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HayuHo-npakTuyeckuin xypHan BoctouHo-EBponeiickoil rpynnbi No U3y4yeHUio CapKom

¥ypHan «CapkoMbl KOCTel, MATKUX TKAHE 1 OMYyXONIM KOXUY» BXOLUT B NEPeYEHb BeyLMX PELIEH3UPYEMbIX HAYUHbIX
NepuoOANYECKUX U3AaHWIA, peKOMEHA0BAHHbIX Boicweii attectaumonHoi komuccuent (BAK) ans nybaukauuu
OCHOBHbIX Hay4HbIX Pe3yibTaTOB AMCCEPTALMiA Ha COMCKAHME YUYeHbIX CTeneHel KaHauaaTa U AOKTopa HayK.
YXypHan 3apeructpupoBaH B 6ase faHHbIX Scopus.

PekomeHgoBaH MuHucTepcTBOM Bhiclwero 06pa3oBaHns U Hayku Poccuiickoit ®epepaunu ana nybaunkauui
OCHOBHbIX Hay4HbIX Pe3yNbTaToOB AMCCEpPTaLUiA HA COMCKAHUE YYEHOW CTenmeHU JOKTOpa WM KaHAMAATa Hayk
OcHoBaH B 2009 r. lepMoAnYHOCTb: 4 pa3a B rog,

CAPKONDbI

KOCTEWN, MArKNX TKaHeWu
N OMyXOrnn KOXXu

East-European Sarcoma Group

MABHbIN PEJAKTOP

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

3AMECTUTENW MABHOIO PENJAKTOPA

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

CyweHuos EBrenunit AnekcaHppoBuY, K.M.H., 3aBefylolWwnii xupyprudeckum otaeneqnem N2 14 (oHkoopTonenum)

HWUW knuHnyeckoi oHkonorum (HUN KO) ®IBY «HaunoHanbHblil MEAMLMHCKUIA UCCNEA0BATENbCKUIA LIEHTP OHKONO-
run um. H.H. bnoxuxa» (HMWUL, onkonorum um. H.H. bnoxuHa) Munsgpasa Poccun (Mocksa, Poccus)

OTBETCTBEHHbIW CEKPETAPb

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

PEAAKTOPbI-KOOPAUHATOPDI

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

Xaparuwsunu Teiimypa3 Ko6aeeuy, f.M.H., npodeccop, BeyLnit HayuHbIi COTPYAHUK XMUpYypryeckoro otaenenms N2 1
(onyxoneit KOXu, KOCTel, MATKWUX TkaHeit) oTaena oblweit oHkonorum HAU KO HMUL, oHkonorum um. H.H. BnoxuHa
Mwun3gpasa Poccumn (Mocksa, Poccus)
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PEAAKLUMOHHAA KOJUIETUA

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

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

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

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

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

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

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

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

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

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

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

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

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

¥epaBun AnekcaHap AneKcaHapoBuY, K.M.H., pyKOBOLUTENb LEEHTPa OHKOOTUM U paguoTepanun @rbY «HaumoHanbHbli
MeLMLMHCKUIA CCNenoBaTenbCkuii LeHTp M. akagemuka E.H. MewankuHa» Munagpasa Poccum (HoBocubupck, Poceus)

KoHoBanoB Hukonain AnekcaHgpoBuy, i.M.H., npoteccop, YneH-koppecnoHaeHT PAH, 3aBepyiowwuii otaeneHmem cnu-
HanbHot Heilpoxupyprum ®IAY «HauuoHanbHbIR MELULMHCKNIA UCCNefoBaTeNbCKUI LLEHTP HEMPOXUPYPTUM UM. aKaZeMUKa
H.H. bypaeHko» Mun3gpasa Poccuu (Mocksa, Poccus)

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

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

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

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

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

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

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

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

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

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

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

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

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

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

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

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

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

PEAAKLIMOHHBIN COBET

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

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

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

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

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

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

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

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

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

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

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

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

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

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

YoiH3oHoB EBreHui JixamaubipeHoBuY, 4.M.H., npodeccop, akagemuk PAH, gupekTop, 3aBeayolunii otoeneHem ony-
xoneit ronosbl n wen HUU onkonorun Tomckuit HUML, PAH, 3aBepylowmit kadegpoit oHkonorun ®rbo0y BO
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u hubpocapkomax — Ha060pOT. ICTpOreHsl CTUMYNUPYIOT NPoAUdEpPALMIO KNETOK OCTEOCAPKOMbI, @ aHAPOreHbl — pabao-
MWUOCAPKOMbI U MENKOKPYTNOKNETOYHON ONYXO0/MU, POCT KOTOPOW MHTMBMPYIOT Npenapatkl, NpUMEeHsieMble NPy pake npo-
cTarbl. B cBA3M € 3TMM NpU NONbITKE BKNIOYEHUA TOPMOHAILHOTO KOMMOHEHTA B TepaneBTUYeCKUit KOMNIEKC HE0OXOAMMO UH-
AVBUAYANbHOE UCCNe0BaHWE FOPMOHABHOW YYBCTBUTEAbHOCTU onyxonu. OfHUM U3 METOAMYECKUX MOLXOL0B ABAAETCSA
TECTUPOBAHUE KyNLTYPbl OMYXONEBbIX KNETOK M3 GUONCUIHOMO UM ONEPaLMOHHOO MaTepuana Ha YyBCTBUTENBHOCTb K aroHUC-
TaM/aHTaroHUCTaM ropMOHANbHLIX PELENTOPOB N0 OTAENBHOCTU U B COYETAHUU C XMMUOTEPANEBTUYECKMMI NPenaparamu.
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Sarcomas of non-genital organs affect women 1.5-3 times less often than men. The mechanism of such dimorphism
is studied at various levels, mainly in the field of influence on the pathogenesis of sex hormones and their receptors,
the effect of which is significantly related to the histogenesis of the tumor, its localization, the mechanism of malig-
nant transformation and the stage of progression. Sex hormone receptors are often found in the early stages of tumor
development and are lost during progression. At the same time, the expression of the same receptors in tumors of dif-
ferent histogenesis sometimes correlates with the opposite prognosis of the disease and sensitivity to hormonal thera-
py. For example, in uterine leiomyosarcomas, the expression of estrogen and androgen receptors correlates with a bet-
ter prognosis and greater effectiveness of therapy, and in osteo- and fibrosarcomas, vice versa. Estrogens stimulate
proliferation of osteosarcoma cells, and androgens that of rhabdomyosarcoma and small round cell tumor, which growth
is inhibited by antiandrogens used in the treatment of prostate cancer. In this regard, when trying to include a hormonal
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component in a therapeutic complex, an individual study of the hormonal sensitivity of the tumor is necessary. One
of the methodological approaches to this could be testing a culture of tumor cells from surgical material for sensitivity
to agonists/antagonists of hormonal receptors separately and in combination with chemotherapy drugs.

Keywords: sarcoma, sexual dimorphism, sex hormones, sex hormone receptors, X-chromosome, Y-chromosome
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BeepeHune

[TomoBoii hakTop OKa3pIBaeT 3HAYUTEILHOE BIMSTHUE
Ha BO3HUKHOBEHHE 3JI0KAYeCTBEHHBIX OITyXOJIeii B opra-
HaxX, He OTHOCAIIIMXCS K IOJIOBOM cdhepe, KaK y yeIoBeKa,
TaK M y XXMBOTHBIX. OcoOM MYKCKOTO moJia 3a00JeBaloT
3HAYUTEIBHO YaIlle, YeM XKEHCKOT0, U Pe3yJIFTaTUBHOCTD
HX JICICHUS B OOJIBIIMHCTBE CIy4aeB Xyxke. DTO KacaeTcs
OITyXOJIei KaK 3MMUTEINATbHOTO, TaK M ME3CHXMMAaJIbHOTO
MMpoMCXOXneHus. Pak muineBoga y My>KYMH BO3HUKAET
B 4,5 pa3a yairie, YeM y >KeHIINH, XeJTyaKa — B 1,9 pasa, mmom-
XKeJTyIOYHOI Xee3sl — B 1,3 pa3a, MOYEBOTO ITy3bIpsS —
B 4,2 pa3a, jerkoro — B 1,2 pa3a, TOJICTOTO KMIIIEYHUKA —
B 1,3 pa3a, meuenu — 3,3 pa3a, rmouyexk — B 2 pa3a, rOJIOBbI
U 1men — B 2,8 pa3a, MeJJaHOMBI Ko — B 1,5 pa3za [1].

AHaJOTMYHBIC TaHHBIC MOJIYYEeHB M B OTHOIICHUU
capkoMm. B CIIIA cpenu 4253 mariieHTOB CO BCEMM TMCTO-
JIOTUIECKUMH (DOpMaMU MITKOTKAHHBIX CAPKOM TOJIOBBI
U 11eu, 3apeructpupoBaHHbIMU B 2000—2018 rr., My>K4nH
OBLIO OYTHU B 5 pa3 6osbliie, yeM xKeHIIuH. [1py 3ToM Bbi-
PaXkeHHOCTD IOJIOBOTO AMMOpP(hM3Ma 3aBHCEIa OT TUCTO-
reHesa omnyxoy. HenndpdepenumpoBaHHbIe IeOMOpdHEIE
CapKOMbI BO3HUKAJIM Y MY>KYHMH B 4,7 pa3a Jariie, JISHOMUO-
CapKOMBI TOJIOBHI M IIIeM M aHTUOCApKOMBI — B 2 pa3sa,
a nepMaTo(rOpPOCapKOMBI — CTOJIb 3Ke JacTo [2, 3].

TopMoHanpHasT 3aBUCHMOCTb HEKOTOPHIX OITyXOJei
SIUTEINAIEHOTO ITPOUCXOXICHNUS, HanboJIee BhIpasKeHHAST
IIPY paKe IMOJ0BOI chephl, JTaBHO U YCIICIITHO MCITOIb3Y-
ercs B Tepanuu. MHrmouTopsl peLienTOpoB MOJOBBIX TOP-
MOHOB 1 UX METa0OJIM3Ma SIBJISTIOTCSI OCHOBOM JICUCHUSI
paKa MOJIOYHOI1 U IpeAcTaTeIbHOM XKeJie3. Me3eHXxuMallb-
HBIE OITyXOJIY, IIPEACTaBICHHbIC CAPKOMAMM Pa3IMIHOIO
reHe3a, U3y4eHbI B 9TOM HaIlpaBICHUY 3HAYUTETHHO MEHB-
1Ie, XOTsI, UCXOISI U3 JTaHHBIX SMOPHUOHAIBHOTO THCTOTe-
He3a, UX MOTeHINAIbHAsI 3aBUCMMOCTD OT ITOJIOBBIX CTE-
POUIOB HE BBI3bIBAET COMHEHMUIT [4].

B cBs13u ¢ 3TMIM B 0030p€e pacCMOTPEHBI MEXaHU3MBbI T10-
JIOBOTO TMMOp(hH3Ma B CAPKOMOTEHE3E, POJIb PELICIITOPOB
ITOJIOBBIX TOPMOHOB B 3TOM ITIPOLIECCEe 1 IIPUMEHEHIE TOPMO-
HAJIbHBIX BO3ACHCTBUI U151 TEPAIIMU ME3CHXUMAJIbHBIX OITy-
XOJIel ¢ Lie/IbIo TIepCOHANIM3aLMHY JJeyeOHOoro Ipouecca. st
CapKoM, He M3yYCHHBIX B 3TOM HaIlpaBJICHUU, IIPUBEICHBI
JIOCTYITHBIC CBEICHUS O HAJTMYMU B MX KJIETKAX PEIICTITOPOB
ITOJIOBBIX TOPMOHOB KAaK ITOTEHIIMAIbHBIX MUIIICHET.

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXoan KoXu

lucToreHes 3n10KayeCTBEHHbIX oNyxoJei

Me3eHXUMaNbHOro NPouCXoXKaeHUs

CapKOMBI IIPEICTABIISIIOT CO00i TeTePOreHHYIO TPYII-
Ty OIyXOJei M3 MPOM3BOIHBIX ME3eHXUMBI, TU(hepeH-
LIMPYIOIINXCS B KJIETKU COCAUHUTEIbHON ((DMOPO3HOIA),
KOCTHOM, >KMPOBOM, XPSILIEBOM MJIMA MbBILIEYHOU TKAHU,
a TaKKe B KJIIETKA CHHOBHAJIBHBIX M CEPO3HBIX 000I0YEK.
ITo Tumny xierok-npeaiiecTBeHHUKOB 80 % 13 HUX OT-
HOCSITCSI K CApKOMaM MSTKUX TKaHeil, 15 % — K KOCTHBIM,
5 % — K CTPOMAJIbHBIM OITyXOJISIM 3KEJIyI0YHO-KUILIEYHO-
ro TpakTa. [1o TMCTOIOTMYeCKIM XapaKTepUCTUKAM, KIIH-
HMYECKOUN KapTUHE U MOJIEKYJISIPHOM MAaTOJOTUX PA3JIM-
yarT 0osee 100 moxrumos capkom [5, 6]. TTo maHHBIM
JINTEPATypPhI, CAPKOMBI BOBHUKAIOT B PE3YJIBTATE TOUCTHBIX
MyTaIuii, 00pa3oBaHMs XUMEPHBIX TCHOB M aMILIN(UKA-
1IN, KOTOPBIE aKTUBUPYIOT OHKOTEHBI MJIM MHAKTUBUPY-
IOT OITyXOJIEBBIE CYIIPECCOPHI, a TaAKXKE, IO-BUINMOMY,
IMepMaHEHTHBIC SMUTeHETUYESCKNE MOAU(UKALIMY THUIIA
HapyueHust metrummpoBanusa JHK, mogudukamn ruc-
TOHOB, PEMOAETMPOBAHUS XPOMATHHA B IIEPBUYHBIX CTBO-
JIOBBIX KJIETKAX ME3€HXUMBbI WJIM IIPOT€HUTOPHBIX KJIETKAaX
Ha pa3HbIX cTagusax 1uddepeHINPOBKH.

KombOunaumm atnx (pakTopoB MHOTOOOpa3HbBI U He-
OmMHO3HAaYHBI. Hampumep, B 3KCIIEpUMEHTE MBIIITUHEIE
CTBOJIOBBIE KJIETKH YIaeTCsI TPaHC(POPMHUPOBATh B KIIETKU
JymnocapkoMbl myTeM runepakcnpeccun FUS-CHOP B co-
YyeTaHUY C MTHAKTUBaIe pS3, a cyrepakcnpeccuu c-Myc
OBLIO TOCTATOYHO IS TpaHC(hOPMAIINN KJIETOK MBIIIIITHO-
IO KOCTHOI'O MO3ra B KJIETKHA OCTEOCapKOMHI [6, 7].

Monosoit gumMopcn3M CTeponAHbIX FOPMOHOB

M UX peLenTopos

HauGonbiast yacToTa BO3HUKHOBEHUSI CAPKOM MPU-
XOIUTCS Ha HETCKHUI BO3paCT. Y B3POCIBIX CAPKOMBI CO-
craBisioT 1 % Bcex 3/10KaueCTBEHHBIX HOBOOOPA30BaHUIA
COJIMIHOTO CTPOEHMSI, a y IETEM U ITOAPOCTKOB — 110 20 %.
ITpu aTOM MaJIbUMKHY 3200JI€BAIOT 3HAYUTEIHHO Yallle Je-
BOYEK. B CBSI3M C 3TMIM €CTh OCHOBaHMSI CIUTATh, UYTO IO~
JIOBOIT TMMOP(HU3M B CApKOMOI€HE3¢ CBSI3aH C COOBITHSIMU
MIPEeHATAJIbHOTO M PAaHHETO IMOCTHATAIBLHOTO IIePUOI0B
pa3BUTHSI, KOTIa Ha0O0JIee CHIIbHO BBIPAXKECHBI Pa3IIrs
B COOTHOIIIEHUH ITOJIOBBIX TOPMOHOB B (DOPMUPYIOLIEMCS
MYKCKOM U KEHCKOM OpTaHu3Max.
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[TonmoBbIe TOPMOHBI OKA3BIBAIOT BIMSIHUE HA Pa3BUTHE
IUI0/1a Ha CaMbIX paHHUX €To 3Tarnax. ¥ SMOpUMOHOB MYXK-
cKoro 1ona Y-xpoMocoma HeceT TeH SRY (sex-determining
region Y), konupyronmii pakrop TDF (testis determining
factor), KOTOpbIi1 BEI3BIBAaET TpaHchopMaluio Henudde-
PEHIIMPOBAHHBIX TOHAI B SIMYKW, CTUMYJIMPYET MX pa3-
BUTHE 1 BBIPAOOTKY TECTOCTEPOHA. YK€ BO 2-M TPUMECTpe
OepeMeHHOCTH, ¢ 12-if Hemenun, ypoBeHb TeCTOCTepOHA
y MaJibuuKOB B 10 pa3 BhIlIEe, YeM y IeBodeK. Bropoii muk
HaunHaeTcs Ha 31—40-it HeensIx 1 COXpaHsIeTCs B TeUeHUeE
nepBbIX 3 Mec mocie poxacHud. ITmon ¢ Habopom XX,
y KOTOporo reH SRY OTCYTCTBYET, pa3BMUBaeTCs IO XKEH-
CKOMY THUITY M HAXOIHUTCS IO IIPEUMYIIIeCTBEHHBIM BJIH-
STHUEM 3CTPOTCHOB, BBIPaOATHIBAEMBIX M3 TECTOCTEPOHA
C TIOMOIIIBIO apoMarasHi [8§, 9].

DD PEKTH CTEPONIHBIX TOPMOHOB PEATN3YIOTCS TOIb-
KO TIOCJIC MX CBS3BIBAHUS C COOTBETCTBYIOIIIMMHU PEIIEII-
Topamu. B ciydae moIoBBEIX TOpPMOHOB 3TO aHIPOTEHOBHIE
(AP), acrporenossie (9P) u nporecreponossie (ITP) pe-
LIEITOPbI. AHAPOTEHOBBIN PELIENITOP KOAUPYETCS Y YesIO-
Beka reHOM AR, paclojioKeHHBIM Ha X-XpOMOCOME
B tokyce Xql1.2-12. OH 3KcIpeccupyeTcs y SMOPUOHOB
M B3POCJIBIX 000€ro Iojia BO BCeX TKAHSX, KpOMe cese-
3€HKU. AHJIPOT€HOBBII pelienTOp B3aUMOACUCTBYET B LI~
TOILIa3Me C TECTOCTEPOHOM I C €r0 aKTUBUPOBAHHBIM
METa0OJIUTOM S0-TUTUAPOTECTOCTEPOHOM, IIOCIIE YEeTO
IIEPEHOCUTCSI B SIIPO, THE CBSI3BIBACTCS C IIPOMOTOPAMU
oosee 140 reHOB-MUIIICHEI.

DCTPOreHOBBIE PEICIITOPHI IEIATCS Ha BHYTPUKIIC-
toudble (DPa m DPPB) m mMemOpaHHBIE pelenTOPhI
G-6enkoBoii rpynmnel GPER. Ten ESRI, xogupyromuii
DPa, oKanu3yeTcst Ha 6-i1 XpoMOcoMe, a KOIUPYIOLIAI
OPB — Ha 14-11. Ux nuranaamu siBISIIOTCST pacTipefessiio-
LIIMECS MO YOBIBAHUIO aKTUBHOCTH 17[-3CTpaanon, 3cTpoH
U 3CTPUOJL.

DddexTor DP paznensiorcs Ha TeHOMHbBIE M HET€HOM-
HbIe. B mepBoM ciIyyae OHU peam3yIoTcs 10 TeM Xe Me-
XaHu3MaM, 910 1 3¢ ¢dekTsl AP, BO BTOpOM — C ITOMOIIBIO
KMHAa3 4epe3 BHYTPUKIETOYHbIE CUTHAIbHBIC ITyTH. [1po-
TeCTePOHOBBII peLIeITOp KOAUPYETCS Y YeJIOBeKa TeHOM
PGR, nokanu3oBaHHBIM Ha 11-if xpomocoMe. bonbmH-
CTBO HOPMAaJIbHBIX TKAHEU-MHUIIEHEN ITPOTeCTEPOHA SKC-
npeccupyiot 2 uzodopmel ITP: PRA n1 PRB. OcHOBHBIM
peryisitopoM 3Kcripeccuu 1P B kieTkax siBJsieTcst 3CTpo-
reH win 17B-actpanuon, ceszaHHbie ¢ OP. Ha konuvecTBo
I1P B kneTke momymo DP BimsieT akTMBAIIAS TPOTEUHKM -
Ha3bl A, OMHAKO, B OTJIMYME OT ITOCJICTHETO, YBEJIMUCHIE
I1P HaGmroneTcs TOJbKO Ha ypOBHE OejiKa, HO HE Ha YPOB-
He TpaHcKpuITa. ITocKoJIbKy OCHOBHBIM 3(D(deKTOM cTe-
POUIHBIX TTOJIOBBIX TOPMOHOB SIBJISICTCSI MOIYJIMPOBAaHUE
mpordepannu, B IepBOM IIPUOIIDKEHUH UX MOXKXHO pac-
CMaTpUBaTh KaK MOIIHBIC MEXaHU3MBbI, IIPOMOTHPYIOIIIE
pa3MHOXEHHEe KaK HOPMaJIbHBIX, TaK 1 TpaHCHOpMUIpPO-
BaHHBIX KJ1eToK [10].
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MHOXeCTBEeHHOCTh MEXaHM3MOB 3JI0Ka4eCTBEHHOM
TpaHCHOPMAIIUK KJIETOK-IIPEAIIIECTBEHHUKOB 1 MHOTO-
YYCJICHHBIC BAPUAHTHI ITOCICAYIOIEH IIPOrPEeCCUM OITyXO0-
JIEBBIX KJIOHOB IIPUBOIST K 3HAYUTEILHOMY Pa3HOO0Pa3UIo
B JlaHA1IadhTe SKCIPECCUN PELIETITOPOB CTEPOUTHBIX TOP-
MOHOB B KJIeTKaxX capkoM. Jlaxe B Tex ciaydasx, korga DP,
ITP u AP oOHapyXuBaroTCsI B KJIETKaX CapKoM, nx 3 dek-
THI MOTYT CHUJIbHO Pa3IdaThCs.

MonoBble ropMOHbI U UX peLLenTopbl

B naroreHese CapKom

JIumocapkomel. JInmmocapkomsel (JIC), KoTopsie sIBIISI-
I0TCS HanboJiee pacIpoCTpaHEHHO (hOPMOIi CapKOM MSIT-
KNX TKaHel M cocTaBisioT npuMepHo 20 % Bcex Me3eH-
XHMaJbHBIX 3JI0KAaYeCTBEHHBIX HOBOOOpa30BaHWUIA,
JIEJISITCSI IO CTETIEHM 3JI0KA4eCTBEHHOCTH Ha BRICOKOIU(]-
(bepeHIMpOoBaHHBIH, TemihdhepeHITPOBAHHBII, MUKCOUIHO-
KPYIJIOKJICTOUHBIN, TIJICOMOP(MHBII M1 MUKCOMTHO-TIICO-
MOpP(MHBIN TOATUIIEL. Bce OHM MpoMcXomsT U3 TOTOMKOB
ME3¢HXMMAJIbHBIX CTBOJIOBBIX KJIETOK IIPEaaUIIOMTOB,
HaXOISIINXCS Ha Pa3HBIX CTATUSX CO3PEBAHMS. DTU KIIET-
KU, TTOJIBEpralolIrecs agunoreHHol nuddepeHIpoBKe
U 001a1a101IKe BEICOKOI YYBCTBUTEIbHOCTBIO K JIEHCTBUIO
CTePOMIHBIX TOPMOHOB, SKCIIPECCUPYIOT COOTBETCTBYIOIINE
PELICIITOPHI, a 3peJIble aNUITOLUTHI €Ile ¥ MPOIYIIUPYIOT
apoMarasy, TpPaHC(hOPMHUPYIOIILYIO aHAPOTeHBI B 3CTPOTCHEI.
AnunoreHe3 UHIMOUPYeTCsl aHAPOTeHaMU, KOTOPhIE pery-
JINPYIOT HE TOJIBKO TPAHCKPUIILIUIO T€HOB, KOAUPYIOLINAX
0CJIKM, HO M 3KCIPECCUI0 HECKOJBKUX HEKOTMPYIOIINX
MukpoPHK, yyacTBywolMx B MOCTTPaHCKPUITLIMOHHOMN
PETYIISIINM 9KCIIpeccuy TeHoB [11, 12].

DTHU JaHHBIE MOCITYXIIN OCHOBAaHUEM UL HEMHOTO-
YHCJIEHHBIX UCCIIeAOBAaHUI (PaKTOPOB TOPMOHAJIBHOM 3a-
prucuMocT JIC 1 BO3MOXHOCTH UX MCIIOIB30BaHMS B Tepa-
muu. [Tokazano, uro B kietkax JIC DP u AP skcripeccu-
pytoTcs yacTo, Torma Kak ITP — penko. Omyxomu DP+ u AP+
OTHOCSITCSI K BeIcOKoM(depeHImpoBaHHOMY nonTury. [1pu
neanddepeHnpoBaHHbIX JIC 3TU pelienTophl MOYTH He
BKCIIPECCUPYIOTCS, XOTS B ClIydae IMOJMKIOHAIBHOIO CO-
CTaBa OIYXOJIEBbIX y3JI0B OHU OOHApYXKUBAIOTCS B OoJiee
nrddepeHINPOBAHHBIX YUYaCTKAX.

Ilo maHHBIM OgHOrO M3 HauboJiee MaCIITAOHBIX UC-
cJIeIOBaHMIA, BLINIOJTHEHHOTO Ha MaTtepuase 353 ImalyeHToB
¢ JIC ¢ BeicokomuddepeHIMPOBaHBIMU 1 HeauddepeHII-
POBaHHBIMU OITYXOJISIMU, a TAKKE TTICOMOP(GOHBIMHA I MUK~
COMIHBIMU capKoMaMH, sKkcripeccus DP u AP npakrruecku
He KOppearpoBajia ¢ 0e3pellUINBHON BEKMBACMOCTHIO
[13]. PerpeccuonHbIif aHaIM3 TTOKAa3all, 9YTO U B ciIydae
BhIcOKOIM G depeHIIMPOBAHHBIX OMYXOJei MmoKa3aTeaun
BBDKMBAECMOCTH MYKUMH XYK€, YeM XKECHIIHH.

B cBs131 ¢ 5THM MOSBIISIIONIAECS SKCIIEpUMEHTATbHBIE
BapuaHTHI 1edeHus1 JIC BKITI0UaoT MpuMeHeHe MHTOW -
topoB MDM2, CDK4/6, XPO1, MOmyIITOPOB UMMYHHBIX
KOHTPOJIBHBIX TOYeK, aroHUcTOB PPARY nim nx komMo0u-

2024 | Tom16 | Ne1

13


https://ru.wikipedia.org/wiki/%D0%A5-%D1%85%D1%80%D0%BE%D0%BC%D0%BE%D1%81%D0%BE%D0%BC%D0%B0
https://ru.wikipedia.org/wiki/%D0%9B%D0%BE%D0%BA%D1%83%D1%81
https://ru.wikipedia.org/wiki/%D0%AF%D0%B4%D1%80%D0%BE_%D0%BA%D0%BB%D0%B5%D1%82%D0%BA%D0%B8
https://ru.wikipedia.org/wiki/%D0%AD%D1%81%D1%82%D1%80%D0%B0%D0%B4%D0%B8%D0%BE%D0%BB
https://ru.wikipedia.org/wiki/%D0%AD%D1%81%D1%82%D1%80%D0%B0%D0%B4%D0%B8%D0%BE%D0%BB

14

HaIliM, HO HEe BapMAaHTHI TePAITMH IIOJIOBBHIMU TOPMOHAMU
[14, 15]. B TO Xe BpeMs CYILLIECTBYIOT JAHHBIE O CTUMYJISI-
mu pocta JIC mpu 6epeMeHHOCTH, YTO MOXKET CBUAETEIb-
CTBOBATH O BJIMSIHUM TOPMOHAJIBHBIX CIIBUTOB Ha ITATOTeHE3
9TOM OIYXOJIM U YKa3bIBaTh Ha BOBMOXKHBIC TepaIeBTHUIC-
ckue MuleHu [16].

Hepmaroduodpocapkomsl. JIepmaTohndpocapKoMbl
MIPEACTABIISTIOT COOOM I'PYIITY 3JI0KAYeCTBEHHBIX ME3¢H-
XMMAaJIbHBIX OITyXO0JICH C MPENMYIIIECTBEHHBIM ITOPaKECHM -
€M JIEePMbl U XapaKTePU3YeTCs KpalHel KIMHUKO-IIATO-
JIOTMYECKOI reTeporeHHOCTh0. HoBOoOOpa3oBaHMs 3TOTO
TUIIA PACTYyT MEIJIEHHO U PELUAMBUPYIOT IIPU HEPAIU-
KaJbHOM pe3ekuuu. s HUX XapaKTepHO HaJIMUKMe Xpo-
MOCOMHBIX abeppallvii, B YaCTHOCTU CJIMUTOTO TeHa
COL1A1-PDGFB.

IIpeanpuHuManuch UccaeaoBaHus sKcnpeccun DP
u 1P y mauMeHTOB ¢ 3TUM MOABUAOM capKom. B ogHOoM
ucciaenoBanuu (n = 44) y 22,7 % nauueHTOB BbISIBICHBI
onyxonmu DP+/I1P+, y 34,1 % — BP+/I1P—, y 9,1 % —
DP—/I1P+,y 34,1 % — DP—/I1P—. [1pu 3TOM He 0GHApy-
KEHO CYILIECTBECHHOM CBSI3M MEXIY SKCIPECCUEH peLen-
TOpPOB, MOJIOM, BO3pacTOM, PAacoi WU JIOKAJIU3alUueh
OIyxoJu. B ciaydasx peuunusa Bce pelenTopbl yTpauynuBa-
nuch [17]. B apyrom ucciaenoBanuu y 8 (29 %) u3 28 60J1b-
HBIX B oIlyxoJiu 3KkcrnpeccupoBaiics I1P, y octalibHBIX HU
OP, u 1P He skcnpeccupoBanucs [18].

Anrnocapgombl. Hammare ropMOHAaIBHBIX PEIICTITOPOB
B aHTMOCAapKOMaX M3y4eHO TOJILKO Ha aHTMOCapKOMax
MOJIOUHOM XeJIe3bI, KOTOPBIC SIBJISTIOTCS PEIKUM 3JI0KaJe-
CTBEHHBIM HOBOOOpPa30BaHMEM IaHHOM JIOKAIM3ALIUH,
cocraistioiuM okoJjio 0,04 % Bcex ciiyyaeB paka MOJIOY-
HOI Xese3bl U 8 % capKoM MOJIOYHOI XeJie3bl. OHM Jie-
JIATCS Ha NIEpBUYHBIE U UHAYLUPOBAHHbIE JIy4€BOii TEpa-
nuei anrnocapkombl. THOrIa 3T1 0myxonu pa3BUBaIOTCS
BO BpeMsI OEpeMEHHOCTH, YTO MOCITYXIIO ITOBOAOM IUISI
SHIOKPUHOJIOTHUYECKUX UCCaeaoBaHui» [19].

B enuHcTBeHHOI paboTe, MOCBSILEHHOM ompeelie-
HUIO HAJUYUS B OIYXOJU PELETITOPOB CTEPOUIOB, OHU
HCCJICIOBAINCH TOJIBKO B 2 CIIydasix, IpUIeM B IIEPBOM
Ob11a 0OHapyxeHa skcnpeccus DP u I1P, a Bo BTopom —
ToabKO OP. B mepBUYHBIX aHTHOCApKOMAaX, BBISIBICHHBIX
BO BpeMsl 0epeMEHHOCTU, 3TUX PELIEIITOPOB OOHAPYKEHO
He 6buU10. BO3MOXXHO, ganbHeIe uccae1oBaHus Ha 00JIb-
IIEH MOITYJISILIMK ITO3BOJISIT BBISICHUTD POJTb TOPMOHATBHBIX
PELICIITOPOB U, CIIEA0BATEIbHO, SHIOKPUHHBIX (PaKTOPOB
B IMaTOTeHe3e ATOro rmoaTumna capkom [20, 21].

JlecMomiacTHyecKas MEJKOKPYIIOKJIETOYHAS OMYyXO0JIb.
JlecMoruracTruueckass MEJIKOKPYIJIOKJIETOUYHASI OIyXOJIb
(AMKO), otHOCs1IasICS 110 KitaccubuKanuu BcemupHoit
OpraHu3aluM 3ApaBOOXpPAHEHUs K TpyIMIe OIMyXojeu
¢ HesicHO#M muddepeHIIMPOBKOI, TIpeICTaBIsIeT co00it
BBICOKOATPECCUBHYIO capKoMy (prOpOMMIO0IaCTUUECKOTO
cTpoeHust, Kotopast B 90 % ciiydaeB mopaxaeT IOAPOCTKOB
¥ MOJIOABIX My>K4rH. OHa IIPEUMYIIeCTBEHHO pa3BUBaCT-
€Sl U3 KJIETOK CEPO3HOM MOBEPXHOCTU OPIOILIHOM TTOJIOCTH.
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IIpu Bcex cnocobax jieyeHusl MearMaHa BbIKMBAEMOCTH
KosebneTcsa ot 17 mo 25 mec, a 5-JeTHSST BBDKMBAEMOCTD
cocrapisieT okoiio 15 %. HoBooGpa3oBaHue MaO4yBCTBU -
TEJIbHO K XMMHUOTEpaIInu, TO0OUThCS 0ojiee IINTEIbHON
BBDKMBAEMOCTH YIA€TCsI TOJIBKO B CIIydyae yaajieHus 0ojiee
90 % omnyxosid IIpU OTCYTCTBUU HepudepruIecKrX MeTa-
cTa30B. JIJIs1 KJIETOK 3TOI OITyXOJIM XapaKTepHa XpPOMOCOM-
Has tpaHciaokaums (11;22)(p13:ql2) B Bume KomIniekca
reHa capkombl FOuHra ¢ reHOM-CyIIpeccopoM OITyXOJIN
Bunbmca. I1pu 31oit TpaHciokauuu N-KOHILIEBOM JOMEH
EWSRI cBs3an ¢ C-konuesbiM JIHK-cBs3b1Barommm 1o-
meHoM WT1, yTo co3maeT abeppaHTHBII (DaKToOp TpaHC-
kpununu EWS-WT1 [22, 23]. O6pa3syroniuiicss XuMepHbIiA
0eJIOK B COUYCTaHMU C YTpaToi hyHKIINIA cyrmpeccopa WT'1
CIOCOOCTBYET Mposmdepalii KJIeToK orryxoyu. Ooagast
cBoMcTBaMM akTUBaTopa TpaHckpurnuu, EWS-WT1 pe-
TYJUPYET SKCIPECCUIO HECKOJIBKMX TeHOB (haKTOPOB POCTa,
BKJTIOUAsI PELICTITOP TPOMOOIIMTAPHOTO (DaKTOpa pocTa o,
(PDGFRA), peuentop MHCYJIUHOIIONOOHOTO (hakTopa
pocta 1 (IGF1R), peuenrop snumepManbHOro dakropa
pocta (EGFR), uHTepiieiikH-2, MHTEpIeUKMH- 15, a Tak-
Xe ¢$akTOpoB TpaHCKpUNuuu, Takux kak MYC, PAX2
u WT1 (puc. 1). Uaruouposanne EWS-WT1 ¢ momorisio
Maibix nHTepdepupyomux PHK (siRNA) rmpu coxpane-
Hum s3Kkcrpeccu EWSR1 aukoro tuna u WT'1 ocraHas-
JIMBaeT Mpoaudepalnio KISTOK KYJIBTYPhI X U3MEHSIET UX
Mopdooruio [22, 24].

DTa MOIITHASI aKTUBAIIMS POCTa CpabaThIBaeT MIPEHMY-
ILIECTBEHHO Y My>KUMH. AHamm3 TpaHcKpunToma EWS-WT1
METOIOM OOOTallIeHsT HAbopa reHOB MO (PYHKIIMOHAIBHOM
npuHamiexHoct (FGSEA) moka3zan, uyto abeppaHTHBII
0CJIOK MOJABJISICT CUTHAIM3AIIUIO 3CTPOTCHOB U YCUJIMBa-
€T 3aBUCUMOCTD OT aHAPOreHOB. brnonmHbopMaTyeckmit
a"amm3 3kcrpeccuu 1500 renoB u3 89 obpaznos IMKO
IIPOAEMOHTPHPOBAJI TECHYIO TPAHCKPHUIITOMHYIO KJIacTe-
pPU3AINIO OOJBITMHCTBA M3 HUX B KJIaCTepe aHAPOreHOBO-
IO CHTHaJIMHTA, oIpeaenasieMoM KMOTCKoit 3HITUKIIOIIe-
nueii reHoB u reHoMOB (Kyoto Encyclopedia of Genes and
Genomes, KEGG).

ITpu aToMm npodunb sxkcnipeccun reHoB JIMKO 65m-
Ke K IMPOo(UITI0 3KCIIPECCUH TEHOB KJIETOK paKa IpeacTa-
TEJIBHOM XeJe3bl, 4eM Ipyrux capkom. Kpome toro, mo
CPaBHEHMIO C CApKOMaMM MHbBIX IIOATUIIOB (XOHIpOCap-
KoMamu, BeicokomuddepenmpoBanabiMu JIC, nennd-
depennupoBanHbiMu JIC B ocTeocapKoMaMHM) B KJIeTKaxX
JAMKO konmuectBo AP HamHoro BhILIE [25].

AHaJIN3 9KCIPECCUN TeHOB M UMMYHOIIPEITUITUTAIINS
XpoMaTHhHa C IocjieayrluM cekBeHupoBanuem JJHK
(ChlIP-seq) mokazanu, yto AP B ciiyqae IMKO usmeHsioT
B KJIETKE BasKHBIC SMUTEHETUIECKIE IIPOTPAMMBI, IIOCKOJIb-
Ky oHM B3auMoaeicTBytoT ¢ JIHK B HOBBIX cielipmIHbBIX
JIIJIST JAHHOM TTaTOJIOTUM CaliTaX, CBSI3aHHBIX C KIIIOUEBHIMU
¢axropamu KaHueporeHesa, B oM uucie WI'l u FOXFI,
a TaKKe ¢ caiiTaMM HXaHCEPOB, KOTOPBIC PETYIUPYIOT
aKTUBHOCTb CUTHAJILHOTO ITyTH Wnt, aCCOIIMMNPOBAHHOTO
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Puc. 1. Mexaruzmsi Oelicmsus xumepHozo 6enka EWS-WT1 npu ecmonnacmuyeckux MesIKOKpy2aoKaemoytsix onyxonsx [22]. PDGFRA — mpom-
6oyumapnbiti pakmop pocma o,; IGF1R — uHcynuHonodobHsIl pakmop pocma 1; FGFR4 — peyenmop akmopa pocma cpubpobaacmos 4; VEGFR2 —
peyenmop ¢akmopa pocma 3H0omenus cocyoos 2; IGF2 — urcynuHonodobHbill gpakmop pocma 2

Fig. 1. Mechanisms of action of chimeric protein EWS-WT1 in desmoplastic small round cell tumors [22]. PDGFRA - platelet-derived growth factor
receptor a; IGF1R - insulin-like growth factor 1; FGFR4 — fibroblast growth factor receptor 4; VEGFR2 - vascular endothelial growth factor receptor 2;

IGF2 - insulin-like growth factor 2

¢ muddepeHIIMPOBKOI HEHPOHOB 1 SMOPHOHATILHBIM pa3-
BUTHEM OpTraHoB [23].

B nanbHefiieM ObU10 OKa3aHO, YTO aHTUAHAPOTeHOBbI
Ipenapar SH3aTyTaMu OJIOKUPYET in Vitro TIpoIrdeparnio
kieTok JIMKO, BbI3BaHHYIO 50-TUTHUAPOTECTOCTEPOHOM,
KOTOpBI pe3Ko ToBbIaeT skcnpeccuio AP. Crnenyer ot-
METUTbh, YTO aHTUHEOIUIACTYECKOE MIEHCTBIE JAHHOTO Jie-
KapCTBEHHOTO CPEIICTBA IMPOSIBIISICTCS ITyTEM ITPEeAOTBpAlIle-
HYSI CBS3BIBAHMS JIMTAHIA aHAPOTeHOB C AP, MHTnOMpoBaHMsI
IepeMEICHMS 3TUX PELIEIITOPOB B SIAPO U U3MEHEHUS UX
addunHocty K JIHK, HO He myTeM CHI>KEHUST KOTMYeCTBa
AP. Eliie 60siee CUIbHBIM UHTUOMPYIOIIMM JEMCTBUEM HA
JAMKO obnanaeT HOBBII aHTaroHUCT AP — aHTUCMBICTIO-
Boii oiuronykieotun IONIS 560131 (AZD5312). OH uH-

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

ruoupyeT poct KceHoTpaHcriuiaHtatoB JIMKO: mocie
MEePBBIX 2 MEC COIOCTAaBMMOIO MHTMOMPOBAHUS POCTa
CapKOMBI 000MMU TIperapaTaMy y MBIIICH, MOJTy4JaBIIIX
SH3AJTyTaMUI, POCT OITyXOJIel YCKOPUJICS, B TO BpeMs KaK
y nosryyasiimx 25—50 mr/kr IONIS 560131 Habmionanach
MIPOIOJDKUTENIbHAS OCTAHOBKA YBEJIMUSHHMS pa3MepPOB HO-
BooOpa3zoBaHuii. Ha ocHOBaHMM 3TUX JaHHBIX IIperapaThbl,
IpeaHa3HauYeHHbBIC VIS Tepalvy paka IpeiacTaTeIbHON
XKeJie3bl, peKoMeHmoBaHbl 114 tiedeHus JIMKO. Ve niep-
BBIC KIIMHUYECKME UCITBITAHMS ITOKA3aJIM, YTO KOMOMHU-
poBaHHasI 0J10Kaga aHIPOTEHOB JIIOIPOHOM (MHTHOUTOPOM
CEeKpPEILINH TOHAAOTPOIIMHA) M HECTEPOUIHBIM MHTUONTO-
poM AP GuKkamyraMuaoM BbI3bIBasia yiydireHue y 50 %
nanueHToB ¢ AP+-omyxonbio [23]. B cooTBeTCTBUM € 3TH-
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MM U npyrumu pesyiasratamu JIMKO, Bo3aMoxHO, OymeT
mpuyrciaeHa K AP-3aBUCMMBIM OITyXOJISIM HapsILy ¢ paKOM
IIPOCTATHI.

Paonomuocapromel. Pagnommocapkoma (PMC) — Hau-
0oJiee YacTO BCTpeUaroIascsa capkoMa MSTKHUX TKaHei
y IeTeil. Y B3pOCIIBIX OHA BOZHUKACT PEIKO, HO IIPHU 3TOM
Yale MeTacTa3upyeT 1 IMIpOoTeKaeT 0oJiee 3I0Ka4eCTBEHHO:
5-JIeTHSIsI BBDKMBAEMOCTD COCTAaBIIsIET He Gostee 27 % mpo-
tuB 61 % y neteii [26].

Tot (pakt, uro y MyxkunH PMC Bo3HuMKaeT 4aile, 4eM
Y >KEHIIH, TTOCTYKII OCHOBOI TSI U3YYeHUST POJIA aHIPO-
TeHOB B IIaTOreHe3¢ JaHHOTO 3a00JIeBaHMS M TIOMCKOB Ha
9TOI OCHOBE TEPAITIEBTUIECKMX TAPTETHBIX TOUeK. [1o Mop-
¢onornueckM Mpu3HaKaM 1 TTaTOreHe3y pa3inJaior 2 oc-
HoBHBIX oaTrnia PMC: atbBeosIsipHbIN 1 SMOPHOHATLHEBIIA.
Bonee penxumu SBIISTIOTCS TOTMMOPGhHBIN 1 BEpPETCHOKIIE-
TOYHBII CKJIEPO3UPYIOIINI BapuaHThL. B oT/iuume ot apyrux
TTOITUIIOB KJIETKH anbBeosisipHOi PMC B OOJBIIMHCTBE CITy-
YaeB COMAEPXKAT OTHY M3 XPOMOCOMHBIX TPaHCIOKAILIMIA —
t(2;13) wm t(1;13), Ipr KOTOPBIX IIPOMCXOMUT CJIMSTHUE TeHA
PAX3wm PAX7 ¢ FOXO1 1 06pa3yeTcst OHKOTeHHBIN XUMEP-
Huiit 6e1ok PAX-FOXO1. B omyxonsgx 6e3 XpOMOCOMHBIX
TpaHCJIOKaLIUi OOHAPYKUBAIOTCSI APYTrie OHKOTeHHbIE (hak-
TOPBI B BUJIE MyTalliii, U3BMEHEHHS YK CJIa KO XpOMOCOM-
HBIX CETMEHTOB, MPUBOISIINX K HAPYIICHUIO IPOLIECCOB
ariorrrosa, nponudepanyu, tudGepeHIMPOBKY 1 SITUTEHE-
TUYECKOTO roMeoctasa [27].

IIpoMoTupytonM ¢hakTopoM, BO MHOTOM OIIPEIEIIsI-
foruM natoreHe3 PMC 1 nx npenMyIiecTBeHHOE BOZHUK-
HOBEHHE Y 0C00€ei My>KCKOTO T10J1a, SIBJISIETCSI TECTOCTEPOH,
C KOTOPBIM CBSI3aHBI SMOPHOTEHE3 M IIOCTHATAIBHBIN POCT
ITOIIePEIHOIOIOCATHIX MBI [28, 29].

DOU3NOIOTHYECKIE YPOBHHU TECTOCTEPOHA B CHIBOPOT-
K€ MaJIbuMKOB M MYXYMH COCTaBISA0T 8,75—35 HM,
y neBouek 1 xkeHuH — 0,6—2,5 HM. B 10 e Bpemst KOH-
LIEHTpaLMu, HeoOXoauMble JU1sl akTuBaluu AP, He TTpeBbI-
mratot 1—-10 HM [30].

B npouecce aMOproreHe3a TeCTOCTEPOH CIIOCOOCTBYET
MMOTeHHOI auddepeHINPOBKE ME3eHXMMAJIBHBIX ILTIOPY-
ITOTEHTHBIX KJICTOK, IPEBPALIAIOIINXCS JIMOO B KIIETKU-Ca-
TEJUTATBI 1 MUOOJIACTHI, JIMOO B IIPeaqUIIOLIThI M AMUTIOLUATEI.
B myxckoM opraHusme AP-penienTopbl, B3aUMOIEHCTBYS
C TECTOCTEPOHOM, HANPAaBJISTIOT AU GEPEHLIMPOBKY B CTOPO-
HYy MUOIeHe3a 1 MHTMOUpYIOT agurioreHes. M3 aTux xe kie-
TOK-TIPEAIIECTBEHHUKOB, HECYIIINX OpaiiBepHBbIC MyTallWU,
XPOMOCOMHBIE a0eppaLvy TN IIEPMAHEHTHBIEC SITUTCHETHU -
yeckue u3MeHeHus, paspusatorcst PMC. [eiicTBue TecTo-
CTepOHa Ha HOPMAJIbHBIC 1 OITyXOJICBBIC KJIETKU OCYILIECT-
BJISIETCSI HECKOJIBKVIMM ITyTSIMU, TJIaBHBIM 00pa3oM uepe3
B3aumozeticteue ¢ AP [31]. [Tomumo 3Tor0, cBA3aHHbIT AP
B3anMoeicTByeT ¢ moMeHoM SH3 Tupo3mHKMHAa3bI c-Src,
aktuBupyet Imytb MAPK u Busier Ha AP-omocpeioBaHHYIO
TPAaHCKPUIILNIO ITyTeM (hochoprInpoBaHus KOAKTUBATOP-
PEeLIeNTOPHBIX KOMILIEKCOB, KOTOPhIE MOTYT YCUJIUBATh
WIN TIOJABJIATH AeiicTBre AP Ha TpaHCKPUIILINIO.
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IMokazaHo, 4TO IIUTEIBHOE KYJIETUBIPOBAHIE KIIETOK
PMC ¢ TecTocTepOHOM 3HAYUTEJBHO CTUMYIUPYET IKC-
npeccuio AP u yBeImurBaeT 4yBCTBUTEIBHOCTh KJIETOK
K IporpordepaTUBHOMY IEHCTBUIO TecTocTepoHa. Kpo-
Me TOTO, TIPH 3TOM ITOBBIIIIAIOTCS KJIOHOTEHHOCTD M PaIro-
pPE3UCTEHTHOCTh. BO3MOXHO, C 3TUM CBsI3aHO 6oJiee 3J10-
KadyecTBeHHOe TeueHne PMC y B3pOCHBIX MYXUYMWH,
Y KOTOPBIX IMIOCTOSTHHO MOIACPXUBACTCS 00JIee BHICOKMI
YPOBEHb TECTOCTEPOHA, YeM Y HEIIOJIOBO3PEIIbIX MATbUM -
koB. [Toatomy manmmentam ¢ PMC cienyer uzberarts a1000i1
AHIPOTeHHOU HArpy3KW B CBSI3U C IIOBBIIICHUEM PHUCKa
pa3BUTUS peUuaAuBa. B meiaoM meiicTBre aHAPOTECHOB,
He SBJISISICh MHULIMUPYIOMNM (haKTOPOM BOZHUKHOBEHUSI
PMC, nonaep:XuBaeT 1 yCUIMBAET 3JI0Ka4eCTBEHHBI T10-
TEeHIIMAJ ee KJIeTok [32, 33].

TopMmoHBI TMTIO(HU3a TaKXKe YIAaCTBYIOT B IIaTOTEHE3e
u niporpeccupoBan PMC. B obpa3iax ynaieHHBIX OITy-
XoJieit n kietkax Kyasryp PMC denoBeka sKCIIpecCUpyroT-
¢S peLenTops! (QOJLTUKYIOCTUMYJIUPYIOIIETO U JIIOTCHHM-
3UPYIONIETO TOPMOHOB. KITeTKM 3THX TMHUIA pearnpyloT Ha
CTUMYJISILINIO TOPMOHAMM TUITO(PU3a YCUJICHHON IIPOJIH-
depaiyeit, ”3BMEHeHUEM KJIETOYHOM aare3uu u ¢ocdo-
punupoBanueM MAPKp42/44 u AKT [34]. Bce 3To maet
OCHOBAHME IS JAIbHEMIIETO ITOMCKA IIyTell TepaIleBTU-
YeCKOI0 BO3IEMCTBUS HAa CUTHAJIIMHT aHAPOTEHOB U IO-
JIOBBIX TOPMOHOB TUITO(H3a.

Jleiiomuocapkoma. Jleitomrocapkoma (JIMC) — me30-
JiepMajIbHasl OITyX0JIb, pPa3BUBAIOIIASICS U3 IIPEIIICCTBEH-
HUKOB KJIETOK M1aakux Mbiiil. Hanbonee yacto oHa Jio-
KaJu3yeTcsl B KOHEYHOCTSIX, OPIOIIHOM IMOJIOCTU M MaTKe.
Jleitommocapkoma XxapaKTepu3yeTcsl arpeCCUBHBIM TeUe-
HHEM U CKJIOHHOCTBIO K MHOTOKPAaTHOMY PeIIAMBUPOBA-
HMI0. Ee JleueHre 3HaYnTENIbHO TPYIHEE, YeM KapLIMHOMBI
Matku. HecMoTpst Ha coueTaHre panuKalIbHBIX XUPYPIH-
YeCKHX METOIO0B C aIblOBAHTHOI XUMMOTEpanuei, 5-ieT-
Hsis1 001AsT BRDKMBAEMOCTD He npeBbiiiaeT 50 % mpu Bbl-
SIBJIECHMY Ha PaHHUX CTagusax U 15 % — Ha 1mo3aHux.

INomHorenoMHOe cekBeHMpoBaHue (WGS) kceHorpad-
ToB JIMC 110Ka3aj1o, 4To OCHOBHbIE COMAaTHUYECKHE MyTALIUA
npoucxonart B reHax TP53, ATRX, PTEN n MENI. Ha-
0JIFOMArOTCS TAKKE YBEJIMUEHME YMCIa KOIIHIA ITOC/IeI0Ba-
teapHOCcTel [IHK, aMmumndbukans u/umm yrpara retrepo-
3UTOTHOCTU. XapaKTEpHO 00pa30BaHUE XUMEPHBIX T€HOB
B pe3yJbTaTe CIMSHUS OIYXOJIEBBIX CYIIPECCOPOB WM
OHKOI'eHOB. B OOJBIIMHCTBE Cly4aeB 3TO MPOUCXOAUT
crenamu RB1, TP53 u ATRX/DAXX i sIBJIsIeTCSI CIICICTBU-
€M XPOMOIUICKCUM M/UJIA XPOMOTpPHUIICHCA. Y MBIIIEH
C TaKUMM M3MEHEHUSIMM B KCeHOTrpadTax XOpOIIHii Jie-
yeOHBIN 3P PEKT TOCTUTAIICS C ITOMOIIBI0 MOHOTEepAITU
oJjlarapruOoM WM KOMaHJIUCUOOM, YTO JaeT OCHOBaHUE
JIJISL ICTIOJIb30BaHMSsI MpenaparoB, HalleJeHHbIX Ha PARP,
PIK3CA u C-MYC/BET y 00JbHBIX C TAKAM Te€HETHYEC-
KM jaHamadTom onyxon [35].

CsoiictBa IMC 00bIYHO CpaBHUBAIOT CO CBOMCTBAaMU
JIOOPOKaYeCTBEHHBIX JieiioMruoM Matku (JIM), KoToprie
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17-B-2udpokcucmepouddezeudpozerasa 1 (173-HSD1) — ¢epmenm, ocywecmsnsowuti Memabonusm scmpoHa 8 scmpaduon [40]. TGF-B3 -
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Fig. 2. Mechanisms of activation and functioning of estrogen receptor a (ERa) and progesterone receptor (PR) in uterine leiomyomata cells.
17-B-hydroxysteroid dehydrogenase 1 (173-HSD1) — enzyme mediating metabolism of estrone into estradiol [40]. TGF-B3 — transforming growth

factor B-3; EGF - epidermal growth factor; P — phosphorylation

BO3HUMKAIOT MOYTU Y 25 % B3POCIIBIX XKEHIIKWH, HO 03JI0Ka-
YecTBISIOTCS MeHee 4yeM B 1 % citydaeB. C TOUKU 3peHUsT
MEXaHU3MOB JABYXCTAaIUMHOTO KaHIIEpOTreHe3a 3TO BbI-
IJISIAUT KaK IprUMep IIPOMOLIMY 0€3 CTaauy MHULIMALIH.
Ecnu ygecTb, 9TO Ha TaKOM ONTHUMAIBHOM IIpoJudepa-
TUBHOM (DOHE 3JI0KAYeCTBEHHBIN POCT IIPOMCXOINT CTOJIb
Ke PeKo, KaK U B Ciydae TpaHChOpMalIi HOPMaJTbHBIX
CTBOJIOBBIX JICHOMUOILIUTOB, B JAHHOM CJIydac COBITAICHIE
IIPOMOLIMH ¢ (haKTOpaMU MHULIMALIHI, BO3MOXHO, HOCUT
cayJyaiHBIA Xapakrep [36].

B Bo3HukHOBeHUU JIM 0OJBIIIYIO POJIb UIPAIOT KaK
coMaTHh4YecKue, Tak M HacaeICTBeHHBIe (hakTopbl. OO 3TOM
TOBOPHT TO, UTO Y OTHOSIIIEBBIX OJIM3HEIIOB BEPOSTHOCTD
coBnaaeHus 3aboneBaHus JIM ropasno Bhlllie, YeM Yy IBY-
SIMIEBBIX WIM MPOCTO Y POoOHBIX cectep. [lo cpaBHEHMIO
C HOpMaJIbHOM TKaHbIO Teaa MaTKU B JIM u3mMeHeHa 3Kc-
npeccus psiaa reHoB (ODFC3, BETIL, RICSA, SIRT3, SLK,
OBFCI, TNRC6B, FASN n HMGA?2), onHaKo UTpaloT JIN
OHM pOJIb B TeHE3¢ MMOM, 1 €CJIM Ja, TO II0 KAKOMY Mexa-
HU3MY, ITOKa OCTaeTCs HESICHBIM. B TO ke BpeMsI 1151 HUX
HexapaKTepHO HAJTMIME MyTaLii, 9aCTO OOHAPYKUBAEMBIX
BJIMC (TP53, RB1u PTEN) 37, 38].

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

Kimnaunyeckne HabmoaeHUS yKa3bIBalOT Ha posib DP
u I1P B marorenese JIM, nocKoJabKy paHHee MeHapxe,
BO BpeMsI KOTOPOTO Ha HEOKOHYATEJIbHO CDOpMHUPOBAH-
HBII OpPraHW3M HAaYMHAET J€HCTBOBATh BEICOKUI YPOBEHbD
ITOJIOBBIX TOPMOHOB, aCCOIIMMPOBAHO C ITOBHIIICHHBIM
PUCKOM BO3HUKHOBeHUsI JIM. DTO MOXET OBITh CBSI3aHO
¢ TeM, uto DP ycunumBalot nposmdepannio 1 MMMOpPTaJI-
3anuto yepe3 mytr Wnt/B-karennn u MAPK-PKC, a takcke
CTUMYJIPYIOT aHTHOTeHe3, Bo3neiictByst Ha PDGF [39, 40].
[IporecTepoH, perienTopbl KOTOPOTO CTUMYJIUPYIOTCS TaK-
K€ M 3CTPOTeHAMM, BBI3BIBAET 3KCIPECCUIO TEHOB, aCCO-
LIMMPOBAHHEBIX C TIpordepalrieil, BBLKMBaHINEM KIIETOK,
Takux Kak cemeiictBo BCL-2, u aktuBupyet mmytu AKT
u MEK1/2, Rho/Rock 1 aHOMaIbHYI0 IIPOAYKIINIO BHE-
KJIeTouyHOoro Marpukca [41—43] (puc. 2).

ITockonbKy JIM ropMoHaiabHO 3aBUCUMBbI, JJOTUYHO
OBLIO COIIOCTABUTh IKCIIPECCHUIO PELICIITOPOB MOJOBBIX
TOPMOHOB B TOOPOKAaYECTBEHHOM OITyXOJIH C €€ 3JI0Kade-
CTBEHHBIM aHAJIOTOM. B omHOM 13 paHHUX MCCIeI0BaHMI
ObL10 MoKa3aHo, uyTo akcnpeccust DP u [1P B IMC Huxe
1o cpaBHeHMIO ¢ JIM mpumepHo B 2 pa3a: B ciiyyae DP —
40 % npotus 78 %, B caydae 1P — 38 % nportus 88 %.
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AHJIPOTreHOBBIN pelenTop 3KCIIPeccupoBalics B 100po-
Ka4eCTBEHHBIX M 3JI0KAYeCTBEHHBIX HOBOOOPA30BaHUSIX
npuMepHo oarHakoBo (40 % npotus 32 %). C nonpaBKoii
Ha cTaauto 3abosieBanus akcnpeccus [1P u AP koppenu-
poBaJia ¢ HU3KMM PUCKOM pa3BUTHsI peliuauBa [44]. AHa-
JIOTUYHBIE Pe3yJIbTaThl ObUIM ITOJIYIeHBI M B APYTUX HC-
CJICIOBAHUSIX, TIOATBEPAMBIINX KOPPEISILIMIO SKCIIPECCHH
AP u I1P ¢ 6onee yciemubim tedeHuem JIMC, ecnu orry-
XOJIb He BBIXOJMJIA 3a TIpeaesibl MaTKu [45]. Dkcrpeccust
AP B uccinenoBanun M.H. Baek 1 coaBT. KoppenmpoBaia
co 100 % 5-neTHeil BHIKMBAEMOCTBIO MALIMEHTOK, B TO
BpeMsI KaK IIpU €€ OTCYTCTBUM BBIKIJIN K 3TOMY BpeMEHHI
ToJibKO 50 % GonbHbIX. Koakcnpeccust DP u/vnmum [P ¢ AP
TaKKe CBS3aHa CO 3HAYMTEJIHHO JIYYIIIMMU TT0KAa3aTe sIMU
5-JIeTHE# BBDKMBACMOCTH, YeM Y TIAIIMEHTOK C OITYXOJISIMH,
He 3Kkcrpeccupoasiimvu AP, I[Tpenmonaraercst, 9to B crydae
JIMC, Takke Kak U B cllydae SIUTEIUATBHBIX OIyXOJei
MAaTKH, 3KCIIPECCHSI 3TOTO PEIENITOPa MOXKET OBITH IIPOTHO-
CTUYECKUM MapKepoM HezaBucumo ot DP u TTP [46].

[To-BumMoMy, coxpaHeHHe PelieITOPOB ITOJIOBBIX TOP-
MOHOB B kieTKax JIMC cBUIETENbCTBYET O MEHBIIIEH CTe-
neHu ux aenuddepeHINPOBKU U COXpaHEHUN HEKOTOPO
3aBMCHMOCTH OT TOPMOHAJIBHOTO CTaTyca OpraHn3Ma.

Capkowmbl, cBga3annbie ¢ cuaapomMom DICERI. B 1o xe
BpeMsI CYIIECTBYET OJHA M3 Pa3HOBUIHOCTE MSATKOTKAH-
HBIX CapKOM, KOTOpasl ITopaXkaeT 3HAYMTEIHHO YaIlle XXeH-
IIMH. DT OITyXOJIM pa3BUBAIOTCS B CIyJ4ae TepMUHAIBHO-
ro cuaapoma DICERI, npu KoTopoM MHAKTUBUPOBaH
OIVH U3 ajlJleJieli reHa JaHHOI 3HA0pUOOHYKJIea3bl, pac-
MIETUISIOIICH MOJIEKYJIBI-TIPEAIICCTBEHHUKU 10 3PEIbIX
MmukpoPHK, Kotopsie 3aTeM ruOpuan3upyroTCs C Leje-
BeiMu MaTpudHbIMA PHK (MPHK), yTo mpuBoauT K mmoct-
TPaHCKPUITIIMOHHOMY HOKIAYHY psla TCHOB, B TOM YKCJIE
CyIIPecCcOpOB OMyX0JIeBOTO pocTa. CUHIPOM peaanu3yeTcs
B CcIy4ae cCOMaTUIEeCKOit MmyTaumu 2-1o autess. [lopaxa-
JOTCSI TIPEUMYILIECTBEHHO SKEHIIMHEI B Bo3pacTe A0 30 JieT.
CapKOMBI y TaKMX OOJIBHBIX JIOKAJIM3YIOTCS B OCHOBHOM
B 00JIaCTH TeHUTAJINI, KOTOPBIE pa3BUBAIOTCS M3 MIOJIJIC-
pOBa IIPOTOKA, PETPECCUPYIOIIETO Y MYKUYMH BCKOPE ITOCIIe
ero o0pa30BaHUS IO BIMSIHUEM aHTUMIOJIJIEPOBA TOPMO-
Ha, BEIpabaThiBacMOro Kiierkamu CepTojii CeMEHHUKOB.
Kpowme toro, y muir ¢ cuaapomom DICERI1 pa3BuBatoTcst
WU IpYrve capKoMbl MSITKUX TKaHEM: aHAIIaCTUYECKHe
CapKOMBI MOYeK, SMOpHOHAIIBHBIC Pa0dIOMUOCAPKOMBI
IIEeIKY MaTKW, BHYTpUYEPEITHBIE BepEeTCHOKIETOUHEIE
capkomsl 1 ap. Y myxunH DICER1-3aBucumbie ormyxonu
MpeACTaBICHBl B OCHOBHOM ITapaTeCTUKYJISIPHBIMU cap-
koMamu [47—49].

Ocreocapkombl. [oMeocTa3 KOCTHOM TKAaHM OCYIIECT-
BJIICTCSI IBYMS TUTIAMH KJIETOK: OCTe001acTaMi, KOTOPBIE
IIPOMCXOMST U3 KJIETOK ME3EHXMMBI, 1 OCTCOKJIACTaMU,
MIPOUCXOISIIMMU U3 KJIIETOK TeMo1io33a. [lepBrie oTBeT-
CTBEHHHI 32 OTJIOXXEHIE HOBOTO KOCTHOTO MaTPUKCA B €T0
MMHEPAIU3aIIAI0, BTOPBIE pe30pOMPYIOT MUHEPATIM30BaH-
HBI MaTPUKC CTapOii KOCTHOM TKaHU B Mpoliecce ee 00-
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HoBieHus. JInddepeHpoBKa ITIOPUITOTEHTHBIX ME3€H -
XMMAJIbHBIX IIPEAIIECTBEHHUKOB 0 OCTEO0IACTOB 3aBUCUT
OT ITOCJIEAOBATEIFHOM SKCIIPECCUU IBYX KITIOUEBBIX (DaK-
TtopoB TpaHcKpurmy — RUNX2 1 OSX1. Ux akcnpeccuto
CTUMYJIMPYIOT IJIMKOIIPOTENHBI ceMelicTBa Wit depes MeM-
opanHbIe peuenTophl Frizzled n nx kopenenTopsl. Ctepou-
HbIE TOPMOHBI UTPAIOT OOJIBIIIYIO POJIb KaK B SMOpUOreHe3e,
TaK 1 B (PU3NOJIOTMM KOCTHOM TKaHU. VX penienTopsl 00-
HapyKUBAIOTCS BO BCEX TUITAX KIJIETOK I10 Xony nuddepeH-
LIMPOBKY ME3eHXNMAJIBHBIX M MACIOUIHBIX ITPEIIIIeCTBEH-
HUKOB JIO OCTE€00JIaCTOB 1 OCTEOKJIACTOB.

M3 ropMoHAIBHBIX (PAaKTOPOB B TeHE3¢ KOCTHOM TKaHU
OCHOBHYIO POJIb, 0COOCHHO Y KEHIIH, UTPAIOT 3CTPOTEHEI,
KOTOPEIE CBSI3BIBAIOTCS ¢ DP 1 yJacTBYIOT B IByX OCHOBHBIX
IpoIeccax OCTEOreHe3a: CTUMYIISIIUM Tpoaudepanun
0CTe00JIACTOB M MHTMOMpoBaHUM I epEeHIMPOBKI
OCTEOKJIAaCTOB. MeHblIIIee 3HaUCHHE B XKEHCKOM OpraHU3Me
HWMEIOT PELIEITOPHI K IIPOTECTEPOHY, TECTOCTEPOHY U ClIa-
OBIM aHIPOTeHAM HAIIIOYEUYHUKOB — JIETUAPOSIUAHIPO-
CTEpOHY, CyIbdaTy Aeruapo3MMaHIPOCTepOHA W aHAPO-
cteHauoHy. IIporectepoH CTUMYJIUpPYET OCTEO0JIaCTHI,
o0pa3yolne KOCTHYIO TKaHb, I TOPMO3UT €€ pe30pOLIUIO.
TectocTepoH B My>KCKOM OpraHu3Me CII0COOCTBYET YBEIU-
YEeHUIO KOCTHOM MACChl U CTAOWJIM3UPYET B Heil OOMEHHBIEe
npouecchl. B pesynbrare HoknayHa AP mHruoupyrorcs
reHbl octeodsacroB Collal u Bglap, ¢ KoTopeiMu CBSI3aHBI
COOTBETCTBEHHO CUHTE3 Lienu 1-a KosutareHa I u ocreo-
KaJIbIIMHA. B ocTeoK1acTax OTKIII0YAI0TCS aKTUBUPYIOIIIAst
ux uutoknHoBas cuctema RANKL/RANK/OPG u skc-
mpeccus KatericuHa K, ocymiecTsisiomas aerpagainio
BHEKJICTOYHOTO MaTpuKca IpHu (PU3NOJIOTUIECKOI pe30po-
LIMM KOCTHOM TKaHW, YTO MTPUBOIUT K TTOBBILLIEHHOM JIOM-
KOCTH TyO4YaThIX KOCTel. B mesoM 310 cBUIeTeIbCTBYET
0 CYIIeCTBEHHOI poin AP-curHaimHra B momaepXaHuu
romMeocrasa KocTHolt Tkanu [50, 51].

JlaHHBIE 0 HAJIMYNU CTEPOUTHBIX PELIENITOPOB B KJIET-
KaX OCTe0CapKOM IIPOTUBOPEYMBLI. B yacTHOCTH, B OMTHOM
KUCCJIEN0BAaHMUM B CApKOMax KOCTEM yepera OHU ObLIU 00-
HapyXeHbI TOJIBKO y 2 TanueHToB 13 21. Omyxoau 3Toit
JIOKQJTA3AIIMY UMEJIM B OCHOBHOM OCTE00JIaCTOMHOE CTPO-
eHHe ¢ TIoKa3areJieM mposdepalin 10 86 % v nmopaxaim
B 2 pa3a Jalie MOJIOABIX KEHIIMH 110 CPaBHEHUIO C MyX-
yuHamu [52].

B mpyrom ucciemoBaHny, B KOTOPOE BOIILIM 28 TTaIlH-
eHTOB, HaobopoT, OPP u 1P oOHapyXeHBI B OMyXOJsIX
y 23 1 24 601bHBIX cOOTBEeTCTBeHHO, AP — y 8, a OPa
¥ apoMarta3a He ObIJIM HaiiieHbl HU Y OTHOTO 60JIbHOTO [53].
C unnexcoM MeueHust DPP, yKa3bIBaloIuM Ha coiepaHue
perienTopa, KOppearupoBajl yPOBEHb SKCIIPECCHUM SIICPHOTO
6eska Ki-67, KoTopblii oTpaxkaeT mpoandepaTuBHYIO U Me-
TACTaTUYECKYIO aKTMBHOCTH OIYXOJIM, HO 3TU IapaMeTpPhl
He BO BCEX CIIy4yasx ObUIM CBS3aHBI C IUIOXUM IIPOTHO30M
W HaJIM4YKeM JIETOYHBIX MeTacTa3oB [53]. B To ke Bpems
B KYJIBType ocTeocapKoMbl yeiaoBeka MG-63, koropas
BKCIIPECCUPYET BCE CTEPOMITHBIC PEIEIITOPHI, IIpoHde-
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palms KJIETOK 3HAUMTEIbHO CTUMYJIMPOBAJIACh SCTPAIU-
0JIOM, TIPOTECTEPOHOM M S5-0-IUTHUIPOTECTOCTEPOHOM
(AI'T), a 6nokatoper BP, [P 1 AP ee nHrubuposaiu.
[To-BummMomMy, (peHOTUIIMYECKOE TIpOsBIcHKE 3 deKTa
CTEPOUIOB Uepe3 PeleNTOPHI ITOJIOBBIX TOPMOHOB acCo-
LIMMPOBAHO CO MHOTUMU TapaMeTpaMu, U B CBSI3U C OTUM
OHO HE BCera OMHO3HAYHO BIMSIET Ha ITATOreHE3 JaHHO-
ro Buaa capkoM [53]. MccnenoBaHus TTOCIEIHUX JIET T10-
Ka3bIBAalOT, YTO PA3IMIHBIC 3CTPOTEHOBBIE PEILICTITOPHI
ITO-pa3HOMY BO3ICHCTBYIOT Ha KJIIETKM 3JI0KAYECTBEHHBIX
onyxoJjieii. B yacTHOCTH, OBLUIO MPOAEMOHCTPUPOBAHO,
410, B oTImuue ot DPa, DPP sBsiercst cynmpeccopom orry-
XOJIEBOTO POCTa, IMOCKOJIBKY IIPUHUMAET Y4acTHE B PETy-
JISIIIMM aTIoNTo3a U ayTodaruu. B KiieTkax paka ImpocTaThl
DPP crocobcTBOBAN anonTo3y, UHIUOMpoBal Tposude-
palnio KIeTOK, MHBA3UIO0, METACTa3MPOBAHNE 1 SIIUTEIIH -
aJIbHO-MEe3eHXUMAaJIbHBIN nepexon, [54].

B kynbType KIeTok paka SMYHUKOB aroHucTel DPR
3HAYUTEIFHO YMEHBILAIN UX IIpoudepaTuBHBbI 1Ty, [1pu
3TOM MaKCUMAaJbHBIM 3¢ GeKTOM 001a1all TMKBUPUTUTE-
HUH — (JIaBOHOMI M3 KOPHS COJIOOKHU. B cBOIO ouepen,
HoKnayH D PP ¢ momorisio cietmguyueckoit siRNA B 2 paza
YBEJIIMYUBAJI TIPUPOCT KIIETOYHOM MAacChl. AHAJIN3 TPaHC-
KPHUIITOMA BBISIBUJI HAOOP IT'€HOB, PEryIUPYeMbIX arOHKC-
tamu DPP, B uncie koropsix PTCH2, 6e1ok KOTOporo yva-
CTBYeT B nepenave curHana Hedgehog, urparoliero BaskHyo
POJIB B IIpoIieccax SMOPHOHAIBHOTO Pa3BUTHS M HEOTLIACTH -
yeckoit TpaHcchopmaimu. [Tomrmo 3toro, akruBaimst PP
yevBaia 3G @eKT UMCIUIaTMHA U MaKiInTakeena [55, 56].
B kjeTkax 3710Ka4ecTBEHHOM IIeBpaJibHOM ME30TeIMOMBI
DPP Taxcke HYHKIIMOHUPOBAT KaK OITyXOJIEBBIi CyIpec-
COp, a ero akTWBAaIMs ITOBBIIIANA ITPOTHBOOITYXOJICBBII
a¢pdexT mucnaatuHa [57].

XOoTsI MOJIEKYJISIpHBIE MEXaHU3MBI CYIIPECCOPHOTO
nevictBust OPP HyXnaloTcs B JaibHEHIIeM UCCIe0BaHUY,
YK€ M3BECTHO, YTO OH YYaCTBYET B PETYJIALIUU SKCIIPECCUN
IAP, BAX, xacnasbi-3 u PARP, a Takke aeiicTByeT Ha MyTh
NF-kB/BCL-2 (NF-kB — TpaHCKpUIIIIMOHHBII SIIEPHBII
(haxrop karma B). Kpowme Toro, OPp Bnusier Ha sKcIpeccuio
cBsI3aHHbBIX ¢ ayrodarueii MapkepoB LC3-1/LC-311 u p62
U MOXET MHAYLIMPOBATh ayTO(Maruio B OIyXOJISIX ITyTeM MHTH-
ouposanms mytn PI3K/AKT/mTOR u aktuBamm myTu
AMPK. Takumu xxe mytsimu D P okasbiBaeT antumnponude-
paTUBHOE JIeHiCTBHE Ha KJIETKU OCTEOCAPKOMBI [58].

OTpHIIaTeIbHYIO POJIb B MMATOI€HE3€ OCTEOCaApKOM
WUTPAIOT CBSI3aHHBIE C 3CTPOreHOM opdaHHBIC SIICPHBIS
petienTophl (DCPa), KOTOpbIe BIUSIOT Ha ITATOTeHE3 pa3-
JINYHBIX OITyXOJIeH, CTUMYIMPYS KJICTOYHYIO MUTPAIIUIO.
B yactHocTH, MOKa3aHo, yTo runepakcrnpeccus DCPa,
B KCEHOTPAHCILUIAHTATaX KapIIMHOMBI MOJIOYHON XKeJIe3bl
CTUMYJIMPYET METaCTa3MPOBAHNUE, a B KJIETKAX OCTEOCapKO-
MbI yestoBeka MG-63 1 HOS akTiBupyeT MHIYLIMPOBAaHHBII
TpaHchopmupytonmm dhakropom pocta B (TGF-B) anute-
JIMATbHO-ME3eHXMMAIbHBIA IIepeX0l] MyTeM CHIDKCHUS
sKcnpeccuu E-kaareprHa v TOBHIIIIEHUST YPOBHSI BUMEH-
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tHa. B cBoto ouepens, moseieHue conepxanusi TGF-
B KYJIBTYpPaJIbHOM Cpelle 3HAUMTEIPHO YBEJIMUYNBAET DKC-
Ipeccuio u sipepHyto TpaHciaokanuo DCPa, HO He oka-
3BIBACT BIMSIHUS Ha 3KCIIPECCHUIO IPYTUX PEIEITOPOB —
OPa, OPB unu DCPy. [lockonbky HokmayH DCPa
WHTHOMPOBAJI ITOKAa3aTe TN SITUTEINATbHO-ME3CHXMAaThb-
HOTO IIepexoja, IpemIaracTcsl UCIIOIb30BaTh CUTHAILHBIC
myt DCPo,/Snail B KauecTBe MUILICHE ITPeIOTBPAIICHMS
MEeTacTa3lpOBaHUS KJIETOK OCTEOCAPKOMBEI [59].

Xonapocapkomsl. [Tponudeparmst u muddepeHIIpoB-
Ka XOHIPOLMTOB B ANM(U3apHON IUIACTMHKE IIMHHBIX
KOCTEH SIBJIIETCSI MEXaHM3MOM IIPOIOJIBHOTO POCTa CKe-
Jera. B aToM mpoliecce Kak y XKEHIIWH, TaK U Y MYKINH
OCHOBHYIO pOJIb UTPAIOT 3CTPOTeHBI. B mepro 1moioBoro
CO3pEeBaHMS 1 BO B3POCIIOM COCTOSTHUM OHM OKa3bIBAIOT
aHaboMyecKoe NefCTBME Ha OCTE00aCThl M allONTOTU -
YeCcKoe — Ha OCTCOKJIACTHI, YBEITMIMBask MUHEPAI3aIINIO
KOCTH. ¥ MYXYUH C CHHIPOMOM HEYYBCTBUTECIHLHOCTHU
K 3CTpOreHaM BCJICACTBHE TOMO3UTOTHOM MyTaIlu! B TeHE,
KonupyloieM 6eynok peuientopa PP, He mpoucxoauio
ITOJTHOTO CO3peBaHMS 3MMPU3a, M POCT KOCTEH IIPOIOII-
JKaJicsl B 3peioM Bo3pacte. I1pu BEICOKOM pocTe y HUX
Pa3BUBAJICS TSKEJIBIM OCTEOIIOPO3 B pe3y/IbTaTe HapyIle-
HHS MUHEpaIU3ali KOCTHOI TKaH!. AHAJIOTUIHBIE N3~
MEHEHMUS IIPOMCXOMIT W IIPH HAPYLICHUHN SKCIIPECCUU
apomaTasbl BcieAcTBre noaumopdusma reHa CYPI9. Kak
M3BECTHO, Y MYXYUH JUIlb 15—20 % UMUPKYIUPYIOLINX
5CTPOreHOB BHIPA0ATHIBAIOTCS CEMEeHHUKamMu, a 80—85 %
00pa3yroTcsa B pe3yabTaTe apoMaTU3alli TECTOCTEPOHA
1 aHAPOCTEHINOHA KJIETKAMM Pa3INIHBIX TKAHEH, B TOM
YHCiIe KOCTHOM. B ITpOTHBOIOIOXKHOCTE 3TOMY 3HAYUTEIIh-
HO MEHBIIINE TOCIEICTBUS UMEET IOJTHAsI HEUYBCTBUTEIb-
HOCTb K aHaporeHaM. B yacTHocTH, ¥y XeHIIMH ¢ XY OHa
3aKJIF0YAETCS JIUIITb B HEOOIBIIIOM CHIKEHUH TJIOTHOCTH
KOCTHOM TKaHu [60, 61].

DTH JaHHBIE ITOCTYXIIA OCHOBOM JIT MHOTOYUCIICH-
HBIX UCCIICAOBAHMMI, ITOCBSIIEHHBIX POJIM ITOJIOBBIX TOP-
MOHOB U MX PELIENTOPOB B ITATOT€HE3€ 3JI0KAYeCTBEHHBIX
OITyXOJICH XPSIIEBOro MaTpuKca. XOHAPOCAPKOMBI pa3-
JINYHBIX TTOIBUIOB JIOKAIU3YIOTCS KaK B KOCTHOM MO3Te,
TaK M Ha MOBEPXHOCTU KOCTU. VX 10OpoKaueCTBEHHbIM
aHAJIOTOM SIBJISIIOTCS SHXOHIPOMBI. B 3aBUCHMOCTH OT HMC-
TOJIB3YeMBIX METOIOB ompeaeeHns: PO 1 apomaTa3bl naH-
HBIC CYIIIECTBEHHO pa3nndaTcs. OnpeneeHne MMMYHO-
TUCTOXUMWYECKUM METONIOM aKcrpeccuu DPo u DPP B atrx
JIBYX TUTIAX XPSIIIIEBBIX OITYXOJIei ITOKAa3ajI0, 4TO 00a pelieT-
TOpa MOTYT 3KCIIPECCUPOBATHCS C ONMHAKOBOM 4aCTOTOM
KaK B TOOPOKAYECTBEHHBIX, TaK 1 B 3JI0KAYECTBEHHBIX HO-
BooOpazoBaHMsIX. B ncciaemoBanuy ¢ yaactuem 37 manyeH-
TOB BBIABJIEHA 3KcIpeccus DPa B 61 % XoHIpOcapKoM
u 60 % suxonapom. IIpu 3ToM B XOHIpOcapKOMaX Majloii
3JI0KaYecTBeHHOCTH DPo 3KCIIpeccupoBaics Jaiie, Yem
B nennddepeHIMPOBAHHBIX BRICOKO3JI0KAYEeCTBEHHBIX
MMKCOHMIHBIX XOHAPOCAapKOMax. 3JI0KaYeCTBEHHBIE U J0-
OpoKavyecTBeHHBIE OITyX0JU dKcTnpeccupoBaiu OPP ¢ onu-
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HaKoBOIi yacToToit: DPB-nonoxuTebHbIMKU ObLTH 89 %
XOHApocapKoM U 83 % sHxoHApoM. Tak ke Kak U B cIydae
¢ OPa, MeHee 3/I0KaYeCTBEHHBIE XOHIPOCAPKOMBI 3KC-
npeccupoBaiu DPP vaie, uem aenuddepeHIMpOBaHHBIE
MMKCOMIHBIE BApMAHTHI 3TOM omyxoiu [62].

B To xe Bpems B apyrux padorax 100 % mporectupo-
BaHHBIX XOHApocapKoM sKcnpeccupoBain MPHK apoma-
Tasel 1 DP ¢ mepeHocoM mocinenHux B sapo. Ha stom
Marepuaje ObLIO ITOKa3aHo, YTO B IIPOIeCcCce KYIBTUBUPO-
BaHMS KJICTOK XOHIPOCAPKOM IaHHBIC XapaKTePUCTUKHU
MOTYT U3MEHSIThCS M KJIETKH, paHee YyBCTBUTEIbHEIC
K TOPMOHAJIBHBIM BO3[CHCTBUSIM, CTAHOBSITCS PE3UCTEHT-
HeiMU. Tak, B paHHUX padoTax rpymmbl A.M. Cleton-Jansen
u coanT. (2005) mponudeparust KIETOK XOHIPOCAPKOM
CTUMYJIMPOBAJIaCh 3CTPOTCHOM WJIM aHAPOCTCHIMOHOM
U TIOIABJISUTACh MHTHOMTOPOM apoMaTasbl 9KCEMECTAaHOM.
Ha ocHOBe 3TrX TaHHBIX B CXeMaXx TePaIy XOHAPOCAPKOM
MIpeUIarajgoch UCIIOIb30BaTh TAPTETHHIE AHTUACTPOTCHO-
BBIC MpeIapaThl, KOTOPhIC MMPUMEHSIIOTCS IIPU JCICHUHN
paka MOJI0YHOM XeJie3bl. CIycTss HEKOTOpOE BpeMsI TaKue
CBOMCTBa KYJBTYp OBLIM YTpaueHBI, a IPeIIpUHSITAs
Ha OCHOBE CTapbIX Pe3yJIbTaTOB Teparus MHIMOMTOpaMM
3CTPOreHOB OKas3ajach 0e3ycriemHoi [61, 63].

Taxeke mJ1st Tepanuy XOHAPOCAPKOM ObLIO Mpeaioxe-
HO MCIIOJIB30BaTh 2-METOKCHACTpanuoi (2MD) — ecTecTBeH-
HBII MeTabonut 17B-3cTpannoinia, KaTexola3CTPaauoIoB
¥ METOKCHICTPAINOJIOB, KOTOPHI MHAYIIUPYET arlonTo3
B KJIeTKaX KYJIBTYP MHOTHX TUIIOB omyxojeil. Ha KymeTypy
KJIETOK XOHAPOCapKOMBI 2MD oKa3aj BhIpaXkeHHOE TOKCH-
YeCKOe NEUCTBUE, HAMHOIO IPEBBIIIABIIEE IEWCTBUE
Ha KJIETKM HOPMaJIbHOTO Xpsiiia. B KieTkax capkoMbl CHH-
XaJlach SKCIpecchs pS3, HO TIOBHIIIAIACH IKCIIPECCHS IINTO-
xpoma C, KacmaseI-3, 6e1koB Bax 1 cootHomenme Bax/Bcl-2.
I1o-BuayMoMy, 3TOT areHT 00J1a1aeT MEXaHU3MOM JIEeCTBUS,
He CBsSI3aHHBIM ¢ DP, Tak KaK ero cpoacTBO K HUM He Tpe-
BoiiaeT 0,008 % adbuHHOCTH 3CTpanroia, a TOKCUYHOCTh
JIIJIST KJIETOK CTPOTeH3aBUCUMBIX M 3CTPOreHHE3aBUCUMBIX
omyxoJieii ogmHakoBa [64, 65]. B memoMm Bompoc
0 TOPMOHAJIBHOI/aHTUTOPMOHAJIBHON TepaIiiy XOHIPO-
CapKOM ITOKa OCTAeTCSI OTKPBITHIM.

IacTponHTECTHHAIBHBIE CTPOMAJIbHBIE OIYXOJH. 3J10-
KauyeCTBCHHBIC TaCTPOMHTECTUHAIbHBIE CTpOMAaIbHbIE
omyxonu (T'MCO) u nobpokauectBennsie JIM pa3BuBa-
IOTCS B TIOICU3MCTOM IJIAMKOMBIIIIEYHOM CJIOC XKeJIyaKa
¥ KUIIICYHUKA U SIBJISTIOTCSI HAanOOoJIee pacIpoCTpaHeHHBIMU
ME3eHXMMaJIbHBIMA HOBOOOPA30BaHUSIMU KETyI0IHO-
KMILIEYHOTO TpakTa. /laHHble HOBOOOpAa30BaHUSI IIPOUC-
xoaaT u3 KieTok Kaxansi—PeTiuuyca u xapakTepusymoTcs
AKTUBUPYIOIIUMH MyTalMSIMH PEIICIITOPHBIX TAPO3UHKHM -
Ha3 ¢-KIT i PDGFRA. D11 310KauecTBEeHHBIE OITyXO0-
11 B 50—60 % ciydaeB mopaxarot xeiayaok, B 20—30 % —
TOHKMIA KUIIIEYHUK, B 5 % — TOJICTBIA KUILIEYHUK, B 5 % —
nuieBo. JlodpokayecTBEeHHbIE HOBOOOpPA30BaHUSI 3TUX
JoKanu3auuii Becrpeuarores B 100 pa3 yaiie, yeM 3j10Ka-
YeCTBEHHEIE. B rpymmy mo0poKauecTBEHHBIX BXOISIT BHC-
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LepajabHbIe TUIIOMBI, JIM 1 reMaHTMOMBI, a TAaKXKe peIKue
[JIOMYCHBIE OITYXOJIM U TUIEKCH(bOPMHBIE (POPOMUKCOMBI
[66, 67].

Koppensaius Mexmy maToreHe30M 3IMUTeINaTbHBIX
OITyXO0JIeH XKeTyTOYHO-KUIIIEYHOTO TPaKTa M CTaTyCOM pe-
LIETITOPOB MOJIOBBIX TOPMOHOB M3y4YeHA JIYYIIle ME3CHXU-
MaJIbHBIX OITyXOJIeil TOM Xe JoKanu3alnuu. 3aboaeBae-
MOCTh PaKOM IUIIEBOJA Y KEHIIIMH 3HAYMTEIFHO HIXKE,
YeM y MYXXUMH, a 3aMECTUTEIbHASI TOPMOHAIbHASI TepaITHst
IIPUBOINT K CHUKEHMIO pUCKA aIeHOKAPIIMHOM 3TOM JIO-
Kanuzauuu [68, 69].

AHaJIOTUIHBIE JaHHBIC ITOJTYICHBI M IJISI paKa XXeJTyI-
Ka, KOTOPBIi ITopaxkaeT My>KYMH B 2 pa3a Jaile, 4eM XKeH-
IIMH, ¥ TP KOTOPOM 3aMECTHUTEJIbHAS TepaIrsl 9CTPOre-
HaMHM CHIDKAaeT PUCK 3a0o0jieBaHUSI, B TO BpeMs Kak
nHruoutop DP TamMokcudeH ero nmosBbImacT. 3aliuTHas
POJIb 3CTPOT€HOB B OTHOIIIEHUH paKa TOJICTOTO KAIIIEYHU-
Ka TaKKe YIIOMUHAETCS B Psiie OOIIMPHBIX SITHUASMUOI0-
TMYeCKUX rccienoBanuii [70—72].

Oryxoi Me3eHXUMAJIBHOTO ITPOUCXOKICHUS Y MYyXK-
YHUH BO3HUKAIOT HECKOJIBKO Yallle, YeM Y KEHILIUH, XOTS
9TH Pa3Indus BEIPAXKEHBI MEHBIIIE, YeM B CIyJac SIHUTe-
JManbHbIX onyxoJjeil. B Poccun gaHHoe COOTHOIEHUE
MPUMEPHO TAKOE XK€, KaK U B IPYTUX CTPAHAX, U KOJIEOJIEeT-
ca Bipenenax 3 : 2. [Ipu aToM oTMevaeTcs, 4To y JKeHIIMH,
TaK e KaK U B cIy4ae IPYrux MATKOTKAHHBIX CapKOM,
JiedeHue 6onee 3(pheKTUBHO M IMOKA3aTE N BbIKMBAEMOCTI
BBIIIIE, YeM y My>XXuuH [73, 74]. TactponHTeCTUHAIbLHBIE
CTpOMAaJIbHBIE OIYXOJIM He 3KcTpeccupyioT DP, kak un JIM,
KOTOpPBIC 3TUM OTJIMYAIOTCS OT IJIaIKOMBIIIIEIHBIX JOOPO-
Ka4yeCTBEHHBIX OIyxoseil maTku [75, 76].

Ha ¢one momHoro orcyrcTBus a3Kkcrnpeccuu DP B He-
KoTopbIx ciydasx B kietkax 'MMCO skcnpeccupytores [TP
u AP. IIpu atom AP+-BapuaHT KoppeaupyeT ¢ 6osee 0J1a-
TOIIPUSITHBIM TeUeHUeM 3a0oeBaHusl. ClieayeT OTMETHUTD,
YTO B OTHOIIIEHUH CApPKOM MSITKUX TKaHEH, He OTHOCSIITNX-
¢ k TUCO, Hamuue DP B oImyXoJisiX y XKeHIIWH YKa3biBa-
€T Ha 3HAYUTEJIHHO JIyYIIIIe IT0KA3aTe]Id BBLKMBAEMOCTH 10
CpaBHEHMIO C OMyXosIMM 0e3 aKcrpeccuu DP, a Hamune
I1P y myxunH nporHo3upyeT oopatHoe. Cpeny 4eThipex
BO3MOXHBIX IMpodmiIeii BapuaHT KoaKcnpeccuu DP—/TTP+
B 5TOM CMBICJIe HauMeHee omaronpusTeH [23, 77].

B menomM BapuMaHTBI TOPMOHAJIBHON 3aBUCUMOCTHU
Y IPUYMHBI He3aBUCUMOCTH OT ropMoHOoB 'MCO Hyxnma-
I0TCS B JaJIbHEUIIIEM U3yYeHUN Ha YPOBHE HOBBIX BO3MOXK-
HOCTEN MOJEKYJISIPHO-TEHETUYECKON METOIOJIOT M.

06cyxaeHune

3JI0KaYeCTBEHHBIEC OITyXOJIM SIUTEINATLHOTIO IIPOVIC-
XOXIEHUS TTOpaxKaroT MYXYMH B cpeaHeM B 1,5 pasa vaiiie,
YyeM KCHIIWH, W TIOYTH B 2 pa3a Jalle SBJISTIOTCS HEeIlo-
CpeICTBEHHO! IMpUYMHOK nX cMepTu [1]. bonblmHCTBO
3JI0KAYECTBEHHBIX HOBOOOPA30BaHU ME3eHXUMAIBHOIO
MIPOUCXOXICHMS U3 OPraHOB, HE OTHOCSIIMNXCS K PeTrpo-
TYKTUBHOW CHCTEME, TAK:KE BOZHUKAIOT Yallle Y MY>KUMH,
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YeM y KeHIIUH. [1pr 3TOM IOIMOTHUTENIBHBIM (DaKTOpOM
pUCKa sIBiIsIeTcs Bo3pacT [3, 4].

AHam3 MpUBEICHHBIX JAHHBIX TTO3BOJISICT BBIICINTD
psin 0OCOOEHHOCTEM ydacTUsI TOPMOHAJIIBHOrO (hakTopa
B ITaTOTE€HE3¢ CapKOM. DKCIIPECCHSI PELICIITOPOB ITOJIOBBIX
TOPMOHOB B KJIETKaX OOJIBIIMHCTBA 3TUX OITyXOJIe, KaK
U 9yBCTBUTEIBHOCTD K X CUTHAJIMHTY, 3HAYUTEIIPHO Yallle
OOHapyXMBaEeTCsl HA paHHUX 3TarlaXx pa3BUTUSI HOBOOO-
pa3oBaHMS U yTpauyUBaeTCsI B Xo1e mporpeccun. K Tomy
K€ B ITATOreHe3¢ HEKOTOPHhIX Me3¢HXUMAJIBHBIX OITyXOJIeH,
B YACTHOCTU OCTEOCApPKOM M ME30TEJIMOM ILIEBPBI, KC-
npeccust AP u T1P, a Taxcke PP koppenupyeT ¢ aydimm
MPOTHO30M U 00JbIIei 3((HEKTUBHOCTHIO XUMHUOTEPATIAHN.
B mocnenHem ciryyae 3T0 MOXET 3aBUCETH OT yyactust OPP
B MHAYKIMY anorro3a 1 ayrodaruu. CBsI3aHHbBIE C 3CTPO-
reHoM opaHHbIE SIepHbIE PElIeNTOPhI U dKcrpeccust DPa
WUTPAIOT OTPULIATEIFHYIO POJIb, IIOCKOJIBKY CTUMYJIMPYIOT
SIUTEIUAIBHO-ME3eHXUMAIBHBINA TEPEeX0, KICTOUHYIO
MUTIPALIMIO U, COOTBETCTBEHHO, MeTacTa3nupoBaHue. B To
Ke BpeMsI B KJIETKax APYTUX OITyXOJiel, HAaIIpuMep XOH-
JIPOCApKOM, BCE PELIEITOPHI IIOJIOBBIX TOPMOHOB SKCIIPEC-
CHUPYIOTCSI IPUMEPHO OIMHAKOBO KaK B 3JTOKAYECTBEHHOM,
TaK M B JOOPOKAaYeCTBEHHOM (B 9HXOHIpPOMAaX) BapraHTe,
U YX SKCIIPECCHST He UMeeT IIPOTHOCTUYECKOM IIEHHOCTH.
Takoe pasnuume MeXIy OCTCOTeHHBIMU U XPSIIEeBHIMU
capkoMaM# TeM 0ojiee CTpaHHO, UTO B IIpolieccax HOp-
MaJibHOTO pocTa U nuddepeHINPOBKN KOCTU U XPsIIla
ITOJIOBBIE TOPMOHBI, B YaCTHOCTU 3CTPOTEHBI, UTPAIOT O~
HY U3 IJIABHBIX POJIEH.

Takum o6pa3oM, (haKT TOJOBBIX Pa3JIMUMil B 4aCTOTE
BO3HUKHOBEHMSI M MATOr€HE3€ CApKOM HE MOXET ObITb 00b-
SICHEH TOJIBKO BIIMSTHUEM ITOJIOBBIX TOpMOHOB. [1o-BummmomMmy,
MX JeMCTBHE BBICTYIIACT TOJIBKO OTHUM U3 (DAKTOPOB, BIIHSI-
IOIIM Ha IIPEUMYIIIECTBEHHOE ITOPAKEHME MY>KCKOTO I10J1a.
B nepBylo ouepelib 3TO0 MOXET ObITh CBSI3aHO C TEM, YTO
IMPOYHOCTb TeHETUIECKOI KOHCTPYKIINH XKEHCKOTO OpraHM3-
Ma CYIIIECTBEHHO BBIIIIE MYXXCKOTO IT0 MHOTMM ITapaMeTpaM.
OTO OOYCIIOBJIEHO TEM, UTO B 3KCHCKUX KJIETKaX ITPUCYTCTBY-
10T 2 X-XpOMOCOMBI, KaX[Iasi 13 KOTOPBIX COMEPXKUT Ha IT0-
psiioK OoJiblI€ TEHOB, YeM Y-XpOMOCOMA: MPUMEPHO
800—1000 renoB mpoTtuB 86. Xors ogHa U3 X-XpOMOCOM
¥ MHAKTUBHUPYETCS B MPOILIECCEe TPAHCKPUITITMOHHOTO Caii-
JICHCHHTa, HEKOTOPhIC €¢ TeHBbI N30eTaloT MHAKTUBAIIWM.
B pesysbraTe y XKeHIIMH yIBOSH KOMIUIEKT PsIIa aKTUBHBIX
TeHOB, B UMCJIC KOTOPBIX €CTh KaK M3BECTHHIE, TaK 1 TTOKa
HEM3BECTHBIC CYIIPECCOPHI 3JI0KAYeCTBEHHOTO pPOCTa.
Mx cymmapHast aKcIpeccus y KeHIIIMH TOpa3no BHIIIE,
YyeM y MYXYMH, IOCKOJbKY Tapajord JaHHBIX T'€HOB
Ha Y-XpoMOCOMe MaJIOaKTUBHEI [78—81].

IIpu aHanu3e comMaTUYECKUX MyTalluil Oojiee yem
B 4000 capkoM BBISICHUJIOCH, YTO Y MYKYMH M3 OOIIETO
ypciia X-CBA3aHHBIX T€HOB MUHMMYM 6 HAMHOIO 4Yallle
YTPAYMBAIOT (PYHKIIUM B PE3yJIBTATE MyTAIIUIA, YEM Y KEHIIVH.
B ux uncne ATRX, yaactBytomuii B MeTruimpoBanuu JJHK
W BIUSIONINI Ha B3KCIPECCHUI0 MHOTHX TEHOB,
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KDM5C, HeoOXOOUMBINA 71 PETYJISLUUA TPaHCKPUITLIAN
U peMojeMpoBaHus xpoMatuHa, KDM6A, Kkonupyroniuii
OKCHIOPEMYKTa3y, TAKXKE CBSI3aHHYIO C PETYIISIIIUEH XpoMa-
taHa, CNKSR2, urpatoiuii poib B pa3BUTUNA KOHTAKTOB
HelipoHoB, MAGEC3, cBI3aHHBII C paHHUM BO3HUKHOBEHU-
€M paKa SIMYHUKOB, ¥ 00Kc-xennkaza DDX3X, ygacTByromas
BO MHOI'MX ITpolLieccax. B uucie reHoB, n30eraionmx MHaK-
TUBALIMU, HAXOISATCS U Te, KOTOpble KoaupytoT MukpoPHK,
HanpuMep X-CBsI3aHHbIN Kiactep miR-221-223, KoHTpomu-
pytonmmit 6emok-cympeccop p27Kipl/CDKNI1B, a Takke
IpyTHe TeHbl, BIMSIONINE Ha KaHueporeHes: p27, PTEN,
CCND2,CDK6, ERBB3, ARHI [81].

O4eBUIHO, YTO OMaJIICIbHAS 9KCIIPECCHsI TeHOB, TIpe-
IISITCTBYIOIIMX KAHIIEPOTEHE3Y, Y XKEHIITMH KOMIICHCUPYET
MYTAaIl{ OMHOTO M3 HUX, YTO IPH PELIECCUBHOM BapHaH-
Te He BIMSICT Ha TOJIHOIIEHHOE (DYHKIIMOHUPOBAHKE BTO-
pOro TeHa W SABJISICTCS BaXHBIM (PAKTOPOM B ITOJIOBOM
IuMopdH3Me CapKOMOTeHe3a.

Me3eHXUMAaJIbHBIC 3JI0KAYeCTBECHHBIC OITyXOJIU JaXe
B CcJIy9ae MX BOSHMKHOBEHMSI B TOPMOHAIBHO-3aBUCUMBIX
OopraHax MEHBIIIE pearupyioT Ha SHIOKPMUHHBIC CUTHAJIBI
1 MEHee YyBCTBUTEJIbHBI K TOPMOHAIBHON Tepanmuu, YeM
snuTeManbHbie. Eciv mpu pake aHIOMETpHsSI aHTUTOPMO-
HBI (IIPOT€CTUHBI, CEIEKTUBHBIC MOIYIISITOPHI DP Trma Ta-
MOKcHheHa, THTMOUTOPHI apoMaTa3bl M aTOHUCTHI TOHAIO-
TPOIMH-PUIN3NHTA) YCIIEIIHO MCIIOJb3YIOTCS KaK
CaMOCTOSITEJIBHBIM METO JICYSHMS, TO TIPH CApPKOME MaTKH
9TU MperapaThl IeHCTBYIOT Topa3ao cjlabee M HUKOTIa He
MIPYMEHSIIOTCS B BUIe MOHOTeparuu. [1poBecTr aHamorna-
HOE COITOCTABJICHNE B OTHOIICHUY APYTUX TOPMOHAIBHO-
3aBUCHMBIX OPTaHOB, MOJIOYHOM 3KeJie3bl M IIPOCTaTHI,
He MPEeICTaBIIOCh BO3MOXKHBIM M3-3a KpaifHe PEIKOro BO3-
HUKHOBEHMS CAPKOM B 3THX OpTraHaX U OTCYTCTBUS TaHHBIX
0 MPUMEHEHNH TOPMOHOB ITPH MX JICUCHHH.

B T0 ke BpeMs M3BeCTHBI BapMaHTHI CapKOM, KOrma
OIIyXOJIb, BO3HUKIIIAS B TKAHU, HE OTHOCSILIEHCS K ITOJIOBOM
CHCTEeMeE, B YaCTHOCTH MCXOMISIIAs U3 KJIIETOK ITapreTaIbHON
OPIOIIMHBI, TIPOSIBIISIET BBICOKYIO YYBCTBUTEIBHOCTD K TOP-
MOHAJIbHOM TepaIliy. DTO IeCMOIUIACTUIECKAs MEJTKOKPY-
IJIOKJIETOUHAsI capKkoMa, abeppaHTHBIN OEI0K KOTOPOU —
MPOAYKT XuMmepHoro reHa EWS-WTI — mnopasnser
CHUTHAJIM3AIMIO 3CTPOTEHOB M YCWIMBACT IIPOIndepaTrB-
HBIl CUTHAJIMHT aHAPOIreHOB. ATPEeCCUBHBII POCT 3TOM
BBICOKO3JIOKAUYECTBEHHON OITyXOJIM OJIOKMpPYETCSl aHTH-
aHIpOTeHaMU, MMPUMEHIEMBIMH TS JICYCHUST paka IIpo-
craTel. IX KIIMHMYeCKOe ITPUMEHEeHE TIPU TaHHO I1aTo-
JIOTMH pa3pelieHo YIIpaBIeHUEM IT0 KOHTPOIIO KayecTBa
IMUIIEBBIX TIPOIYKTOB M JieKapcTBeHHBIX cpeacts CIITA
(Food and Drug Administration, FDA) [23].

Bo3MOXHOCTD HAIMYMS TAKUX PEIKUX BApUAHTOB Cpe-
IIA IPYTUX, HE U3YICHHBIX B 9TOM ILIAHE CAPKOM, CIICIYeT
IIPUHUMATh BO BHUMaHME IIPU TECTUPOBAHUM IyBCTBH-
TEJIBHOCTU OITyXOJICH K JIEKAPCTBEHHBIM IIpeIaparam,
OCOOEHHO B Cllyyae HaJIMYUs B MX KJIETKaX TUIIMYHBIX
XPOMOCOMHBIX TIEPECTPOCK.

2024 | Tom16 | Ne1

21



22

3akntoyeHue

B 11e;10M B MHOTO(DaKTOPHOM MpOIIecce CapKOMOTeHe3a
U IIPY TePAITMU ME3eHXUMAJILHBIX OITyXOJIeH BIUSHUE T10-
JIOBBIX (PaKTOPOB 3HAUYUTEIHLHO BAPbUPYET KaK I10 BeJTIM -
He, TaK U 10 HaIIPaBJICHHOCTH, HO B OTAEIBHBIX CIYJastX UX
poJib MOXKeT ObITh pelatoiieii. [loka He cyiiecTByeT aiaro-
PUTMOB, KOTOPBIC MOIJIA OBbI IpeacKa3aTh YyBCTBUTEIb-
HOCTb KOHKPETHOM OITyXOJI K TOPMOHAJILHBIM (hbaKTopaM,
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CapkoMbl Markux TkaHeit (CMT) — pefkas reTeporeHHas rpynna 310Ka4yecTBeHHbIX HOBOOOPA30BaHMiA, XapaKkTepu3ytoLLa-
ACA arpeccuBHbLIM TEYEHUEM U NIOXUM OTBETOM Ha NeyeHue. IT0 0BYCNOBANBAET aKTyaNbHOCTb UCCNEA0BAHMIA, HanNpaB-
JIEHHBIX HA U3yYeHMe naToreHe3a AaHHoil natonoruu. OnyxoneBoe MUKPOOKPYIKEHUE COCTOUT U3 CTPOMANbHBIX U UMMYH-
HbIX KNETOK, KPOBEHOCHBIX U NUM(ATUYECKUX COCYA0B, @ TaKKe BHEKNEeTOUYHOro matpukca. K HacTosweMy BpemeHu
U3BeCTHO, uTo AN CMT xapaKTepHbl CNOXHbIE B3aUMOOTHOLIEHUS MEXY OMYyX0NeBbIMU KNETKaMU U KOMMNOHEHTaMU MUKPO-
oKpyXeHus. [InHamuyeckue B3aUMOAECTBUA MEXAY HUMMU YCUAMBAIOT aANTALMIO K MEHAIOLLMMCSA YCI0BUAM OKpPYXaloLen
cpefibl, 4To obecneynBaeT BbICOKMIA arpeccueHbiin noteHuman CMT 1 ycTOMYMBOCTb K MPOTUBOOMNYXONEBON TEpanuu.
OyHpaMeHTanbHble MCCNeL0BaHUA, HANPABNEHHbIE HA U3YYEeHUE PONU KOMNOHEHTOB MUKPOOKPYXEHHUSA B KaHLeporeHese
CMT, MOryT NOCNYXUTb KIIOYOM K OTKPBITUIO KakK HOBbIX GMOMApKepoB — NpesuKTOPOB MPOrHO3a, TaK U MULIEHel Ans
NPOTUBOOMYXONEBbIX Npenapatos. [laHHas CTaTbA NOCBALEHA PO KOMMOHEHTOB MUKPOOKPYKeHns CMT B KaHLeporeHe-
3€ W UX B3aUMOZEICTBUIO C KNETKaMU 3TOi OMyXonu.
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Soft tissue sarcomas (STS) are a rare heterogeneous group of malignant neoplasms characterized by aggressive course
and poor response to treatment. This determines the relevance of research aimed at studying the pathogenesis of STS.
The tumor microenvironment consists of stromal, immune cells, blood, lymphatic vessels, and extracellular matrix.
By now, it is known that STS is characterized by complex relationships between tumor cells and components of the mi-
croenvironment. Dynamic interactions between tumor cells and components of the microenvironment enhance adapta-
tion to changing environmental conditions, which provides high aggressive potential of STS and resistance to antitu-
mor therapy. Basic research aimed at investigating the role of microenvironmental components in STS carcinogenesis
may serve as a key to the discovery of both new prognostic predictor biomarkers and targets for new antitumor drugs.
This review article is devoted to the role and interaction of STS cells with components of the microenvironment.

CapKoMbl KOCTei, MATKMX TKaHeii 1 0nyXonu Koxm 2024 | Tom16 [ Ne1

25



26

OB30OPHBIE CTATHBUM |

Keywords: soft tissue sarcomas, tumour microenvironment, immune cells, macrophages, lymphocytes, neoangiogenesis

For citation: Lokhonina A.V., Dzhumaniyazova E.D., Dzhalilova D.Sh. et al. Components of the microenvironment
of soft tissue sarcomas. Part I. Sarkomy kostei, miagkikh tkanei i opukholi kozhi = Bone and Soft Tissue Sarcomas, Tumors
of the Skin 2024;16(1):25-33. (In Russ.). DOI: https://doi.org/10.17650/2219-4614-2024-16-1-25-33

BeepeHue

Capkombl MTKuX TKaHelt (CMT) mipeacTaBisiioT co-
0011 reTeporeHHyI0 IpyMIly 3J10KauyeCTBEHHbIX HOBOOO-
pazoBanuii (3HO) coenuHUTEIbHOI TKAHU, BKITIOYAIOITYIO
6osee S0 rTMCTONOrMYECKUX ITOATUITOB. B CBSI3M ¢ peaKOoCThIO
BcTpeyaeMocTy JaHHbIX 3HO akTyanbHBIMU ITpobIeMaMu
SIBJISTIIOTCSI CJIOXKHOCTh MOP(OIOTUUECKOM BepuUKaLINN
pasHbIx moaTunoB CMT u monbop 3(hheKTUBHOTO peKruma
sneyeHust. CapKoOMbI MATKHX TKaHE MOTYT OBITh JIOKQJI30-
BaHBI B COCIMHUTEILHOM TKAHU TOJIOBHI U IIIeH, TYJIOBUIIA
Y KOHEYHOCTEH, a TaKXKe 3a0pIOLIMHHOIO IpocTpaHcTsa [1].
IIpu 3TOM HabOIOmaeTCsT pa3HOOOpa3re MOP(HOIOTUISCKOTO
CTPOCHUSI, aHATOMUIECKOTO PACTIONOXEHUS U TTOBEICHMUS
omryxomu. Tak, CMT Mo3keT ObITb CBOMCTBEH KaK BSUIOTEKY-
LI POCT, TaK ¥ CTPEMUTEIbHOE MeTacTasupoBanme. st
namyeHToB ¢ CMT xapakrepeH HeOnaronprsaTHEINA MPOTHO3:
BBICOKAST YACTOTA Pa3BUTHSI PELIMANBOB M HU3KHE ITOKA3aTe-
JIM OOIIIEeH BBDKMBAEMOCTH (00IIast S-JIeTHSIST BEDKUBAeMOCTh
KoJjebercs B rpeaenax 36—58 %) [2].

Otronorus 6onpimmHcTBa CMT ocTaercss Hen3BeCT-
HOI, OITHAKO CYIIECTBYIOT ONpeAe/IeHHbIE (DAKTOPHI OKPY-
JKaroIei cpeasbl M TeHeTHYecKasl MPeapacIioioXXeHHOCTD,
KOTOPBIE MOTYT OBITh ACCOLIMUPOBAHBI C Pa3BUTHUEM He-
KOTOPBIX TUIIOB JAHHBIX OITyXOJIei, BKIIIo4Yast Helipohruopo-
Mato3 u cuHapoM JIn—®paymenu [3]. Hekotopbie TUIIBI
CMT uMeroT TeHIEHIIMIO K BOBHUKHOBEHUIO B OTIpeiesIeH-
HOM BO3pacTe, HallpruMep, TUIIOCApPKOMa B OCHOBHOM pa3-
BUBAeTCS y B3POCIBIX, a pabJoMHOCapKoMa — y IETEH.
Kpome Toro, Hekoropbie CMT yalliie JJOKaIM3yIOTCsA B OIpe-
JIeJICHHBIX aHATOMUYECKUX OOJIACTSIX: JIMIIOCAapKoMa —
B HIDKHUX KOHEUYHOCTSIX, CHHOBHAJIbHAS, STIUTSIMONTHAS
capKOMBbI 1 (pubpocapkoMa — B BEpXHUX [4].

YcraHoBJIeHME AUArHo3a MPeACTaBIsIeT CIOKHYIO 3a-
Jlavy M3-3a PeIKOCTH BCTPEUYaeMOCTH M BBICOKOM IeTepo-
renHoct CMT. bonbmmHcTBO MaToMOp@0I0roB MMEIOT
OrpaHUYeHHBIN OMBIT N3ydyeHus 3toro Buga 3HO, Tak kak
HaJIM9Me MHOXKECTBA THUCTOJOTHYECKMX moaTurmoB CMT
CBOIUT K MUHUMYMY BO3MOXHOCTb TOTO, YTO CIICIIAAIUCT
BCTPETUT BCE X PA3HOBUIHOCTHU 32 CBOIO IIPAKTHUICCKYIO
nesiTenbHOCTh. I1oaToMy, K CoXaJleHUIO, OIIMOOYHBINA
INAarHo3 — 3TO, CKOpee, MpaBU0, YeM HMCKIIOYCHUE
B clyyae JaHHOI naroJioruu [5]. B cBolo ouepenb, cBoe-
BPEMEHHO YCTaHOBJICHHBIH, TIPABWILHBIN IMAarHO3 OIIpe-
neJisgeT TakTuKy JiedeHust. B ciiyqae CMT nipu nccnenona-
HUM OITyXOJICBOTO MaTepuaja MOMHMO KJIacCHYeCKOM
TUCTOJIOTUN HEOOXOOUMO YIUTHIBATh TEHETUUECKUE, DITH-
TeHETUYECKME M TPAHCKPUIITOMHBIE OCOOCHHOCTH KIIETOK
KOHKPETHOM OITyXOJIH, TIOCKOJIBKY MMEHHO 3TH CITeLIM(DU-
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YeCKHe CBOMCTBA O0YCIOBIMBAIOT PE3UCTEHTHOCTD OITyXOJIe-
BBIX KJICTOK K Pa3IMIHBIM TePaIIeBTHYCCKIM OITLIMSIM.

CapKoMBbI MSITKHX TKaHe# XapaKTepu3yIoTcs (DEHOTUITN -
YyecKoi 1 (PyHKIIMOHATILHOM reTeporeHHOCThIo. B ee ocHoBe
JIEXKAT CJIOXKHBIE MEXaHN3MbI KIIETOYHOM TDTACTHYHOCTH, KO-
TOPOI OTBOISIT BEAYIILYIO POJIb B IIPOrPECCHH OITyXOJIN 1 IyB-
CTBUTEJIBHOCTH K xuMuoTepanuu [6]. OmyxosneBble KIETKU
CMT HaxomsTcsl B IMHAMUYECKOM B3aMOICHCTBUY C KIIET-
KaMH MUKPOOKPYKEHHsI, KOTOPHIE XapaKTePU3YIOTCSI NMMY-
HOCYIIPECCUBHBIM IMOTCHIIMAIOM 1 PETYIUPYIOT INTACTUYHOCTD
OIYXOJIEBBIX KJIETOK. B psine vccaenoBaHumii mponeMOHCTPH-
poBaHa OOJIbILIAS POJTb KOMIIOHEHTOB MUKPOOKpYykKeHst CMT
B OITyxoJeBoi nporpeccuu [7, 8]. OCHOBHBIMU COCTaBISIIO-
IIAMUA MUAKPOOKPYKEHUSI OIyXOJIeH SBIISTIOTCSI UMMYHHBIE
KJIEeTKH, (pubpo6macThl, TMMpaTndeckie U KpOBEHOCHBIE
cocympl 1 BHeKIeTouHbIN MaTtpukce (BKM) [9]. Cuuraercs,
YTO B CO3MaHMM UMMYHOCYIIPECCUBHOM CpemIbl MUKPOOKPY-
JKEeHMSI B OCHOBHOM YUYacCTBYIOT MaKpodarv 1 JTUM@OLUTHI,
KOTOpbIe U3MEHSIOT CBOU MOP(O(DYHKIIMOHAILHEIE XapaKTe-
pucTUKH. Tak, B MUKPOOKPY:KECHIH OITyXOJIeii OTMEYEHO BhI-
cokoe conepxanue T-perynsitopHbix umdorntos (T-per),
Hu3Koe cofaepxkanrie CD8*-T-mmmMbouToB, 60bIIOE KO-
yectBo CD206"-MakpodaroB ¢ BHICOKMM YPOBHEM IPOIYKIINI
TpaHchopMupytoiiero dakTopa pocra  (transforming growth
factor B, TGF-), unrepneiikuna 10 (IL-10), a Takke HU3KUM
ypoBHeM uHTepietikuna- 1 (IL-1f) u unrepdepona v. Umen-
HO CBOMCTBa UMMYHHOW COCTaBJISIIOLIENA MUKPOOKPYXKEHUS
obecITeunBaroT arpeccuBHbIN moteHIman CMT: ObicTpoe MeTa-
CTa3MpOBaHNE, BBICOKYIO YaCTOTy Pa3BUTHUS PELIUINBOB
1 XUMUOPE3UCTeHTHOCTS [ 10, 11].

Tpamumonno CMT cumnraeTcss UMMYHOJIOTMYECKH CITO-
KOMHBIM HOBOOOPA30BaHWEM C HU3KOM OITyX0JIeBOI MyTall-
OHHoI1 Harpy3koi (1,06 myTaruii/Mb) 1 IMMYHOCYIIPECCHB-
HBIM MUKPOOKPYKEHHEM: BBICOKHE YPOBHHU (hakTopa,
nHIyuupyeMoro rumokcueii 1o (hypoxia-inducible factor 1-a,
HIF1-0), Mmakpodaros, HeHTpO(PIIOB M HU3KMIT YPOBEHD
T-mamdoumTos [12]. B HecKONBKMX MCCIeTOBAHUSIX TTOKA-
3aHa KOPPEJISIHS KJICTOYHOTO COCTaBa MUKPOOKPYKEHHUSI
omyxonu ¢ nporHo3om npu CMT. Hanpumep, omyxonu
¢ BBICOKMM conepxkanueM CD8*-T-kierok B mHpMIBTpare,
a TaKke HammureM Makpodaros 1-ro ¢eHoruma (M1) 1 mias-
MaTUYECKMX KJIETOK MMENU JIy4Inii mporHo3 [8, 13, 14].
ITnotHocTh IMMdporToB CD20* KoppenupyeT ¢ Koaudec-
tBoM CD8*-T-xerok [9] B CMT u Takke cBsi3aHa ¢ 01aro-
MPUSTHBIM IporHo3oM [15]. HarmpoTuB, MUKpOOKpYKeHME,
6oraroe Makpocaramu 2-ro ¢eHorura (M2), Koppenmpyer
¢ Oonee HU3KUM ypoBHeM coaepxkaHusgs CD8*-T-kieTok
M XYM IIporHosom [16, 17].
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Makpodparu, accouumnpoBaHHble C ONYX0/bIo

B 3aBUCHMMOCTH OT COCTOSIHMSI BHYTPEHHEI Cpelbl
LIUPKYJIMPYIOIINEe MOHOILIMTHI JAIOT HAYaJIO 3pEJIbIM Ma-
KpodaraM, a IIpu PeKPYTUPOBAHUU B MUKPOOKPYKECHIE
OIYXOJIM U B MOAXOISIINX YCIOBUSIX IIPEBPAIIAOTCS
B omyxoJjieaccormupoBaHHbeie Makpodaru (OAM). Kak
MpaBWIO, Makpodaru IeysaTcs Ha 2 OCHOBHBIE TPYIIIHL:
KJIacCHYeCKM aKTUBUpoBaHHBIE (M1) 1 aabTepHATUBHO
aktuBupoBaHHbIe (M2) [18]. Takum 06pa3om, Makpodaru
MOTYT TpaHC(HOPMUPOBATHCS B OJUH U3 ABYX (PEHOTUIIOB:
IIPOTHUBOOITYXOJIeBRIH (heHOTHIT (M 1), IPOIYLIMPYIOLIMIA
aKTUBHBIE (POPMBI KUCIOPOAa M BOCTIATUTEIbHBIC IINTO-
KWHBI, WY TIPOOIyXoeBbIii peHoTurr (M2). Makpodaru,
HAXOISIIMECS B MUMMYHOCYIIPECCUBHOM OIyXOJIEBOU Cpe-
Iie, OOBIYHO TPaHC(HOPMUPYIOTCI B IPOOIYXOJIEBLIN (e-
Hotun (M?2) [19]. Kak TonpKo 31O TIporcxonut, M2 Ha-
YUHAIOT IIPUHUMATh aKTUBHOE YJaCTHE B CTUMYJISIINU
KaHIIepOTreHe3a: 00eCIeYnBaOT JOKAIBHYI0 UMMYHOCY-
IIPECCUI0, MHIYIMPYIOT aHTUOIeHE3 U CIIOCOOCTBYIOT
pemopaenupoBannio BKM. IMonspusoBanubsie M2 mpo-
JTOJDKAIOT aKTMBHO B3aMMOIEHCTBOBATH C OIYXOJICBBIMU
KJIeTKaMu, (prudpobnacTaMu, aCCOLIMMPOBAHHBIMU C OITy-
xojbio (PAO), 1 IpyruMy IMMYHHBIMU KJIETKaMH, hop-
MUPYS «IIOPOYHBIE KPYTM» MHBA3UU U OUCCEMUHALIUKN
omyxomu [20].

Makpodaru 2-ro ¢peHoTUIa 6JI0KHUPYIOT OITOCPEIO-
BaHHBIN T-keTkamu CD8*-nipoTUBOOITYX0JIeBBIIA MUMMYH-
HBII OTBET HAIIPSIMYIO, ITyTeM 3KCIIPECCUHU JIMTaHI0B-NH-
TUOMUTOPOB, TAKUX KaK JIUTAHI 3aIIpOrpaMMUPOBaHHOM
kietouHoir rubenm 1 (programmed death-ligand 1,
PD-L1), w1 KocBeHHO, C TIOMOIIBIO XeMOKIMHOBOTO JI-
ranna 22-ro motua CC (CCL-22) (omocpenoBaHHOE pe-
kpytupoBaHue T-per). B xone HeqaBHO MPOBENEHHOTO
HUCCIIeI0BAaHUS TP UMMYHOTHMCTOXMMHUIECKOM aHaJIn3e
BBISIBJIEHBI M2 Bo Bcex oopasiiax CMT, B To Bpemst Kak M 1
00HAapyKeHBI TOJIFKO B HECKOJIBKHX MOATUIIAX 3TUX OITy-
xonei [15].

B CMT makpodaroB, MHQUIBTPUPYIOIIUX OMYXOJb,
OoJtplle, YeM MHOWIBTPUPYIOIINX OITyXO0JIb TUM(OIUTOB,
YTO aCCOIMUPOBAHO C IMOBBIIMICHHBIM PUCKOM Pa3BUTHS
MeTacTasupoBaHus. Makpodaru urpaiot 00JIbILIYIO POIb
B miporpeccupoBaHuy CMT, MOCKOIbKY MOTYT CTUMYJIH -
pOBaTh aHTMOTCHE3 M TaKXKe MHTMOMPOBaTh MMMYHHEBIE
npoTuBoonyxoyieBble peakuu [21]. [Ipu 3TOM KIeTKu
CMT cexpeTupyloT BEICOKHE YPOBHU KOJIOHUECTUMYJIH -
pytomero ¢akropa 1 (colony stimulating factor 1, CSF-1)
1 MOHOIIMTAPHBIN XeMOaTTpaKTaHTHEIN O0eoK-1 (CCL2),
KOTOpBIe TIpeBparaoT M1 (KiaccuiecKu aKTHBUPOBAHHEIE,
IIPOTUBOOITYXOJIeBbIe) B M2 (aJbTepHAaTUBHO aKTHUBHUPO-
BaHHBIE, CIIOCOOCTBYIOIINE Pa3BUTHIO OIyXoJieit) [22, 23].
B cBoro ouepenp, M2 B CMT oTBOIST OMHY U3 KIIFOUEBBIX
poJIeil He TOJIBKO B 00€CTICYCHUM aHTMOTeHe3a U YTHEeTe-
HUU IIPOTUBOOITYXO0JICBBIX peaKIIMii, HO ¥ B BEICBOOOXIIE-
HUU METa0OJUTOB, YYaCTBYIOIINX B (DyHKIITMOHUPOBAHUM
MEXaHM3MOB JIeKapCTBEHHOI ycToitunBocTH [24]. [TosaTomy
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aKTHMBHO IIPOBOISTCS MCCIIEI0BaHNUsI, HAIIpAaBJICHHBIC Ha
MMOMCK U co3gaHue 6mokaropoB nutoknHa CSF1, pekpy-
TUPYIOIIETO MUEJIOUIHBIE KIIeTKH, 1 ero perienropa CSFIR,
KOTOPBIE SKCITPECCUPYIOTCS OITYyXOJIEBBIMU 1 MUCIIOMITHBI-
MM KJIETKaMH COOTBETCTBEHHO [25, 26]. I[ToMmuMo aByX
BBIIIIEHa3BaHHBIX (paKTOpoB KiaeTK CMT cUHTE3UpYIOT
dakrop, nHTHOMpYOMMiI MUTpalo Makpodaros (MIF),
BO3IEHCTBYIOIIUI Ha MaKpodaru, 3KCIpecCUpyIomme
petenTop CD74. Murpauus mMakpodaron IpeoodpasyeT
nmoTeHMan Makpodaros B M2 [10]. BaaumoneiicTBue
MIF/CD74 moxeT OBITH paCCMOTPEHO B KayeCTBE I10-
TeHUMaNbHOU MutieHu 1151 tedenuss CMT. Tak, ripu 6510~
kupoBanun MIF (mpomymupyemoii kiietkamu CMT) ma-
Kpodaru, IIPOHMKAIOLINE B OITyX0JIb, TEMOHCTPHUPOBAIU
0oJiee BHICOKME YPOBHU aHTUOIIYXOJIEBBIX BOCTIAIUTEIb-
HBIX (PaKTOpPOB, aKTUBHYIO IpPEe3eHTAIINI0 aHTUTCHOB,
a 0oJiee HU3KME YPOBHHU ITPOAHTHOTCHHBIX U PEMOIEIIH-
pytoiux komnoHeHToB BKM, HampoTuB, Giaronpusr-
CTBOBAJIA OITyXOJIEBOMY pocTy [23].

Cuwuraercs, yro oomnue M2 B Mukpookpyxenunn CMT
aCCOLMUPOBAHO C HEOJArONPUSITHBIM MPOrHO30M. Tak,
B uccnenoBanuu C.H. Lee u coaBT. [27] mpoaeMOHCTpHUPO-
BaHO, YTO MOBbIIIEHHAsT TUIOTHOCTH CD163*- i CD68* -
Makpodaros, THQWIBTPUPYIOLINX OITyXOJIb, CBSI3aHa C He-
0JarOIIPUATHBIM HMCXOIOM IIPM HETMHEKOJOTMYeCKUX
neitomuocapkomax. Ilpu MuUkcougHoOI nUIIOCapKOMeE
WHGWIBTPALIMS OIyXOJIU OOJIbIINM KOJUYECTBOM MaKpO-
(haroB sIBIIIETCS IMIPESIUKTOPOM HEOIATOIIPUSTHOTO IIPOTHO-
3a. BTO 00YCJIOBIIEHO TEM, UTO IPY CEKPELIMI MaKpodaraMmu
rermapuHcBssbiBaoniero EGF-momo6Horo gakropa pocra
(HB-EGF) (EGF — epidermal growth factor, armiaepmab-
HBII (baKTOP POCTa) IIPOMCXOMNUT aKTHBAIMST CUTHAIIBHOTO
mytu EGFR/PI3K/Akt. 3T0 MOXeT MPUBECTH K KIIE€TOYHOM
ITACTIYHOCTH ¥ B KOHEYHOM CUETe K XUMUOPE3UCTCHTHOCTH
[28]. TIpu neitommocapkoMe GOJIBIIOE KOTMYECTBO MaKpPO-
¢haroB CBSI3aHO ¢ HUBKUMM ITOKA3aTEIISIMU BEDKMBAEMOCTH
MMalMeHTOB [27]; aHAJIOTUYHBIC PE3Y/IBTaThl ITOJTYICHBI ITPU
CUHOBHMATBHBIX capkoMax [29]. Hanpotus, npu pabmomuo-
capkome npucyrcrere CD163"-makpodaros acconpmpona-
HO ¢ OJ1aronpusITHLIM IporHo3oMm [30]. UHTepecHBIM SIBJIsI-
ercs TOT (akrt, yro KoamdectBo CD163"-Makpodaros
MTOJIOKUTETHFHO KOPPEIUPYET C BO3PACTOM ITallMeHTa, HO
oTpuuaTebHO — ¢ KommmuectBoM CD3*-, CD4*- u CDS8*-
ymmMponuTos [31].

Onyxonb-nHuabTpUpylowme numdoLmnTbi

M3BecTHO, YTO OOHUM M3 BEIYIINX MEXaHMU3MOB
YCKOJIb3aHUSI OITYXO0JIEBBIX KJIETOK OT MMMYHHOTO OTBETa
SIBJISIETCSI MHAKTUBAIUS OITYXOJb- MH(OUIBTPUPYIOIINX
mmmporiuroB (OWUJI). OHu mpencTaBisiioT co00il COBO-
kyrmHOCTh B-, T- 1 NK-xierok (NK — natural killer, ecte-
CTBEHHBIC KWJUIEPHI), 00JadaoIInX pa3HOOOpa3HBIMU
deHOTHIIMUECKUMH U (PYHKIIMOHAIBHBIMU CBOMCTBAMU
1 BBICTYTIAIOIINX AKTUBHBIMU KOMIIOHEHTAMHU MUKPOOKPY-
XeHust omyxojeit. M3BectHo, ytro OMJI mpeBocxomst
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Ipyrre MMMYHHBIE KJICTKM B pacIIO3HABaHUM IIMPOKOTO
CITEKTpa reTePOTeHHBIX OITyXOJICBBIX AHTUTEHOB, TIPOU3BOMIS
MHOXecTBO KIT0OHOB T-KieTouHsIX perienitopoB (TCR) [32].
PakoBble KJIE€TKM CIIOCOOHBI MPEISITCTBOBATh HOPMaJIbHO-
My ¢yHKIImoHupoaHuio OWJI myrem HapyIeHs B3auMo-
JIeMCTBHS TIIABHOIO KoMITIieKkca rucrocoBmectumocT 1 TCR,
nonasieHus B3auMmoaeiicTeus Mexny TCR m anTureHmpe-
3EHTUPYIOIIMMH KJICTKaMHM, a TaKKe IOCPEICTBOM BBI-
CBOOOXIECHUSI BOCITAIMTEIIPHBIX IINTOKMHOB, TAKMX KaK
uHTpeneiikuuH-12 (IL-12) [33].

KpoMe 3Tix MexaHU3MOB, OITyXOJICBbIC KIIETKH, B 9acT-
Hoctu KieTku CMT, skcnpeccupyloT IMraHabl perenTopa
3anporpaMmmMupoBaHHoi ruoenu 1 (programmed cell death 1,
PD-1) PD-L1 u PD-L2, cBa3biBarolnecst ¢ 3TUM peLer-
TOPOM, B OCHOBHOM 3KCIIPECCHPYEMBIM Ha ITOBEPXHOCTHU
T-xieTok, ¥ MOAABISIOT CUTHAJI aKTUBALUMU T-KJIETOK,
KOTODBII 3aITycKaeTCsl CBSI3bIBAHMEM IJIaBHOTO KOMILIEKCa
riucrocoBMecTuMocT 1 TCR. D10 pUBOIUT K MOAABIICHUIO
criocobHocT T-TMM@OIIMTOB paciio3HaBaTh PAKOBLIE KJIET-
KW, a TaKXKe MHAYLIUPYET X anonTo3 [34].

g CMT xapakrepHa Huskas nosnst OWJI o cpaBHeHMIO
¢ MUKPOOKPYXEHHMEM B TaKMX OITyXOJISIX, KaK MeJaHOMa,
IMOYCYHO-KJIeTOYHAasI KapiHoMa 1 ap. [35]. I1pu sTom Ko-
JIMIECTBO CYOIIOIMYIISIIIA TMMGBOLIMTOB B MUKPOOKPYKEHIH
3aBucut ot Tuna CMT u BappupyeT B IIMPOKUX Tpeaeaax
[34]. Tak, HanipumMep, o gaaHbIM H. Nystrom u coasr. [21],
CD8*- u FOXP3*-OWJI 3HaunTeIbHO Yallle BCTPeYaIiCh
B JICOMHOCapKOMaX, YeM B JIMTIOCApPKOMAaX ¥ CHHOBUAJTbHBIX
capkomax. S.W. Sorbye 1 coaBT. mpoaHaM3npoBain 249 06-
pasuoB CMT, npenMyiiecTBeHHO HennuddepeHITMpPOBaH-
HBIX IJICOMOP(MHBIX CAPKOM M JIMTIOCAPKOM, C IIEJIBIO OIpe-
nenenus minotHoct CD3*-, CD4*-, CD8*-, CD20*-
n CD45%-OWJI [36]. Tonbko CD20*-B-kneTku ObLIM He3a-
BHCHMO CBSI3aHBI C YIyIIIIEHEeM Oe3peIIINBHOI BEDKIBA-
eMoctu TanueHToB [37]. MccnenoBanne Takke ITOKa3ao,
yTto HU3Kas nHdmnsrpanms CD3*- u CD4*-T-kjeTok Obuta
CBsI3aHa C JIyYIIMMM ITOKA3aTeJISIMU OOIIel BEDKIMBAEMOCTH.
Bonbiee komaectso CD3*-muM@onTOB XapakTepHO 11T
CMT c BBICOKOIT MyTaLIMOHHOI Harpy3Koii [37, 38].

Ha npumepe Heckombkux TurioB CMT nponeMoHCTpU-
pOBaHa 3aBUCUMOCTbD IpeBampyomiero tTurra ONJI ot Bos-
pacta nmauueHToB. XenmnepHele CD3"CD4*-T-kierku,
PD-1*CD3*-, Treg-, CD3*CD4*FOXP3*-T-knetku, xeJ-
nepHble PD-1"CD3*CD4"-T-KJIeTKM 1 IUTOTOKCUYECKHE
PD-1"CD3*CDS8*-T-kieTku B OOJIBIIIEM KOJIUYECCTBE
npenctasieHbl B CMT y MOXWIBIX MALIMEHTOB IO CpaB-
HEHMIO C MOJIOABIMU ITariieHTamMu. MccmenoBaHuii, mo-
CBSIIIICHHBIX M3YYEeHMIO accolmaunu KoiandecrBa ONJI
¢ nporHo3om CMT, ouenp manmo. H. Fujii u coaBt. [39]
COOOIIMIIN, YTO BBICOKASI MH(MIBTPAIIUS JaHHOM OITyX0-
ym CD8*-mumdounTamMu cBsI3aHa ¢ 0JIAarONPUSTHBIM ITPO-
THO30M M KOPPEIMPYeT C BEDKMBAEMOCTHIO 03 OTIaJICHHBIX
METacTa30B y MAIlMEHTOB C aHTHOocapKoMmoii. HampoTus,
A.E. van Erp u coasr. [40] nIpeanoyioXuim, 4To BbICOKast
nHounsrpanusgs CMT CD8*-muMdonuramu accouumpo-
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BaHa C Xy/IIei BBDKMBaeMOCThIO 6e3 MeTacTasoB. T.S. Nowicki
1 coaBT. [41] coobuIMIM 00 OTCYTCTBUY KaKOM-JINOO CBI3U
MEXIy IUTOTHOCThIO MHpmIsTparun CD8*-mumMbornros
1 6e3pelIMANBHOM BBKMBAeMOCThIO TTaliieHToB ¢ CMT.

Perynsitoprbie T-mMMbOLUTE THTUOUPYIOT pa3BUTHE
ITPOTHBOOITYXOJIEBOTO MMMYHHOTO 0TBeTa. OHM CEKpEeTUpY-
10T UMMYHOCYTpeccopHbie IUTOKUHBI — [L-10 u TGF- —
1 MOTYT 2KCIPECCUPOBATh MHTUOMTOPHBIC KOCTUMYJIUPY-
OIIIME MOJIEKYJIbI, TAKKME KaK IIUTOTOKCUIECKUIA 0eJIOK 4,
accormupoBaHHbIii ¢ T-mumdormramu (CTLA-4), PD-LI.
Perynsaropnbie T-muMbOLUTEI yTUIM3UPYIOT TX1 IUTOKMH
nHTepieUKnH-2 (IL-2), 9T0 B KOHEYHOM cYeTe IIPUBOIUT
K MHTUOMPOBaHMIO (GYHKIIMOHUPOBaHUA T-1uMdomToB
1 YCKOJIBb3aHUIO OIyXOJU OT MMMYHHOTO OTBeTa [42].
B uccnenosanum S.P. D’Angelo 1 coaBT. moka3aHa BBICO-
Kasl IJIOTHOCTh MHMUJIBTPUPYIOIIMX OITyX0Jib T-per
B MukpookpyxeHun CMT y 75 % ucciieqoBaHHbBIX Mall-
eHToB ¢ CMT [43]. Kpome Toro, B 9KCIiepuMeHTE Ha MbI-
IIaX YCTAaHOBJICHO YBEJIMYCHNE KOJIM4IecTBa T-per B KpOBU
M CEJIE3€HKE XXKMBOTHBIX C UMILUIAHTUPOBAHHOM CapKOMOM
S180 [44]. [TocKoJBKY UCCIIeIOBaHUIA, TTOCBAILIEHHBIX PO-
JIN peryasaTopHbiX T-1umM@OLUTOB B cCapKOMareHe3e He-
MHOT0, B HACTOSIIIIee BpeMsI 10 KOHIIa HeSICHO, KaK YPOBEHD
STUX KJIETOK KOPPEIUPYET C IIPOTHO30M M MOKa3aTeIsSIMU
BBDKMBAEMOCTH ITAIITUEHTOB.

B onHOM MccienoBaHUM YCTAHOBJIEHO, YTO OOJIbIIOE
kommmuecTBO T-per cpemn ONJI cBa3aHO ¢ HEOIATOIIPHUSIT-
HbIM TTporHo3om nipu CMT [45]. dpyrue aBTOpbI, HAIIPO-
THUB, BBISIBIJIA KOPPEJISIINIO MEXITy OOJIBIIMM COmepKa-
HueM T-per M 0ojee BBICOKMMM I1OKa3aTEIsSIMU
BBDKMBaeMOCTH 0e3 IporpeccupoBanus [46]. B psime paGor
B3aMMOCBSI3b KoaruecTBa T-per u mporHosa 3a6ojieBaHusI
He ObuTa oOHapyxeHa [47, 39].

B-mambomursl. B-1uMdOIIMTE y9acTBYIOT B pa3BUTUN
MPOTUBOOITYXO0JIEBOro MMMyHHoro otBeTa [48]. H. Nystrom
1 coaBrT. [21] BersgBrin, 4yto CD20*-B-Ki1eTKM IprCcyTCTBY-
10T uiIb B 14 % CMT (JieiioMmrnocapkoMe BHICOKOU CTeTieH!
3JI0KAYeCTBEHHOCTH, JIMTIOCAPKOME ¥ CMHOBHMAJILHOM cap-
kome). Hukaxkoii koppensumu mexay CD20*-B-knerkamMmmu
1 M3BECTHBIMU ITPOTHOCTHYECKIMU (haKTOpaMH YCTAHOBUTD
He yaanoch, xots nHowisrpamms CD20*-B-kierok mpen-
cKaszaJia yaydileHre ToKa3aTesieil o0Ieii BEBDKMBACMOCTH.
Ha skcnepuMeHTanbHOM pudbpocapkoMe IoKa3aHo, 4TO
OITyX0J1b, MHOMIsTprpoBanHasg CD19*CD81*-, CD277-,
IL-10*-, pSTAT3"-B-knerkamu, cexpetupytommu TGF-f,
MOXET ITONABJISATh OTBETHI T-KJIETOK B CeJie3eHKE 1, BO3-
MOXHO, CITIOCOOCTBOBaTh pocty omyxonu yepe3 TGF-B-
OITOCpeNOBaHHBIN IyTh [49]. B 3a0prommmHHOM TUmocap-
KoMe B-nmumdonutsel 00HapyXMBaIOTCSI B HEOOJIBIIOM
komuectse [50]. B cinyyae CMT ¢ mmpoKMu KpasiMu pe-
3eKL1Y HaJtnure B-KIeToK BhICTynaeT 61aronpysiTHBIM IIpo-
THOCTUYECKMM MapkepoM [51]. Accoumanust B-mumdporitoB
¢ OJ1aronpusITHBIM MPOTHO30M ObLIa TaKXKe MOATBEpXKIeHA
B paborax P. Tsagozis u coaBt. 1 S.W. Sorbye u coabr. [15, 51].
F. Petitprez u coasnr. [11] Takke IIpoBeId UHTErpaTUBHbIN
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aHaMM3 BIMSTHUS B-KIIeToK Ha 1mokasaresi BBDKIMBaeMOCTH
u orBeT Ha MMMyHoTepario CMT. CoryiacHo pe3ysisratam
3TOTO HCCIIeIOBaHus, 00ue B-mMdoLmToB sBisgercs mpo-
THOCTUYECKMM MapKepOM BBDKMBAEMOCTH U KOPPEIUPYeT
C TTOJIOXKUTEIEHBIM OTBETOM Ha UMMYHOTeparvio. O0mibHast
nHpusTpaums CD20*-B-mMdormraMul epuTyMopaTbHOM
KaIICyJIbl, HAIIPOTUB, OblIa CBSI3aHA C HEOJIArONpHUSITHBIM
nporHo3oM mnauueHToB ¢ CMT [52].

EctectBeHHble Kiuiepbl. ECTECTBEHHbIE KWILIEPbI JIU3U-
PYIOT TpaHC(HOPMHUPOBAHHBIC OITyXOJIEBBIC KIIETKM — 3TO UX
OoCcHOBHag (pyHKIMS B opraHuame. C MOMOILBIO IIPOTOYHOMN
mutomeTpun NK-kietku oOHapykeHbl B peTpONepUTOHU-
anbHBIX TMTIocapkoMax [50]. B psiae paboT ycTtaHOBJIeHa KOp-
pensys yrcia nHuisrpupyomux NK-kieTok ¢ xopoimmm
IPOTHO30M U TTOKA3aTeJISIMK OOIIel BEBLKMBACMOCTH TAI-
eHtoB ¢ CMT [47, 53]. 1 pa3pabOTKM MMOAXOA0B K UMMY-
HOMOYJIMPYIOLIEH Tepariuyi, OCHOBAHHOW Ha aKTUBALMU
LUTOJIUTUYECKON aKTUBHOCTU NK-KJIeTOK, HeOOXOIUMBbI
JATbHEUIIIE UCCIICIOBAHMSI YPOBHS SKCIIPECCUH PELICIITOPOB
Ha NK-kjeTKax rnpu 1aHHOM MaTOJI0TUU.

Heittpodunbl

Ha Momensix MblIiieit mponeMOHCTPUPOBAHO, YTO OITY-
X0JICaCCOIIMMPOBAHHBIE HEUTPODIIIBI MOTYT COXPAHSITh
HEKOTOPYI0 (PYHKIIMOHANIBHYIO TUIACTUYHOCTh U MPUO0-
peTaTh pa3IudHble (PEHOTUITHI B 3aBUCUMOCTH OT ITOTEH-
1Majla MUKpPOOKpPYXXEeHMS OoImyxoju. B cpeme, Goraroit
TGF-p, neiirpoduisl 00br9HO prodpeTatoT heHoturt N2,
CBSI3aHHBII C MPOOITYXOJIeBOM aKTUBHOCThIO. HarmpoTtus,
B IIPUCYTCTBUY UHTep(epoHa B Win TPy MHTUOUPOBAHUY
TGF-f netitpodumisl nepekmodatoTcs: Ha npoduis N1,
KOTOPBIN OOBIYHO CBSI3aH C IIPOTUBOOITYXOJIEBOI aKTUB-
HOCTBIO [54]. ATOIITUBHBIN KJIETOYHBIN ITEPEHOC HEUTPO-
¢UI0B MBIIIIAM C CAPKOMOI BOCCTaAHABIMBAECT POCT OITy-
XOJIA 10 YPOBHSI KOHTPOJIBHOM I'PYMITBI. DTH Pe3yIbTaThl
JMIEMOHCTPHUPYIOT, YTO JaHHBIC KJIETKA HEOOXOMUMBI IS
IMOJaBJICHUSI capKkoMareHe3a. B ToM ke mccieqoBaHUM
MOKa3aHa aCCOLMAL MEXIY BBICOKOU IUIOTHOCTBIO HEM-
TpoWJIOB M JYYIINM MCXOAOM IpU HeauddepeHIIupo-
BaHHBIX IJIEOMOP(HBIX capkoMax. OIHaKO 3Ta KOppes-
1y He Habmoaanach npy apyrux noarunax CMT [55].

®un6po6aacTbl, aCCOLUMPOBAHHBIE C ONYXOJbIO

®OubpoOIaCTHI, ACCOLMUPOBAHHEIE C OITyXOJIbIO, B IT0-
CJIeMHEE BPEeMS pacCMaTPUBAIOTCS KaK KIIFOUECBBIE CTUMY-
JISITOPHI IIPOTPECCUPOBAHMS 37I0KAYSCTBEHHBIX OITYXOJICH.
DTO aKTUBUPOBaHHEIE (PUOPOOIIACTEI B MUKPOOKPYKEHUU
OITyXOJIel, KOTOPBIE IyTeM CEKpEeLIMy IIMTOKMHOB 1 Ha-
LIeIMBAaHUS HA MHOTOYMCJICHHBIC CUTHAJIBHBIC ITYTH CIIO-
COOCTBYIOT KaHLeporeHesy [56, 57]. C ogHOi CTOPOHHI,
®DAO cekperupytor TGF-B, unrpeneiikun-6, CXCL12 u np.,
TeM CaMbIM CITIOCOOCTBYSI 3JI0KAU€CTBEHHOMY OMOJIOrhye-
CKOMY IOBEICHHMIO PAKOBBIX KJIETOK U (POPMUPOBAHUIO
MMMYHOCYITPECCUBHOTO MUKpOOKpykeHwus [58]. C npyroit
cropoHbl, MAO BBIIEISIOT KOJIareH, (GMOPOHEKTUH, Ma-
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TPUKCHBIE MeTaJutonipoTerHa3sl (MMP) u npyrue BelecTBa
111 peMoaenrpoBaHusi BKM 1 objieryeHust mporpeccupo-
BaHMs oryxonu [58]. @ubpobracTsl, acCOUMUPOBAHHBIE
C OIYXOJIBIO, PA3IMIHOIO OITYXOJIEBOTO ITPOMCXOXKICHUS
CTUMYJIMPYIOT MUTPALINIO PA3IMIHBIX OITyXOJIEBBIX KIIETOK
B ycIIoBUSX in vitro [60, 61].

B CMT ®PAO npoayuupyioT MHOXECTBO (PaKTOPOB
st aktuBaiuu Wnt/B-catenin-, NOTCH- u YAP/TAZ-
3aBHUCHMBIX CUTHAJILHBIX ITyTeH 1 CITOCOOCTBYIOT M3MEHE-
HHIO (PeHOTHUIIA OITyXOJIEBBIX KJIIETOK B CTOPOHY CTBOJIOIIO-
no6Horo eHotuna [62]. PubpoGIIaCThI, ACCOLMUPOBAHHBIE
C OIIyXOJIbI0, MHUIIUUPYIOT KJIETOYHYIO IUIACTUYHOCTH
B kiietkax CMT, a 310, B CBOIO o4epeb, BEAET K Pa3BUTHIO
xumuopesucreHtHocty [63]. Kpome Toro, ®AO criocos-
CTBYIOT PEKPYTUPOBAHUIO MaKpO(haroB B OITyXOJICBYIO TKAaHb
rocpeacTBoM cuHTe3a KojutareHa VI tuma u SDF-1. TTocne
pekpyTupoBaHus MakpodaroB MAO MHIYLIMPYIOT TPUOO-
pereHue nmu M2 [64]. ®rbpobaacTsl, aCCOLMUPOBAHHbBIE
C OITyXOJIbIO, OKA3bIBAIOT BIMSIHME U Ha JPYTHe KICTKU
MMKPOOKPYKEHUSI OITyXOJIN: MHIYLIMPYIOT 1uddepeHim-
poBky T-per [65] u mopasisior NK-kitetku [66]. CoBMecT-
HOe KyJbTUBHUPOBaHME KJIIETOK (prdpocapkomMbr SW872
1 ®AQ, TToJTydeHHBIX U3 00pa31ioB INIEOMOP(HBIX JIUIIO-
CapKOM 1 MUKCOUIHBIX JIMTIOCAPKOM, IIPUBOAMIO K pa3-
BUTHIO PE3UCTEHTHOCTH K IOKCOPYOULIMHY [63].

Jlyairee monnManue posii MAO B KOHKPETHBIX TUTIAX
onyxoJjeil 0yneT cnocoOCTBOBAaTh COBEPIIIEHCTBOBAHUIO
TepaneBTUUeCcKuX ImoaxonoB. GuoGpobdIacTel, aCCOLUUPO-
BaHHBIE C OITYXOJIbIO, BEICBOOOXKIAIOT MHOXECTBO (haKTO-
POB, BIMSIIOIINX HA OITyXOJIEBbIE KJIIETKHM, TEM CaMbIM CIIO-
co0CTBYsI (DOPMUPOBAHUIO arpecCMBHOTO IOTEHIMAJIa
CMT. Kpome Toro, @AO urparoT O00JIBIIYIO POJIb B pEMO-
nenvpoBaHuy BKM, obecrieuriBast HeOOXOAMMBbIE YCIOBUS
JIJIST TIPOTPECCUPOBAHUS OImyxour. Hampumep, oHr akTH-
BUpYyIOT MMP, KoTopble 00ecneunBalOT ObICTPOE METa-
crasupoBaHne. @UOPoOIACTHI, ACCOLIUMMPOBAHHbIE C OITY-
XOJIBIO, B3aUMOJICHCTBYIOT M1 ¢ MMMYHHBIMU KJIETKAMU
OITyX0JICBOTO MUKPOOKPYKEHHUSI, CIIOCOOCTBYS (hOPMUPO-
BaHUIO MMMYHOCYIIPECCUBHOI CPEIbI.

HeoaHruoreHes

burodusnueckne cBoiicTBa MUKPOOKPYKEHHMS OITyX0-
JIM TAaKXKe MOTYT CITOCOOCTBOBATh (POPMUPOBAHUIO UMMY-
HOCYIIPECCUBHOM Cpeabl U Pe3UCTEHTHOCTU K Pa3INIHBIM
MeToaaM JeueHUsl. AHOMaJIbHAsI CTPYKTypa 1 HapyllieHHast
(DYHKIIMST MUKPOLIMPKY/ISITOPHOTO PYCJIa, IIOBHIIIICHUE 1aB-
JIEHWSI MTHTEPCTULIMATBHOM KMIKOCTH OITyXOJIA BBICTYIIAIOT
B Ka4eCcTBe (DM3MOJIOTMYECKOro 0apbepa Kak ISt UMMYH-
HBIX KJIETOK, TaK ¥ TS TEpaIieBTUYeCKUX areHToB [67]. Cun-
TAeTCsI, YTO TUIIOKCHSI B MUKPOOKPYKEHUHY OITyXOJIH, CBSI3aH-
Hasl, B YaCTHOCTH, C aHOMAJIbHOU BAaCKYJISIPU3ALIMEN, UTPAeT
[JIABHYIO POJIb B IOAABIICHUY UMMYHHBIX 3()(hEKTOPHBIX
KJIETOK U YCUJICHUU YCKOJIB3aHMS OITyXOJM OT UIMMYHHOTO
Hanzopa [68]. CapkoMbI MATKHMX TKaHEH XapaKTepU3YIOTCS
OOJIBIIION ITIOTHOCTBIO MUKPOCOCYIOB, BBICOKMM JIABICHUEM
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WHTEePCTUIIAATBHON XUIKOCTH OITyXOJIW M 3HAYUTEILHOM
TUIIOKCHeH [69]. AnanTariys OIyX0JIeBbIX KJIETOK K TMITOKCHU
HMMeeT pelaroliee 3HaueHYE 11T BBLKMBAHUS U IIPOTPECCH-
poBanus orryxonu [70]. O6HapyxeHo, yro 1ipyu CMT rumnox-
CHsI aCCOLMMPOBaHA C MOBBIIICHNEM ITPOIMdeparlmiOHHOTO
ITOTEHIIMAJIA OIYXOJIEBBIX KIIETOK 1 CHIDKEHUEM Oe3peIINB-
HOI1 BEDKMBAaeMOCTHU TTallueHToB [71, 72].

daxkTop pocra sHAOTENUs cocymoB A (vascular
endothelial growth factor A, VEGF-A) nipeacrasnser co-
0olf Hanboiee U3ydYeHHBI (aKTop aHrhoreHe3a. B He-
CKOJIbKUX UCCICAOBAHMSIX C TIOMOIIBI0O UMMYHOTHUCTOXH-
Mmuyeckoro [73] u umMmyHodepMeHTHOrO [74] aHaIM30B
olieHeHa Koppensaus mexay ypoBHeM VEGF-A u xnu-
Hu4yeckoi KapTuHoit CMT. DTi paboThl JeMOHCTPUPYIOT,
yTo BEIcOKOe conepxxaHne VEGF-A B oryxoseBoii TKaHU
1 obpasuax kposu namueHToB ¢ CMT cBsa3aHo ¢ 6onee
no3aHel ctagueii 3a00J1eBaHUsI, MOBBILLIEHHOM CKIIOHHO-
CTBIO K METaCTa3MPOBAHMIO, CHIDKEHHEM OTBETA Ha Jieue-
HHUE U oKa3aTesiel 0011eil BBKMBaeMOCTU, a TAKXe C M0~
BBIIIICHHBIM PHCKOM pa3BUTHS pelianBa. B rccienoBanmm
A.J. Hayes u coaBr. [75] 06pa3is! Tkanu 249 6onpHeIx CMT
OBUIM MCITOJIb30BaHbBI IUISI MU3YYCHMS IIPOTHOCTUYECKOTO
psiHUSL VEGF 1 ero peuenropoB (VEGFR). Apropsl
BriepBbIe coobuman 06 skcrnpeccun VEGFR-3 kak o He-
3aBUCHMOM OTPUIIATEILHOM IIPOTHOCTHYECKOM MapKepe.
ITpu CMT TaKke aKTUBUPYIOTCS U IPYTHE TTIPOAHTMOTEHHBIS
(hakropsl. Dkcnpeccust akTopa pocta TPOMOOIIUTOB [
(platelet-derived growth factor, PDGF-p) B 3HauuTensHoO
CTEIIeHHU CBSI3aHa CO CTaJMEH OIYXOJIHN U IpoJIudepaTUB-
HbIM IToTeHraaoM Kietok CMT [76, 77].

VY naunenToB ¢ CMT BbISIBIIEHBI BBICOKME YPOBHU LIUP-
KYJIMPYIOIIETO aHTUONO3THHA-2 U (pakTopa pocTa (hudpo-
omacroB 2 (fibroblast growth factor 2, FGF-2) o cpaBHeHIIO
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K BaxXHBIM MeauaTopaM, KOCBEHHO yJaCTBYIOIIUM
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npotenHas (TIMP) (ocooerno TIMP2), koTopbie BXOAST
B coctaB BKM. IloBsiienue yposHeit MMP-2, MMP-9
1 uPa cBsSI3aHO € TUTOXUM ITIPOTHO30M B PAa3JIMYHBIX TPYIIIIaxX
naureHToB ¢ CMT. KonnyecTBeHHBIN aHAIN3 ITPOAHTHO-
TeHHBIX (DAKTOPOB, MOKA3bIBAIOIINI X IOBBIIIIEHHOE CO-
nepxanue B CMT, Takke CBUIETEILCTBYET O TOM, YTO OHU
WUTPAIOT OOJIBIIYIO POJIb B capkomareHese [80].

3aknyeHue

CapKoMBI MSITKMX TKaHEe! MpeICTaBIISIOT CO00M OTUH
13 HauMeHee n3ydeHHbIX BugoB 3HO. CoBepllieHCTBOBA-
HHE METOIOB TUATHOCTUKU U JICUCHUS TaHHO ITaTOJIOTHH
HaXOIUTCS B HEIOCPEACTBEHHOI 3aBUCUMOCTH OT Pe3YIhb-
TaToB (PyHIAMEHTAJIbHBIX MCCIICIOBaHNI, HAIIPABICHHBIX
Ha U3y4YeHUEe PO KOMIIOHEHTOB MUKPOOKPYKEHUS OITy-
XOJIM B IIPOTPECCUPOBAHNM 1 €€ YCTOMYMBOCTH K JICICHUIO.
B mocienHee BpeMst KOMIIOHEHTaM OITyXOJIEBOIO MUKPO-
OKPYXEHHUS OTBOIST BCE OOJIBIIIYIO POJIb B IIPOIPECCUPO-
BaHUU OITYXOJIX U €€ PE3UCTEHTHOCTH K TepaIrleBTHICCKIM
onuusaM. [ToHnmMaHne MexaHn3Ma B3aUMOICHCTBHS KOM-
ITOHEHTOB MUKPOOKPYKEHUS 1 OITyX0JIeBBIX Ki1eToK CMT
ITO3BOJIUT cO31aTh 3 (PEKTUBHBIC TMATHOCTUYECKUE IT1a-
HEJIN U OTIPENEIUTh TOYKHU IIPUJIOXKESHUS HOBBIX TepaIleB-
TUYECKHNX areHTOB.
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KnuHuyeckas, MOpd)O-VIMMyHO}'IOFI/I'-IeCKaﬂ W UUTOreHeTu4yeCcKan XxapakKTepucTnka 310Ka4eCBEHHbIX onyxoneﬁ KpaVIHe nonu-
MOpd)Ha. He meHee pa3H006pa3Hbl M napaHeonnacTU4eCKMe KOXHble NpoABNEHNA, BO3HUKaAOWMeE [0 MaHVIqJeCTaLI,MVI
3110Ka4eCTBEHHOIO HOBOO6pa3OBaHMﬂ VI/VIJ'IVI npoTeKawuwme napaniesbHo C HUM. B HacToAwem o63ope npeacrtaBneHbl
Haubonee 4acto BCTpeYawlwuecsa napaHeonnacTmyeCcKkne nepmato3bl: raHrpeHo3Hasa nmogepmuna, nepmaTtoMnmo3nT, napa-
HeonnacTtuyecKasa nysblipyaTtka, KpaCHbIVI BOJIOCAHON NULWan, CUHAPOM ba3sekca, HEKpONUTUYECKaa MUrpupytowasa sputema,
nuwan poOTOHAA N CMHAPOM Ceuta. C COBpPEMEHHbIX No3MLUMIN OCBELEHBI MEXaHU3MbI UX Pa3BuUTUA, KNTUHUYECKNE nposaBie-
HUA U NOAXOAbl K TEpanuu.
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Clinical, morpho-immunological and cytogenetic characteristics of malignancies are very polymorphic. And no less heteroge-
neous are paraneoplastic skin presentations arising before malignant tumour manifestation and/or proceeding in parallel.

In the current literature review the most common paraneoplastic dermatosis are presented: pyoderma gangrenosa,
dermatomyositis, paraneoplastic pemphigus, pityriasis rubra pilaris, Bazex syndrome, necrolytic migratory erythema,
ptyriasis rotunda, Sweet syndrome. It is provided modern concepts in pathogenesis, clinical features and treatment
approaches.
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BeepeHune

KoxHble mposiBIeHUsI 3]10Ka4eCTBEHHBIX HOBOOOpa-
3oBanuii (3HO) kpaitne mommmopdHEL. [Ipn 3TOM KOXa
MOXKET OBITh BOBJIEUCHA B ITATOJIOTUICCKUIA IIPOIIECC B PaM-
Kax IIepBUYHOM JIOKAJIM3ALNHI,/METaCTa3UPOBAHMST OITYXOJI!
WIN TIOPaXKaThCSI OTIOCPEIOBAHHO Yepe3 MPOAyIIIpyeMbIe
€10 OMOJIOTUIEeCKU aKTUBHBIE BelliecTBa. OmmocpeIoBaHHOE
BOBJIEUEHNE KOXHU B OHKOJIOTUYECKUI MpoLecc 00ycI0B-

JIEHO BOCTIAJIUTEIBHBIMU, IIPOTM(EepaTUBHBIMU TN METa-
0oMIeCKIMU (DaKTOPaMM, K KOTOPBIM OTHOCSITCS TOPMO-
HBl (TJIIOKaroH IIpY HEKPOTUYECKON MUTPHPYIOIIeH
sputeme (HMD) B cirygae rIoKaroHOMBI ), IIATOKMHEI (TIPH
cuHapome CBuTa), GaKTOpHl pocTa (rpaHyI0IUTAPHBIIN
KOJIOHHECTUMYJIMPYIOIINI (hakTop Impu cuHapoMe CBuTa,
SIUPETYINH IIPH 3JI0Ka4eCTBEHHOM YepHOM aKaHTO3€),
a TakKe LMPKY/IMpylolie anturena (tadsm. 1) [1, 2]. B takom

Tabnuua 1. buosoeudeckue akmops! passumus napaHeonIacmuyeckux 0epMamo3o8

Table 1. Biological factors of paraneoplastic dermatosis

ITapaHeomiacTHIECKHMI IEPMATO3

YepHblit akaHTO3
Acanthosis nigricans

PyG1uioBbie TanoHu (JIalOHHBINM aKaHTO3, MPU-
0o0peTeHHas maxyuaepMaToraudus)

Tripe palms (acanthosis palmaris, acquired
pachydermatoglyphia)

HekpoTtuueckas MUrpupyoliias sapureMa
Necrotizing migratory erythema

dakTop

FGE IGF-1, MSH-a, TGF-a

EGF-0, TGF-a

TToBbINIEHNE YPOBHST apaXUIOHOBOM KUCIOTHI M Ae(UIIAT HAALIMHA
Increased arachidonic acid level and niacin deficit

Lupkyaupyloliirie ayToaHTUTENA K 0.-2-MaKPOTJIOOYJIMHOTIOAOOHOMY MPOTE-
WHY- 1, aHTUTeHY OyJU1e3HOTO TIeMduronaa, 1eCMOKOLTUHY- | 1 1eCMOKOJLITH-

ITapaHeormnacTuyeckast Imy3bipyaTka
Paraneoplastic pemphigus

Hy-3, IeCMOIJIEMHY- 1 1 JecMorienHy-3, 1eCMOIUIaKMHY- 1 ¥ JecMOTUIaKUHY-2,
SHBOITIAKWHY, TICPUITTIAaKMHY, a TAaKXKe MIaKOo(hUINHY-3
Circulating antibodies against o-2-macroglobulin-like protein 1, bullous pemphi-

gus antigen, desmocollin-1 and desmocollin-3, desmoglein-1 and desmoglein-3,
desmoplakin-1 and desmoplakin-2, envoplakin, periplakin, as well as plakophilin-3

Cunnpowm Jlezepa—Tpena (3pynTUBHBII
ceOOpeIHBII KepaTo3)

Leser-Trélat syndrome (eruptive seborrheic
keratosis)

TaHrpeHo3Has muonepMust
Gangrenous pyoderma

Cunapom Csura
Sweet syndrome

EGF-0, IGF-1 u TGF-a

Fas, FasL, IL-1p, IL-8, IL-17, IL-23

G-CSE GM-CSEF IL-1, IL-3, IL-6, IL-8

Hupkynupyromue ayroantutena K NXP-2 u TIF1-y

TTapaHeoruracTHIecKuii IepPMaTOMUO3UT
Circulating antibodies against NXP-2 and TIF1-y

Paraneoplastic dermatomyositis

Ilpumenanue. FGF — ghaxmop pocma gubpobracmos; IGF-1 — uncysurnonodobruiii pakmop pocma 1; MSH-o — meaanoyumemumynu-
pyrowuii eopmon a; EGF-0. — anudepmanvhoiii paxmop pocma o,; TGF-a — mpancgopmupyrowuii paxmop pocma o; TIF1-y npomexncy-
mounsiii pakmop mpanckpunyuu ly; IL- 15 — unmepaeiixun-15; IL- 1 — unmepneiikun- 1; I1L-3 — unmepaeiikun-3; IL-6 — unmepaeiixun-6;
IL-8 — unmepaneiikun-8; IL- 17 — unmepneiikun-17; IL-23 — unmepneiikun-23; G-CSF — epanynoyumaphbiii KoA0HUECMUMYAUPYHOUULL
gaxmop; GM-CSF — epanynoyumapro-maxpoghazanshblii KoroHuecmumyaupyrouuii paxkmop,; FasL — Fas-aueano.

Note. FGF — fibroblast growth factor; IGF- 1 — insulin-like growth factor 1; MSH-o. — melanocyte-stimulating hormone o, EGF-a — epidermal growth
factor a; TGF-o0.— transforming growth factor a; TIF1-y — transcription intermediary factor 1y; IL- 1B — interleukin-1f5; IL-1 — interleukin-1; IL-3 —
interleukin-3; IL-6 — interleukin-6, IL-8 — interleukin-8; IL-17 — interleukin-17; IL-23 — interleukin-23; G-CSF — granulocyte colony-stimulating
factor; GM-CSF — granulocyte-macrophage colony-stimulating factor; FasL — Fas ligand.
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cJIydae B KOX€ OTCYTCTBYIOT OITyXOJICBBIC KJIIETKH, a I1aTo-
JIOTUIO pacCMaTpUBAIOT KakK AepPMAaTOJIOTMYEeCKU mapaHeo-
IUIacTUIeckuii cuHapoM. McKimoueHne cocTaBisieT CHH-
npom CBHUTa, aCCOLMUPOBAHHEBIN C TeMOOJIaCTO3aMH, IIPH
KOTOPOM B KOXXHBIX OMOIITaTaX MOTYT OBITH BBISIBICHBI
JefikeMuueckue MHGUIBTpaTHI [3].

[Mapaneoruactuueckue mepmarossl (I1[1) BKmovator
B ce0s1 MHOXKECTBO 3a00JI€BaHUI, pa3IMYAIOIIIXCS MEXITY
co00I1 KaK KJIMHUYEeCKON KapTUHOM, TaK U MaToreHeTu-
yeckKuMM MexaHnu3mMamu. Omnmcansl 6oiee 70 1epMaTo30B,
KOTOpPBIE MOTYT BEICTYIIATh B KAYECTBE MAPKEPOB HAIMUHST
B OpraHM3Me HEOIUTACTUYECKUX IIPOIIECCOB, HO y AeTeit
OHM BecbMa HeMHoroumciaeHHBI [4]. [TaTroreHeTnyeckme
MeXaHW3MbI OOJIBITMHCTBA U3 HUX JO CHX IOp IO KOHIIA
He n3ydeHbl. O Hammuuy 1)1 cBUAETEALCTBYIOT ClIEIyIO-
IIKMe KIMHUICCKIE KPUTSPUH:

* pa3BUTHE OepPMaTo3a IIPOUCXOAUT OTHOBPEMEHHO
CO 3JIOKAYECTBEHHOM OMYyXOJbI0 (pexke OH MOXKET
MIPENIIECTBOBATh WJIM BOZHUKATD ITOCJIC YCTAHOBICHUS
OHKOJIOTUYECKOT0 3a00JICBaHNA);

* IepMaTo3 He SIBJISICTCS 9aCThIO KAaKOro-I100 reHEeTH-
YeCKOIo CUHIPOMA;

* IepMaTo3 OTJIMIAETCS PE3UCTEHTHOCTHIO K IIPOBOIU-
MOMY JICYCHHIO U PaCIIPOCTPAaHEHHOCTHIO IATOJIOT -
YeCKOro IIpoIiecca;

JIaHHBIE 1IepMaTO3bl OYEHb PEAKO BCTPEUYAIOTCS B 00-
1L MOIMyISLUU;

perpecc nepMaro3a HaOJIIOZaeTCs IOCie YCIEIIHO
nposeaeHHoro JeyeHus 3HO;

* OTMeYaeTcs BO30OHOBICHUE IePMAaTO3a IIPU PELIUIM -
Be WM MeTacTa3zupoBaHuu ocHoBHoro 3HO [1].
HemanoBaxHoe 3HaYeHNE C MPAKTUICCKOM TOUKU

3peHus uMeeT pasaenenue I1/1 Ha 2 6obIIMe TPYIIHL:

1) obiuratHbIe, IIPU KOTOPBIX CBSI3b C OHKOJIOTMIECKUM
3ab0oseBaHueM HaOmogaetrcs B 90—100 % ciny4yaes;

2) daxkyJbTaTUBHBIC, IIPX KOTOPHIX YaCTOTA BBISIBICHUS
3HO cocrasister npubausurensHo 25—30 % (y neteit
BO3MOXHEI ITapaHeoIuiacTiyeckast mmy3bipyarka (ITHIT),
cuHapoM CBuTa, TaHTpeHO3Has rmoaepmus) [1, 2, 4].
M3 Bcero BHIIIIETIEPEINCICHHOIO MOXHO CHCJIATh BbI-

Boj, uto I1JI — 3To rpyIima reTeporeHHbIX 3a00J1€BaHUIA,
XapaKTEePU3YIOIINXCS pa3HOOOPA3HBIMU KOXHBIMU IIPO-
SIBICHUSIMU, B OCHOBE ITaTOreHe3a KOTOPHIX JIeXKaT pas-
JINYHBIE HEOIUIACTUYECKHUE MPOLIECCHI, KaK MTPaBWIO, 63
OpPsSIMOM CBSI3U C MHBA3MEH WIM METACTa3uPOBAHUEM MIEP-
BUYHOI OITyXOJIM B KOXY [2].

[aHrpeHO3Hasa nuogepmus

Tanrpenosnas mmonepmust (I'TT) — aTo penkuii mep-
BUYHO-CTEPUJIbHBIMA BOCHAJIUTEIbHBIA HEUTPOGUIbHBIN
JlepMaTo3, BIIepBhIe onmucaHHbIi L.A. Brunsting 1 coaBT.
B 1930 . [5]. [IepBonauanpHO I'T1 TIposiBIIsieTCST OMHOM TN
HECKOJIbKUMHU KPACHBIMU ITYCTYJIaMH M MOXET OBICTPO
nporpeccupoBath. [1ycTynbl cmocoOHbBI 3BOJIIOLIUOHUPO-
BaTh B HEKPOTUYECCKUE OJISIIKY C IIPUTIOTHATHIMU KpasMu
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WA B (DMOJIETOBEIE IIIyOOKME SI3BBI C TIOIPHITBIMU TOJIY-
0OOBaTBIMU KpasiMU, TIPU 3a>KUBJIIEHMU KOTOPBIX 00pasy-
I0TCSl aTpouyecKre UM pellerdaTeie pyoLsl. MHorma
BBICHIITAHUSI MOTYT UMETh BUJ Iy3bIpeld U y3eaKoB. Jist
I'TI xapakTepeH CUMITTOM IaTepryuu (BBICHITIAHMS Ha KOXeE,
BO3HMKaloIINe yepe3 24—48 4 Ha MeCTe YKOJIa CTepUIIbHOM
urnoi) [6, 7].

I1uk 3a6oneBaemoctu I'Tl mpuxoauTcs: Ha BO3pacT OT
20 go 50 ymeT, Mpu 3TOM XEHIIWHBI OOJICIOT Yallle, YeM
MyX4uHbI [8]. Y meteit qaHHas marosiorus cocrasiseT 4 %
Bcex ciydaeB I'TI, mpu 3ToM yailie mopaxkawTcs 00J1acTu
TOJIOBBI ¥ IIPOMEXKHOCTHU U ITPEOOIaTarOT IIYCTY/Ie3HbIC BbI-
ceimanus. B mupe exxerogHo peructpupyorcs 3—10 ciy-
yaeB ['TI za 1000 TeIc. yemoBex [9, 10].

YacToil npuunHoit 3a00eBaHMs SBJISIETCS TPaBMa.
B HacTosee Bpems maropusunonorus I'Tl HemocTaTouyHO
HU3ydeHa, 3TUOJI0THS Takke HensBecTHa [11]. Cuurtaercs,
YTO 3TO HEUTpOPMILHOE pacCTPOCTBO, XapaKTepu3y-
fo1Ieecsl METa0OIMYECKUMU KOJIEOAHUSIMU 1 TIOBBILLIEHHOM
MIPOMYKITNEH [IMTOKMHOB, YTO IIPUBOIUT K Pa3pyILICHUIO TKa-
Heii. CoBpeMeHHOe ToHnMaHue raroreHe3a I'T1 B mocnenHee
BpeMs U3MEHWJI0CH OJ1aroaapst AOCTVKEHUSIM B 001aCTH M-
MyHojiornu 1 6uoteparmn. Matepietikua-18 (IL-18) — meit-
KOLIMTAPHBIA XeMOTAKCUYECKHUIA ar€HT, TUIIEPIKCIIPECCUPY-
embiii nipu I'TI, u unrepneiikud-16 (IL-16) — apyroii
XeMOTaKCUYECKMI areHT, aKTUBHOCTh KOTOPOTO YBEINIM -
BaeTCs IIPM ayTOBOCHAJIUTEIBHBIX CHHIPOMAX, UIPAIOT
6oubiyio ponb B pazsutuu I'TI [12]. Bo3aMoXHBIMYU UMMY-
HOJIOTMYECKMMU TpUTTepaMu sIBJstioTcs Takke 1L-1 u pak-
TOpP HEeKpo3a oIryxoju o (tumor necrosis factor a, TNF-a),
KOTOPBIC BHICTYITAIOT TOTCHIINAILHBIMU TePaNieBTUICCKI -
MM MUIIECHSIMM.

CymectByOT 4 ocHOBHBIX nontumna I'TI: s3BeHHBIM,
MYCTYAE3HbIN, OyJIJIe3HbII U BEreTUPYIOLIUIA, WU IIOBEPX-
HOCTHBII I'PaHyJI€MaTO3HBIN.

Huarno3 I'Il sgBasieTcss nMarHo3oM HCKIIIOYEHMUS.
Ha Hamame maHHOIM ITaTOIOTMH YKA3hIBAIOT HEOMHOKPATHOE
MTOJIy4YeHNE OTPULIATESIIBHBIX PE3YIBTaTOB MUKPOOHOIOTH-
YECKMX ITOCEBOB M3 09aroB, OTCYTCTBUE KIIMHUMUYECKOTO OT-
BeTa Ha aHTUOMOTUKU, HEUTpodmIbHAST MHOWIBTpAIINS
B OmontaTax koxu [13].

Crnenyetr nuddepennuponarh I'Tl 1 okkII031I0 CO-
CyIIOB, TPOMOOTUYECKHME COCTOSIHUSI, BacKyaut, 3HO, nH-
dekmoHHbIe 3a00JIeBaHMUs, SK30T€HHOE ITOBPEXICHIE
TKaHel, MaHHUKYJIUT, YKYCHl HACEKOMBIX U IYCTYJIC3HBIC
peakiuu Ha jgekapcTtsa [14].

ITocne nonrBepxnenus auarHosa I'TI ciaenyer mpo-
BECTH ITOMCK OCHOBHOT'O 3TUOJIOTUIECKOTO (haKTOpa, Io-
CKOJIbKY JaHHAasI TTaTOJIOTYsI MOXET OBITh Ha4aJIbHBIM IIPO-
SIBJIEHUEM cUCTeEMHOTO 3aboeBaHus. Hanbonee yacto I'TI
BO3HMKAET IIPU BOCITAIMTEJIBHBIX 3a00JIEBAHUSIX KUIICU-
nuka (B3K) [15, 16].

Beretupyroluuii THOMHBINM CTOMATUT YaCTO HA3bIBAIOT
I'T nosnoctu pra, oIHAKO HEAABHUE COOOLIEHUS YKa3bl-
BalOT Ha TO, YTO 3TO OTHEIbHAs 00JIE3Hb, KOTOPas 4acTO
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accounupyetrcd ¢ B3K 1 mepBUYHBIM CKJIEPO3UPYIOIIM
xoyianrutoM [17]. PazButue I'TI Bokpyr cTOMBI TaKKe ya-
cro Bcrpeuaetcst ipu B3K: B 12,5 % ciyyaeB pu sI3BeH-
HOM KoJjiute u 24,9 % — npu 6oae3uu Kpona [18].

Bropoii 1o yacToTe rpymnoii 3aboneBaHMii, IIpU KO-
TOpBIX onrcaHbl caydau I'T1, IBistoTCcs Omyxonm cucTeMbl
KpOBHU (MHEIONMCIUIACTUIECKIE CUHIPOMBI, JICHKO3bI
u 1uMdombl). B MogoOHBIX Cirydasix y O0JIbHBIX IIOMUMO
KOXXHBIX ITOPAKCHUI OTMEUAIOTCSI CUCTEMHBIE TTPOSIBIICHIMST
IMaTOJIOTUM: JTUXOpaaKa, JTuMbaaeHOIIaTHsI, TemaToCIuIe-
HOMeTaJIvsI, a B 00IIeM aHAJIN3¢ KPOBU — IIUTONICHUS (TIpH
MMEJIOMUCIUIACTUISCKOM CHHAPOME) 1 JISUKOIIATO3 ¢ OJ1a-
CTO30M (IIpH JIEHKO3aX).

Backymutbl Takske MoryT cortpoBoxkaarhkes I'TI, mpu sTom
Hau0oJee 4acTo perucTpupyloT obosie3Hb bexdera n aptepu-
nt Takascy. PeunnuBupyroniye nHGEKINN U MeIJIEHHOE
3aKHMBJICHUE PaH CBUAETEILCTBYIOT 00 MMMYyHOISUIINTE,
B YaCTHOCTU Aeduiinte aare3uu JerkouuTos-1 (leukocyte
adhesion deficiency-1, LAD-1) [19].

Hammune B aHaMHe3e ayTOBOCTIAIUTEIbHBIX CUHIIPO-
MOB, THOMHOTO apTpuUTa U TSLKEJIOTO aKHE B COYCTAaHUH
C THOMHBIM THIPAJICHUTOM MOBBIIIACT BEPOSITHOCTD Pa3-
putus cuHapomoB PAPA (pyogenic sterile arthritis,
pyoderma gangrenosum, and acne — ITMOTeHHBIA CTEPIIIb-
HBII apTPpUT, TaHTPEeHO3Has1 muonepMus 1 akHe), PASH
(pyoderma gangrenosum, acne and suppurative hidradenitis —
TaHTrpPeHO3Hasl MMOIEePMUSI, AKHE U THOMHBIN TMAPAICHUT)
u PAPASH (pyogenic arthritis, acne, pyoderma gangreno-
sum and suppurative hidradenitis — MMoreHHBI apTpUT,
aKHe, TaHTPEHO3HAs! MMOACPMMUS] U THOMHBIN TUAPATCHUT).
TanrpeHo3Has muomepMust Hapsimy ¢ THOMTHBIM apTPUTOM
TaKKe MOXET BCTpedaThCs IIPH IOBEHUILHOM UIAOIIATH -
YeCKOM apTPUTEe U XPOHUIECKOM MHOTOOYarOBOM PEIIM-
ITUBUPYIOIIEM OCTEOMUEIIUTE.

Cpenu peaKo BCTpeUaroInXcsl STHOJIOTMYecKIX dak-
TOPOB MOXHO BBIIEIUTH IgA-raMManaTuio, pa3JIndHbIC
UMMYHOIE(UIIUTHI, BKIII0YasT MHPUIIMPOBAaHUE BUPYCOM
nMMyHoneduimra yeiaoBeka (BUY), xponnueckuii rpa-
HyJIEMAaTO03, Ie(PUIIUT IIMKOIIPOTeNHA, CBSI3aHHBIM C anre-
3ueit neKouuToB, rurnep-IgE-cuHapoMoM u ceneKTuB-
HBIM gedumToM IgA.

TanrpeHO3Has MIOAEPMUS, aCCOLIMMPOBAHHAs C IMMQO-
MaMH U JieiKo3amMu, Hapsiay ¢ uamonarudeckoit I'TI, kak mpa-
BWJIO, BCTpEYAeTCs Yy AeTell paHHEro Bo3pacTa (CpemHMit
Bo3pact 7 niet), Torna Kak I'T1, cBa3annasg ¢ B3K u ayroBocna-
JmrtenbHBIMU cuHApoMaMmu (PAPA, PASH wm PAPASH), —
y IeTeii 0osee crapiiero Bo3pacra (12—14 yieT) 1 B3pOCIIbIX.
DTO MOXKET OBITh O0YCIIOBIEHO TEM, UTO JIEMKO3BI 1 INM(PO-
MBI B OCHOBHOM BO3HMKAIOT B PaHHHE MEPUOIBI IETCTBA
1o cpaBHeHMIo ¢ cuHapoMoMm PAPA u B3K [20].

KowmrmekcHoe nuarHoctTudeckoe oocienoBaHue, Ha-
IIpaBJICHHOE Ha BBISIBIICHUE OHKOJIOTMYECKOTO 3a00JIeBa-
Hus, npu ['TI ssBsieTcst o6s3arenbHBIM. [IpoTrBOOITYyXOJTEe-
BOE JICKAPCTBEHHOE JICUCHHE, HAIIPAaBICHHOE Ha MaKCH-
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Puc. 1. [IpossneHus Ha KOHeYHOCMAX Y pebeHKa 2aHepeHo3Hol nuo-
depmuu, Bo3HUKWel Ha (hoHe ocmpo2o neliko3a

Fig. 1. Manifestations of gangrenous pyoderma in a child on the limbs
during acute leukosis

MajbHylo nuropenykiuio 3HO, crmocodcTByeT perpeccy
omyxomu u I'TT [21-23].

ITpu B3K npumeHenune agannmymaba 1 nHGIMKCMa-
0a yMEeHbILIAeT KaK BOCIAJICHHUE B KeIYI0YHO-KUILIEYHOM
TpaKTe, TaK U CUMITOMBI cBsi3aHHO# ¢ HuM I'T1. Crnenyer
136eraTh arpeCCUBHBIX XUPYPru4eCKUX BMEIIATEIbCTB,
MOCKOJIBKY SIBJIEHUS ITATEPIrUy YCYTYOIISIOT TeYeHue 3a-
OosreBaHUs. B HacTosImee BpeMs HET «30JI0TOrO CTaHAap-
Ta» JICUEHUS] WIX OIOOPEHHOT0 aIrOpUTMa BhIOOpa Tepa-
nuu I'TI [24].

Ha puc. 1 npencrasnens nposinenus I'TI Ha koHeu-
HOCTSIX Y peOeHKa, BOZHUKIIIEH Ha (pOoHEe OCTPOro JIeiiKo3a,
Ha puc. 2 — Ha ¢poHe B3K.

TN

Puc. 2. lposisieHus Ha 2oneHu y pebeHKa 2aHepeHo3Hol nuodepmuu,
B03HUKLWeL Ha (hoHe BOCNANUMENbHO20 3a601eBAHUS KUWEYHUKA
Fig. 2. Manifestations of gangrenous pyoderma in a child on the calf
developed during inflammatory bowel disease
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llepmaTomuosut

Hepmarommosut (JIM) — penkoe 3a0o1eBaHIe, 4acToTa
BO3HMKHOBEHHUS KOTOPOTO Y B3pOCIIBIX cocTaBisieT 0,74 ciry-
yas, y gereit — npumMepHo 0,33 ciyyas Ha 100 ThIC. ye-
JIoBeK [25].

CpenHuii Bo3pacT nebroTa 3a00/IeBaHUST COCTABIISIET
o1 5,7 10 6,9 roga, cpeaHMiI BO3pacT HA MOMEHT YCTaHOB-
JIeHUs quarHosa — 7,5 roma [26].

3aboJieBaHKe TIPEACTABIISIET COO0I CCTEMHBINM BaCKy-
JINT C CAMMETPUYHOM CTA00CTHIO IPOKCUMATEHBIX MBIIIIL]
1 XapaKTepHBIMU BBICHIITAHUSMU Ha Koxke. Kak u mpu
JIFOOOM BAaCKYJIMTE, B IMATOJOTUYECKUI IIPOIECC MOIYT
OBITH BOBJIEUEHBI MHOTHE CHCTEMBI OpTaHoB [27].

TouHast npuunHa paButus JIM Hen3BeCTHa, HO B psizie
paboT IpeACTaBICHBI TaHHBIC O TCHETMUECKOM IIPEApacIio-
JIOXXEHHOCTH K 3a00JIeBaHMIO ITpY 0OHAPYKEHUU U3MEHEHUI,
3aTparuBatomnx red HLA-D [28]. IIpenpacnonoxeHHOCTb
K I0BeHWIbHOMY AepMatoMuo3uty (FOJIM) MoxeT peanmm-
30BaThCS IO BIMSIHUEM (DaKTOPOB OKPYKAIOIIEH Cpembl:
WHCOJISILIAN, TEACTBUS JIEKAPCTBEHHBIX M MH(MEKIIMOHHBIX
areHToB (0eTa-TreMOJIMTUIECKOTO CTPENTOKOKKA TPYIIIIEL A,
sHTepoBUpycoB U Bupyca Kokcaku B) [29, 30]. [TocmenHmit
MOXET CIIYXKUTb KITIOUOM K IMOHMMAHMIO TOTO, ITOYEMY
3a00JIeBaHNE, TTO-BUAUMOMY, HOCUT CE30HHBIIN XapaKTep
M Jalie BcTpedaeTcs B Teruioe Bpems roaa [31]. HezaBu-
CUMO OT BIIMSTHUSI Pa3NIUYHbBIX (pakTopoB mpu M 3amy-
CKaeTCs UMMYHOOTIOCPENOBAHHBIN BOCTTAJIMTEIbHBINA Ka-
CKajJ, NPUBOMSAIIMI K CHUCTEMHOM BaCKyJOMNaTHUH,
Iopakaloleil SHAOTeIMAIbHbIC KICTKA B OOJIBITMHCTBE
TKaHel nmanueHTa [32]. B Hauane 3a001eBaHUS IIUTOKUHBI
1 MHTeP(EPOHBI BHI3BIBAIOT BACKYIUT MEIKUX COCYIOB.
OmHako co BpeMeHeM IIPOAYKTHl BOCITAJICHHUS 3aKyITOPH-
BAaIOT COCYIIBI, UTO CIIOCOOCTBYET Pa3pyIICHUIO KAITUISIPOB
1 HEKPO3y OKpyXKalolnX TKaHeit [33].

JlnarHoctuuyeckue xapakrepuctuku JAM mist B3pocibix
U IeTeli B OCHOBHOM OIMHAKOBHI M BKITIOYAIOT KPUTEPUH,
npemtoxenusie A. Bohan u J.B. Peter B 1975 1. [34],
B YHMCJIE KOTOPBIX:

* CUMMETPUYHAsI CJTA00CTh IMPOKCUMATBHBIX MBIIIIIT,

* XapaKTepHasl CBIIlb, BKJIIOYAIOIIAs IIEJTyIIaIuecs
SPUTEMATO3HBIC BBICHITAHYS Ha pa3ru0aTeIbHBIX I10-
BEPXHOCTSIX IISICTHO-(AJIAHTOBBIX 1 ITPOKCUMAaJIBHBIX
Mexx(aJaHTOBBIX CYCTaBOB (TaIryJibl [oTTpoHa);

* TIOBBIIIICHHE KaK MUHUMYM | (pepMeHTa CKeJIeTHBIX
MBIIIIII (aJTbI0Ia3bl, KPeaTUHKUHA3BI, JIAKTATICTUIPO-
reHas3bl WIK acriapTaTaMUHOTpaHCcdepasbl);

* TUIIMYHBIE BJICKTPOMHUOIrpadUIeCKre N3MEHEHMUS,
XapaKTepHbIe IS MUoNaTuu (moynda3Hble TBHUTA-
TeJIbHBIC ¢IMHMIIBI, QUOPWILISIINN);

* BBIIBJICHUE IPU OMOIICMU MBIIII] HEKPO3a BOJIOKOH
1-r0 1 2-TO TUIIOB 1 ITPU3HAKOB BOCTIAJICHMUSI.

VY B3pocabix ManyMeHToB Havajao M 4JacTto ciayXut
MIPOSIBIICHUEM IMapaHEeOIJIaCTUICCKOIO CUHIpOMa, P
3TOM 00a mpoliecca MPorucxoaaT ogHoBpeMeHHOo. Kpome
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TOTO, HAOIIOHACTCS 3HAYUTEbHOE CHIDKEHUE BBIPAKEH-
Hoctu JIM nocae ycrenrHoro gedenust 3HO [35]. Komu-
YECTBO 3apPEeTUCTPHUPOBAHHBIX 3JIOKAYECTBEHHBIX OITyXOJIei
pu FOJIM HeBenmmko. OgHako coueranue FOIIM u 3HO,
a TaKKe TOTyIeHUe HETUITMYHBIX (PU3UKAJTIBHBIX TaHHBIX
B xone nuarHoctuku FOJIM mpemronaraoT HaTnIue Ima-
paHeoILIaCTUIECKOro (peHOMEHa.

Css3b JIM 1 3HO y B3poCIIBIX XOPOIIIO MpeAcTaBIecHa
B HECKOJIBKMX MICCIICIOBAHMSIX, IIPY 3TOM 3JI0KAYEeCTBEHHBIC
onyxoju BcTpedatorcest B 13—42 % ciaydaes M [36, 37].
BoJBIIMHCTBO 37TI0KaYeCTBEHHBIX OITyX0JIei ObLIN TUarHO-
CTHUPOBAHBI B TeUeHME 1 roma Imocie yCTaHOBJICHUS aua-
rHo3a JIM. DTa BpeMeHHAS 3aBUCMMOCTD U TOT (PaKT, YTO
MHorue cirydyau [IM perpeccupyoT rpu JIiedeHUH IepBUY-
Horo 3HO, 1mo3BoJISI0T NIPeAIIoNoXuTh, uTo JIM y B3poc-
JIBIX MOXET OBITh YaCThIO ITAPAHEOILIACTIIECKOTO CHHAPO-
Mma [38]. KpoMe Toro, puck pa3BUTHS 3JI0Ka4eCTBEHHBIX
onyxoJieii y mauueHToB ¢ JIM MoxeT IMpoaoJKaTh YBeIr-
YUBATHCS daXe dYepe3 S5 JIeT Mocie BBIABICHUS TaHHOM
ITaTOJIOTUH, YTO eIl pa3 yKa3bIBaeT Ha cBsI3b Mexxmy 3HO
n JAM [38]. CornacHo ogHO U3 TeOpHii MPUUYNHOMN BO3-
HUKHOBEHMUS 3JI0KaYeCTBEHHbIX OITyXxoJieil y 0onbHbIX M
MOKET OBITh COYETAaHHOE NEMCTBIE KAHIIEPOTEHHBIX (DaK-
TOPOB OKpYKaIoIel Cpeanl (1/MIN FeHeTUIeCKUX (PaKTo-
POB) 1 CYIIECTBYIOIICH KIIETOUHOM/TYMOPAIbHON MIMMYH-
Ho#t nucdyHkuu [39].

Kpome Toro, ummyHocynpeccuBHas Tepanus JIM mMo-
JKeT CIIocOOCTBOBATh Pa3BUTHIO OIpee/ieHHbIX TUIToB 3HO,
OCOOEHHO MPU HAJIWYUM COITYTCTBYIOIIMX WHQEKIIUIA,
B YacTHOCTH Bupyca DmureiiHa—bapp [40, 41]. CuuTaercs,
YTO UMMYHOCYIIPECCHSI CIIOCOOCTBYET OeCIIPEISITCTBEHHOM
MOJIMKJIOHAJIbHOM Mpordepauny B-nmuMmponunTos, nHIY-
LIMPOBAHHOM 3THIM BUPYCOM, C TIOC/ICAYIONTUM N30BITOUHBIM
pPOCTOM HeoIlacThueckKux Kietok [41]. TIpeobmamanue
B-mumdo1nToB onpenenseTcss B MBIIIEYHON TKAHU IIPU
ee ropaxeHuu B ciayyae JIM [42].

B G0nbIIMHCTBE KICTOYHUKOB, COOOIIAIOLIMX O BO3HUK-
HoBeHun 3HO y 6ombHbIX FOIIM, TIpencTaBieHo onyicaHue
eIMHUYHBIX KIMHNYecKnx Habmonenuii [43]. [osBnenne
ATUIIMYHOM ChINH, CIVIEHOMETAJINY WX TeHEPAIU30BAHHOK
JmMpageHoOnaThH y MaLMEHTOB C 3TOM MaTOJIOTUEN TOKHO
HaCTOPOXUTD KIIMHULIMCTA B OTHOIIIEHNH BO3MOXHOI'O Ha-
Jymunst 3HO. B takux ciydastx He0OX0AMMO TTPOBECTU TATh-
Heililee obOcieqoBaHre. BaxkHO OTMETUTh, YTO CPOK Aua-
THOCTMKM 3JI0KaYeCTBEHHBIX OITyXOJIei, pa3BUBAIOLINXCS
y maumeHToB ¢ FOIIM, cocraBisieT 12 Mec, 4TO IO3BOJISIET
paccMaTpuBaTh 3TO 3a00JIeBaHME KaK ITapaHeoIUIacTUIe-
ckuii peHOMEH [44].

ITockonbky Hanbonee yacteiMu 3HO y nereii aBisIoT-
cs1 1e1iko3bl (30,2 % ciydaeB), OITyXOJIU LIEHTPaIbHOM HEPB-
Hoit cucteMsl (21,7 % cnydaeB) u mumbomsr (10,9 % ciy-
yaeB) [44], mpoTeKarolye KpaitHe arpecCUBHO, C KOPOTKUM
aHaMHEe30M, IIpU HUX penko orMmedaetrcsd AM, B oTauuue
OT B3pocCJIbIX ManueHToB [42]. [IpoBeaeHMe MPOTUBOOITYXO-
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Puc. 3. llanynsl fommponxa y nayueHmos ¢ depmamomuo3umom
Fig. 3. Gottron papules in patients with dermatomyositis

JIEBOIA JIeKapCTBEHHOI Tepaltiy CIiocoOCTBYeT perpeccy JAM, Ha puc. 3 mpencrapiieHs! mamysbl [OTTpoHa y TalieH-
Ho jaxe 1mpu oTcyTcTBUM cuMnToMoB 3HO HeoOxomumo — ToB ¢ JIM. Ero nposiBieHus B BUae NOKPaCHEHMS U STy~
VUUTHIBATh MTOBBIIIEHHBIN PYUCK Pa3BUTHS y OONBHBIX C TaH-  IIEHUS KOXM MOTYT HaOmonaTbes y 00nbHBIX JIM Ha hoHe
HOI TTaTOJIOTMEH OITyX0Jiei 1 HabmoaaTh 3a HUMU [45]. Jetiko3a (puc. 4).

Puc. 4. [lokpacHeHue u wenyweHue KoXu y nayueHmos ¢ aepmamOMuo3um0M, BO3HUKWUM Ha (hoHe neliko3a

Fig. 4. Reddening and flakiness in patients with dermatomyositis developed during leukemia
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MapaHeonnacTuyeckasa ny3bipyaTKa

Bnepsoie ITHIT kak Ho30mornueckas opma Imy3bIp-
yaTKu 0bU1a BeiaesieHa B 1990 . G.J. Anhalt 1 coaBT., ormm-
casminmu 0osee 200 ciyyaeB 3Toro 3aboseBaHus [46].
B 2001 &. V.T. Nguyen u coast. (2002) IIpe1oK I TepMIH
«IIapPaHEOILIACTUYECKII AyTOMMMYHHbBINA MYJIBTUOPTaHHbIN
CHHAPOM», TIOAPA3yMEBAIOIINI TTOPaKeHNE HECKOIbKIX
opraHoB 1 cucteM [47, 48]. [TapaHeorutacTiuueckas Imy3bip-
YaTKa OOBIYHO BBISBIISIETCS Y ITAlIMEHTOB B BO3pacTe
oT 45 10 70 1eT, omHaKO MOXKET IMopakaTh JIIOAEH BCeX BO3-
PaCTHBIX TPYII, BKIIIOYasl IeTeil M moapocTKoB [49, 50].
O pazmuusIX B TCHICPHOM pacIIpeaeIeHIN He YIIOMIHACTCSL.
IToutu 84 % ITHII cBsi3aHbI C TeMAaTONIOTMYECKIUMU 3a001e-
BaHusiMU. Cpel HUX Yallle BCETO BCTPEYArOTCST HEXOKKITH-
ckue TMM@OMBI, XpOHNYECKOUI TUMMOJIEIHKO3, a TaKxkKe
oose3Hb KactiemaHa ¥ TUMOMBI, Ha IO KOTOPBIX IIpU-
XOIUTCST COOTBETCTBEHHO 38,6; 18.4; 18,4 1 5,5 % BCex ciy-
yaeB [THI1. Yamre onxkonornueckoe 3a001eBaH1E BBISIBISIOT
1o rocraHoBku auarHosa [THIT, Ho mpumepHo B 30 % ciy-
4yaeB KOXXHBIC IIPOSIBICHUS TTO3BOJIIOT JUArHOCTUPOBATh
COITyTCTBYIOLLYIO 3JI0KAYECTBEHHYIO OITyX0Jb [51].

I1arorene3 ITHII no xoHIIa He BBISICHEH, OMHAKO M3-
BECTHO, YTO HEKOTOPBIE ayTOAHTUTEIA MOTYT UTPaTh KITIOUYe-
BYIO POJIb B pa3BUTUH JAHHOTO 3a00JieBaHus. JlelicTBUTEIb-
HO, pY JAHHOM MATOJOIMM OOBIYHO OOHAPYKUBAKOTCS
ayToaHTHTE 1A, HAIPaBJICHHBIE TIPOTHB CEMEMCTBA IUIAKMHOB,
BKJTIOYAsl aHTUTEIA TIPOTHUB SHBOIUIAKMHA, TIEPUIUIAKIHA,
JIECMOIUIAKMHOB, TUIEKTUHA ¥ aHTUTCHOB OYJUIE3HOTO TIEM-
¢uronga. Kpome Toro, B HEKOTOPhIX MCCIEIOBAHUSIX TIPU
ITHIT BBIsIBIEHBI ayTOAHTUTENIA TIPOTUB TUTaKopUInHa 3,
necmokosutnHa 1 (Dscl) u necmokoiuHa 3 (Dsc 3) [52].
OrmmcaHbl TaKXe CIIlydar OOHApYKeHUSI ayTOAHTUTEI IIPO-
B gecMornenHa 1 (Dsgl) u necmornenna 3 (Dsg3) [53].
B nocnennee Bpemst nHrno6urop nmporeassl A2ML1 paccma-
TpHBaeTcs Kak rartoreHHbIi (pakrop rmpu [THIT [54].

ABTOPBI COOOIIAIOT O BO3MOXKHOM Y4aCTUM KJIETOYHO-
ro ummyHureta B natoreHese ITHII. Tak, npu gaHHOM 3a-
00JIeBaHUU OTMEYEHO MPUCYTCTBUE U30MpPATEIbHO aKTH-
BUPOBaHHBIX araepManbHbix CD8*-T-kieTok [55], CD8*
nurtoTokcnueckux T-kinetok, CD56*- u CD68*-NK-kinetok
(NK — ecrecTBeHHBIC KIWJIIEPHI) B ACpPMO-3MHUICPMAIBHOM
coenuHeHuH [56].

[MapaneoruiacTyecKast my3bIpyaTKa XapaKTepru3yeTCsT
MMOJIMMOP(MHBIM ITOpaxkeHNEM KOXM U CIU3UCTHIX 000-
Jnouek. PazHooOpa3ue KOXHBIX IPOSIBACHUM ITpU JaHHOM
3a00J1EBAHUM MOXHO OOBSICHUTh HAJTWUYMEM Pa3IAUYHBIX
ayTOaHTUTE], OOHAPYXMBaeMbIX y mauueHToB [49]. ITo-
paXkeHUs CIM3UCTBIX 000104eK, 0COOEHHO MOJOCTU PTa,
SIBASIOTCS caMbIM paHHUM cumnToMoMm [THII. KoxHrbie
IIPOSIBJICHUST BO3HUKAIOT BTOpUYHO. KiIMHMYeCcK OHU
HMMEIOT CXOACTBO C ITy3bIPYATKOM, TeM(UTOMIOM, MHOTO-
(GOpMHOI1 3KCCYIaTUBHON 3pUTEMOM U peaKLIel «TpaHCc-
IUTAHTAT NPOTUB X03siMHa» [49]. Kpome Toro, ommcaHbl
MyCTyJNEe3HbIe U MCOPUa30Ioa00HbIe mopaxXeHus [47].
Paznble KITMHMYECKIE TIPOSIBIICHUS] MOTYT OBITH CBSI3aHBI
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¢ mpeobjiagaHreM KJIETOYHO- WUIM TYMOPaJIbHO-0IIOCpe-
IOBaHHOI MMMYHoJorndyeckoi peakuuu. IIpu ITHII
B IATOJIOTUIECKUI IIPOIIECC MOKET BOBJIEKATHCS PECITH-
PaTOPHBIN TPaKT, YTO 0OYCIOBIMBACT Pa3BUTHE OMNBIIIKU,
OOCTPYKTUBHBIX COCTOSTHUI U 00JIUTEPUPYIOLLIETO OPOH-
xuonmnTa [49].

G.J. Anhalt u coasr. (1990) npeaToXuu TUarHOCTHU-
yeckue Kputepuu [THII, B unciie KOTOphIX KIMHUYECKUE
MPOSIBICHUS 3a00JIeBaHusI, TaHHBIC ITaTOMOpPdoIornIe-
CKOT'0 MCCJICIOBAaHUS yJacTKa KOXH B 00JIACTH BBICHITIA-
HHS, IMMYHOMIIyOPECIIEHTHOTO NCCICI0BAHMIS KOXHOTO
OuroIITaTa ¢ XapaKTepHBIM OTIOXECHUEM aHTHUTEI, BBISIB-
JICHUE LUPKYJINPYIOLINX aHTUTE]I METOIOM UMMYHOIIPE-
munTanum [46].

IIporno3 npu ITHII xpaiiHe HeGIaronmpusITHHINI:
CMepTHOCTB cocTaBiisieT 90 % 1 0ObIYHO OOYCIOBICHA TSI~
JKEJIBIMUA OCJIOXKHEHMSIMH, B TOM UHCJIE CETICCOM, KTy~
JTIOYHO-KUIIEIHBIMHA KPOBOTEUCHHMSIMU, OOJIUTEPUPYIOLITM
oponxuoanToM [49].

B xauectBe Tepanuu 1-il IMHUM UCITOIBL3YETCS TIPE/-
HM30JIOH B COYETAHUU C IPYTUMU UMMYHOICIIPECCAaHTAMMU,
BKJIIOYasi a3aTMOIIPMH, MUKJIOCIIOPUH, MUKO(eHoIaTa
ModeTun u nukinodocdamua. Kpome Toro, coodbianoch
00 3 (HEKTUBHOCT KOMOMHALIMM TIPEeTHU30JI0HA, BHY-
TPUBEHHBLIX UMMYHOTIJIOOYJIMHOB U TazMadepesa. Mme-
I0TCSI JaHHBIE O XOPOIIUX pe3ybTaTax MCIIOIb30BaHUS
putykcumaba y nauueHToB ¢ ITHIT u B-kineTtouHoii 1um-
dowmoii [49]. [1Ipu mpoBeneHNN ITPOTUBOOITYXOJIEBOTO JIe-
KapCTBEHHOIO JIEYEHUSI HApSALY C PETPECCOM OITyXOJIEBOTO
mnpoliecca oTMedaeTcsl ymMmeHblueHue nposisiaeHuii [THII
3a CYET CHIDKEHMS YPOBHS ayToOaHTUTEN [2].

KpacHblit BonocsHoM nuiuan

KpacHslii BosocstHo# mimait (KBJI) — xpornaeckoe
TMAITyJI0CKBAaMO3HOE 3a00JIeBaHNE HEU3BECTHOI STHUOJIOTHH,
XapaKTePU3YIoIIeecsT HATMYMEeM KPaCHOBATO-OPaHKEBBIX
YelryiyaThix OJs11eK, OCTPOBKOB MHTAKTHOM KOXU, Jia-
JMIOHHO-TIOOIIBEHHOM KepaTOAepPMUM U OPOTOBEBIIUX
dommuKynsapHbIX mamyn [57]. 3aboneBaHne MOXET pas-
BMBAaThCS CIIOHTAHHO WJIM UMETh HACIEACTBEHHBIN XapaK-
tep. B 1980 r. W. Griffiths kiraccuduumposan KBJI u BbI-
JIEJII HECKOJIBKO €TO THUIIOB: KJIACCUYECKUIA B3POCIIBIA,
ATUNMWYHBIA B3POC/bINA, KJIACCUYECKUIM IOBEHUJIbHBINA,
OrpaHUYCHHBINA IOBEHWIbHBIA Y AaTUIIAYHBIN I0BCHWIbHBIA
[58]. He Tak maBHO K 3TO# KitaccudUKay ObLT 100aBiIeH
BUY-accomumpoBannsbiit TUIl [59]. Takoke BBIIBICHA ac-
comuanusa KBJI ¢ pa3nmyHbiMu MHOEKLIUSIMU, ayTOUM-
MYHHBIMU 3a00JICBaHUSIMU, JIEKapCTBEHHBIMU IIperrapa-
tamu 1 3HO [57]. OnncaHo nuIllh HEOONBIIOE YKUCIIO
cliygaeB 3Toro 3abojeBaHus, cBsa3aHHbIX ¢ 3HO. Tak,
¢ 1983 1. mo HacTosIIIee BpeMs IIpeACTaBICHBI 4yTh 0oJiee
10 xmmHMYeckux onucanuii couetanuss KBJI u Takux omy-
XOJIel, KaK reraToLe/UIIoIsIpHas KapIInHOMa, paK ropTa-
HH, IIPOCTAThl, OPOHXOB, aJIcHOKAPLIMHOMA JIETKUX, TOJI-
CTOM KMIIKH, INIOCKOKJIETOYHAsI KapLUWHOMA, JIEHUKO3
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Puc. 5. bonbHas A., 2 200a. Hegppobnacmoma. KoxHbili namonoauyeckuli npoyecc umeem cummempuyHsili, pacnpocmpaHeHHsil xapakmep,
npedcmasnen pazaumoii spumemod, Ha poHe Komopol HabOaMCA MHO204UCeHHbIe ONNUKYNAPHbIE NANY/bI C WeyweHueM Ha Nosepx-
Hocmu. Ha Koxe mynosuwa u KoHeyHocmel 8bIABAAIOMCH MUNUYHbIE O/ KPACHO20 BONOCAHO20 UGS BKDANJIEHUA OCMPOBKO8 HENOPAXeHHbIX
Y4acmKoB Koxu

Fig. 5. Female patient A., 2 years. Nephroblastoma. Cutaneous pathological process has a symmetrical advanced character, presented as diffuse
erythema with multiple follicular papules and surface flacking. On the skin of the torso and the limbs, typical for red keratosis pilaris areas

of unaffected skin are observed

1 HeguddepeHIIMpOoBaHHBIE MeTacTaTUYEeCKHEe TTopaxkKe-
Hug. E. Sprecher u coaBt. B 2017 1. coob1mmam o ciydae
coyetanuss KBJI ¢ xomaHrMoKaplIMHOMOI; PEMUCCUM KOX-
HOTO IaTOJIOTMYECKOTrO IIPOoLiecca yaaI0Ch JOCTUYb II0CTIE
MpYMEHEeHUsT HeOOJIbIIMX 103 METOTPEKC caTa 0 IIPOBee-
Hus xumuorepanun [60]. [TpuMedaTeTbHBIMU SIBISIOTCS
2 HabmoaeHus TpaHCc(POpMallMi KPACHOTO BOJIOCSTHOTO
JMIIas B Moj3yuylo aputeMmy lammena. M3BecTHO, 4TO
noJj3y4yasi apurema [amMmerna — KOXHBIA MapaHeoI1acTH -
YECKUI MPOLIECC, OAHAKO B ONMUCAHHBIX CIy4assx He ObLIO
00HaPYKEHO MPU3HAKOB 3JI0KAYECTBEHHOTO MOPaXKeHUs
BHYTPEHHMX OpraHos [61].

Ha cerogusmnuii aeus caydan passutusg KBJI kak
MapaHeoIIaCTUYECKOTO Ipoliecca Y AeTeil He OIMCaHbI.
OnHaKo B Hallleil ITPaKTUKE BCTPEYaIOCh COYETAHUE Kpac-
HOTO IOBEHUJIbHOI'O BOJIOCSIHOTO JIMILASI C OHKOJIOTHYe-
ckuMu 3abosieBanusamu. Ha puc. 5 npencraBiieHo covyeTa-
HME KPaCcHOTO BOJIOCSIHOIO JIMIIAS U He(PpoOIaCTOMBI.

Kpome steyeHrss 0CHOBHOT'O OHKOJIOTHYECKOTO 3200~
JIEBaHMSI MMALIMEHTaM C KPACHBIM BOJIOCSIHBIM JIMIIAeM KaK
MapaHeoIIaCTUYECKUM IIPOLECCOM MOKa3aHa Teparus
anmuTpeTHOM B 03¢ 0,5—1,0 MIr/KT 10 JOCTVKEHUS pe-
MMCCHUU KOXHOTO ITaTOJIOTMYECKOTO Ipoliecca.

CuHppom basekca

Cungpom basekca, Takke U3BECTHBIM KaK IapaHeo-
IUIACTUYECKMI aKpOKepaTo3, WIM CUHIPOM HEOILIACTH-
YecKOro akpokeparosa, MpeacTaBisieT co00Oil peakuit
aKpaJIbHbBII TICOPHUA30TONO0HBIN TepMaTo3, CBI3aHHbIN
¢ 3HO, yaie Bcero ¢ MmI0CKOKIETOYHBIM pakoM. [Topa-
XKEeHUSI KOXM OOBIYHO 3aMeYaloT 10 YCTAHOBJICHMS IMa-
rHo3a 3HO. YacTo oHM ClIOHTaHHO MCYe3ai0T ITOCJIE ITOJI-
HOI1 peMUCCHH OITYXOJIEBOTO IIpoIiecca.

INaTorene3 cunapoma basekca HensBecteH. HekoTophie
aBTOPBI CUNTAIOT IPUYMHON Pa3BUTHS JaHHOM ITATOJIOT I
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MMMYHOJIOTUYECKUIA MEXaHMU3M, CBSI3aHHBIM ¢ HAJTMYMEM
nmmyHorooymmHOB (IgG, IgA, IgM) n komruiemenra (C3),
PACITOJIOXKEHHBIX BIOJIb Oa3aIbHOM MeMOpaHbI TTOpaKeHHOM
U 300poBoii Koxu. [IpennonaraeTcss UMMYyHHasl peakiust
Ha 001t aHTUIeH (KO U omyXxoJjin) [62]. beuio BhicKa-
3aHO MHeHMe, 4To npu Hekotophix 3HO mpoucxomut
CIBUT B CTOPOHY UMMYHHOTO 1myTi Th2, 4TO, B CBOIO OYe-
pelb, MOXET MPUBECTU K YBEJMYCHUIO IKCIIPECCUU Pe-
LIETITOPOB 3MKUACPMAILHOTO hakTopa pocTa B MOPAXKEHHBIX
KepaTuHoLuTax [62].

TunmyHbIe KITMHUYECKUE MPU3HAKKY BKJIIOYAIOT 00JIe3-
HEHHBbIE, B OCHOBHOM HE3Y/ISIIIKE 1 3PUTEMATO3HbIE, [ICOPU-
a30I10I00HbIE BBICHITAHKS, KOTOPhIE IIPEUMYILECTBEHHO
JIOKQJIM3YIOTCS HAa aKpaIbHbIX YYaCTKAX, TAKUX KAaK IaIbLIbl
pyK (61 % ciyuaeB), mablbl HOT (39 % ciiyyaeB), VIIIHBIE
pakoBuHbI (79 % citydaeB) v Hoc (63 % ciydaeB). [TopaxeHue
HOITEi MPUCYTCTBYET IIOYTH BO BCEX CIYYAsIX, OHO HEOTIMYM-
MO OT U3MEHEHWM HOITEM, CBSI3aHHBIX C IICOPUA30M, U YaCTO
SIBIISIETCSL TIEPBBIM IIPU3HAKOM 3a0ojieBaHus. B omiuuune or
rncopuasa npu cuHapome baszekca mopaxaioTcs 3aBUTOK
VIITHO# paKOBMHBI M KOHUYMK HOca. MoryT HaGmogaThCs
MHTEHCHBHAs (prOJIETOBAs SpUTeMa, SPO3UU U XKeITOBa-
ThIe KOPOUYKU. B penkmx ciaydasx onpenensiorcs Oymies-
Hble nopaxeHus. Eciu iedeHne COmyTCTBYIOLIETO OMyX0-
JIEBOr0 IMpollecca He IPOBOAUTCS, BBICHIITAHMSI
pacrpocTpaHsoTcd mpokcuMaiabHo. Hanboiee yacroit
nokanusaumeir 3HO gBnsgercs 0071aCTb TOJOBBI U IIIEN.
[IpubaunsureabHo 39 % OCHOBHBIX OHKOJOTMYECKMX 3a-
0oJieBaHUIA, IIPY KOTOPBIX OTMeYaeTcst cuHApoM basekca,
MPeaCcTaBIsIM COOOM IIOCKOKJIETOYHbIE KAapLIMHOMBI
[JIOTKU, MuiieBoaa v roptaHu. C JaHHBIM CUHIPOMOM
aCCOLMMPOBAHbI TAKXE IIOCKOKJIETOUHBIH pak (11 % ciy-
YaeB) U afieHOKapIMHoMa (4 % ciydyaeB) JIETKOTO, aieHOKap-
LIMHOMA 3KeJIyIOYHO-KMIIIEYHOTo TpakTa (8 %), oImyxoiun
MOYETIONIOBOM crcTeMbl (5 % ciydaeB) U TMMGbOMBI (PEIKO).
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Y 63 % nauueHTOB KOXHBIE MOPaXXeHUS IIPEAILIEeCTBYIOT
JMMAarHOCTHKE OIYXOJIM IIPMMEPHO Ha IO,

Heob6xonumo nuddepeunpoBath cuHapoM basekca
U TICOpHA3 U APYyTue Icopra3ohopMHbIe AepMaTUTHL. [1pu
nrddepeHINATBHON TUaTHOCTUKE aKPATbHBIX MOPaKEHUIA
HykHO yuuTbiBaTh KBJI, cunapom Peittepa u nepmatromu-
k03. Y nereit ¢ 3HO cunapom baszekca He onmcan [63].

HekponuTtnyeckasa MUrpupyioLLas spurema

HexkponuTtrueckasi MUTpUpytoLIas SpuTeMa npeacTaB-
JISIET COOO0M XapaKTEPHYIO KOXXHYIO Chlllb, Yallle BCETO CBSI-
3aHHYIO C TJIIOKarOHOMOM U ab(a-KJIETOUYHOM OyXOJIblo
OCTPOBKOB TIOJKETyI0YHOM KeJie3bl. JlaHHbIN JepMaTo3
00BIYHO paccMaTpUBAETCs KaK YaCTh CUHAPOMA [JII0Karo-
HOMBI, MAPaHEOIJIACTUYECKOTO CUHAPOMA, BKITIOYAIOIIIETO
Tpuany: caxapHblii nnadbet, HM3 u morepio Macchl Tea.
Pexxe HM 3D MoxxHO paccMaTpuBaTh KaK YacTh IPYTUX KU -
HUYECKHX COCTOSIHUIA: 3a001€BaHUI MEYeHN 1 KUILIEYHOM
MajbabcopOLIMK; B JAHHOM CJIydae pedb UJET O CUHIPOME
rceBaonIoKaroHomMbl. KoxHast cbilib 0ObIYHO XapaKTepur-
3yeTCsl BbIPAXKEHHBIM 3PUTEMATO3HBIM KOMIIOHEHTOM,
MMEET IIOBEPXHOCTHBIN 3MUACPMAIbHBI HEKPO3 U 4aCTO
pacIpoCcTpaHsIeTCsl LIECHTPOOEXKHBIM 00pa3oM.

Tounbie TIpuuMHBI pa3BuTusd HMD Heuns3BeCcTHHI.
IIpu raokaroHoMe JaHHOE 3a0o0JieBaHME BCTpeYyaeTcs
B 70 % ciy4daeB [64]. BOJBLIMHCTBO 3THUX OIYXOJIEH CYM-
TaTCs criopannaecKuMu. OIHAKO TITIOKarOHOMBI U CO-
MyTCTBYIOIIAs MMapaHeoruiactuyeckas HMD moryT ObITh
CBSI3aHbI CO MHOXKECTBEHHOM SHIOKPUHHOUN HEOIIa3Ueh
1-ro Tuna (3 % Bcex rmokaroHoMm). HekponuTudeckas
MUTPUPYIOLLAsl 9pUTEMA B COUYETAHUU C TIIOKArOHOMOM
SIBJISIETCSI YPE3BBIYAMHO PEIKOM ITaTOJOTUEN: YaCTOTa €€
BCTpe4aeMOCTH cocTaBisier 1 ciydaii Ha 20 MJTH 4eJIoBeK
B roa. CpegHuii Bo3pact BeisiBiieHuss HMD — 52 rona, uto
COBITaJIaeT ¢ TUKOM 3a00JIeBaeMOCTH TJIIOKaroHOMOoii [4],
XOT$ B JIUTEPATYpE OMMCAHBI Cydyau OOHApyXXeHUs JaH-
HOTO 3a00JIeBaHU Y malMeHToB oT 15 mo 80 neT.

Tounsrit natoreHe3 HMO ellie pecTOUT BBISICHUTD,
OJIHAKO TMITePIJIIOKAarOHEMUsI, HECOMHEHHO, UTpaeT 60J1b-
1LIYIO POJIb B €€ PA3BUTHM, TTOCKOJIbKY PE3EKIIMS OMyXOJIU
U MEIMKAaMEHTO3Has Teparusi aHTarOHUCTaMM [JIIOKaroHa
4acTo MPUBOIAIT K MOJIHOMY MCYE3HOBEHUIO KOXKHBIX CHUM-
IITOMOB B TeyeHue 1-ii Henenu teyeHus [64].

I1oBbIIeHME YPOBHS TJIIOKAaroHa camo 1o cede He Mo-
XKeT OOBSICHUTD SMUISPMATIbHYIO TUCGHYHKIINIO, HAOII0-
nmaemyio mpyu HMOD. Takum o6pa3oM, To, KaK TUIEPIITIO-
KaroHeMusi cnoco0cTByeT OTUCGhYHKLUMU dMUAEPMUCA
M KOXHBIM MMOpaXXeHUsIM, HabmogaeMbiM Tipyu HM D, Be-
POSITHO, SIBJISIETCS pE3YJIBTATOM HECKOJIbKUX B3aUMOJIEH -
CTBYIOIINX (DaKTOPOB, BKIIIOYAsI TUIIOAMUHOAILIMIEMHUIO,
neUIUT IMHKA, He3aMEHUMBIX XXUPHBIX KUCIOT U WH-
NYKIMIO MEIMATOPOB BOCHAJIEHUS B AMUAECPMMUCE.

VY naunentoB ¢ HMBD o0Hapy:XMBalOTCSI 9pUTEMATO3-
HbIE YelllyAyaTble TOpaKeHUs C LIEHTPOOEXKHBIM POCTOM,
YacTO Ha pa3HbBIX CTagUsIX 3axXuBjeHHUs. ChIlb 3aMeTHA
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B 30HAX MOBBIIIICHHOIO TPEHUS U JABJICHMS, TAKUX KakK
WHTEePTPUTUHO3HBIC 001aCTH (HAIIPUMED, ITAXOBHIE CKIIAM-
KU, TIOAKOJICHHBIE SIMKH ), TIPOMEXHOCTb, STOIUIIBI, HIXK-
HSISI 9acCThb KMBOTA M OUCTAJIbHBIC OTHC/IBI KOHEUHOCTEA.
[MaTomornyeckue n3MeHEHUS TaKKe YaCTO HAOJIOmaeTC s
B nepropuduLManbHoi odnacty. ITanmeHTs kamyloTes Ha
WHTCHCHUBHBIE 3y /1M 00JIb, CBSI3aHHBIE C ChINbI0. Hekpo-
JINTUYECKASI MUTPYPYIOIIAS 9pUTeMa CHAYasIa IIPOSBIISICTCST
B BHUIE YETKO OUSPUYCHHBIX OJISIIIIEK YIIN IISITEH ¢ HEPOBHBIMU
KpasiMi 1 BBIPaKCHHBIM 3PUTEMATO3HBIM KOMIIOHEHTOM.
B uieHTpe 5THX NopaXkeHui 3aTeM BO3HUKAIOT BOJIIBIPH, 00-
pasysI BsUTbIC OYJLTbI, KOTOPBIE 3aT€M Pa3pyILIAIOTCS U IIOKPHI-
BaIOTCSI KOPKOIT; B KOHEUHOM CUETE MPOIIECC 3aXKUBJICHUS
COITPOBOXKIACTCS rMreprmrMeHTanyeit. [1o Mepe 3axxuBieHIs
LICHTPAIIBHOI YaCTU paHbI epreprIecKIii SpUTEMAaTO3HBII
BEHUYMK MOXKET PacIIPOCTPAHSATLCS HAPYXKY C IOSIBJICHUEM
HOBBIX BE3UKYJI BIOJIb IIPOIBUTAIOIINXCST CEPITUTUHO3HBIX
KpaeB; CO BpeMEHEM 3TH ITOPaKEeHUsI MOTYT CJIMBaThCsL. [1o-
paxxenns ipu HMD HocAT IMKIIMYEeCKMIA XapaKTep, OOBIYHO
HapacTaroT 1 0cJIabeBaloT B TedeHue rpumepHo 10 mHeiir. [pu
OCMOTpPE BUIHBI PA3IMIHBIC TTOPAXKEHISI HA Pa3HBIX CTAIUSIX
3aKUBJIEHNS [65].

Kpowme Toro, cuuraercs, 4To TpaBMa yCyryossieT Uin
croco6cTByeT (hopMupoBaHUIo mopaxeHnit HMD, korto-
pBle MOTYT OCJOXHSTbCS WH(MEKIMEH, Jalle BCEero
Staphylococcus aureus n Candida albicans [4]. O cynepuH-
ek CBUACTEIBCTBYIOT MMYCTYJIBI HA TIOBEPXHOCTHU ChI-
MU. Y NalMeHTOB MOXET ObITb OLIMOOYHO JUAarHOCTUPOBAH
XpOHMYECKUM KaHaumo3. [Ipu 3ToM IpeaniecTByoolee
JIeYeHHE TTPOTUBOIPUOKOBBIMU MpeIrapaTaMy 1,/ aHTH -
ouoTnkaMu Hea(PPEKTUBHO.

ITpu HMD yacTto oTMeYaroTCsI KOXHO-CIM3UCThIE
MMPU3HAKU aHTYJISIPHOTO XEHInTa, TIIOCCUTAa M CTOMAaTUTa
(mpumepno 30 % ciaydaeB), a TakxKe HAOJIIOJAIOTCSI OHM-
XOJIU3UC U IpyTUe U3MEHEHUS HOTTei [66].

Cnenyer nuddepenapoBats HMD u mapaneornia-
CTUYECKUIT aKpOKepaTo3, LEeJUIIOIUT, 3pUTPOKEepaTOaep-
MMIO, DK36MAaTO3HBII IepMATUT U TICOPUA3.

ITpr HM 3 u rimokaroHome NpoBOIST XUPYPrudecKoe
U JIEKApCTBEHHOE JieueHue. PanukaibHOEe onepaTuBHOE
JIeYeHHE TIIIOKAarOHOMBI M COTIPOBOXKIAOIIIETO €€ IapaHeo-
IUIACTUYECKOTO CHHIPOMA BKIIIOYAET YIaJeHHUE OITyXOJIH,
a JIeKapCTBEHHAsI Tepaltis — HMCIIOJIb30BaHNE aHAJIOTOB
coMaTocTaTMHA JUIMTEeJIPHOTO ACHCTBUS (HampuMep, OK-
TPEOTH A, JAHPEOTHa) Wi uHTepdepoHa o [67].

CuHppom Jlesepa-Tpena

Cunnpowm Jlesepa—Tpena cuntaeTcst JIOBOJIBHO PEIKUM
MapaHeorIacTUYeCKMM KOXHBIM MapkepoM 3HO BHy-
TpeHHUX OpraHoB. OTINYUTEILHONM YE€pPTO 3TOr0 CUH-
JpoMa SIBJISICTCS] BHE3aITHOE BBICHITIAHME MHOXKECTBEHHBIX
cebopeiHbIX KepaToM [68, 69].

ITatorenes cunapoma Jlezepa—Tpesa 10 KOHLIA HEU3-
BECTEH, HO BEIYIIYIO POJIb B €I'0 BOSHUKHOBCHUM UTPAIOT
LIMTOKWHEBI ¥ (DAKTOPHI POCTA, IIPOIYLIMPYEMBbIE OITyXOJIbIO,
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4YTO CTUMYJIMPYET 3PYITUBHBINA POCT CEOOpPEitHOIo Kepa-
To3a. K mogoOHBIM OM0IOTUYECKM aKTUBHBIM (pakTopam
OTHOCSTCS 3muaepMaibHbIil dakTop pocra o (EGF-a),
perernirop anuaepManbHoro dakropa pocta (EGFR), rop-
MOH pocTa, TpaHchopmupytouii pakrop pocra o (TGF-o)
1 MHCYJIMHOIIONO0HKIN (pakTop pocTa (IGF).

IucTonornyeckoe ucciaengoBaHue ouonTara ceboperi-
HOIo KepaTo3a y MalMeHTOB C MOJ03PEHUEM HA CUHIPOM
Jlezepa—Tpena He MoKa3bIBaeT KAKUX-JIMOO CYILLIECTBEHHbBIX
pa3IM4YKrii 10 CpaBHEHUIO C Ce00PEtHBIM KepaTo30M Y Mally-
eHTtoB 6e3 ocHoBHOTrO 3HO. CyllecTBYIOT pa3IMdHbIe TTO/I-
TUIIbI CE00OPEITHOro KepaTo3a, B TOM YMC/Ie aKAHTOTUYECKUIA
(Hamboee pacIipoCTpaHeHHBIN BapUaHT), TUIICPKEPaTOTH-
YeCKUI, CeTYaThIi, KIIOHAJIbHBIA 1 MEJIAHOAKAHTOMA.

Tunuunkle nposiBaeHus1 cuHapoMa Jlesepa—Ipena, Kak
MIPaBUJIO, CUJILHO Pa3WvaloTCs U IIPEACTABISIIOT co00it
IISITHA, TIAITYJIBI M OJISIIIKY. YKa3aHHBIC 3JIEMEHTHI CBIITH —
9TO YETKO OYCPUYCHHBIC IMUTMEHTHBIC TOPAXKECHUS, IIBET
KOTOPBIX BApbUPYET OT TOHA KOXU A0 XEJITOBATO-KOpUY-
HEBOTO WJIM KOPUIHEBOI'O; HEKOTOPHIC TTOPAKEHUSI MOTYT
Ka3aTbCsl YepHBIMU. [10BEpXHOCTH ITOpaKeHUI KOXKI BOC-
KoBast uiu 6apxatuctas. [Ipu cunnpome Jlezepa—Tpena
HaOJIIOIAI0TCST POTOBBIE KUCTHI Ha TTOBEPXHOCTH OYaroB
MmopaXkeHus1. XOTSI 3T MOPpaXKeHHUsI, KaK ITPaBUJIO, JOBOJIb-
HO JIETKO OTJIMYMTD OT IPYTUX MEJAHOLMTAPHBIX HOBOOO-
pa3oBaHUI, B psifie Cy4aeB MOXET MOTPeOOBATHCS THCTO-
JIOTUYECKOE UccienoBaHne. BaxxHbl cOop aHamHe3a, O01IniA
1 OMOXMMMYECKUU aHAIM3bl KPOBU 1 KOMILJIEKCHOE 00Cie-
JTIOBaHME, BKITIOYAIOIIEe PeHTTEHOT padrIo OPraHOB IPYTHOM
KJIETKU U YIIBTPa3ByKoBoe uccienoBanue [70].

JlagoHHO-NoAOWBEHHbIE KepaToaepMum

JlamonHo-nopomBeHHbIe KepaTonepmuu (JITIK) — 310
rpy1iia 3a00J1eBaHUI, XapaKTePU3YIOIMNXCI U3MEHEHUSI -
MU KepaTUHHM3aINU, KOTOpPBIE MOTYT IMepexaBaThCs
10 HACJICACTBY WJIM HOCSIT IIPHUOOPETEHHBIN XapaKTep.

PeGpucras Koxa J1agoHel ¥ MoA0IIB UMeeT HECKOJIb-
KO 0COOEHHOCTEM, K KOTOPBIM OTHOCSIT HAJIMIME IepMa-
Tormn¢oB, 00pa30BaHHBIX YepeaOBaHUEM I'peOHEl 1 00-
PO3I, CO3MAIOIINX YHUKAIbHBIM PUCYHOK, HanOOJIbIIAs
IUIOTHOCTh SKKPUHHBIX IIOTOBBIX KeJIe3, OTCYTCTBUE CATbHO-
BOJIOCSIHBIX eIWHUL, TuddepeHinaabHas 3KCIIpeccus
KEpaTUHOB I10 CPaBHEHMIO C TJIAAKOM KOXeil. DT 0coOeH-
HOCTU OOBSICHSIIOT IPEUMYILECTBEHHYIO JIOKAIU3ALNIO
JITTK 1 HeKoTopble ee KIMHUYeCcKue Mpu3Haku. Beigens-
10T HecKoJibKo popm JITIK: muddy3nylo, ouarosyio, ¢o-
KaJIbHYIO U TOYeUYHY10. JlaHHOe 3a00J1eBaH1Ie MOXKET ObITh
KaK CaMOCTOSITEIbHBIM IATOJIOTMYECKUM ITPOIIECCOM, TaK
U IIPOSIBJICHUEM CHUCTEMHBIX 3a00JI€BaHUIA.

Jlnst yctanoBneHust guarHosa JITIK Heobxogumo uc-
ITOJIb30BaTh METOIBI MOJICKY/IIPHOI OMOJIOTHH.

Hacnencreennsie JITIK npencTtaBisitoT coboii reTepo-
TeHHYIO TPYIIIY 3a00JIeBaHMI, XapaKTePU3YIOIIUXCS TH-
IIepPKepaTOTUYCCKUM YTOIIIEHUEM JIaJOHEH W ITOMOIIIB.
B ocHOBe MOIEKYISIPHOTO MaTOreHe3a TaHHOM ITaTOJIOTHHI
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JieXXaT MyTalliM B FeHaX, KOAUPYIOIIMX O€JIKU, y4acTBYIO-
IIYe B IIpoLIecce KepaTUHU3ANH (KePaTUHBI, IECMOCOMBI,
JIOpUKPUH, KatericiH C, GeJIKHU 111eJIeBBIX KOHTAKTOB U Ip.).
OTH OEJIKU SIBIISIIOTCS WICHAMU I'PYIIITHI IIPOMEXYTOIHBIX
(umaMeHTOB, MOMIEePKUBAIOIINX CTPYKTYPHYIO 1I€JI0CT-
HocTh KieTok. Kepatunsl K5 n K14 skcnpeccupyrorcs
B 6azabHOM ciioe, Torma kKak K1 m K9 — B cympabazanb-
HOM KOMITapTMEHTE JIaJOHHO-IIOAOIIBEHHOM Koxu [71].
Jlpyrue KepaTuHbl cylnpaba3ajbHbIX CJI0€B BKJIIOYalOT
K6a/K16 u K6b/K17. Myranuu B KepaTUHOBBIX T€HAX
MNPUBOIST K HAPYLIEHUIO COOPKU KepaTUHA, YTO CII0CO0-
CTBYeT KOMIICHCATOPHOMY YTOJIIEHUIO KOXU JagoHei
1 TIOMIOIIB B Pa3INYHON CTETICHU B 3aBUCIMOCTH OT JIOKY-
ca MyTaluu. MyTraluy B BRICOKOKOHCEpBAaTUBHOM 00JIaCTU
KEPaTUHOBBIX MENTUIOB IIPUBOIAT K Pa3BUTHUIO TSLKEJIOMN
JITIIK, Torma Kak BoBjeYeHUE BapuabeabHON 00JlacTU —
K BO3HMKHOBEHHUIO OoJiee JIETKNX (DEHOTHUIIOB TaHHOTO
3aboneBanusd [71, 72].

JlecMOCOMBI MPEACTABISIIOT COO0M MEXKKIETOYHbIE CO-
eMUHEHUSI, KOTOPBIE OOBEIUHSIOT IIPOMEXKYTOUHBIC (hryia-
MEHTHI B KJIETOUYHYIO MeMOpaHy U O0ECIIeYyMBaIOT a[ire3uio
MeXIy KieTkamu. B Koxke JamoHei 1 IToIoIB 1eCMOCOMBI
KpYyITHEE 110 CPABHEHUIO C OCTAJIbHOM KOXEH, U UMEHHO
B FeHaX, KOAMPYIOIIMX KPYIHbIE JECMOCOMbI, BOBHUKAIOT
mytauuu, npyBonsiiye K JITTK. Myrtatym B 6e1Kax KOHHEK-
CHHAX BbI3BIBAIOT 00pa30oBaHME Ae(PEKTHBIX IIEIEBbIX COCIH-
HEHMIA, HapyIIeHNe MEXKKICTOYHOTO TPAHCITOpTa, HAKOTLIe-
HUE aHOMAaJIbHBIX 0eJTKOB U, ciienoBatesibHo, JITIK [73].

Enie omHMM BaKHBIM 0€JTKOM, YJaCTBYIOIIVM B (DOpMU-
POBAaHUM OPOTOBEBIIEH KIETOYHOI 000J0YKU, SBJISIETCS
JIOpUKPHH. MyTalliM B €T0 TeHE JIesKaT B OCHOBE CTPYKTYP-
HBIX KJIIETOYHBIX aHOMAJIUI 1 TUCOYHKIIMOHATEHOTO arlol-
To3a M OepeHIIMPOBAHHBIX KEPATUHOLIMTOB, YTO IIPUBOIUT
K JIeTKOI nxtro3udopmHoii sputponepmun u JITIK [74].

B nmatorenese JITIK yyacTByIOT LIUCTEMHOBAS JIN30-
coMaJjbHas nmporeasa, 0ej10K 1 1 MHOTHE Apyrue, HO UX
pPOJIb B Pa3BUTUM JAHHOU ITaTOJIOTUHU IIPOIOJIKACT U3Y-
yatbcs [75].

bonsmmHceTBo JIIIK nposBisiioTcs B MiIageHYECTBE
W30JIMPOBAHHO WJIM B COUCTAHMU C aHOMAJIUSIMHM, 3aTpa-
TMBAIOLIMMHU HOI'TH, 3yObl WM APYTUe OpraHel. Tpanuim-
OHHO yCTaHOBJIEHUWE nuarHosa HaciaeacTBeHHbIX JITTK
OCHOBBIBAeTCS Ha aHAMHe3€, KITMHMYECKUX OCOOCHHOCTSIX
U pe3yJIbTaTax TMCTOJIOTUYECKOTO U MOJICKYJISIPHO-TEHE-
TUYECKOTO UCCcaenoBaHuit [48].

Jlnwain potoHga

JIvmrait poroHma (pityriasis rotunda, KpyTablil TAIIIAMNA,
MUTUPUA3 KPYIJIbIii, AMCKOBUIHBII UXTUO3, IPHUOOPETEH-
HBII TICEBIOMXTHO3) — PEIKUIA IPUOOPETEHHBII IepMaTo3,
CBSI3aHHBIA ¢ HApYILIEHUEM KepaTUHU3ALMU, XapaKTepu -
3YIOLIUIACS TUIIEP- WIK TMIOIUIMEHTUPOBAHHBIMU, Pe3-
KO OYepYEHHBIMU KPYIJIBIMM WJIA OBaJbHBIMU YeLIyiiya-
TBIMK OJISIIIKAMU Pa3iM4YHON BEJIUYMHBI, KOTOPBIE
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JIOKQJIM3YIOTCS Ha KOXKe TYJIOBHIIA, a TAKKE IIPOKCUMATTb-
HBIX OTIEJI0B KOHeYHOoCTeH [76].

DTHoIOrUA JIUIIAasl POTOHIA HA CETOMHSIITHUI IeHb
He yCTaHOBJICHA. B HEKOTOPBIX KIIMHUYECKUX UCCIIEIOBa-
HUSIX MOKAa3aHO HapyIlIeHNEe KepaTUHU3AIUK, KOTOPOe
BCTpeuaeTcsl IIpU ByJibrapHOM uxTtuo3se [77]. JIuiaii po-
TOHA CYUTACTCS ITOTCHIIMATBHBIM ITApaHEOILIACTUICCKIM
JIepMaTO30M, ITOCKOJIBbKY MOXET HaOJIOmaThCs IIPU He-
kotopeix 3HO, B OCHOBHOM NpHU TenaToUeIIoNSIPHOMN
KaplMHOME Y YePHOKOXUX MaieHToB u3 FOxHoi Adpu-
KU, a TaKXKe TP OCTPOM MHEJIOMIHOM JIEHKO03€e, XPOHU-
YEeCKOM MUENONENKO3€e, paKe MUILEBOIA, >KETYAKa U TI0-
CKOKJIETOYHOM paKe BepxHero HeOa. JlaHHoe 3a0ojieBaHue
TaKKe aCCOLIMUPYETCS C CUCTEMHBIMU 3a00JI€BaHUSIMU
1 WHOEKIUSIMH (HaIIpuMep, ¢ TyoepKyne3om) [78].

JIvmait poroHma mopaxkaeT Kak My>KIMH, TaK 1 SKSHIIMH
B PaBHOM CTEIICHM, XOTSI HEKOTOPBIC aBTOPHI OTMEYAIOT
He3HauYMUTeJIbHOE TTpeobianaHre 60IbHbBIX XKEHCKOTO I0J1a.
Bospact nocranoBku auartosa cocrasiser ot 20 10 45 jer,
HO €CTb COOOLLIEHNSI O Pa3BUTUM JAHHOM I1aTOJIOTUU Y AeTei
2 JIeT ¥ IOKWJIBIX JIIOJeH. BoNbIIMHCTBO CiTydaeB JaHHOTO
3a00J1eBaHUsI 3aperuCTpUPOBaHbI B JITIOHNM, a TAKXe Cpe-
I YepHOKOXMX kuteneit 3anmagHoit Mugum n FOxHoit
Adpuxku [79].

JnarHo3 ycTaHaBIMBaeTCS Ha OCHOBAHUM KIMHUYE-
ckoii kaptuHbl. HabmonatoTcst yelnyityaTble Cyxue 4eTKO
OYEepUYCHHBIC KPYIJIBIC C BHICTYITAIOIINMHM BOJIOCSHBIMHU
doJuKynaMu, Ho 6e3 BoCHaJIUuTEIbHOM 3pUTEMBbI OJISIIII-
KM, KOTOpbIe MOTYT cauBaTbcsa. MIX pasMmep BapuabesieH
(or 1 mo 20 cM u Oozee), a KOIUIECTBO KOJIEOIETCS OT
OITHOTO 0 HECKOJIBKUX IECATKOB, HO PEIKO IPEBHIIIACT
100. JIumrait poroHaa IopaxaeT B OCHOBHOM TYJIOBUIIIE,
SITOMMIIBI ¥ IIPOKCUMAJIbHBIC OTAEIIBI KOHEUHOCTe . JInIIo,
PYKA U HOTM OOBIYHO CBOOOJHBI OT BBICHIIAHUIA. Y He-
KOTOPBIX OOJIbHBIX MOTYT HaOJIIOAATHCSI COIYTCTBYIOIIIE
IMOpaxkeHMsS KOXH B BUAE BYJIbrapHOTro nxtro3a [80].

[ucTonaTonornyeckue JaHHBIE HOCSAT BCIIOMOTaTe Ib-
HBII XapaKTep W He SBISIIOTCS AuarHocthudeckumu. Kak
MpaBWJIO, TIPU JIMIIIae POTOHAA HAOJIOAIOTCS OPTOKEpa-
TOTUYECKMU WM MAapakepaTOTUYECKUN TUIIEPKEPaTo3,
rcoprasnudopMHasi AMUIepMalIbHAs TUTICPIUIA3HS C OT-
HOCHTEJIbHBIM 0YarOBBIM TUIIOTPAHYJIE30M, TTOBBIIIICHHAS
IMUTMEHTALMS 0a3aJIbHOKJIETOYHOIO CJIOSI M PEIKUIA M0~
BEPXHOCTHBIN ITePUBACKYISIPHBINA BOCTIAIUTEIbHO-KJIIS-
TOYHBIN MHGWIBTPAT. [1pu yIETpacTpyKTYpHOM HCCIIEIO-
BaHUU OMOINTATOB KOXHM OTMEYaeTCs HaJIW4KWe BHYTPHU
SMNUAePMHUCA JINITUAHBIX BaKYOJIeH M KPUCTAJUIOIIOTO0HBIX
BKJIIOUEHMI. 3EpHUCTHIN CJIOI peaylrpoBaH 10 OTHOTO
cllos1, Takke HabJromaeTcs: 00bII0e KOJIUYECTBO LIEMEH -
Tupylonero BemecTsa [81]. OnmcaHbl CHUKEHHAsT 9KC-
IIpeccysi JOpUKpUHA U DIIarrpiHa B y4acTKax IMOpaxkeH-
HOI KOXM, IOJIHOE OTCYTCTBHUE N-KOHIIEBOIO ITOMEHA
mpoduaarrpuHa U yMeHbIIIeHe 3KCIIPECCUM BIUIEp-
MaJIbHOTO (bIUIAITPUHA, YTO TAKXKE OTMEUYEHO MPU BYJIb-

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

OB30OPHBIE CTATHBUM |

rapHOM UXTHO3€, aTOITMIECKOM IEPMATUTE U BYJIbrapHOM
ncopuase [82].

Cnenyer nuddepeHIMpOBaTh JUIIAil pPOTOHAA U OT-
pyOEeBUIHBINI, OMOSICHIBAIOLIMI, PO30OBbIM, OC/IbII JUIIANA,
SpUTPaA3My, HYMMYJISIPHYIO 9K3eMY, TPUOOBUIHBIA MUKO3
paHHel cTannu, GUKCHPOBAHHYIO JICKAaPCTBEHHYIO peak-
110, GUTypHYIO 3pUTEMY U IIpoKa3sy [83].

Cunppom CButa

Cunapom CBuTa, WIN OCTPBINA (peOPMIBHBIN HEHTPO-
UIBHBIN OepMaTo3, SABIIETCS PEIKUM 3a00JIcBaHUEM U3
TPYIIIBI HEUTPODWIBLHBIX IepMaTo30B. JaHHasI ITaToI0THsI
XapaKTepU3yeTCs PELIMINBUPYIOIINM TeUCHUEM, BHE3AITHBIM
HavyaioM Ha (hOHe IToIbeMa TeMIIePaTyPhl (JIMXOPaIKH), Heil-
TPOUIEHBIM JISUKOIIMTO30M B KPOBU (HAPSIIy C ITOBBIIIIC-
HYIEM CKOPOCTH OCEIAHMSI SPUTPOLIATOB, YPOBHEN IIEJIOYHOM
docdaraspr 1 C-peakTUBHOTO OejiKa), apTpaIrueil 1 MosIB-
JIeHreM 00JIe3HeHHBIX OJIECTSIIIIX, HECKOJIBKO OTEYHBIX 3PU-
TEMAaTO3HBIX MAITyJI, Y3/I0B WX OJISIIIIeK TUIOTHOM KOHCHCTEH-
Uy, CcauBalOIUXCs APYT C APYroM, OT PO30BOIO [0
KpacHO-(proJieToBoro 1peta. Pexke HaOMoIaroTCs MyCTYIIbI
Ha 3pUTEeMAaTO3HOM (hOHE, BE3UKYJIbI WJIU ITy3bIpY C HaIIpsI-
JKEHHOM ITOKPHIIIKONA ¥ CEPO3HO-THOMHBIM COICP>KMMBIM.
ITocne BCKphITHS ITy3bIpeit MU 3BOJIIOLIMY 04aroB (U3bsI3BIIe-
HMSI) 00pa3yIoTCs SI3BHI, 3 CYET KOTOPBIX KIIMHITIeCKast Kap-
THHA BBICHITIAHMI HAIIOMMHAET TAHTPEHO3HYIO ITMOICPMUIO
[84]. BrIchImaHus JTOKAMM3YIOTCS TTPEUMYIIIECTBEHHO B 00-
JIACTSIX TOJIOBHI, I1Ien 1 KoHeuHocTel. [1pu cuampome CBuTa,
aCCOIIMMPOBAHHOM C OHKOJIOTMYECKMMU 3a00JICBaHUSIMH,
BBICHITIAaHKST CTAHOBSITCST O0OJIee pacIpOCTpaHEHHBIMU, a KITH-
HMYeCcKask KapTMHA MOXKET UMETh aTUITMYIHOE TeYeHHe (MHO-
JKECTBEHHBIE ITYCTYJIe3HBIC U ITy3bIPHBIC BEHICHITTAHNS).

ITaToMopdonornueckas KaptiHa cuHapoma CBuTa xa-
paKkTepU3yeTCsl BBIPAKEHHBIM aKaHTO30M SIHICPMMUCA
C 9K30LIUTO30M HENTPODIIIBHBIX TPAHY/IOLMTOB B IIUIIOBA-
ThIH CJ10 U (pOPMUPOBAHKIEM BHYTPHUPOTOBbIX MUKpOAOCLIeC-
COB, HayureM J1dpdy3HOro HeHTpOoUIHLHOrO MH(MMIBTpaTa
B BEpXHEM CJIO¢ IEPMBI 0€3 IIPU3HAKOB ITIEPBUYHOIO JIEHKO-
LIMTOKJIACTUYECKOTO BACKYJIUTa (OTCYTCTBYIOT OTJIOXKEHMSI
¢ubdprHa 1 HEUTPOGIIIBL B CTEHKAX COCYIOB), OTEKOM CO-
COYKOBOTO CJIOSI AEPMBI, (hparMeHTALIEH simep HEUTPO(DIIIOB.
B nonkoxkHo->X1poBOii KjleTYaTKe TaKKe HaOII0Jal0TCsI OTEK
U HeliTpodubHas nHgunsTpauys [3, 85]. s 3aboneBaHust
XapakTepeH (peHOMEH MaTepruu, 3aKII0YaIOIIUiAcsS B BO3-
HMKHOBEHUW HOBBIX TUITMYHBIX BHICBHITAHWIA B MECTax I1O-
BPEXXIECHMS KOXXHOTO ITOKPOBA Pa3IMIHOTO Xapakrepa (0m-
OICHSI, UHBECKIIHY, YKYCHI HACEKOMBIX, IIPOBEICHIE JTyIeBOI
Tepanuu) (puc. 6).

Breipensior 3 Buna cunapoma CBura:

1) wuamonaTmyeckuii (KiIaccuueckuii);

2) MeaWKaMEeHTO3HBIN (MHIYLMPOBAHHBIN JieKap-

CTBEHHBIMU IIpeIiapaTaMm);
3) mapaHeoIUIaCTUYECKMI (ACCOIMMPOBAHHEIN C Ha-
mmanem 3HO) (puc. 7).
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Puc. 6. Peromen namepauu Koxu 8 obnacmu 5200uypl 8 pesyibmame HeoBOCHOBAHHbIX MHO20KDAMHbIX BHYMPUMbILEYHbIX UHbeKYUU aHmu-

6uomuka y pebexka 1 200a

Fig. 6. Phenomenon of skin pathergy in the glute area due to unsubstantiated multiple intramuscular antibiotic injection in a 1-year-old child

HWnunomnarnueckomy cuHapomy CBUTA 3a4aCTyIO MpeI-
LIECTBYeT MHGbEKINS BEPXHUX IbIXaTeJbHbIX IYTel WIK
KEJTyI0YHO-KUILIEYHOI'O TPAKTa; B PsIIE CJIy4aeB OH MOXET
OBbITh CBSI3aH C BOCHAJIMTEIbHBIMM 3a00J€BAHUSIMU KK~
LIEYHMKA U 1axe oepeMeHHocThIO. B 30 % ciy4aeB BcTpe-
YyaeTCs COYeTaHUE 3TOTO CUHAPOMA C UMMYHOIEMULIMT-

Puc. 7. Taxensili cnyyali mpyoHo nodoaruie20cs nedeHuro pacnpocmpaHeHHo20 cuHopoma (8uma, accoyuupo8aHHo20 ¢ 0CMpPbIM MUEIOUOHbIM

sieliko3oM, y pebeHka 7 mec

HbIMU cocTostHUsAMHU [86]. Bosee mHTepecylommii Hac
BapMaHT pa3BUTHS cuHIpoMa CBUTa KaK (paKyIbTATUBHO-
ro MapaHeoIUIaCTUYECKOTo IepMaTo3a HabIro0aeTCs Py -
6sM3UTeNbHO B 21 % ciiydaes, py 3TOM IIPUMEPHO B 85 %
CJlydaeB MPUYMHOI €ro BOBHUKHOBEHUS SIBJISIIOTCSI TEMO-
0J1aCTO3bI: MIPEUMYILIECTBEHHO OCTPbI MUEJIOUIHBINI JI1eiK03

/Achie

Fig. 7. Severe case of hard to treat advanced Sweet syndrome associated with acute myeloid leukemia in a 7-month-old child
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(40 % cnyyaeB), pexe — muMdomMa XomkKuHa, 1uddy3Hast
B-xpymHOKIeTOUHAs TMMbOoMa, MUACTIOOUCILIACTIYCCKII
CUHAPOM, MUEI0(GUOPO3 ¥ UICTUHHAS TTonuuuTeMus [4, 87,
88]. OcraBiumecs 15 % ciydyaeB apaHEOIUIACTUYECKO (hop-
MBI TAaHHOTO CHHIPOMA ITPUXOISITCSI Ha COJTMIHBIC OITyXOJIH,
Ccpear KOTOPBIX YaIlle BCETO BBISIBIISIIOT PaK MOJIOYHOM 3Ke-
JIe3bI, MOYEIIOJIOBOTO U XETYITOYHO-KUIIIEYHOTO TPAKTOB
(57 % cny4aeB) [4]. [Ipu 3ToM cuHapoMm CBuUTa MOXET
OBITH TIEPBBHIM IIPU3HAKOM €IIIe He TUAarHOCTUPOBAHHOIO
OHKOJIOTUYeCcKOTOo 3a00ojeBanus win peuuauba 3HO mo-
CcJIe IIPOBEACHHOTO JICUeHHs. TakoKe OH MOXKET ITOSIBUTHCS
Ha (poHe yKe YCTaHOBJIEHHOM 310Ka4eCTBEeHHOI 1TaToJI0-
MU U YKa3bIBaTh HA MeTacTa3upoBaHue onyxoiu [87].

OB30OPHBIE CTATHBUM |

Crenyer OTMEeTUTh, 4T0 Y 50 % maLKMeHTOB C mapa-
HEOIUIaCTUYECKUM CHHIpPOMOM CBHTa MOTYT BCTPEeYaTh-
cs He XapaKTepHBIe (aTUMUYHBIC) IS KIaCCHUICCKOM
(opMBI IIPOSIBICHMSI, B TOM YHCJIe BHEKOXKHBIC, KOTOPHIC
yarie HabJII0Ja0TCs IIPU aCCOLIMAIIUM C TeMAaTOJIOTIC-
ckumu 3HO, yem npu commaHbix onyxojistx. K aTuM mpo-
SIBJIEHUSIM OTHOCSIT IlepuopOuTaibHble 00pa3oBaHUsI,
IIPOBOLIMPYIOIINE MEPUOPOUTATIBHBIN LIEJUTIOIUT, OTEK
sI3bIKa, 3pUTEMaTO3HbIe 00JIE3HEHHbIE OJISIIIKU U BOC-
MMAJINTEIbHBIC U3MEHEHUS B 001acTH IMMGEIeMBI TTOCTIe
MIPOBEICHUS MACTIKTOMUHM ((PeHOMEH MaTepTrum), a Tak-
K€ pa3IMnYHbIe I3MEHEHUS BHYTPEHHUX OPraHOB M TKa-
Heit [89-91].

Tabnuua 2. BrexoxHble npossieHus cuHdpoma Cauma

Table 2. Extracutaneous manifestations of Sweet syndrome

BHekoxHbIe
NposIBJICHUST

OnopHo-1BUTa-
TeJbHasl cucTeMa
Musculoskeletal
system

LlenTpanpHas
HEepBHasl cUcTeMa
Central nervous
system

KenynouHo-ku-
IIEYHBIN TPAKT
Gastrointestinal
tract

CeplieuHO-COCYIUC-

Tasl cucTeMa
Cardiovascular
system

JIpIxaTenbHas
cucTeMa
Respiratory system

OpraH 3peHus
Visual organ
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KinHnyeckue XapakTepucTHKH

OCTpbIi CTEPUIIBHBIN apTPUT, APTPAJITUM, OYArOBbIN aCENTUYECKUI OCTUT, MUTMEHTHBI BUILTOHOLYJISIP-
HBI CHHOBUT, CTEPUJILHBIN OcTeoMueNuT. [1pr MarHUTHO-pe3oHaHcHOM ToMorpaduu (T1-/T2-
B3BEIIEHHbIE N300paXKeHMs) OTMEYAIOTCS BBICOKAsI MHTEHCMBHOCTD CUTHAJIA U (DAaCIIMUTA, a TAKXKe
TEHIVUHWTA U TEHOCUHOBUTA

Acute sterile arthritis, arthralgias, focal aseptic osteitis, pigmented villonodular synovitis, sterile osteo-
myelitis. Magnetic resonance imaging (T1-/T2-weighted images) show high signal intensity and fasciitis,
as well as tendonitis and tenosynovitis

OcTpblil JO0OPOKAYECTBEHHbINM SHIIEMATNUT, ACENTUYECKUIT MEHUHTUT, MOpaxKeHUe CTBOJIa TOJIOBHOTO
Mo3ra, cuHapom [uiteHa—bappe, nanonatuyeckuii runepTpoPuIecKuii KpaHMaJIbHbBINA MaXMMEHUHTUT,
HWIMOIaTUYeCcKasl IIPOTPecCUpyIolias IBYCTOPOHHSISI HEMPOCEHCOPHAs TYTOyXOCTh, Mape3bl LIEHTPaIbHO-
ro reHesa, MoJIMHeUponaTysi, ICUXUaTpUIECKUE CUMITTOMBI

Acute benign encephalitis, aseptic meningitis, abnormalities of the brain stem, Guillain-Barré syndrome,
idiopathic hypertrophic cranial pachymeningitis, idiopathic progressive bilateral sensorineural hearing loss,
central paresis, polyneuropathy, psychiatric syndromes

ITpusHaku BeipaxkeHHOTO AMMGY3HOro HEUTPODUIBLHOTO BOCTIAEHUS B KUILIEYHOM CTEHKE, HEHTPO-
(UIBHBIN MHOWIBTPAT B MOAB3IOIIHON KUIIKE, TAHKOJIUT (MUKPOOUOJIOTMIECKUI TTOCEB OTPUILIATE b~
HBIi1), TIeUeHOYHasl opTaJbHas TpUana ¢ HeUTpOoMUIbLHBIM BOCTIAJICHUEM, TTOBBIIIIEHHUE ITEYEHOYHBIX
TpaHCaMUHa3, TelaToMeraiusi, CluieHOMeraaus

Signs of marked diffuse neutrophile inflammation in the intestinal wall, neutrophil infiltrate in the ilium,
pancolitis (negative microbiological assay), portal triad of the liver with neutrophil inflammation, elevated
hepatic transaminase level, hepatomegaly, splenomegaly

CTeHO03 aopTHI (CErMEHTapHBI), AQ0PTUT, KApAUOMETaVsI, OKKITIO31sI KOPOHAPHBIX apTepUid, CEpAeYHasT
HEJ0CTaTOYHOCTh, MHOWIBTPAIUS MUOKapIa HeUTpohmIaMu, TUIaTaIus COCYI0B (a0pThl, Opaxeorie-
(habHOTO CTBOJIA M KOPOHAPHBIX apTEePHIiA)

Aortal stenosis (segmental), aortitis, cardiomegaly, coronary artery occlusion, heart failure, neutrophil
infiltrate in the myocardia, dilated vascular diseases (aorta, brachycephalic stem and coronary arteries)

ITycTyss! B 6poHXax ¢ KpacHOM KaliMO# 1 HEUTPODUILHBIM BOCTIAJIEHUEM, TUIEBPATIbHBIN BBITIOT C 0OJTh-
IIAM KOJIMYIECTBOM HEUTPO(DUIOB, 6€3 MaTOJOTMIeCKNX MUKPOOPTaHU3MOB, IPOTrPECCUPYIONIast MH(PUIb-
TpaLysl CIU3UCTON 000JIOUKY MIIOTKU U OTEK, MPUBOASIINIA K OOCTPYKLIMY BEPXHUX IbIXaTeIbHBIX ITyTei
Pustules in the bronchi with red border and neutrophil inflammation, pleural effusion with large number
of neutrophils without pathologic microorganisms, progressive infiltration of the throat mucosa and edema
leading to obstruction of the upper respiratory airways

Briecdaput, KOHBIOHKTUBAIbHBIE SPUTEMATO3HbIE TOPAXKEHUS C HEUTPOMDUITEHBIM BOCTIAIEHEM, KOHBIOH-
KTUBAIbHBIE KDOBOUIIUSIHNS, KOHBIOHKTUBUT, JaKPUOAEHUT, SMUCKIIEPUT, IJIayKOMA, UPUAOLUKIIUT,
WPUT, IEPUOKYIISIPHBIN OTEK, TIepr(epruuecKuii SI3BEHHBIN KEPATUT, BACKYJIUT CETYATKHU, CKIIEPUT, YBEUT
Blepharitis, conjunctival erythematous abnormalities with neutrophil inflammation, conjunctival
hemorrhages, conjunctivitis, dacryoadenitis, episcleritis, glaucoma, iridocyclitis, iritis, periocular edema,
peripheral ulcerous keratitis, retinal vasculitis, scleritis, uveitis
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CaMoii pacrpocTpaHeHHOM BHEKOXHOM JIOKATU3aLI-
el cuHapoma CBHUTA SABISICTCS OPAXKEHUE AbIXaTeIbHOMI
cucteMbl. CHUMIOTOMBI BapbUPYIOT OT JIETKOM OIBIIIKHI
IO OCTPOT'O PECIUPaTOPHOro AucTpecc-cuHapoma. [1o maH-
HBIM KOMITBIOTEPHOI TOMOTpachu OTMEYAIOTCST 3aTeMHE-
HMS 110 TUILY «MaTOBOIO CTEKJIa» U 30HbI KOHCOJIMIALIUM.
Bponxockornmueckast KapTUHA TTO3BOJISIET BBISIBUTh MHO-
KECTBEHHBIC ITYCTYJIbI C U3BSI3BICHUSIMU B TPAXeOOPOH-
XHAJIBHOM JIepeBe, a OPOHX0AIbBEOJISIPHBIN JTaBaXk XapakK-
TepusyeTcs IpeodiiagaHeM HeiTpoduos [92].

Jlpyrue Hanboee 3HaYUMble BHEKOXKHBIE ITPOSIBJICHNS
cuHgpoma CBuTa npencTaBieHbl B Ta0I. 2.

IMopaxenue a3 mpu NapaHeOILUIACTUIECKOMN U Jie-
KapCTBEHHO-MHAYLIMPOBAHHOM (popmax cuHapoma CButa
BCTpeYaeTCs pexke, 9YeM IIPH KIIacCUIECKoit ¢popme, Toraa
KakK ITopaXkeHHe CIU3UCTOM O0OJIOUKHU PTa B BUIAEC SI3B Y
MalMEeHTOB ¢ Kjiaccu4eckoil (hopMoii 3a00JieBaHus, Ha-
MpPOTUB, HAOIIOJAETCS Yallle, YeM Y OOJIbHBIX C ITapaHeo-
IractTudeckoit opmoii [3].

B ciygae acconunpoBanHoro ¢ 3HO cunapoma Ceura
Y HEOOJIBIIIOTO YKCIa TTAIIMEHTOB TP ITATOMOPdOIormyec-
KOM HCCJIeIOBaHUM OMONTATa KOXM BBISIBJIEHO 00pa3oBa-
HHe MHOUIbTpaTa, COCTOSIIETO He TOJIBKO U3 3PEJIBIX 0~
JIMMOP(HOSIIEPHBIX KJIETOK (XapaKTepHBIX IUISI CUHIpOMa
Caura), HO 1 U3 JIeHKeMUYECKIX OJIaCTOB (09aru JIeMKO03-
HOM MHOUIBTpALIMM KOXM) WUIM HE3PETbIX MUETIOMIHBIX
KJIETOK-IIpeAnIecTBeHHUKOB [93]. TouHsle maTou3noIo-
TUYECKUEe MEXaHU3MBbI, JIEXKAIKe B OCHOBE ITapaHeoIlIa-
cTrnyeckoi ¢opMbl cuHapoMa CBHUTA, 0 KOHLIA HESICHEI.
HemanoBaxHyo poib B pa3BUTUM JAHHOM ITaTOJOTUHU
WUTPAIOT TUIIEPIPOLYKIINS U AUCPETYIISIIINS ITPOBOCITAIH-
TEJbHBIX LIUTOKUHOB, Takux Kak I1L-1, 1L-3, IL-6, IL-8,
rPaHyJIOLMTAPHBINA KOJIOHUECTUMYIUPYIOMNIA (hakTop
(G-CSF) u rpanyonuTapHO-MaKpodaraIbHbIi KOJIOHUE-
ctumynupytommuit pakrop (GM-CSF) [12].
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Kpome Toro, yBennyeHue 3a0071€Ba€MOCTH CUHJIPO-
MoM CBuTa HabII0gaeTCs MOCIe MIPEAIIeCTBYIOIIETO IPH-
MEHEHMSI psia IIPOTHUBOOITYXO0JIEBBIX IIPEapaToB, BKIIIOYAsT
ITOJTHOCTBIO TPAHC-PETUHOEBYIO KUCIOTY (all-trans retinoic
acid, ATRA), mHru6urtops! nporeacoM (00pTe30Muod),
TUITOMETIJINPYIOIIME areHTHI (a3alIUTUANH, ICIIUTa0WH),
WHTUOUTOPHI TUPO3MHKUHA3EI (MMAaTUHMO) U JICHATIUIO-
mun [91, 94].

Cunapom CBUTa OOBIYHO XOPOIIIO MOIIACTCS JICYEHUIO
CHCTEMHBIMU KOPTUKOCTEPOUIAMM, HE3aBUCHMO OT CO-
nyrctBytoiiero 3HO, a mocneayioliee JedeHre HEOTUTa3uu
MNPUBOAUT K MOJHONM peMuccUU 3a0oseBaHuUs1. JleueHue
JMAHHOTO CMHIPOMA, BEI3BAHHOTO IIPUEMOM ITPOTHUBOOIIY-
XOJIEBBIX IIPETIapaToB, IPEATIoaracT OTMEHY WA BPeMEH-
HOE IpeKpalleHue IIprueMa JeKapCTBEHHOI'O CPEeaCTBa, HC-
ITOJTB30BaHUE CHCTEMHBIX KOPTUKOCTEPOUIOB C IIOBTOPHBIM
BBEIICHIEM TOT'0 K€ IIPOTHBOOITYXO0JIEBOTO TIperapara Wit €0
3aMeHbl. TeM He MeHee 0J00pPEHHBIX peKOMEHIALIUIA 110 Te-
parmu 3Toro 3aboyeBaHus, cBszanHoro ¢ 3HO, HeT.

3aknueHue

B Hacrosiiiee BpeMsi B CBSI3U C pOCTOM 3a00J1€Ba€MOCTHU
3HO u yBenuueHMeM UX JOJIU B OOILIEH CTPYKTYpe CMepT-
HocTH HaceneHns: PO akTyanpHOE 3HAYCHME MMEET PaHHSIS
JIMarHOCTHUKA OHKOJIOTMYECKHMX 3a00JIeBaHUIA, YeMY CII0CO0-
CTBYET pacItO3HaBaHKE MapaHEeOIIAaCTUIECKIX IePMATO30B,
MPEIIIECTBYIONINX OITYXOJIEBOMY ITPOIIECCY WJIU IPOTEKAI0-
X OMTHOBPEMEHHO ¢ HUM. KoXKHBIe IIpOsIBIICHMSI 3710Kade-
CTBEHHOI1 OITyXOJI1 MOTYT OBITh KpaiiHe pa3HOOOpPa3HBIMU,
ITO3TOMY KJIIMHUIIVCTHI IOJDKHBI 3HATh OCHOBHBIE, HANOOJIee
tunmyHblie [1/1, yTo661 BoBpeMs 3anono3puth 3HO u mipo-
BECTH TILIATEJIGHOE OOCIICIOBAaHME IMAIIEHTA C IIENIBIO ero
BBISIBJICHVSI ¥ HA3HAYEHUST IIPOTHBOOIIYXOJICBOTO JICYCHMSL.
B monrocpouHoii IepcreKTrBE 3T0 MOXKET Y/IyUIIUTh IIPOTHO3
1 TIOKA3aTeJI BBLKUBAeMOCTH OOJTbHBIX.
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BHYTPUKOCTHaA pe3eKuusa npu onyxosieBoM NoparkeHUu
KOCTeil: Haw onbIT

B.B. Tennsikos, C.B. Jloopoconkmii, A.A. Illanomankos, A.B. JIasykun, A.I1. YxBapkun, E.A. Canpbikuna,
B.A. Cononxuii
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KontakTtbl: Ceatocnas Bayecnasosuu lobpocoukuii svyatoslav.dobrosotscky@yandex.ru

BeepeHue. IPHEKTUBHOCTb IKOHOMHBIX XUPYPrUYECKUX BMELATENbCTB Y NALMEHTOB C JOOPOKAYECTBEHHBIMY, MOTPaHNY-
HbIMU 1 3710KAYEeCTBEHHbIMU NOPAXEHUAMU KOCTEl ABNAETCA aKTyanbHON TEMOM, NOCKObKY TaKWe onepauum nofpasyme-
BAIOT MEHbLUME TPABMATUYHOCTb M 06BEM ONEepaTMBHOTO N0Co6Us Npu 6onblueil dhusuonoruyHocTy. Mo cTeneHn pagukanb-
HOCTW M, COOTBETCTBEHHO, 6€3PeLUIUBHOCTY OHU CONOCTaBUMbI C 6oslee TPAaBMATUYHLIMKU ONEpPaLUAMHU, TaKUMU KaK
CermMeHTapHble pe3eKLMn KOCTH C pasiniHbIMU BapUaHTAMU PEKOHCTPYKLMIA (apTpoLe3upoBaHue, SHLONPOTE3UPOBaHHE,
ayTo-, aNNONNACTUKA KOCTHLIMU (hparMeHTamu 1 T.4.) U amnyTauus.

Llenb pa6oTbl — NpoaHanu3npoBaTh pe3ybTaTbl BHYTPUKOCTHOI pe3eKLnum Npu [OOPOKaYeCTBEHHbIX, NEPBUYHBIX 3/10Ka-
YeCTBEHHbIX, TMTAHTOKETOUHbIX 1 METACTAaTUYECKMUX ONYX0NsAX KOCTEN.

Marepuansl u metopbl. C 2015 no 2023 r. BbINONHEHbI 45 BMeWaTeNbCTB B 06beMe BHYTPUKOCTHO pe3ekumm 44 nauyu-
eHTaMm: 19 (43 %) — ¢ 3HxOHAPOMOW, 6 (14 %) — € rMraHTOKNETO4YHOI onyxonbio, 4 (9 %) — ¢ Gubpo3Hoil fucnnasueil,
3 (7 %) — c conuTapHoii KOCTHOI KUCTOiA, 3 (7 %) — C aHEBPU3MATUYECKO KOCTHO KUCTOM, 2 (5 %) — C XOHAPOMUKCOMA-
Hoi1 hubpomoi, 4 (9 %) — ¢ MeTacTaTUYECKUM NopaxeHnem kocteld, 1 (2 %) — c ocTeonpHoi octeomoit, 1 (2 %) — ¢ fobpo-
KauecTBeHHOI Gubpo3HOi ructmountomoit, 1 (2 %) — c xoHgpocapkomoi G,. Mpwu 3ToM 27 BMewaTeNbCTs NPOBeaeHbI
C NpUMEHEHMEM afiblOBAHTOB (Kpuoabnauum XUAKUM a30TOM, aproHONNa3MeHHON Koarynauuu, Nepekucu Bofopoaa,
3TaHona). Y 24 nauueHTOB PEKOHCTPYKLMA BbINONHANACh NMOGUIN3MPOBAHHOI TPYNHOI KOCTbIO, y 5 — ayTOTpaHCNNaHTa-
ToM (dbparmeHTamu rpeGHs NOAB3AOWHOM KOCTH), y 10 — NnacTMyeckuM matepuanom (y 6 — NoAUMETUNMETaKpUIATOM,
Y 4 — OCTEOMHTErpaTUBHbIM MaTepuanom «PekocT»), y 6 — KceHonnacTuyeckum matepuanom «Cunopudy». OcteocHTesom
Obln fonoNHeHbl 16 onepauuit (14 — HAKOCTHBIX U 3 — MHTPaMeYNNAPHbLIX OCTEOCUHTE3A).

Pesynbrarbl. OcnoXHeHNs B Gnukawem nocneonepaLMoHHoM nepuofe otMedeHsl Y 3 (7 %) 60NbHbIX, B OTAANIEHHOM —
y 2 (5 %). Ha pocTurHyTbix cpokax HabnwoaeHus (o1 2 go 97 mec) y 42 (95 %) NauMeHTOB He BbIBAEHbI MPU3HAKU peLyn-
avBa. OyHKUMOHaNbHBIA cTaTyc no wkane Musculoskeletal Tumor Society Score (MSTS) Ha faHHbIX CpoKax HabnAeHUs
y 6onbHbIX 63 peunansa 6bin OTAUYHBIM (CpefHAA oueHKa no wkane MSTS — 93,6 %) 1 xopowunM (CpeaHAA oueHKa no
wkane MSTS — 77 %). OueHka no wkane BocTouHoi koonepaTuBHoOi oHkonoruyeckoii rpynnsl (Eastern Cooperative
Oncology Group, ECOG) Takxe npofeMOHCTPUPOBaNa BbICOKUI (hYHKLMOHANbHbIA NOTEHLMAN BHYTPUKOCTHO pe3eKLun —
CpefiHee ee 3HayeHwue cocTasuno 0,3 banna.

3aknioyeHue. MpumeHeHWe BHYTPUKOCTHOM pe3eKLUW, B TOM YuCie LOMNONHEHHOI afbloBaHTHLIM BO3AeNCTBUEM, NpH
CpefHeM cpoke HabntoaeHus 39,8 Mec Npu OTCYTCTBUM PELMAMBA NO3BOAUIO AOCTUYL OTAUYHBLIX DYHKLMOHANbHBIX pe-
3ynetatoB y 42 (95 %) GonbHbIX. Pa3BuBlIMECA Y 2 NALMEHTOB NEPeNoMbl YKasbiBalOT HA HEOOXOAMMOCTb LOMNONHEHUS
AaHHOTO MeTOfa HAKOCTHbIM OCTEOCMHTE30M NPYW ONepaLusx Ha ANUHHbIX KOCTAX, HECYLUMX 3HAYUTENbHYIO Harpy3Ky, He-
3aBUCMMO OT 06beMa BMelaTeNbCTBa. ofyyeHHble pe3ynbTaThl YKa3biBaOT HA aKTYaNbHOCTb U BbICOKYIO 3D (MEKTUBHOCTb
BHYTPUKOCTHOI pe3ekuuu. [pu HanMuum nokasaHuil oHa MOXeET ObiTb METOLOM BbiGOpa.

KnioueBblie cnoBa: BHYTPUKOCTHaA pe3eKuns, Kpmoa6nau,m=|, OCTEOCUHTE3, SHXOHAPOMA, TMraHTOKJIETOYHAA OonyxoJb,
MeTacTaTu4yecKoe nopaxeHune KocTewn, nocneonepaynoHHbIe OC/IOXKHEHUS, dJyHKLI,I/IOHaJ'IbeIﬁ cTatyc

Ina uutuposaHua: Tennskos B.B., fo6pocouknii C.B., LanowHukos A.A. u ap. BHYTpMKOCTHas pe3eKuus npu onyxone-
BOM MOPAXeHWUU KocTeit: Haw onbiT. CapKkoMbl KOCTEN, MATKUX TKaHei 1 onyxonu Koxu 2024;16(1):51-63. DOI: https://
doi.org/10.17650/2219-4614-2024-16-1-51-63
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Introduction. The effectiveness of efficient surgical interventions in patients with benign, borderline, and malignant
bone tumors remains an important topic because such operations imply lower injury rate and volume of surgical inter-
vention while being more physiological. In terms of radicality and consequently recurrence rates they are comparable
to more traumatic surgeries such as segmental resections with various types of reconstructions (arthrodesis, endopros-
thesis, auto- and allotransplantation using bone fragments, et al) and amputation.

Aim. To analyze the results of intraosseous resection for benign, malignant, giant cell, and metastatic bone tumors.
Materials and methods. Between 2015 and 2023, 45 interventions of intraosseous resection were performed in 44 pa-
tients: 19 (43 %) had enchondroma, 6 (14 %) — giant cell tumor, 4 (9 %) - fibrous dysplasia, 3 (7 %) - solitary bone
cyst, 3 (7 %) - aneurysmal bone cyst, 2 (5 %) — chondromyxoid fibroma, 4 (9 %) — metastatic bone lesions, 1 (2 %) —
osteoid osteoma, 1 (2 %) - benign fibrous histiocytoma, 1 (2 %) - chondrosarcoma G,. Among them, 27 interventions
were performed in combination with adjuvants (liquid nitrogen cryoablation, argon plasma coagulation, hydrogen per-
oxide, ethanol). In 24 patients, reconstruction was performed using lyophilized corpse bones, in 5 using autotransplant
(fragments of the iliac crest), in 10 using plastic material (in 6 — polymethacrylate, in 4 — osseointegrative material
“Rekost”), in 6 using xenoplastic material “Silorif.” Additionally, 16 surgeries were augmented with osteosynthesis (14 ex-
tramedullary and 3 intramedullary osteosyntheses).

Results. Complications in the early postoperative period were observed in 3 (7 %) patients, in the late postoperative
period in 2 (5 %) patients. At follow ups (between 2 and 97 months), 42 (95 %) patients did not have signs of recur-
rence. Musculoskeletal Tumor Society Score (MSTS) at these follow ups in recurrence-free patients was excellent (mean
score — 93.6 %) and good (mean score — 77 %). Eastern Cooperative Oncology Group (ECOG) performance status also
showed high functional potential of intraosseous resection: its mean value was 0.3.

Conclusion. Use of intraosseous resection including augmentation with adjuvant measures, allowed to achieve excel-
lent functional results in 42 (95 %) of patients with mean follow-up duration of 39.8 months. Fractures in 2 patients
demonstrate the necessity of extramedullary osteosynthesis in surgeries on long bones experiencing high load irre-
spective of the volume of intervention. The obtained results show applicability and high effectiveness of intraosseous
resection. For certain indications, it can be the treatment of choice.

Keywords: intraosseous resection, cryoablation, osteosynthesis, enchondroma, giant cell tumor, metastatic bone le-
sions, postoperative complications, performance status

For citation: Teplyakov V.V., Dobrosotsky S.V., Shaposhnikov A.A. et al. Intraosseous resection of bone tumors: our ex-
perience. Sarkomy kostei, miagkikh tkanei i opukholi kozhi = Bone and Soft Tissue Sarcomas, Tumors of the Skin 2024;
16(1):51-63. (In Russ.). DOI: https://doi.org/10.17650/2219-4614-2024-16-1-51-63

BeepeHue

DD HEKTUBHOCTh SKOHOMHBIX XMPYPri4ecKNX BMeIla-
TEJIBCTB Y TAIIMEHTOB C JOOPOKAYECTBEHHBIMM, TIOTPAHIY -
HBIMU ¥ 3JI0KAYeCTBEHHBIMU TMOPAKEHUSIMU KOCTEH SIBIISI-
€TCSl aKTyaJlbHOM TEMOM, MOCKOJIbKY TaKW€ OIlepalvdn
ITOIPa3yMeBalOT MEHBIIIME TPABMAaTHYHOCTD M 00BEM OIlepa-
TUBHOTO ITIOCOOMS TIpU OOJbIIEil (DU3MOJIOTUYHOCTH.
Ilo crereHn paguKaaIbHOCTU M, COOTBETCTBEHHO, O€3pelin-
JMBHOCTHA OHU COTIOCTABUMBI ¢ 00JIe€ TpaBMAaTUIHBIMM OITe-
panmsIMi, TAKUMU Kak cerMeHTapHble pesekimn (CP) koctu
Ha IIPOTSCKEHUH € Pa3TMIHBIMU BApUAHTAMU PEKOHCTPYKITHIA
(apTponesupoBaHue, SHIOIIPOTE3NPOBAHIE, ayTO-, AJIIOIUIA-
CTHKa KOCTHBIMU (pparMeHTaMU U T.1.) ¥ aMITyTaIlusL.

K gmciy Takux S5KOHOMHBIX BMEIIATEILCTB OTHOCHUT-
csl BHYTPUKOCTHas1/BHyTprodaroBas pesexkums (BP). Cyrp
METO/1a 3aKJIF0YaeTCsl B MPOBEACHUN BhICKAOIMBaHUS (KIO-
peTaxa/9KCKOXJIealliy) HOBOOOPa30BaHUSI KOCTU depe3
copMUPOBaHHOE TPEITAHALIMOHHOE OKHO B KOPTHKAJIb-
HOM CJIO€ KOCTH C YIaJICHUEM MaTOJIOTMIeCKIX KOCTHBIX
TpabeKyJsl, HallpUMep, ¢ TIOMOIIbIO BBICOKOCKOPOCTHBIX
00pOB M KOCTHBIX (pe3. IIpu 3TOM JaHHBII cIToco0 1o-
3BOJISICT IMIPUMEHSTH (PU3MUIECKIE M XUMUISCKIE areHTHI
(amBpIOBAHTHI) C 1IENIBIO PACIIUPEHUS XUPYPTUIECKOTO Kpast
PEe3EeKIINH.
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I uccirenoBannsa — IMPOaHAIN3UPOBATH PE3YJIBTAThI
MPOBEAEHHbIX HaMW BMeEIIATeJbCTB B 00beme BP
y HALMEHTOB C PAa3JIMIHBIMU T10 XapaKTepy HOBOOOPa30-
BaHUSIMM KOCTE C IIPUMEHEHNEM aIblOBAHTOB M OCTEO-
CHHTe3a (HAKOCTHOTO ¥ MHTPaMeIy/UISIPHOTO) M 06e3 HUX
IMOCPEICTBOM OIICHKM CTEIICHU PagvKaJbHOCTU MeToda
1 (PYHKIIMOHAJIBHOTO CTaTyca OOJBHBIX HA JOCTUTHYTHIX
CpoKax HaOJIIoAeHUSI.

Marepuansbi u metopbl

B nepuion ¢ 2015 o 2023 . Ha 6a3e oTaeaeHUS XUPYP-
rMYECKMUX METOIOB JIEYCHUS] U IIPOTUBOOIIYXOJIEBOI Jie-
KapCTBEHHOM TEpAIlMU ONyXOJIel KOCTeM MITKMX TKaHel
1 KO Poccuiickoro Hay4Horo LieHTpa PeHTIeHOPaauo-
noruu 44 nauuenrtam (30 (68,2 %) xeniuuH u 14 (31,8 %)
MY>K4YMH) BBIIOJHEHBI 45 XUPYypru4ecKux BMeILaTeIbCTB
B 00beMe BP. Cpennmii Bo3pact 0oimbHBIX cocTaBui 43,3 rona
(ot 21 mo 75 net). Jlo6poKadecTBeHHAS OITYXOJIb TUAarHO-
crupoBaHa y 33 (75 %) nauueHToB, 3HXoHApoMa (DX) —
y 19 (43 %), dubposHas nucriasus — y 4 (9 %), conurap-
Hasi KocTHast kucta —y 3 (7 %), aneBpu3MaTryecKast KocT-
Has kucta —y 3 (7 %), xoHapoMukcouaHas pudpoma — y
2 (5 %), ocreonmHast ocreoma —y 1 (2 %), moOpoKadeCTBEH-
Hag ¢ubpo3Has ructuonuToMa — y 1 (2 %).
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Y 6 (14 %) GOBbHBIX OTMEYATIOCh HOBOOOPA30BaHUE, UMEIO-
1Iee TIOrPaHUIHBIN TOTEHITNAJ 3/I0KAYeCTBEHHOCTH (THTaH-
TokeTouHas omnyxonb (I'KO) koctn), y 4 (9 %) — metacra-
TUYECKOoe IopaxeHue Kocteid, y 1 (2 %) — LeHTpalbHas
xonapocapkoma (LIXC) G,. B rpymrie MeTacTaTu4ecKoro
MOpaXXeHMsI KOCTei 2 MaluMeHTa MMeIM MeTacTa3bl paka
jerkoro, 1 — paka moyku, 1 — IIUTOBUIHOM KeJIE3bl.
I1pu 3TOM pa3BUTHE JTOKAILHOIO peuuauBa y 1 60abHOM
C METacTa30M paKa MOYKH MOTPeOoBaIo IIPOBEACHHS I10-
BTOPHOI OoIlepallui B CPOK 23 MecC Iocje MepBUUYHOTO
BMelaTeabcTBa. Y 3 mauueHToB (Y 2 — ¢ OX MSICTHBIX
kocreit, y 1 — ¢ BX ¢anmanru manplia) 10 omnepanuu
OTMEYaIOCh HaJIMYKMe MaTOJIOrMYECKOro IepeioMa B 30He
MOPaXEHMUSI.

Y 23 (52 %) nauMeHTOB OMyXoJib JJOKaI1u30Balach
B KOCTSIX HUXKHeH, y 18 (41 %) — B KOCTSIX BepXHEi KOHeU-
HoctH, y 2 (5 %) — B KOCTsIX Ta3a (IIOAB3AOLIHOM U JIOH-
Hoi1), y 1 (2 %) — B xpecToBOM N03BOHKE (S,). Pacrpe-
JeJieHUEe MALMEHTOB B 3aBUCMMOCTH OT JIOKAJIM3alUu
MMOPaKEHMS ¥ CPETHUX OOBEMOB 0YaroB ITOPaKEHMS TIPeI-
CTaBJIEHO B Tab1. 1.

B 27 (60 %) cnydasix MpUMEHSJIM aabIOBAHTBHI:
B 25 (55 %) ciny4asix — KproabJaluio XUIKUM a30TOM
C TTOMOIIIBIO KOHTAKTHOTO arnmapara «KpuonHeii», Kotopast
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y 4 (9 %) nanueHTOB ObLIa JOIOJHEHA AprOHOILIA3MEHHOM
koarynsuueit, B 1 (2 %) — mnepekucb BOAOPOIA,
B 1 (2 %) — artaHon. U36paHHBIM PeXMMOM IIPU UCIIOJIb-
30BaHMM KpMoaodaluy cTajao 3—4-MUHYTHOE BO3IEICTBUE
2—3 ¢pakumsamMu (Ipd NPOBEACHUM BMeEIIATEIbCTBA
Ha IJIMHHBIX KOCTSIX) U 1 dpaxkmueit (Ipu mpoBeIeHUN
BMeILIATEIbCTBA Ha KOPOTKUX KOCTSIX).

B xoze 24 (53 %) onepauuii mojocthb mmocie BP ¢ pe-
KOHCTPYKTHMBHO-ILIACTUYECKOM 1IeJIbI0 ObLIa 3alojHeHa
JIMODUIN3UPOBAHHO TPYIHOM KOCThIO, 5 (11 %) — ayTo-
TpaHCIUIAaHTAaTOM B BUjie (pparMeHTOB I'peOHSI COOCTBEHHOI
ronB3ao1Hoi Koctu, 10 (22 %) (y 9 mauueHToB) — Ijia-
CTUYECKMM MaTepuaioM (Y 5 MalueHTOB — MOJIUMETHI-
MetakpuiatoM (IIMMA), y 4 — oCTCOMHTETpaTUBHBIM
MarepuaioM «Pekoct»). Eme 6 (13 %) xupyprudeckux
BMeEILIATEILCTB ObUIM TOIOJHEHBI IIPUMEHEHNEM KCEHO-
miactTudeckoro Marepuana «Cumopud» (IpUpOIHBIA
KOCTHO3aMeIIaoIMi MaTepuall, IpeICTaBICHHBIN rpa-
HyJIaMU CKeJIeTa HaTypajlbHOTO KOpasuia).

OcreocrHTE30M OBUIH TOTIONHEHB! 16 (36 %) BMelna-
TEJIbCTB I10 ITIOBOIY HOBOOOPA30BaHUI IJIMHHBIX KOCTEI,
HECYIIIMX OCEeBYIO HAarpy3Ky (TaKux Kak OenpeHHast, 00JIb-
1ebeploBas 1 IieyeBast KOCTH), U3 KOTOphIX B 14 (32 %)
cilydasiX IIPUMEHSUIM HaKOCTHbIH, B 3 (7 %) — uHTpame-

Ta6nm|,a 1. Pacnpede/ve/-/ue nayueHmos g 3agucumocmu om Jiokasau3ayuu namoJsioeu4yecKkozo npoyecca u cpeaHux 06bemMo8 04a208 nopaxeHus

Table 1. Patient distribution per pathological process location and mean lesion volume

Jlokam3anus

HuxHsas1 KOHEYHOCTD:
Lower limb:
OenpeHHast KOCTh
femur
0oJbIIEOEPIIOBAsT KOCTh
tibia
Mayio0eploBasi KOCTh
fibula

BepxHsisi KOHEYHOCTD:
Upper limb:
IieyeBast KOCTh
humerus
JIyyeBasi KOCTh
radius
dayaHTH MajableB
phalanges
MSICTHBIE KOCTH
metacarpals

Koctu Ttaza
Pelvic bones

KpecTiioBbiit mo3BoHoK (S1)
Sacral vertebra (S1)

*C/lyllall C namonocu4ecKum nepesomom.
*Cases with pathological fracture.

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

O0beM 0uara nopazkeHus

Yucio naumeHTos, n 3
(cpenHee 3HaYeHHE), CM

16 2-31(12,9)

6 5-20 (12,5)

1 17

7 4—46 (18,6)

2 11—18 (14,5)
5(4+1%) 2—4(2,6)
42+ 2% 2-6(3,5)

2 24-50 (37)

1 23
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Tabnuua 2. PacnpedeneHue nayueHmos 8 3a8LUCUMOCIU OM JIOKAAU3auUU onyxonu u suda ocmeocunmesa (0C), n

Table 2. Patient distribution per tumor location and osteosynthesis (0S) type, n

Jlokamm3anus Be3 OC
Benpennast koctb
Femur 6(5+1%
bonbiedepiioBast KOCTh 4
Tibia
[1neyeBas KocThb 2(1+ 1%
Humerus
Bcero
Total 12(2%

Haxkoctabiii OC HMurpamenymnapubiii OC
8 2
1 1
5 0
14 3

*Cﬂy‘tau C COCMOABUUMCA nepeaomom e omoaneHHoOM nocaeonepayUOHHOM nepuode.

*Cases with fractures in the late postoperative period.

IYJUISIPHBIN ocTeocuHTe3 (Y 2 IMallMEHTOB — ¢ MeTacTa3aMU
paka JeTkoro, y 1 — ¢ MeTacrazaMu paka modku). Pacmpe-
JIeJIeHNUE MTAIIUEHTOB B 3aBUCUMOCTH OT JIOKAIM3ALIMH OITy-
XOJI ¥ BUAA OCTCOCHHTE3a IIPEACTABICHO B Ta0. 2.

Y Bcex maIeHToB, KOTOPBIM BBITIOJIHEHO XUPYPTAYe-
CKO€ BMEIIIaTeILCTBAM Ha KOCTSIX, COCTaBJISTIOIINX KOJICH-
HBII CycTaB, B ITOCJICONEpallMOHHOM Itepuomae (mo 1 mec
ITOCJIe OIepalliy) IIPY BepTUKAIM3ALMHI U TIePeIBIDKEHIN
MIPUMEHSUICH CIIEINaT3UPOBaHHBIC OPTE3bl U CPEACTBA
JTOTIOJTHUTEIBHOM OITOPBHI (C LIETbIO CHIDKEHISI Harpy3K1 Ha
00J1aCcTh BMEIIATEIBCTBA) C IOCICAYIOIINM OTKa30M OT HUX.
IIpu omepainsix Ha KOPOTKUX KOCTSIX, a TAKXKe KOCTSIX, HE
HeCyIIMX 3HAYMTEJIBHOM 0CeBOi1 Harpy3Ku (MajiodepiioBasi,
JIy4eBasi KOCTH, KOCTH (pajlaHT U TISICTH ), ITIPOBOIMJIACH THTI-
COBast UMMOOWJIM3ALIMST MJIM UMMOOWIM3ALIMS C TIOMOILbIO
CIIeINaTU3UPOBAHHBIX OPTE30B 1 TYTOPOB, TAKXKE C IO-
CTeNIeHHBIM OTKa30M OT HUX B CpoK 10 1—1,5 mec mocie
BMEIIaTEe/IbCTBA.

OyHKIIMOHATBHBIN CTAaTyC Ha TOCTUTHYTHIX CPOKax
HabJoAeHUs onpeaeisiy no mkaiaaM Musculoskeletal
Tumor Society Score (MSTS) u BocTtouHoit KoorepaTu-
Holi oHKojorudeckoit rpymnbl (Eastern Cooperative
Oncology Group, ECOG), a oreHKa JIOKaJTbHOTO KOHT-
poutst (6e3pelIMAMBHOCTH) OCYIIIECTBIISIACh IMyTeM JUHA-
MHYECKOTO HaOJIIOIeHUS C IIPOBEACHUEM PEHTICHOIpa-
¢rIeCcKOro NCCIen0BaHusI, KOMITBIOTEPHOI TOMOTpahun
(KT) u mo3utponHoii amMuccuoHHoi KT, coBMeleHHOM
¢ peatreHoBckoi KT (1mo mokazaHUsIM).

BceM marmmeHTaM rpyImbl METaCTaTUISCKOTO TTOpaske-
HMSI CKeJIeTa Ha3HAuUeHO CITeIIaIbHOE JICYCHHE KaK 10, TaK
U TOCJIe BBITOJIHEHMSI BMellaTeabcTBa. Bece 6 GONBHBIX
¢ I'KO nonyyanu Teparnuio MTHTHOUTOPOM KOCTHOI pe3op0-
mu (IeHocyma0), mprdeM 3 U3 HUX He TOJIBKO B HEOAIb-
oBaHTHOM (0T 10 10 25 BBEICHMIT), HO M B aIbIOBAHTHOM
(ot 3 no 10 BBeneHMIA) pesKMaX.

CpenHuii cpok HaOmogeHUsT cocTaBMI 39,8 Mec
(ot 2 1o 97 mec). [Ton HabmoaeHreM B cpok oT 2 1o 12 mec

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

HaxXomWINCh 12 mammeHToB, oT 13 mo 23 Mec — 5, oT 24 Mec
n 6onee — 27. MakCUMaJIbHBII CPOK HAOJTIONEHUS COCTa-
B 97 Mec (y 1 60IbHOI C aHEBPU3MATUUECKOM KOCTHOM
KUCTOH S,). BbIObLIM U3-110/1 HAGIOAEHNS B CPOKH OT 5
Io 67 Mec 1o MpUYMHE cMepTd 3 mamueHTa, 1 u3 Ko-
TOPBIX — C ME€TacTa3aMU alcHOKAPLIMHOMBI JIEFTKOI'O B KO-
CTU 110 IIPUYMHE IIPOTPECCUPOBAHMSI OCHOBHOIO 3a00J1e-
BaHUs.

Pe3synbrathl

[To maHHBIM TMHAMUYECKOTO KOHTPOJISI PEIIUINB KOH-
cratupoBaH Yy 2 (5 %) GonbHbIX. ¥ 1 MaLIMEHTKU C MeTa-
CTa30M pakKa MOYKHA B KOCTH OH OTUATHOCTHPOBAH 4epe3
23 Mec TocJie orepanyi, YTo MoTpedoBaIO MPOBEIEHMS T10-
BTOPHOTI'O XMPYPIHUYECKOTO BMEIIIATEIHCTBA, HO HE IIPUBEIIO
K CHVDKEHUIO TOCTUTHYTHIX (DYyHKITMOHATBHBIX PE3YJIBTATOB,
COXPAHUBILMXCSI BIUIOTH 10 €€ BIOBITHUSI M3-TI0M, HAOIIOACHUSI
Ha cpoke 43 Mec (ITo IPUYMHE CMEPTH OT CEPACYHO-COCYIMC-
Tol raTosiornu). Einie 1 pelayB qpiarHocTUpoBaH y O0JTbHOM
¢ I'KO BropoIi IIICTHOM KOCTH 4epe3 6 Mec ITocjie BMella-
TEJILCTBA. DTO IPUBEJIO K BHITIOTHEHHIO aMITYTAIIH 10 MECTY
JKUTEJIBCTBA Ha CPOKE HaOMoneHs 28 Mec 0e3 COTIacoBaHUS
¢ HalmMu crietyanuctaMu. Y 42 (95 %) naluueHToB Ieproz
HaOII0IeHUS OKa3ajicsl Oe3peliMANBHbBIM.

OCIIOXXHEHMS B TIOCJICONEPALIMOHHOM TEPHUOIE OT-
MedeHbl y 5 (11 %) 6onbHbIX, u3 HUX paHHue —y 3 (7 %).
VY 1 nmaumeHTa ¢ paHHUMM HeXXeIaTeIbHBIMU SIBJICHUSIMU
BO3HMKJIO MH(UIIMPOBAHKE ITOCICOIIePAIMOHHOI paHHI,
ITOBJIEKIIIee 32 CO0O0 yBeIMUSHHE CPOKA FOCTIUTAIN3ALINHI
IIJIST €70 KYIIMPOBAHMS;, Y | — KOMIIPECCUOHHBII KOPEII-
KOBBI CMHIPOM, BBI3BAaHHBIN JaBJICHHEM KCEHOTpaHC-
IUIaHTaTa, 9YTO MOTPeOOBAIO TIPOBEICHUS PEBU3MOHHOTO
BMeIIIATeIbCTBA C KYITMPOBAHMEM OCJIOXKHEHMS, y 1 — TpoM-
003 r1y0OKUX BeH, MPUBEIIINI K MMIUIAHTALIMU KaBa-
uIBTpa ¥ KOPPEKIINU AaHTUKOATYJISTHTHOI TepaITiH.

B ormaneHHOM TIOCiieomepallMOHHOM IIepUOIE
y 2 (17 %) u3 12 60obHBIX, KOTOPBIM IIpoBeneHa BP minHHbBIX
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KOCTeU KOHEYHOCTel 6e3 HAKOCTHOIO OCTeOCUHTEe3a, IPO-
M3OIILIY TIePeJIOMBI B 30HE BMEIIATE/IbCTBA. Y | TMalmeHTa
¢ DX benpeHHoi1 Koctu (T1ocae BP ¢ mactukoit marepu-
anmoM «Cunmopucdom») Ha 4-M Mecslle HAOIIOICHUS Ha
¢oHe U30BITOYHBIX (PM3MIECKUX HATPY30K BO3ZHHK IIepe-
JIOM IMCTAJILHOTO OT/ea JIEBOU OeIpeHHOM KOCTU B 30HE
omnepanuu. OCIOXHEHNE KyITUPOBAaHO MHTPAMEIyJLISIP-
HBIM OCTEOCHHTE30M, YTO ITO3BOJIMIIO TOCTUIh OTJIMIHOTO
(yHkuMoHanpHOro craryca (mo mxaie MSTS — 100 %,
mo ECOG — 0 6a/u1oB), COXpaHSIOMIETOCST Ha TeKYIIeM
cpoke HabmoneHus (95 Mec). ¥ 1 marueHTKH ¢ Grudpo3HOi
IUCIUIa3Kieli Ha cpoke HabmoaeHus 2 Mec rtociie BP mpo-
M30LIEIT IEPEJIOM XUPYPIrAYeCKOM IIEMKN IUIEYEBOM KOCTH.
KoncepBaTtrBHas TAKTHKA 10 MECTY XKUTEIBCTBA 0Ka3aJIach
Hea(pGeKTUBHOM. DTO MPUBEIO K IOTEpE IBMKECHUMA
B IUICYEBOM CyCTaBe M 3HAYUTEIILHOMY CHIKCHUIO (DYHK-
LMOHAIBHOTO craTyca (1o mkame MSTS — 33%).

OyHKIMOHATBLHBINA CTAaTyC MTAIIMEHTOB 0€3 peIanBa,
olLleHeHHBIN 1o mKane MSTS, Ha JOCTUTHYTHIX CpoKax
HaOIOACHMST OKAa3ajiCs OTIIMIHBIM (CPEeIHSIST OLICHKA —
96,7 %) u xopoium (77 % —y 1 MalLIMEHTKU C METACTa30M
paka ITOYKH B KOCTU M Pa3BUBIINMCS peauanBoM). O1ieH-
ka 1o mKajie ECOG Takke IIpoaeMOHCTPUPOBaja BBICO-
KU1 QyHKIIMOHAIbHEIN nToTeHual BP (ee cpenHee 3Ha-
yeHue coctaBwmio 0,3 6anma).

[py TMHAMITYECKOM JIOKAJIBHOM KOHTPOJIC Y BCEX TTalli-
€HTOB OTMEUCHBI aICKBATHOE 3aIIOTHEHIE O4Yara M HapacTaHKe

CAPKOMBI KOCTEM |

OCTEOMHTETPATUBHBIX ITPOIIECCOB (KPOME TAIIEHTOB C OCTE0-
mactrkoit [IMMA 1 Matepuanom «PekocTom», 11T KOTOPBIX
Takasl OlleHKa HempuMmeHuMa). [Ipu 3ToMm y 3 GOJBHBIX
C TIATOJIOTUYECKUM ITEPETIOMOM K CPEIHEMY CPOKY HaOJIIoe -
HuA 1,5 Mec o JTaHHBIM peHTreHorpachuy KOHCTATUPOBaHA
KOHCOJIMAAIMS TIepesioMa, YTO KIMHUYECKU BBIPAXKAIOCh
B IIOJTHOM BOCCTaHOBJICHNH (DYHKITU.

CpenHue CpoOKU OCTEOMHTETpalliid OKa3aJKCh pas-
JINYHBIMU Y 3aBUCEIN KaK OT MCIOJIH30BAHHOIO PEKOH-
CTPYKTHMBHOTO MaTepHaia, TaK U OT JIOKAJIU3AIIUH OITyX0-
o (Tabm. 3).

CornacHoO pe3y/IbraTaM aHaJIn3a JyJIIne OCTCOMHTE-
IpaTUBHBIC CBOMCTBA B KAYECTBE PEKOHCTPYKTUBHOTO Ma-
Tepuaia npogeMoHcTpupoai «Criopud». OqHaKo Ync-
JIO TTAIIMeHTOB, YIOBJICTBOPSIOIINX YCIOBUSIM BHIOOPKU
(TIprMeHeHNe PEKOHCTPYKTUBHOTIO MaTepuaia, IIO3BOJIS -
IOIIIEeTO OLICHUTH ITPOIIECC OCTCOMHTErPAIIMN — TPYITHOM
aJJIOKOCTU, ayTOKOCTU Miau Mmatepuana «Cunopud»)
U JOCTUTIIMX HEOOXOAMMOro cpoka HabuoaeHus s
OKOHYATEIbHBIX BEIBOIOB, HEIOCTATOYHO.

Y 7 13 16 GOIBHBIX IIPY CPEIHEM CPOKE HAOIOAEHUS
21,7 mec (ot 10 mo 42 Mec) BBIITOJHEHO yIaJeHUE MeTal-
JIOKOHCTPYKIIMI B CBSI3U C IOJHOW OCTEOMHTETPALIACHA.
Cpoxku HaOmoAeHNS TTpeACcTaBlIeHb B Ta0. 4. OcTaabHbIe
9 MalMEeHTOB JIM00 He TOCTUTIIN TOCTOBEPHBIX IIPU3HAKOB
OCTCOMHTETPAIIUM, TNOO OTKA3AIMCh OT IIOBTOPHOTO BME-
IIaTeIbCTBA, HECMOTPS Ha PEKOMEHIAIINH.

Ta6bnuua 3. C[JOKU oCmeouHmezpayuu 8 3agucumocmu om JIOKaausayuu onyxoju U UcnoJib308aHHbIX PEKOHCMPYKMUBHbIX Mamepuasios

Table 3. Duration of osteointegration depending on tumor location and used reconstructive materials

Jlokamm3anusa

Benpennas koctb (n = 7)
Femur (n =2)

BonbiedepiioBast KocTb (7 = 2)
Tibia (n = 2)

PekoHCTPYKTHBHBIN MaTepuat

CpenHuii CPOK 0CTEOMHTErpaNH, MeC

AJJIOKOCTD 11.2
Allotransplant ’

AyTOKOCTh 11.0
Autotransplant ’

Marepuan «Cunopud» 70

“Silorif” material

AJII0KOCTh 10,0

ITinegeBas KocTh (n = 6)
Humerus (n = 6)

Allotransplant

Marepuan «Cunopud» 3.0
Allobone ’
JlyyeBas kocthb (n = 2) AJIOKOCTh 75

Radius (n = 2)

Allotransplant

AJI0KOCTh 4,0

Kocrtu xuctu (n = 6)
Hand bones (n = 6)

Allotransplant

AyTOKOCTh 3.5

Autotransplant

Ilpumeuanue. [Ipedcmasnenv danHble nayueHmMos, y0061emMeoPAUUX YCAOBUIM OUEHKU NOKaA3amens u 0ocmueuiux Heo0xXo0umbix 0ns

KoHCmamauyuu pakma ocmeourmezpayuu peKoHCmMpyKmueHo20 Mamepuaia cpoKkos Habardenus.
Note. Data from patients satisfying the conditions of characteristic evaluation and with follow-up periods necessary for assertion of reconstructive material

osseoin f(’gl'llff()l? are presen ted.

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK
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Tabnuua 4. PacnpedesnieHue nayueHmos no cpoKam yoaneHus MemaanoKoHCmpyKyud

Table 4. Distribution of patients according to the timing of removal of metal structures

Jlokamazamus

Bbenpennas koctb (n = 4)
Femur (n = 4)

IIneueBas kocTh (1 = 3)
Humerus (n = 3)

IIpuBeneM HECKOJBKO KIMHUYECKUX HAOTIOJECHUI,
OTpakaloIINX pe3yJIETaThl TPOBEICHHOTO JICUeHMUSI.

Knunuueckoe HabnopeHue 1

Ilayuenmra M., 48 arem, obpamunacs 6 NOAUKAUHUKY
Poccuiickoeo HayuHo20 ueHmpa peHmeeHopaouosoeuu no no-
800y nepuoduyeckoeo 0601eoeo cundpoma (2—3 barna

Puc. 1. PenmeeHozpaguyeckas KapmuHa HOBOOOPA308aHUS 1eBoll
nneqesoli Kocmu nayueHmxu M.

Fig. 1. X-ray of the left humerus of female patient M.

10—15 mec 21-25 mec 42 mec
2 2 0
1 1 1

no euszyanvHo-anano2oeoil wikane, BAIIl) 6 o6aacmu aesoeo
naeuegoeo cycmasa. llpu obcredosanuu 6 npoKCUMAALHOM
omaesne 1e60ii Nieuesoll KOCMU 8bls8AeHO HOB000OPA308aHUE
pazmepamu 00 63 % 35 x 40 mm (puc. 1). Knunuxo-penmee-
Hosno0eu4ecKu ycmarosaeHr duaeHos «9X memaouagpuzaproii
30HbL 1€6011 NAeHEBOIll KOCHU» .

1100 kormponem nekmpoHHO-0nMuUYecK02o npeodpaso8a-
mens 22.10.2019 gvinoanenst BP ¢ kpuoabaayueii (mpems gpak-
YUSMU NO 3 MUH), GAA0NAACIUKA AUODUAUZUPOBAHHOL IMPYNHOU
KOCMbi0 U HAKOCIHbIM 0CIMeocuHme3om (puc. 2).

1o dannbim KoHmMPOABHOLL permeeHoepaghuu peKoHCmpyK -
yus adexeamua (puc. 3). Mopghonroeuueckoe uccaedosanue
ONepayUoHH020 Mamepuaia noomeepouo duaeHo3 HX.

B nocaeonepayuonHom nepuode npoeoouaucs peadbusuma-
YUOHHbLle Meponpusimus U Ae4ebHas Qu3Ky1bmypa @ aekeam-
HbIX 00BeMax, 4mo no3604UN0 K KOHYY 2-20 Mecaua Hatnooe-
Hus docmuenyms 100 % DYHKUUOHAABHBIX pe3yabmamos.
Yepes 9 mec nocae onepayuu npu KOHMPOALHOM 00C1€008aHUU
OmMeyeHbl NPU3HAKU 0CMeouHmezpayiu peKOHCMPYKmMUGHO-
20 mamepuana. llayuenmke pexomendogano yoaneHnue Ha-
KocmHoi naacmunsl. Oonako 6 cesizu ¢ nandemueit COVID-19
MemannoKoHCmpyKyus yoasena auuis yepes 23 mec (puc. 4).
B Hacmosuwuit Mmomenm cpok Habarodenus cocmaensiem 45 mec,
@yukyuoHanvhwlit cmamyc no wikare MSTS cocmasun 100 %,
bo0nbHas KHeanob He npedsseasem.

Puc. 2. Imanei onepayuu nayueHmku M.: a — KOCmHOM0320800 KaHAN nocie BHYmMpuKocmHol pesekyuu; 6 — npoyedypa kpuoabaayuu; 8 — 8ud
YCMaHoB8AeHHOU HAKOCMHOU NAacmuHsl
Fig. 2. Surgical stages during operation on female patient M.: a — medullary canal after intraosseous resection; 6 — cryoablation procedure;
8 —installled extramedullary plate

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin
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Puc. 3. llocneonepayuotHbie KOHMpOJIbHbIE peHmeeHozpammel Nesoll naeqesold Kocmu
nayueHmxu M.: a — c omsedeHHoOl KOHeYHOCMbI0; 6 — C NPUBEAEHHOL KOHeYHOCMbIO

Fig. 3. Postoperative control X-rays of the left humerus of female patient M.: a — with

abducted limb; 6 — with adducted limb

Knunuueckoe HabniopeHune 2

Ilayuenmra Y., 30 1em, o6pamunacs 6 noaukauruxy Poc-
CUTICK020 HAYMHO20 UEHMPA PEHMeeHOPAOUOA0UU C HCAr00amu
Ha nepuoduyeckue 601U 6 obnacmu OUCMANbHO20 0MOeAa 1e60-
20 bedpa (4 6anna no BAIII). Ilo dannvim KT u pernmeenoepaguu
BbISBNCHO UHMPAMEOYAIAPHOE HOBOOOPA308aHUE OUCMANBHOR0
omaena negoli bedpernoii kocmu — DX (puc. 5, a).

Tloo konmponem 31eKMpoHHO-ONMUHECK020 NPeoOpPa306a-
meas 10.12.2019 gbinoanena BP Hoéoobpazosanus c kpuoabna-
yueii (mpems gpaxyusmu no 3 MuH), ari0nIacmuKoll Auogu-
AUBUPOBAHHOU MPYNHOU KOCIbIO U HAKOCHHbIM OCIEOCUHME30M.
Tlo dannbiM KOHMPOALHOT peHmeeHOepaguUu PEeKOHCIMPYKUUS
adexeamHa (puc. 5, 6, 8). [ucmonoeuueckoe 3axnoverue: IX.

Puc. 4. KoHmponsHas peHmaeHozpamma ne-
Bol nne4esoll Kocmu nayueHmku M. nocne
yoaneHus HaKocmHol naacmuHs!

Fig. 4. Control X-ray of the left humerus of female
patient M. after extramedullary plate removal

B nocaeonepauuonnom nepuode npoeoousucs peabuiu-
MAyUoOHHble MepOnpUsmMUs, Ha npomsxceHuu 1 mec cobaro-
danace urcayus KoAeHHO20 CYCmasa é opmese, 8 meveHue
2 Hed — nepedeudiceHue npu nomousu Kocmoinei. K konyy
2-20 mecaua Habmodenus docmuerymot 100 % gyrryuonans-
Hble pe3yabmamoi.

Ilpu penmeenoepagpuueckom uccaedosanuu yepes § mec
nocae onepayuu KOHCMAamuposanvl NPU3HAKU OCMeouHme-
epauuu peKoHcmpyKkmusHozo mamepuaaa (puc. 6, a). Ha
cpoke HabawldeHus 15 mec ydasena HaKOCMHAS NAACMUHA
(puc. 6, 6). Cpok Habawderus cocmasun 33 mec, pyHKyUO-
HanvHolil cmamyc no wikare MSTS — omauunslit; 60abHas
Hcanob He npedsseasiem.

Puc. 5. Cepus peHmeeHozpamm nesoli 6edpeHHoOl Kocmu nayueHmku Y.: a — peHmee-
Hozpaguyeckas KapmuHa HOBOOBPA308AHUSA; 6, 8 — NOCCONEPAYUOHHAS KOHMPOb-
Has peHmeeHozpagus
Fig. 5. X-ray series of the left femur of female patient U.: a — X-ray of the lesion;
6, 8 — postoperative control X-rays

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

Puc. 6. PenmeeHozpammsl nesoli 6edpeHHol Kocmu
nayueHmku Y.: a — Ha cpoke HabnwdeHus 8 mec; 6 — no-
c/1e yoaneHus HaAKOCMHOU NAacmuHbl

Fig. 6. X-rays of the left femur of female patient U.:
a - at 8-month follow-up; 6 - after removal of the extra-
medullary plate
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KnuHuyeckoe Ha6J1IOAEHMe 3

Ilayuenmxa M., 21 200, obpamusace 6 NOAUKAUHUKY
Poccuiickoeo HayuHoeo yeHmpa peHmeeHopaduoa0UU ¢ Hca-
A100amu Ha 6oau 8 00AaCIU NPABO2O AYHE3ANICMHO20 CYCma-
8a (5 6aanoe no BAII). /luaenocmuposana I'KO ducmans-
H020 Memasnuguza ay4eeoll KOCmu ¢ 3KCMpPaoccatbHbiM
Komnonenmom (puc. 7, a).

Cmapma 2017 2. no gpespans 2019 2. npogedero Heoads-
oeanmuoe nevenue ¢ obseme 24 seedenuil derocymaba
(8 doze 120 me, 1 pa3z e 28 dueit). Ilo danHbim duramu4ecko-
20 KOHMPOAS HA OHe Mmepanuy Omme4aucs Hapacmanue
cKaepomuteckux usmenenuil (puc. 7, 6, 8) u CHusceHue uH-
mencusHocmu 601e6020 cundpoma 0o 3 6ai106 no BAIII.

Buympukocmuas pesekyus ¢ Kpuoabaauueii (08yms
@paxyuamu no 3 MuH) U aA10NAACMUKOU AUODUAUIUPOBAH -

CAPKOMBI KOCTEWM |

Hoil mpynHoil kocmbio (kpouikoil) évinoanena 05.03.20109.
Tucmonoeuueckoe 3axnouenue: KO reue6rnoco namomopgho-
3a IV cmenenu. Ilo 0auHbIM NOCACONEPAUUOHHO0 KOHMPOAS
OMMe4eHO a0eKeamuoe 3anoAHeHue HOA0CMU AA10NAACIU-
yeckum mamepuaiom (puc. 8, a).

Ha npomsaxcenuu 1,5 mec nocaeonepayuonto2o nepuoda
AYME3ansICIMHbIIL CYemas QUKCUPOBAIcs 8 opmese, NPpagasi 6epx-
H5151 KOHEYHOCIb — 8 KOCbIHOMHOU noésske. B nocaedyrowem npo-
600unu peabunrumauuoHHsle meponpusmus. K 3 mec nabarodenus
docmuerymor 100 % gyHryuonaivHbie pe3yavmamoi, 601e60i
CUHOPOM KYnuposan. JlanHble KOHMPOAbHbIX 00CAe008aHUIL HA-
21510HO NPOOEMOHCMPUPOBANU 8 OUHAMUKE NPOYECC OCeoUuHme-
2payuu peKoHCmpyKkmueHoeo mamepuana (cm. puc. 8). Cpok Ha-
onrodenus cocmasun 51 mec; 6oavHas xcanob He npedesensiem,
@yHkyuoHanvHolii cmamyc no wikane MSTS — omauunblil.

Puc. 7. JuHamuyeckas cepus peHmaeHo2pamm U KOMNbIOMepHbIX MOMOZPamMm Npagozo Jy4e3ansacmHo2o Cycmasa nayuesmxu M.: a — kapmuHa
H08006pa308aHus 00 NeyeHus; 6 — KOHMPOJbHOe 06ce00B8aHUE NoC/e 7 Kypcos OeHocyMaba; 8 — KOHMPOJIbHOE 06cnedosaHue nocie 24 Kypcos

OeHocymaba

Fig. 7. Dymaic X-ray and computed tomography series of the right radiocarpal joint of female patient M.: a - lesion prior to treatment; 6 — control
examination after 7 courses of denosumab; 8 — control examination after 24 courses of denosumab

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin
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Puc. 8. [JuHamuyeckas cepus KOHMPObHbIX UccnedosaHull (peHmeeHo2pamm U KOMNbIOMeEPHbIX Momo2pamm) nayueHmku M.: a — Ha 2-e cym-
Ku nocnie onepayuu; 6 — Yepes 6 Mec noc/ie onepayuu; 8 — Yepe3 15 mec nociie onepayuu; e — yepes 22 Mec nocsie onepayuu
Fig. 8. Dynamic series of control examinations (X-rays and computed tomography) of female patient M.: a - at day 2 after surgery; 6 — 6 months

after surgery; 8 — 15 months after surgery; 2 — 22 months after surgery

06cyxaeHune

AHanu3 TUTepaTyphl IO 3TOM TeMe IToKa3aJjl, YTo 00J1b-
111as1 YacTh MCCIEA0BaHUI MOCBsIlIeHa MpuMeHeHuo BP
npu XoHAporeHHbIX onyxonax (DX u LIUXC G)), koTopbie
YaCTO CTAHOBSITCS CTyJaliHBIMM HaXOIKAMM WJIH, KaK IIpa-
BWJIO, BBISIBJISIIOTCSI IIPY TOCTVKCHUH TTPOTSDKEHHOTO OITY-
XO0JIEBOTO MOPAXEHUSI, COMPOBOXIAIOIIETOoCcs 00JEBbIM
CHHAPOMOM.

IMonsaTue «aHXOHIpoMa» BBed B 1838 . HeMeUKMii
¢usuonor u anarom J.P. Miiller. OH Ha3bIBaJ 3HXOHIPO-
MO TeTepOreHHYIO XOHAPOMY, 00pa30BaBIIYIOCS U3 XPsI-
1Ia, CJIy4allHO COXPAHMBIIETOCS WM CMECTUBIIErOCs,
a DKXOHIPOMOII — TOMOJIOTEHHYIO XOHAPOMY, KOTOpasi
pa3BUBAETCS TaM, IJie €CTh Xpsll. TakuMm oOpa3om, Bbl-
JIeJICHNE 3TUX BUIOB OITyXOJIE MMEJIO TIPEXKIe BCEro re-
HETUYECKYIO IIPUBSI3KY, a HE UCXOIWIO M3 JIOKATU3ALUI
W HarpaBJIeHUs pocTta HoBooOpaszoBaHus [1]. CerogHs o,
DX MOHMMAIOT JOOPOKAYECTBEHHYIO OITyXOJIb U3 THAIM -
HOBOTO XpSIIIIa, PaCIOJIOKEHHYIO B KOCTHOMO3IOBOM Ka-
HaJle KOCTH, KOTOpasl pa3BUBACTCS U3 XPSIIEBBIX CTPYKTYP

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

30HBI POCTa U IPOHUKAET B 3TOT KaHAJI B BUIIE DJIIUIICO-
BUIHBIX CTPYKTYD [2].

Hawubomnee yacTtoit mokanu3sanumeit OX sBISIOTCS IPH-
JIexarme K KOJIeHHOMY CYCTaBY OTHEJIbI O0JIbIIe0e pIIOBOIM
U OeIpeHHOM KOCTel, MIPOKCUMAJIbHBIN OTAEJ IIe4eBOM
KOCTH M KOPOTKHE TpyOUaThle KOCTU KUCTEH U CTOM. DH-
xoHapoMa, kKak u IIXC, nanbosee yacto nmopaxkaer Oe-
JIPEHHYIO KOCTh, OJHAKO, KaK IIPaBUJIO, JIOKAIN3YeTCs
B €€ MPOKCUMaIbHOM oTaene. [Ipu 3ToM HeoOXoauMO OT-
METHTB, YTO 3Ta OITYXOJIb MOXET Pa3BUThCS U3 DX BCIIeI-
CTBME MAJIMTHU3ALIMH TTOC/IeIHEH (YacToTa TaKOM TpaHC-
¢dopMaiinm, Mo JAaHHBIM Pa3HBIX aBTOPOB, COCTABIISIET
0K0J10 6 %) [3].

B 1955 . B Tpyze, IOCBSIIIEHHOM PEHTITCHOIUATHO-
cTHKe 3a0oJieBaHMii KocTelt 1 cycraBoB, C.A. PeiiHOepr
IMcaJl 0 TOM, YTO, ITIOCKOJBbKY MOMEHT MaJIMTHU3AIIUN
HEBO3MOXHO PEHTICHOJIOTMICCKH YCTAHOBUTDH B PAHHMX
dazax, Ipu KpYIMHBIX LIEHTPAIbHBIX XOHIPOMaxX BaxKHa
IMpoayMaHHasl ¥ OCTOPOXHAsI TaKTUKA. [1o ero MHeHUIO,
MPU UX JICYEHUHU CIIEAYET MPEOA0JIETh HEAOCTATOYHO 000-
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CHOBAHHBII paaIvKaIN3M OJHUX Bpadyel M 4Ype3MEpPHBIA
KoHcepBaTu3M npyrux [4]. CormacHo T.I1. Bunorpamosoii,
HaMOOJBIINE TPYIHOCTH I1aTOJIOTOAHATOM HCIIBITHIBACT
mpu nudbepeHIINaTbHON TMarHOCTUKE XOHIPOM 1 XOH-
JIPOCapKOM: UMEHHO K 3TUM HOBOOOpPa30BaHUSIM IIPH-
MmeHuMbI ciioBa W. Coley o ToOM, 4TO U3ydeHUE OMyXOJIei
KOCTEH «aesiaeT CKPOMHBIMU CaMBIX JIUIITHAX IaTOJIOTOB,
KOTOpbIe AOJXKHBI 00J1a1aTh TJIyOOKUM 3HAHUEM BcCeit
KOCTHOM natonoruu» [5]. Hanuuue pucka MaaurHu3aniu
DX, CXOXEeCThb JOKAJM3allMK, a TaKXKe OIlpelesIeHHbIS
CIIOKHOCTHU B mU(pPepeHINaNbHON TNarHOCTUKE BhIIIIE-
YIOMSIHYTBIX HOBOOOPA30BaHUI OCTAIOTCS aKTyaIbHBIMU
BOIIPOCAMMU U 10 Ceil JeHb [6—8].

IlepBoie ymomuHaHus o JedeHus DX myreM BP or-
HocsTes K Hayamy XX B. Uto kacaeTrcs 3amelieHus nedex-
Ta, 00pa3yIoIIerocs IMPY TaKOM BMEIIATEIbCTBE, TO YXKE
B 1942 1. kyouHckuii xupypr R. Inclan BriepBbIe ycrerHo
MIPUMEHWI B KJIMHUKE KOHCEPBUPOBAHHBIC OXJIAXKICHUEM
KOCTHBIE TOMOTPAHCIIAHTATHI. DTO CTAJI0 HOBBIM 3TaIllOM
B pa3BUTUM KOCTHOI TJIACTUKU [9].

Ha cerognsiiiauii neHb BP cuuTtaercsi MeTogom Bbl-
6opa mis nedeHust DX. Tak, G.W. Omlor u coaBrt. B 2018 1.
IIPOBEJIN PETPOCIIEKTUBHBIN aHAIN3 PEe3YIBTaTOB JICUCHMS
4?2 marumeHToB ¢ DX (CpeaHMit Iepron HabmoaeHus 73 Mec,
nuana3oH 8—224 mec), KOTOpbIM BelTIoHeHa BP ¢ mactu-
KOM KOCTHBIM LieMeHTOM, y 17 OOJIbHBIX JOIMOJHEHHAs Ha-
KOCTHBIM OcTeocrHTe30M. [IpomeMoHcTprpoBaHa BEICOKAsT
3(hHEKTUBHOCTD JAHHOTO METOa: peluanB DX TUarHoCTH-
poBaH Jiuiib Y 1 (4 %) 13 25 GOJIbHBIX, JOCTUTIIUX CPOKA
HaOmoneHus B 4 rofa mocje BMeIaTeabeTBa. [1pu atom
peIMaNB OBLT YCIICIITHO BBUICUCH ITyTEM IIPOBEICHUS PEBH-
3MOHHOI OrepaLyy B MpexkHeM o0beMe. DYHKIIMOHATBHBIN
CTaTyC II0CJIe XUPYPTrUIeCKUX BMEIIATEIBCTB I10 IITKaje
MSTS oka3ancst ormuabiM (97 = 5,7 %) [10].

Yro kacaerca LIXC G|, To BrioTh 10 KoHia XX B.
«30JI0TBIM CTAaHIAPTOM» €€ JICUCHMS CUNTAIaCh BHEOUAro-
Bast pesekuus en-block (CP) [11]. B 90-x romax XX B.
MOSIBUIXCH COOOIIEHUSI 00 OHKOJIOTMYECKUX pe3yJibTaTax
JTAHHOTO METOJIa, COITOCTAaBUMBIX C PaIUKaIBbHBIMU PE3EK-
uusamu. [Ipu atom npu BP nonyyeHbl 3HAYUTEIBHO Jy4-
e KJIIMHUYeCKre U (PYHKIIMOHAJIbHBIE pe3yJIbTaThI [12].
Puck pasButus peiuanBa Ipy BEIIIOJHEHUHT BMEIIATEIb-
crBa B 00bemMe BP o mosony UXC G, ¢ npumeHeHueM
Pa3JIMYHBIX MO XapakTepy agbIOBAaHTHBIX BO3ACHCTBUMI
(XMMUYECKUX, TEPMUICCKUX U T.1.), TI0 TaHHBIM Pa3HBIX
aBTOPOB, He npeBbilaeT 11—13 %, a 5-1eTHsIsI BKUBae-
MocTb npubmkaerca K 100 % [13, 14].

D.A. Campanacci u coaBr. B xone ucciemoBanus 2013 .,
ITOCBAIIIEHHOTO BEIOOPY TAKTUKH XUPYPTAIECKOTO JICUCHUST
LIXC G, B xoTopoe Bouumy 85 nauueHTos (y 64 u3 KoTo-
poeix BeimosiHeHa BP, y 21 — CP), mpoananu3upoBaimn
W CpaBHWJIN PE3YyJIBTaThl 3TUX BMEIIATEICTB. BHyTpHKOCT-
Hasl pe3eKIIMsI BBITTOIHSIIACH C MCIIOJIb30BaHUEM (heHOIa U
CITMPTa B KAY€CTBE MECTHBIX aIbIOBAHTOB, a IOJyYeHHAsI
Iocje omnepauuy MmojaocTb B 60 ciaydasx 3aIojHsIach
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AJUTOTeHHOM KOCTHOM KPOIIKOM, B 3 — KOCTHBIM LIEMEHTOM,
B 1 — KOCTHBII 3aMeHUTeNeM (0e3 YTOUHEHUSI €T0 XapaKTe-
pa). [IpodpunakTdeckass HaKOCTHas (puKcalus MmpoBeaeHa
16 6onbHBIM. Pa3BuTHE TOKAJIBHOTO pELANBA JUATHOCTH -
poBaHo y 2 (3 %) nmauueHToB, nepeHeciunx BP. OgHako,
10 MHEHHIO aBTOPOB, 3TO HE OOYCIIOBUJIO CTATUCTUYECKU
3HAYMMOE PA3INIKE B YACTOTE PA3BUTHSI PELIMINBOB MEX-
ny nByms rpynmnamu. [lociaeonepalimoHHbIE OCTOKHEHUS
ObLIM JOCTOBEPHO BhILIE B rpymie CP (n = 6) mo cpaBHe-
Huto ¢ rpynioi BP (7 = 1). CpenHee BpeMs HaOIIOAeHUS
coctaBuo 67 mec (24—206 mec) [15].

B xone muorouenTposoro uccinenoBanus E.F Diersel-
huis u coast. (2019) npoBeneH MeTaaHaAU3 AaHHBIX
238 yyacTHUKOB 7 ucciieqoBanuii. [IpogeMoHCcTprpoBaHa
HEe3HAYUTEJIbHASI pa3HMIIA WA OTCYTCTBUE Da3IU4IMit
B IOKasareiax 6e3permnnBHoi BbokuBaeMoctu ipu IXC G,
IJTMHHBIX KocTell mociie BP 1o cpaBuenuto ¢ CP (oTHO-
menue puckoB (OP) 0,98; 95 % moBepUTe/IbHBLIA MHTEPBAI
(AN) 0,92—1,04). O@yHKIIMOHAIBHBIE PE3YJIBTATHI 1Al -
eHToB 1o mKkajae MSTS ObLIM oxxumaemo ay4ie rmocjie BP
(cpennee 3HayeHue — 93 %) IO CpaBHEHUIO C LIMPOKOM
pesekiueil (cpeaHee 3Hadyenue — 78 %). Yactora Bo3-
HMKHOBEHMS OCJIOXHEHUI B 6 MCCIEIOBAHUSIX, BKIIIOYAB-
mumx 203 manueHTa, ObUla 3HAYMTENILHO HMXKE TPU UC-
nosib3oBaHuu BP (B 5 (4 %) u3 125 city4yaeB) 110 CpaBHEHUIO
¢ npuMmeHenneM CP (B 18 (23 %) u3 78 ciayuaes).
Y 4 60bHBIX (0,5 % OT 0611IEr0 YKCIIa) MOocie IOKAIbHOTO
peunanBa OOHapyXeHa OITyXOJIb BRICOKOM CTEIIEHU 3J10-
KayecTBEHHOCTH (IennddepeHIMpoBaHHas XOHIpocap-
KoMa). JIByM U3 HUX IpOBeACHA ITOBTOPHAs OIeparus
C TmocieayromuM Oe3peluIUBHBIM HaOJIIOAeHUEM,
2 (0,26 %) mauueHTa yMepJIKX OT IIPOrPeCCUPOBAHMS 3a-
6oseBanust. CorjacHO aHAIM3Y TaHHBIX 4 UCCIICAOBAHMIA,
BKJIIOYaBIIKUX 115 G0nabHBIX, Oe3peLiauBHAasI BbIKMBae-
MOCTb MmaneHToB, neperecmux CP (n = 51), cocraBuia
96 % 11py MaKCUMaJIBHOM CpoKe HabmoaeHus 1o 300 mec,
a MalMeHTOoB, KOTOPHIM BhitotHeHa BP (n = 64), — 94 %
MPY MaKCMMaJIbHOM CpoKe HabmoaeHus 251 mec [11].

B 2017 . cmermamuctel n3 Kurag X. Chen, L.J. Yu
U COaBT. ITPOBEJIY MTOMCK B 6a3ax maHHbIX Medline, Embase
u KokpaHoBcKoii 0MOIMOTEKe UCCleN0BaHU, CpaBHUBA-
toumx pesysbratbl BP u CP ipu UXC G,. [Ipoananusu-
poBanbl 10 ucciaenoBaHuii ¢ yyactueM 394 mamueHTOB,
13 KOTOphix 214 6ombHBIM BeinonHeHa BP, a 180 — CP.
BHyTpHKOCTHas pe3eKiivs acCOLIMUpoBaiach ¢ bojee HU3-
KOl 4aCTOTOM pa3BUTHUS OCJIOXHEHUIA U 00Jiee BHICOKOI
olieHKOM o mKane MSTS; B OTHOIIEHNH JTOKAJTbHOTO
KOHTPOJIS CYIIIECTBEHHBIX Pa3IMUMil yCTAHOBJICHO HE OBbI-
o (p=0,27) [16].

Yo kacaercs npumeHeHus: BP, MHorue rcciienoBaHust
TOKa3aJIn ero BeICOKYIO 3 dextuBHOCTD. Tak, H. Abuhejleh
u coaBT. B 2019 . cpaBHWIN pe3yJbTaThl BMEIIATEILCTB
B o0beme BP y 34 6onbHBIX 1 CP ¢ apTpone3npoBaHueM
y 23 marmenToB ¢ 'KO gycranbHOro otAesna rydeBoil KOCTH.
ITocne BP petmnuB Bo3HUK y 10 601bHBIX, Tocie CP —y 1.
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OmHako, HECMOTPS Ha TO YTO Pa3BUTHE PEIIMANBA ITOTpe-
0oBajO MpPOBEIACHMUS IMOBTOPHOIO BMEIIATEIbCTBA
(B 00peMe BP), mpu manmpHeliieM HaOMOOCHUN PEIIAINBOB
OTMEYEHO He ObLIO (KOHKPETHBIE CPOKM HAOTIONCHNS aB-
TOpPHI UcclenoBaHus He npenctaBuwin). [Tocire BP mocie-
OITepallMOHHBIX OCJIOXKHEHUI He HA0II0aI0Ch, B TO Bpe-
Ms kak nocie CP y 7 (30 %) nmaLueHTOB OTMEYeHbI
pa3IMYHbIe 3HAYMMBbIE OcJIoXKHeHus [17].

B. Sahito 1 coaBT. B 2022 I. peTpOCIIEKTUBHO OLIEHUIA
apdexTuBHOCTL 25 BP y manmmenToB ¢ 'KO kocreii, 06-
pa3yoIIMX KOJICHHBIH CycTaB. Y BCeX IIPOOIEPHUPOBAHHBIX
OosibHBIX BP ObLia mormosiHeHa 3JIEKTPOKOAaryasLuei.
B 12 cnygasix mpoBeieHO BMEIIATENBCTBO C IPUMEHEHUEM
U1 PEKOHCTPYKIIMY aJUIOTPAHCIUIAHTATa U KOCTHOTO 1ie-
MEHTa, B 13 — TOJIbKO KOCTHOTO ieMeHTa. JIJ1s1 mpoduiak-
THKH TIEPEJIOMOB Y BCeX MALIMEHTOB IMIPUMEHSUIN HAaKOCT-
HBII ocTeocuHTe3. [IaTuneTHui 6e3peuANBHBIN TTePUOL,
cocrasmi 100 % [18].

P. Saiz u1 coaBT. mpogeMoHCTpUpOBaNu pe3ynasratel BP
C aIbIOBAaHTHBIM TEMIIEPATYPHBIM (3JICKTPOKOATYJISIIINS)
1 XuMudeckuMm ((deHos) BO3ACHCTBUEM C TIJIACTUKOMN
TIMMA y 40 manmmenToB o moBoay I'KO koctu. Bee 6011b-
HbIe HAOTIOAATMCH B TeYeHME KaK MUHUMYM 2 JIeT (CpeTHMi
rnepuo HabmoaeHus: — 76 Mec, auana3od — 26—178 mec).
YacToTa pa3BUTHS peLMAUBOB cocTaBuia 12,5 %, HEeOHKO-
JIOTMYECKUX OCaoXHeHui — 7,5 %. I[pu aToM GyHKLMO-
HaJIBHBIA cTaTyc 110 mKaie MSTS ObUT OTJIMYHBIM (Cpei-
Hee 3HaueHue — 93 %) [19].

I1pu onpeneneHHbIX yeaoBUsIX BP MoxXXHO TpuMeHSITh
1 Y MAIIMeHTOB ¢ METACTATUYECKUM ITOpaXKeHUEeM KOCTEiA.
Tak, B psife ncciemoBaHMI ITOKa3aHa JOBOJIBHO BBICOKASI
3((HEKTUBHOCTD 3TO METOAUKM TP MeTacTa3ax Imodyey-
HO-KJIETOYHOTO paKa B KOCTH, IIPH 3TOM OTMEUaIOTCS ee
yYMepeHHasl TPaBMaTUIHOCTD M JIy4Iliasi IIEPeHOCHUMOCTD IT0
CpaBHEHMIO C OOIIMPHBIMU BMelarenbcTBamu [20, 21].
OnHako BP MOXXHO MpUMEHSITH B CJIydasix IPOTHO3UpYe-
MOW BBICOKOW CTEIIEHM OTBETA OITyXOJIM Ha CUCTEMHOE
JICYeHNE VTN B TAJUTMATUBHBIX (IIUTOPEITYKTUBHBIX) IEIISIX.
Hampumep, D.W. Langerhuizen u coasr. B 2016 1. peTpo-
CMEKTUBHO OLIEHWUJIN Pe3yIbTaThl ieueHus 183 maiyeHToB,
54 13 KOTOpPHIX (C MeTacTa3zaMU IMMOYEYHO-KIIETOYHOTO pa-
Ka B KOCcTH) BeIoJiHeHa BP. Pa3BuTie nokanbHOro penm-
JIMBa oTMeueHo nocie 22 % onepauuii [20]. B ucciaenona-
Huu Y. Kollender u coasr. peunnus otmedeH y 3 (12 %)
u3 25 MaIMeHTOB ¢ MeTacTa3aMU MOYEYHO-KIETOYHOTO
paka B KOCTH, IIEPEHECIINX XUPYPTUUECKOE BMEIIATeIb-
cTBO B 00beMe BP ¢ ucnonb3oBaHMEM B KaUeCTBE aablo-
BaHTa XMUJIKOro a3zora [21].

AHaM3 0Te4eCTBEHHOM TUTEPaTyPhl TAKKE MOKa3aj
3¢ dekTuBHOCTL BP npu ormyxoieBoM nmopakeHuu KOCTei,
normyckarouiem ee BeinoaHeHue. Tak, /1. K. AraeB 1 coaBT.
B 2019 . MpoaHaIM3UPpOBAIU PE3YIBTATHI JIcUueHUsI 24 marm-
€HTOB, KOTOPbIM ObL1a BbinoaHeHa BP o mosony LIXC G,
(n=15) n B3X (n = 9). Inst peKOHCTPYKIINUA aBTOPHI
HUCIOoNb30Baanu pochaTKaablINEBLIA OMOKOMIIO3UTHBIN
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Matepuaja. Hu B omHOM cllygae IIpa cpemHEeM IepHoe
HaomoaeHus 32 Mec (ot 7 10 54 Mec) He ObLIO KOHCTATH -
POBaHO Pa3BUTHE JIOKAJTBHOTO PELIMINBA WIM HEOHKOJIO-
rmyeckux ociaoxHenuit. CpegHue GyHKIMOHAJBHBIE pe-
3yJIBTAThI, OLIeHEHHbIE 10 mKajie MSTS, kK 6-My MecsiLy
HaboneHusT cocTaBuIn 94 % Uit BepXHeil KOHEYHOCTH
1 96 % st HUKHel KOHedyHocTu [22].

B HacTosIImMit MOMEHT PeKOMEHIOBAHO MPUMEHEHUE
aTbIOBAHTHBIX aT€HTOB IIPY BhINoTHeHUM BP ¢ 11e1bi0 cHu-
JKEHMSI pPUCKOB Pa3BUTHS JIOKAJIBHOTO pelABa 3a00JIeBa-
HMS, IOCKOJIBKY TOCTVXKEHIE HETaTUBHBIX KPAeB Pe3eKIINHI
JIAILIB ITPY TTOMOIIM KIOpETaKa CYMTAETCS CIIOPHBIM [23—25].
Tak, mo manHbM T. Ozaki 11 cOaBT., IpY OTCYTCTBUM JOTIOJI-
HUTEIBHOTIO JIOKaJIbHOro Bo3aelicTus nocie BP mo mosomy
LIXC G, pucK pa3BUTUA PELMIMBA MOXET TOCTUIATh
50—100 % [12, 14]. B xkauecTBe AOMOJHUTEIHLHOIO JIOKAJIb-
HoOro BozaeicTBus 1nocjie BP Ha ceromHsiHuii 1eHb Mpy-
MEHSIIOT KaK TepMIYeCcKre (KpHoadIaIist XKUIKIM a30TOM,
aproHOITIa3MEHHAST WJIY SJICKTPOKOATYIISIINS), TAK ¥ XMMU-
yeckue (peHoJ1, 3TaHoII, IIepeKKch Bomopoa) pakropsl. Tak,
W.T. Becker u coaBT. COOOIIMIN, YTO CPEIU TALIMEHTOB,
nepexeciux BP o moBoxy I'KO (7 = 306), yacToTa pas-
BUTHSI MECTHBIX PELIMINBOB 0€3 MPUMEHEHNS aIbIOBAHTOB
npocturia 49 %, B To BpeMs Kak IIpy IpUMeHeHur (eHoia
n ITMMA naHHBI ITOKa3aTe b oKazaics Hinke — 27 % [26].
OmHako BOIpoc BEIOOPA aTbIOBAHTHOI'O BO3IEHCTBHUS OCTa-
ercst oTKphIThIM. PM. TaxuioB 1 coaBT. B UCCIeAOBaHUU,
MOCBSIIIEHHOM XUpypriudecKoMy JeueHnio 60abHbIX ¢ ['KO,
MpoaHAIM3MPOBaIU pe3yibraThl Mcnob3oBaHus BP ¢ pa3-
JIMYHBIMU TTapaMeTpaMy aTbIOBAHTHOTO Bo3melicTBusA. Pe-
TPOCIIEKTMBHBIN aHAJIN3 ITO3BOJIMJI aBTOpPaM BBIICIUTH
4 TPYIIITHI TAIIMEHTOB, COIIOCTABUMBIE ITO XapaKTepy U JIOKa-
JIM3ALMY TIATOJIOTMYECKOTO MPOIiecca, Y KOTOPBIX ITPUMEHSI-
eMbI¢ aIbIOBAaHTHI M BAPUAHTHI TIACTHKY,/PEKOHCTPYKIIMHI
OKa3aJINCh pa3TMIHbIMU. B 1-10 rpymimy Bomuiy 35 G0IbHBIX,
B JICYCHUM KOTOPBIX MOCICIOBATEIHFHO MCIIOIb30BAIICH
MePEeKKCh BOIOPOIA ¥ 3TAHOJ, a TUTACTHKA OCYIIIECTBIISLIACH
C IIOMOIIBIO OMOKOMITIO3UTHOTO Matepuana. Bo 2-10 rpymmy
OBLIM BKITIOYEHBI 38 MAIIMEHTOB CO CXOKMM aIbIOBAHTHBIM
BO3ICIHCTBUEM, Y KOTOPBIX B KAUECTBE PEKOHCTPYKTUBHOTO
MaTtepuraja IPUMEHSUIA KOCTHBIN aJUlo- WA ayTOTpaHC-
IUtaHTat (WM UX codeTaHue). B 3-1o0 rpymnmy Bolumu
43 mauuMeHTa C TIPEXHUM 00BbEMOM aIbIOBAHTHOTO BO3-
JIeCTBUS, HO ¢ TacTukoit [IMMA, B 4-10 — 23 mmaliveHTa,
Y KOTOPBIX 10 BHITIOJTHEHMSI KIOpeTaXka ¥ IIPUMEHEHMS aTb-
IOBaHTOB (B TOM Xe 00BbeMe) C ITOCICAYIONIEH IIACTUKOMN
KOCTHBIM IIEMEHTOM MCIIOJIb30Bajach paarodacTOTHAsI
Tepmoabnauusi. B 1-i rpymiie yactoTa pa3BUTHUS peLiiarBa
cocraswia 20 % (n=7), Bo 2-it — 15,8 % (n = 6), B 3-if —
9,3% (n =4), B4-it — 0 % (n = 0). [TonyyeHHBIE TaHHBIE
CBHIIETEIIBCTBYIOT O TOM, YTO pacIIMpeHUe CIEKTpa IpH-
MEHSIEMOTO aIbIOBAHTHOTO BO3ICHCTBYS ITO3BOJIIO YMEHB-
IIUATh YUCII0 pelanBoB [27]. OmHAKO aBTOPBI HE ITPUBOISIT
KOHKPETHBIC CPOKM HaOJIONEHUSI 110 TPYIIIaM, a TaKKe
00BEMBI OITYXOJICH.
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3akntoyeHue

IIpumenenue BP, B ToM unciie 1onoiHeHHOM agbloBaHT-
HBIM Bo3zeicTBreM, Y 42 (95 %) malueHTOB 0Ka3aloch pa-
JIUKAJIBHBIM Y TIO3BOJIJIO TOCTHYD OTIMYHBIX W XOPOIIIMX
(byHKLIMOHATILHBIX PE3YJIBTATOB (B 2,5 % ciiydaeB), 4TO MO/ -
TBepKIAeT TCHACHIIVY, BBISIBIICHHBIE IIPY aHAJI3¢ MUPOBOI
JmTepaTypbl. PasBuBlimecs y 2 60JIbHBIX IIEPEIOMBI YKa3bI-
BalOT Ha HEOOXOOMMOCTB JoroaHeHns1 BP HakocTHBIM ocTeo-
CHHTE30M IIPH OIlepalMsIX Ha JUIMHHBIX KOCTSIX, HECYIINX
3HAYUTENIBHYIO HArpy3Ky, HE3aBUCHMO OT O0ObeMa BMellla-
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TeJbCTBA. Bonpoc npeanoyTeHrst Kakoro-Jmdo peKOHCTPYK-
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TEPUBYETCS TOCTYITHOCTBIO, HEBBICOKOM CJIOXHOCTBIO, CIIO-
COOCTBYET IMOBBILLIEHUIO PAIMKAJIBHOCTU OIEpalivuy 1 Io-
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BBepeHue. Xnpypruyeckoe BMeLATENbCTBO ABAAETCA €AMHCTBEHHBIM U OCHOBHbIM KOMIOHEHTOM KOMOUHWUPOBAHHOTO
NleyeHus BONbIWMHCTBA 3N10Ka4YECTBEHHBIX HOBOOOPA30BaHMii NO3BOHOYHWKA. BbipaxeHHbI 601eBON CUHAPOM M HEBPO-
JIOTMYECKUit fedULMT, BbI3BAHHbIE OMYX0JIEBLIM NOPAXEHMEM NO3BOHOYHMKA, 3HAYUTENBHO OTATOWAIT TeYeHNe 6onesHu,
YXYALWAKT Ka4ecTBO XU3HU NaALUEHTOB.

Llenb nccnepoBanmna — pa3paboTka pycCKOA3bIYHONM BepCUM CELNANN3MPOBAHHOTO ONPOCHUKA ANA U3YYEHUSA KayecTBa
XU3HU NALMEHTOB C OMyXonsMU No3BOHOYHMKA Spine Oncology Study Group Outcomes Questionnaire (SOSG-0Q).
Martepuanbi u meToabl. Ha Boibopke 13 82 6ONbHBIX C OMYXONAMU Pa3NUYHbLIX OTAEN0B NO3BOHOYHUKA, MPOXOAALINX Neve-
Hue B HaunoHanbHOM MeAULMHCKOM UCCIe[0BaTENbCKOM LieHTpe oHKkonorun um. H.H. bnoxuHa, npoBefieHa ncuxometpuye-
cKas npoBepka onpocHuka SOSG-0Q, koTopas NOATBEpPAMIA ero KOHBEPTEHTHYIO BANMHOCTb U Hal@XHOCTb—COacoBaH-
HocTb (0 KpoHbaxa = 0,899).

Pesynbrarbl. IKCNONATOPHbIN HaKTOPHbIA aHanu3 NoATBEPAWA afleKBATHOCTb CTPYKTYPbl ONPOCHMKA U ee COOTBETCTBUE
6a3oBoil akTopHOi Mopenu. puUBefeH WHCTPYMeHTapuil BaNUAWU3UPOBAHHON PYCCKOA3bIYHOW BEPCUMM OMPOCHMKA
S0SG-0Q (TeKcT U MHCTPYKUMA no 06paboTKe [aHHbIX) ANA ero NPUMEHEHWs B KNWHUYECKOW npakTuke. lMonyyeHHble
c nomowbto HOBOTO onpocHuka SOSG-0Q pesynbTaThl CBUAETENLCTBYIOT O 3HAYUTENILHOM CHUXEHUM KayecTBa XU3HK na-
LMEHTOB C ONYXONAMU NO3BOHOYHMKA. [pK 3TOM B LLeNOM nocne onepauun 60nbHblE OLEHUBANN KAYECTBO KU3HM, CBA-
3aHHOE CO 3[J0POBbEM, 3HAYUTENbHO BbILLE, YEM [10 JIEUEHUS.

3aknioueHue. BanuansmpoBaHHas pycckosasbiuHas Bepcus onpocHuka SOSG-0Q moxeT 6biITb peKoMeHL0BaHa Ans npu-
MeHEHUS B OHKONOTMYECKON KNMHUKe Ans Gonee ToYHOW W AnddepeHLnpoBaHHON OLEHKU YHKLMOHANBLHOM U IMOLMO-
HaNbHOMO COCTOAHMIA, XapaKTepa NepexmBaHNin 6ONbHbIX, OLEHKW XU3HEHHON CUTYaLMK, CBA3AHHOI C 60NE3HbIO, YTO, B CBOID
04epefib, CNOCO6CTBYET OKa3aHWio 60nee NPULESbHON U MHAUBUAYANWU3UPOBAHHO NCUXONOTNYECKO MOMOLLM.

KntoueBble cnoBa: onyxo/im NO3BOHOYHMKA, OMPOCHUK KayeCTBa XXM3HW NaLWEHTOB C OMyXOAAMU NO3BOHOYHWKA, ONPOC-
Huk Spine Oncology Study Group Outcomes Questionnaire, pyccKos3bl4Has Bepcus ONPOCHWUKA KaYeCTBa XKU3HU NaLueH-
TOB C ONYXONAMU NO3BOHOYHMKA, BaNUAM3ALNA

Ansa uutuposanusa: Lpiperosa E.b., Wenkosa 0.10., CodpoHos [.W. u ap. Banugusauus pycckos3sblYHON BEpCMU onpoc-
HMKa KayecTBa XM3HU NALMUEHTOB C ONYXONSMU NO3BOHOYHMKA. CapKOMbl KOCTe, MATKUX TKAHel 1 ONyXonu KOXu
2024;16(1):64—-75. DOI: https://doi.org/10.17650/2219-4614-2024-16-1-64-75
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Introduction. Surgical intervention is the only or main component of combination treatment of the majority of malig-
nant tumors of the spine. Pronounced pain syndrome and neurological deficit caused by spinal tumors significantly
worsen disease progression, decrease patients’ quality of life.

Aim. To develop a Russian-language version of a specialized questionnaire to study the quality of life of patients suf-
fering from tumor lesions of the spine Spine Oncology Study Group Outcomes Questionnaire (S0SG-0Q).

Materials and methods. In 82 patients with tumors of various parts of the spine who are treated at the N.N. Blokhin
National Medical Research Center of Oncology, psychometric evaluation of the SOSG-0Q questionnaire was performed
confirming its convergent validity and reliability-consistency (Cronbach’s a = 0.899).

Results. Exploratory factor analysis confirmed adequacy of the questionnaire’s structure and its conformity to the basic
factor model. Instruments of the validated Russian version of the S0SG-0Q questionnaire (text and data analysis in-
structions) for its use in clinical practice are presented. Results obtained using the new S0SG-0Q questionnaire show
a significant decrease in quality of life of patients with spinal tumors. Additionally, after surgery patients described
their health-related quality of life significantly higher than prior to treatment.

Conclusion. Validated Russian version of the SOSG-0Q questionnaire can be recommended for application in oncological clinic
for more precise and differentiated evaluation of performance status, emotional condition, experience of patients, evaluation
of life circumstances associated with the disease to promote more targeted and personalized psychological care.

Keywords: spine tumors, Spine Oncology Study Group Outcomes Questionnaire, Russian version of Spine Oncology
Study Group Outcomes Questionnaire, validation

For citation: Tsyrenova E.B., Shchelkova 0.Yu., Sofronov D.I. et al. Validation of the Russian version of Spine Oncology
Study Group Outcomes Questionnaire. Sarkomy kostei, miagkikh tkanei i opukholi kozhi = Bone and Soft Tissue Sarco-

mas, Tumors of the Skin 2024;16(1):64—75. (In Russ.). DOI: https://doi.org/10.17650/2219-4614-2024-16-1-64-75

BeepeHue

Xupypruueckoe JiedeHHE OITyXoJiel ITO3BOHOYHMKA
MIPEACTABIISIET COOOM CIOXHYIO MYJIBTUANCHUIUINHAPHYIO
IIpo0JIeMY, HAXOISIITYIOCS Ha CTBIKE OHKOJIOTMH, OPTOIIe-
I, HEHPOXUPYPIUU, HEBPOJIOTUU M TICUXOJIOTHHU. XU-
PYPrU4IeCcKoe BMEIIATEIBCTBO SIBIISICTCS €IMHCTBCHHBIM
WJIX OCHOBHBIM KOMITOHEHTOM KOMOMHHPOBAHHOTO JIe-
YyeHUs1 00IBIIMHCTBA 3JI0KAYeCTBEHHBIX HOBOOOpAa30BaHUIA
MO3BOHOYHUMKA. BhIpaxkeHHbI 00J1eBOM CUHAPOM U He-
BPOJIOTUYECKUIT AeDUILINT, BBI3BAHHBIC OITYXOJIEBBIM I10-
paxeHHeM ITO3BOHOYHUKA, 3HAUMTEJIPHO OTSATOIIAIOT Te-
yeHne 00JIe3HU, YXyamaoT KadecTBo ku3Hu (K2K), uro
3a9aCTyIO JeJIaeT HEBO3MOXHBIM IIPOBEICHUE TaIbHEI-
IIIETO CUCTEMHOTO JICUCHUS.

[NosiBIeHre COBpEMEHHBIX TUATHOCTUYECKUX TEXHO-
JIOTUIi, BHEIPEHNE B IIPAKTUKY PACIIMPEHHBIX XUPYPIH-
YeCKHUX BMEIIIATEIbCTB, ITO3BOJISIIONINX PaIUKaIbHO yaa-
JISITh 37I0KAYECTBEHHOE HOBOOOPa30BaHME, a TAKXKE HOBBIX
JICKapCTBEHHBIX MperapaToB (B IIEPBYIO O4Yepeab TapreT-
HOI1 Tepalmy 1 UMMYHOTEpaIIi), 3HAYUTEIbHO YBEJIN-
YJIU IIPOIOJIKUTEIBHOCTD KM3HU OHKOJIOTMYECKUX 00JIh-
HBIX, 9YTO CIIOCOOCTBYET UX JOXHUTHUIO 10 TUCCEMUHAIINI
OITYXOJIY B IMTO3BOHOYHUK [1—3].

B Hacrosiee Bpemst cpeayd OOJBbHBIX C OIYXOJASIMU
ITO3BOHOYHNMKA MPe00IIagaroT IMAIMEHTHl CO MHOXXECTBEH-
HBIMU MeTacTa3aMH. B CBS3M CO 3HAUMTEIHLHOM pacipo-
CTPaHEHHOCTbIO MEPBUYHON OIyX0JIU U HEOOJIbILION OX1-
JTaeMO¥ TPOHOKUTEILHOCTHIO XU3HU OOJIBITUHCTBY
U3 HUX TIPOBOIST TOJBKO CUMIITOMATUIECKOE JICUCHHUE,
BKJTIOUAIOIIEeE TIPUEM aHATIbI€TUKOB, KOPTUKOCTEPOUIOB
U JTy4EeBYIO Tepanuio [4].

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

XUpypruueckue BMeIIaTebCTBA MPU MeTacTaThue-
CKOM TOpaK€HNU MO3BOHOYHMKA HOCST B OCHOBHOM ITaJI-
JIMaTUBHBIMA XapakTep, 3a UCKIIOUEHUEM COJIUTAPHOIO
nopaxkeHusI TO3BOHKOB. Y OOJIbIIMHCTBA MAllMEHTOB, KO-
TOPBIM MPOBOJIUTCS JOKAIbHOE JIeUeHWE B TOM WJIM HHOM
00BbeMe B COYETaHUU C CUCTEMHOII Teparnueil, 0oTMeYaroTCst
yJIy4dllieHUE OOLLETO COCTOSIHUS, PETPECC HEBPOJIOTMYECKOMN
cuMmIToMaTuku 1 noseieHue KK [5].

B c¢Bs13u ¢ 3TUM aKkTyanbHa IpobdieMa KOMILJIEKCHOTO
TICUXOJIOTUYECKOTO COMPOBOXIEHMUS JIEUEOHOTO MPOoLIeC-
Ca ¥ UHAVBUAYAIN3UPOBAHHON IICUXOJIOTMYECKOM MOMOII
0OJIbHBIM Ha MPeaoIepalMOHHOM U MOCAE0NEPALIMOHHOM
aTanax, a TakKe MCUXoCOLUMaIbHOU peabuInuTaliu nocsie
XUPYPTAYECKOTOo JIEYEHM I, HALIEJIeHHOM Ha ONTUMU3ALUIO0
KoK naiieHToB ¢ MeTacTazaMu B TO3BOHOYHUK.

s KoppeKTHOTO U 3(P(PEKTUBHOTO TICUXOJIOTMYECKO-
ro BMEIIATEbCTBA HA TIPEA- 1 MTOCIE0NepallMOHHOM 3Ta-
Max JIeYeHUs MalMeHTOB C METACTATUYECKUM MOPaKEHU -
€M TO3BOHOYHMKA HEOOXOAMMBbl AMArHOCTUYECKUE
WHCTPYMEHTBI, NMpeIHa3HaYeHHbIE JJIS lieJieHarpaBIeH-
HOTO oIpeneIeHNs (GyHKIMOHATLHOIO COCTOSIHUS 00JIb-
HbIX U UX DMOLMOHAIbHO-IUYHOCTHOTO OTHOIIEHUS
K 00JIe3HH, JICUSHHUIO, Pa3IUNIHBIM acIieKTaM CBOEro (pu-
3UYECKOTO, TICUXMIECKOTO M COLIMATbHOIO (DYHKIIMOHU-
poBaHus, KoTtopble XapaktepusdyioT K2K, cBszaHHOe
co 3mopoBbeM (K2K3) [6].

B Hacrosiee Bpemsi B MEAULIMHE CYILECTBYET OOJIbIIIOE
KOJIMYeCTBO MHCTPyMeHTOB n3yyeHus: K2K nauueHTos [7].
OnHM 13 HUX TIPEACTaBISIIOT cO00i 00001eHHbBIE Mephl KK,
MpeaHa3HaYEeHHbIE 7151 OLIEHKU XU3HEHHOro 0J1aronoJry-
YKs B LIEJOM M OOIIErO COCTOSIHUSI 3A0POBbSI, APYTUe —
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Ho3ocrenuduueckue Mepsl KK, ncmonb3yemsbie 1ist oT-
JIEJIbHBIX TPYIIIT OOJBHBIX, TPEThU — YacTHBIE Mephl KK,
ITOMOTAIOIINE OIPEAEIUTh BIUSHIE 00JIC3HU U JICUCHUS
Ha oTHenbHbIe cepbl XMU3HU YeaoBeka [8]. C yueTom
MMPAKTUYIECKU TIOJTHOTO OTCYTCTBUS B OT€UECTBEHHOI TTpaK-
THUKE aleKBAaTHBIX, IPOBEPEHHBIX U TPU3HAHHBIX HHCTPY-
MeHTOB n3ydeHus K2K3 mpu omyxossx mo3BOHOYHMKA,
MBI PELIJINA CO3IAaTh PYCCKOSI3BIYHYIO BEPCHIO CTICIIN AT -
3MPOBAaHHOTIO OIPOCHUKA KayeCTBa XXM3HU MMALIMEHTOB
¢ omyxoJisiIMM TMo3BoHouYHMKa (Spine Oncology Study
Group Outcomes Questionnaire, SOSG-0Q) kak MeTona
9KCIIpeCcC-IUarHOCTUKNA (DYHKIIMOHAIBHOTO COCTOSTHUS
n K2K3 manmeHToB ¢ MeTacTazaMy B IO3BOHOYHUK, IIPH-
TOAHOTO B TOM YMCJIC Ul U3YIeHUS TMHAMMKM 3THX T10-
KazaTeJieli B IIpoIIecce OCHOBHOTIO 3Talla JICUSHUS U peadu-
JINTALINU TIOCJIE XMPYPIrUIEeCKOTO BMEIIIaTeIbCTRA.

Ilenn uccnenoBanust — pa3padoOTKa pyCCKOSI3BIYHOM
Bepcuu onpocHrka SOSG-0Q, peKoMeHIOBaHHOTO K TTPH-
MmeHeHMIo Spine Oncology Study Group.

Marepuansb! u metopbl

Boi6opka. BeIOopKy 111 BATMIHU3AN PYCCKOSI3bITHOM
Bepcum omnpocHrKa SOSG-0OQ coctaBuim 82 mauueHTa
(28 (34,1 %) myxuuH 1 54 (65,9 %) XKEHIIUHBI) C OIIyXO-
JICBBIM ITOpaXXeHHEM ITO3BOHOYHMKA, ABAXKIBI HCCIIECIO0-
BaHHBIX C ITOMOIIIBIO TUaTHOCTUIECKHMX OITPOCHUKOB KOK:
IO M TIOCJIE XUPYPIUIecKoro jJedeHus. CpeaHuii BO3pacT
OOJIBHBIX cocTaBua 55,67 £ 1,46 rona.

Bce nmanneHTHI HAXOMWINCH Ha JICUCHUHU B OTICICHUN
BepTeOpabHOM 1 Ta30BOM xupypruu HayuHo-ucciaenoBa-
TEJIbCKOT0 MHCTUTYTA KIIMHWYeCKOM oHKonorun Hammo-
HaJIbHOTO MEIUIIMHCKOI'O MCCAEI0BAaTEIbCKOTO LIEHTpa
uM. H.H. brnoxuHa. bonbsHBIM npoBeAeHa MajuinaTuBHasI
JIOKaJIbHasl Teparus B pa3andHoM oobeme. [TokazaHusimu
K Hell SIBJISLIMCh 00JIeBOl CUHIPOM, IaTOJOTUYECKUE
IepeIOMbI U HECTaOMIbHOCTD ITO3BOHKOB, HAJTMINE KOM-
MIPEeCCUH CITMHHOTO MO3Ta C Pa3BUTHEM HEBPOJIOTMYECKO-
ro gedunnTa.

Y 4 (5 %) nauueHToB ObLIO 3aboseBaHue | craguu
o kitaccudukammu Tumor, Nodus and Metastasis (TNM),
y 18 (22 %) — 1l craguu, y 14 (17 %) — 111 craguwu,
y46 (56 %) — IV cramnu. Ha momenT oOparienvst y 72 (88 %)
0OJIBHBIX HAOTIOAAIOCH ITPOrPEeCCUPOBAHIE OHKOJIOIMUECKO-
ro nporiecca, y 10 (12 %) — crabunm3ariiust 3a00J1eBaHYSL.

VY 46 (56 %) naneHTOB OBLIO OCJIOKHEHHOE TEYCHUE
MEeTacTaTUIEeCKOM 00JIC3HH B BUIIE ITATOJIOTMIECKOIO TIepe-
soma (I1IT) mo3BoHKOB, U3 HUX B 25 % ciiy4aeB AUarHo-
ctupoBaHbl MHOTroypoBHeBbIe I1I1. boablmHcTBO peanu-
3oBaBImxcd 111 Bo3HUKIM Ha OHE TUTUYECKOTO TUTIA
nopaxkeHus1 TTO3BOHKOB U Habmonanuch y 40 00JIbHBIX
C peanr30BaBIIMMCS IIEPEIIOMOM, TOTrIA KaK Yy OOJIbHBIX
0e3 Hero MperMylleCTBEHHO BCTPeYaIriCh OCTe001acTU4eC-
KW U CMELIAHHBIN TUTIBI TOPAXXEHUS TO3BOHKOB.

VY 51 (62 %) nanueHTa ObLIO MHOXECTBEHHOE METa-
CTaTU4YeCKOe IMOpaXeHHe IMO3BOHKOB, B TO BpeMs KakK
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Y OCTaJIbHBIX MTAIIMEHTOB — COJIMTAPHOE WU CIUHUIHOE
IMOpaxkeHNe TTO3BOHOYHUKA.

B 43 (52 %) cnyuyassx oTMedayicsi HeBpOJIOTM4YeCKUi
neULIUT pa3INnyHO CTeneH! BhIpaxkeHHOCTU. OmHaKo
OOJILHBIX C IJIyOOKMM HEBPOJIOTUYECKUM ITOpakeHUEM
(TIerueit) B MCCIemyeMoil IpyIire He ObUTO, OOIBIIITHCTBO
naureHToB umenu cratyc C no mkaine Frankel (rmybokuit
rmape3, He3HAYUTeIbHas JBUTaTe/IbHAsI aKTUBHOCTD) U D
(coxpaHeHa CITOCOOHOCTb CAMOCTOSTEIBHO TIePEIBUTATh-
csl, IPU3HAKKU HEeBpoJIOTHYecKoro neduinra). Cremyer
OTMETHUTh, YTO Yy OOJBIIMHCTBA O0JBHBIX (36 ciay4aes;
44 %) nIUTEeNbHOCTh HEBPOJOTUYECKOTO AeduunTa co-
craBuJja 6osee 7 CyT.

BaxHbIM 3Tanom ornpeaenaeHusi CTaOMIbHOCTU MO-
3BOHOYHMKA OBbLIa OLIEHKA ITapaMeTPOB MaIlMeHTa I10 IITKa-
nie Spinal Instability Neoplastic Score (SINS). Y 18 (22 %)
OOJIBHBIX BBISIBJICHA HECTAOMJIBHOCTH ITO3BOHOYHHUKA
111 crenenu, Tpebyo1ast XMpypruyeckoil KoppeKiuu.

Eire omHMM YacThIM MOKa3aHUEM K JIOKAJIBHOMY JIe-
YEHUIO SIBJISIETCSI 00JIEBOIl CUHAPOM, KOTOPBI MPUCYT-
cTBOBaJ B 82 % HaO/II0ACHII 1 OLIEHUBAJICS T10 BU3YalIbHO-
aHamoroBoil mkane (BAIII) (cyObekTMBHAas oOlleHKa
WHTEHCUBHOCTHU 00j11) 1 mKaje Watkins (yu4eT 9acTOTHI
npuemMa aHasbreTukoB). CpenHsist otieHka 1o mikane BAILL
coctaBuia 6 6ajoB, 1o mKajae Watkins — 4 (IIOCTOSIHHBI
IIprieM HEHapKOTUYECKUX aHAIBIETUKOB).

[Ipu mraHUpoOBaHNUU XUPYPTUIECKOTO JICUSHUS CO-
CTOSTHHE BCEX MAIIMEHTOB OIIEHEHO IO IITKajaM IIPOrHo3a
oxumaeMoil mpomokutenbHocTu Xu3Hu (Tokuhashi,
Tomita, Bauer) ¢ 1esbIo orpeieIeHs ONTUMAILHOTO 00h-
€Ma BMEIIIaTeIbCTBA.

Metomukn. UcciengoBanne K2XK3 B oHKoOpTOIIEIMYE-
CKOI KJIMHHUKE TPeOyeT MCIOJIb30BaHUsI KOMIUIEKCAa Me-
TOJOB, BKIIOUAIOIINX KaK obiue orpocHukyn KXK3 mis
MMAIeHTOB C XPOHUIECKUMH COMAaTHIECKIUMHU 3a00J1eBa-
HUSMH, TaK U cIierubpudeckue MeTonbl nsydeHus: KoK
OHKOJIOTUYECKHUX OOJIBHBIX, B TOM YHCJIC OIIPOCHUKH, Ha-
IIpaBJiecHHbIC Ha BEISIBIICHNE OCHOBHBIX ImapameTpoB K2K3
IIPY OITYXOJISIX TIO3BOHOYHMKA. TaKoil KOMILIEKC IIpUMe-
HSIJICS B HACTOSIIIEM MCCIIeI0BaHUU. B Hero Bomum cie-
YOI OTIPOCHUKH.

1. Kpamkuii o6uuii onpocHuK oyeHKu cmamyca 300p06bsi
(Medical Outcomes Study Short-Form 36 Items Health
Survey, SF-36), npenHa3HAYCHHBIN TSI OIIPEIEICHUS CTe-
TEHU YIOBJIETBOPEHHOCTH MAlIMEHTa CBOUM (PU3NIECKUM,
IICUXWUICCKUM U COLUAIbHBIM (DYHKIIMOHMPOBAaHUEM
B ycJioBuUsiX 6osie3nu [9, 10]. OH cocTout u3 36 BOIIPOCOB
1 mto3BoJisteT oteHUTh K2K 110 8 Kareropusam: «Dusnueckoe
¢yHKIIMOHUpOoBaHue», «Polb pusnmdyecknux mpoodiem
B OTPAHUYECHUU XUZHEAEATENbHOCTU» , « MHTEeHCUBHOCTH
6omm», «ObI1Iee COCTOSTHUE 300POBbs», « KM3HEHHAsT aK-
TUBHOCTh», «ColmanbHoe (PYHKIIMOHMpPOBaHME», «Pojib
SMOLMOHAIBHBIX MPooieM», «IIcnXxmyeckoe 310pOBLE».
HomnoaHuTenbHas Kateropusi «CpaBHEHHE CAMOYYBCTBUS»
XapaKTepu3yeT IMHAMUKY OOIIEro cCaMOYyBCTBHS PECTIOH-
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nmeHTa 3a npoiueannii rog. OnpocHuk SF-36 mmpoko
IIPUMEHSIETCS B 3apyOeKHBIX U OT€UECTBEHHBIX MCCIIEI0-
BaHusIxX KK pa3nnuHbix KaTeropuit 60abHBIX [7].

2. Cneyuanu3upo8anHulii ONPOCHUK KA4ecmea JCU3HU
npu oHkonoeuueckoii namonoeuu (Quality of Life Question-
nary-Core 30, EORTC QLQ-C30), pazpabotaHHbIii EBpo-
NEeMCKOM OpraHu3alyed Mo UCCIEOOBAHUIO U JICYCHUIO
paka (European Organization for Research and Treatment
Cancer, EORTC) u orpaxarioninii CyobeKTUBHYIO OLICHKY
MMAIlIeHTOM CUMIITOMOB Y XXN3HEHHOIO (PYHKIIMOHUPO-
BaHUs IPU OHKooTnYecKoi naroiaoruu [11—13]. OH ot-
BeyaeT KPUTSPUSIM ONPOCHUKOB, IPUMEHSIEMBIX B OHKO-
Jioruu (HaIesKHOCTH, 0OOCHOBAHHOCTHU M PEATTU3YeMOCTH ),
BKmo4aeT 30 BOITpOCOB ¥ COCTOMUT M3 IIKAJIBI OOIIIETO Ka-
4yecTBa, 5 GyHKIMOHAIbHBIX («Dusnyeckoe PyHKIIMOHU -
poBaHue», «PoneBoe ¢pyHKIIMOHMpOBaHKe, « KOrHUTHBHOE
(YHKIIMOHUPOBAHME» , «DMOLMOHATbHOE (PYHKIIMOHUPO-
BaHue» U «ConnanbHOe (DYHKIMOHUPOBAHUE»), 3 CMII-
ToMaTudecKux («CimabocTh/yTOMIISIEMOCTh», «TomHoTa/
PBOTa» U «boJIb») 1IKaJIbI M 6 ONMHOYHBIX ITYHKTOB («OmplIiiI-
Ka», «HapylieHnue cHa», «AHOpekcus», «KoHctunarus»,
«Jluapest», «PrHaHCOBbIE 3aTpyaHEHMS)» [ 14]. OnpocHuk
EORTC QLQ-C30 anrpobupoBaH BO MHOTMX OT€YECTBEH -
HbIX 1 3apyOeXHbIX UccaeaoBaHusx [15—17].

3. Cneyuaausupo8anHblii ONPOCHUK KA4ecmea JcU3HU
nauuenmos c¢ onyxoaamu noseornoynuxa (SOSG-0Q) [18],
pa3paboTaHHBIA HeOCPeACTBEHHO it onpeaesieHuss KoK,
CBSI3aHHOTO C OITyXOJICBBIM ITOpaK€HUEM BCEX OTICIOB
no3BoHoYHMKaA. OH BkioyaeT 20 BOIPOCOB, 00beIMHEH -
HbBIX B 5 mkair: «Puszndeckoe pyHKIIMOHUpOBaHKUE», «He-
BpoJIOTIecKHe (DYHKIIMI» (IBUATATEIbHAS, BEIICIUTEIbHAS
u apyrue ¢pyHKunn), «bonb», «CommanbHoe (PyHKIIMOHM-
poOBaHME» U «OMOIMOHATIbHOE (hYHKIITMOHUPOBaHMEe». O11e-
HHUBAETCSI TAKKE ITOKA3aTe b YIOBICTBOPEHHOCTH TAllEeH-
TOB TIPOBEICHHBIM JICYCHUEM IT0 IKate «Bompock! mocie
3aBepILEHUs JIEYCHUST», BKJIIOYAIOLIECH AOMOJHUTEIbHO
7 BonpocoB. IIpu aHanu3e pe3yabTaTOB CIAEAYET YYUTHI-
BaTh, UTO OOJice BBICOKASI OlLIEHKA COOTBETCTBYET Ooliee
BbIcOKOMY ypoBHI0 K2K 1o kaxmoii mkasne. B oredecTBeH-
HbIX uccnegoBaHusax SOSG-0Q npumeHscs 111 U3yde-
HUs TUHAMHMKHU OCHOBHBIX mapameTpoB K2K mareHTOB
C OIIYXOJIIMY TTIO3BOHOYHMKA JIO U ITOCTIE XUPYPTUIECKOTO
neuyenus [19, 20].

Onpocuuku SF-36 1 EORTC QLQ-C30 nmerot pyc-
CKOSI3BIYHBIC BAJTMIN3UPOBAHHBIC BEPCUM, B TCUCHUE [ITH-
TEJILHOTO BPEMEHH IIMPOKO IIPUMEHSIFOIIMECS B KITMHITIEC-
Koi1 TipakTrKe st oneHKr K2K3 marmeHToB ¢ OHKOJIOTH-
yecKMMU 3a0ojieBaHUSAMU. [JIs1 MCIoab30BaHUS B Hallleit
crpane onpocHUK SOSG-0OQ Hy:knajcs B IiepeBojie Ha pyc-
CKUI SI3bIK YU BaJIMAU3ALUUN PYCCKOSI3BIYHON BEPCUM.
JI711 5TOr0 MBI IPEAIIPUHSUTA CJICAYIOIINE IIIarH.

1. Coemany moIIaroBBI MEPeBOA OIPOCHUKA, OITH-
CaHHBIM B PYKOBOJICTBE IT0 IIEPEBOAY aHTIOSI3BITYHBIX MO-
mynei Ha apyrue s3piku EORTC [13], BKiTIo9arommii:
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— TIepeBO OIPOCHUKA C AaHTJIMIACKOTO sI3bIKa Ha pyc-
CKMUi1 IByMST HE3aBUCUMBIMU ITePEBOIINKAMU;

— CoIloCcTaBjieHMe U 000011eH e IBYX BApUAHTOB Iepe-
BOJAa JAaHHBIMHU IIEPEBOTINKAMU;

— COCTaBJICHHEe KOMMEHTApHEB I10 TIPOLIECCY CO3TaHMS
€IMHOTO PYCCKOSI3BIYHOTO IIepeBoaa JAaHHBIMU TIepe-
BOIYUKAMU;

— 00paTHBLIH MepeBOo/ C PyCCKOro Ha aHTJIUHACKUN SI3bIK
JIBYMSI HE3aBUCUMBIMU TI€PEBOIINKAMU;

— CpaBHEHME OPUTHHAIBHOIO TEKCTa M OOPATHBIX IIepe-
BOIIOB;

— COCTaBJICHHE UTOTOBOI1 BEPCUU PYCCKOSI3BIYHOTO IIe-
peBoga omnpocHrka SOSG-0OQ 11 NMUIOTHOTO MC-
CJIeIOBaHUS B OHKOJIOTUIECKOM KITMHUKE ITAIlMeHTOB
C OIYXOJICBBIM ITOpaXXeHUEM ITO3BOHOYHHUKA.

2. AlipoOGrpoBaIv MJIOTHYIO PYCCKOSI3BIYHYIO BEPCUIO
onpocHnka SOSG-0Q Ha BEIOOpKE U3 82 MallMEHTOB.
B pamkax nujI0THOTO McClienoBaHuMsl 00IbHbBIE 3aMOJIHSLTA
OIPOCHUK U (hOpMY 0OpaTHOI CBSI3U, B KOTOPOI1 UX ITPO-
CHJIM yKa3aTh, KAKKE BOIIPOCHI IIOKA3aJIMCh UM HETOUHBI-
MM, CJIOXKHBIMU, COIEPXKAIIMMMU HEIIOHSTHBIE CJIOBA, pac-
CTpaMBaIOIIMMM, a TaKXKe Hamucarh, Kak Obl OHM CaMH
copMyIMPOBAIN TaHHBIC BOIIPOCHI.

3. B mporiecce amanraniy MeTOIMKY IIPOBEPIIIN €€ Ba-
JIMOHOCTH M HaleXKHOCTh. KOHBepreHTHAsI BAIMIHOCTB OlIe-
HMBAJIaCh IIyTEM COIIOCTABJICHUS PE3y/IBTaTOB, ITOJYICHHBIX
¢ momorsio SOSG-0OQ u mpr3HAHHBIX HAYYHBIM COOOIIIE-
ctBoM Metoauk ucciaemoBanusi KK SF-36 u EORTC
QLQ-C30. HagexxHocTb MeTOIMKY B orpeaeneHny mkain KoK
npoBepsiach no KoadduimeHty o Kponobaxa.

Pycckos13b14HBIN BaIMIN3UPOBAHHBIM BAPUAHT OIPOC-
Huka SOSG-0Q npeacraBieH B MPUIOXKEHUN.

Pe3synbrathl

O1eHKa KOHBEPreHTHOM BAJMAHOCTH. /I TIpoBepKuU
KOHBEPIreHTHOM BanugHocTH orpocHruka SOSG-0Q mpo-
BEIACH KOPPEJSILMOHHBINA aHAJIM3 ITOKA3aTeIe MO IIKaJIaM
9TOr0 ONPOCHHMKA C MOKa3aTeJISIMU I10 IIKaJlaM IPYTHUX
IIAPOKO MCITOIB3YeMbIX B MEAUIIMHE OIIPOCHUKOB K2K —
SF-36 1 EORTC QLQ-C30 (c ucrosb30BaHKEM KPUTEPUSI
Cnupmana). ITokasaTenu 3 ONpPOCHMKOB MOJIyYEeHBI
Ha OIHOI BEIOOPKE MALIMEHTOB, HAXOMSIIIXCS HA CTalll-
OHApHOM JICYCHUH B IIEPUOM MOATOTOBKM K XUPyprude-
CKOMY BMEIIATeIbCTBY. B Tab1. 1 mpeacTaBiaeHBI pe3yib-
TaThl KOPPEJISIIIMOHHOIO aHAJIM3a TT0Ka3aTesIeii 1o IIKajaM
ornpocHukoB SOSG-0Q u SF-36.

Pe3ynbraThl KOPPEISIIMOHHOTO aHaJIN3a, IPEICcTaB-
JICHHBIC B Ta0J1. 1, IEMOHCTPUPYIOT HAJIMYME TIPSIMOIA B3a-
MMOCBSI3U MoKa3zareieit 2 onpocHukoB KX — SOSG-0Q
1 SF-36, TaK KaK B KaXIOM M3 HUX IIKaJIbl IMEIOT OIHA-
KOBYIO HaIIpaBJICHHOCTD: YeM BBIIIIC IIKAJbHAs OIICHKA,
TeM Jiydie cooTBeTcTByommid acnekr KXK3. Haubomnee
HaCHIIIIEHHBIE KOPPEJISILIMOHHEIE CBSI3U CO IIKaJIaMU OTIPOC-
Huka SF-36 umeror 2 mkansl onpocHuka SOSG-0Q —
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Tabnuua 1. Pe3yibmams! KOpPeAYUOHHO20 AHANU3A NOKa3amesel No WKANAM KpamKko20 06u4e20 onpocHUKa oueHKu cmamyca 300poses (Medical
Outcomes Study Short-Form 36 Items Health Survey, SF-36) u cneyuanu3upo8aHHo20 ONPOCHUKA KAYeCMBa XU3HU NAaYUeHMO8 C OnyxoaamMu No3go-

HouHuKa (Spine Oncology Study Group Outcomes Questionnaire, SOSG-0Q)

Table 1. Results of correlation analysis of the Medical Outcomes Study Short-Form 36 Items Health Survey (SF-36) and the specialized Spine Oncology

Study Group Outcomes Questionnaire (S0SG-0Q) scores

IIkana SF-36
NS
GH 0,301*
PF-2 0,357**
SF 0,300*
BP 0,384**
VT —
MH —

*p = 0,05. **p = 0,01.

IIIxaxa SOSG-0Q

PA SF EF PTQ
: : 0,3_32* 0,3;0**
0,5;4** 0,2_26* 0,320** 0,4;9**
0,329* - - =
0,334* - - -

Ilpumenanue. IIpusedenvi moaviko snavumoie koppeasyuu. GH — wxanra «O6uee cocmosinue 300pogvs»; PF-2 — wikana «Puzuueckoe
@ynxyuonuposanue»; SF — wkana «CoyuanvHoe Qynkyuonuposanue»; BP — wixanra « Uumencusnocms 6oau»; VT — wkana «Kuznen-
Has akmuenocmev»; MH — wkana «llcuxuueckoe 30oposve»; NS — wkana « Hespoaoeuweckue gpynkyuu»; PA — wkana «boav»; SF —
wkana «Coyuanvroe QpyHxyuonuposanue»; EF — wkanra «Imoyuonanvhoe gynxyuonuposanue»; PTQ — wkana «Bonpocwt nocae

3aeepuleHus 1e4eHus».

Note. Only significant correlations are presented. GH — general health score; PF-2 — physical function score; SF —social function score; BP — bodily pain
score; VT — vitality score; MH — mental health score; NS — neurological function score; PA — pain score; EF — emotional function score; PTQ —

posttherapy questions score.

«HeBponornueckue pyHKImn» 1 «bosib»: yeM MeHee BbI-
paXkeHbI HEBpOJIOruIecKast TUCHYHKIINS 1 00JIb, CBSI3aH-
HBIE C OITyXOJICBBIM ITOPaXXEHUEM Pa3HBIX OTIEIOB IT0-
3BOHOYHHMKA, TEM BBIIIIE MAIIMCHTHI OLICHUBAIOT pa3INJIHbIC
acriekthl K2K B ycnoBusix 6oJyie3Hu (o0Ol1iee COCTOsIHUE
3I0POBbsI, (PU3NIECKYIO ¥ COLIMAIBPHYIO aKTUBHOCTD, CO-
CTOSTHUE TICUXMYECKMX (DYHKIINI, HACTPOCHUE, XKU3HEH-
HyI0 3Hepruio). BaxxHo oTMeTUTbh, 4TO IIKajbl «bojb»

omnpocHukKa SOSG-0Q u «MHTeHCUBHOCTH 6OJIN» OITPOC-
Huka SF-36 MMEIOT BBICOKO CTATUCTUYECKU 3HAYMMYIO
MMOJIOXUTENIBHYIO Koppesaiumo (p <0,01).

B Tabn. 2 mpencTaBieHbI pe3yabTaThl KOPPEISIIOH -
HOTO aHaJiM3a IToKa3aTejieil IO IIKaJaM OIIPOCHUKOB
SOSG-0Q u QLQ-C30.

CorracHo TaHHBIM, IIPUBEICHHBIM B Ta0JI. 2, OKa3a-
teau onpocHrKa SOSG-0Q MoJI0XUTETEHO KOPPETUPYIOT

Tabnuua 2. Pe3yibmams! KOPPeALUOHHO20 aHANU3A NOKA3amenel No WKANAM Cneyuanu3upoBaHHo20 ONPOCHUKA KA4Yecmsaa XU3HU Npu OHKo02u-
yeckoli namonozuu (Quality of Life Questionnary-Core 30, EORTC QLQ-C30) u cneyuanu3uposaHHo20 0NPOCHUKA KAYeCmBa XU3HU NayueHmos
¢ onyxonamu no3soHoyHuKa (Spine Oncology Study Group Outcomes Questionnaire, SOSG-0Q) do onepayuu

Table 2. Results of correlation analysis of the specialized Quality of Life Questionnaire-Core 30 (EORTC QLQ-C30) and the specialized Spine Oncology

Study Group Outcomes Questionnaire (S0SG-0Q) scores prior to surgery

IIIxana ompocauka QLQ-C30

[IIkana onpocanka SOSG-0Q

NS PA SF EF PTQ
QL-2 0,293* 0,401** 0,302* 0,267* 0,358**

DyHKIMOHAIbHbIE HIKAJbI

Function scales
PF-2 0,331** 0,355%* — — 0,257*
RF-2 0,290* = = =
CF 0,242* 0,329** — - —
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OkoHyYaHue mabn. 2
End of table 2

IIIkana onpocanka SOSG-0Q

CumnTomMaTiHyecKue MKAaJbI
Symptom scales

FA

PA —0,249*
AP

Co

*p = 0,05. **p = 0,01.

PA SF EF PTQ
—0,254* - - -
—0,509%* - - —0,293*
—0,261* - - -
—0,279* - —0,259* —

Ilpumenanue. Ilpusedenvr moavko 3nauumole Koppeaayuu. QL-2 — wkanra «Obwas oyeHka Kavecmaa HCU3Hu, c6s3aHH020 o 300p0-
evem»; PF-2 — wikana «@usuueckoe pynkuyuonuposanue»; RF-2 — wkana «Poaesoe gpynxyuonuposanues; CF — wkana «Koenumue-
Hoe @yHKyuoHuposanue»; FA — wikaara «Caabocmy/ymomasemocmo»; PA — wkana «boav»; AP — wkana «I[lomeps annemuma»;

CO — wkana «Koncmunayus»; NS — wxana « Hesponoeuueckue gpynkyuu»; PA — wikanra «boav»; SF — wkana «Coyuanvroe ¢pynxyuo-
Huposanue»; EF — wiiana «9moyuonanvoe gynkyuonuposanuey; PTQ — wikanra «Bonpocwl nocie 3aeepuienus aeveHus».

Note. Only significant correlations are presented. QL-2 — global health status score; PF-2 — physical function score; RF-2 — role function score;

CF — cognitive function score; FA — fatigue score; PA — pain score; AP — appetite loss score; CO — constipation score; NS — neurological function score;
SF — social function score; EF — emotional function score; PTQ — posttherapy questions score.

C OLICHKaMU I10 OOWHAKOBO HAIIpaBJICHHBIM (DPYHKIIHO-
HaJIbHBIM 1IKajiaM orpocHrka QLQ-C30: yeM BblllIe 3Ha-
YeHHUS IO IIKajaM, TeM JIYYIlle IMallMeHTHl OLICHUBAIOT
cooTBeTcTBYyOIIMI aciekKT K2XK B yc10BUsIX OHKOJIOTHYE-
ckoro 3aboseBaHus. IToaydyeHbl BBICOKO CTaTUCTUYECKU
3HAYMMBIC TTOJOXHUTEIbHbBIE KOPPEISIIUM TT0Ka3aTeeit
onpocHnka SOSG-0Q ¢ mokaszaTeassMHU OIPOCHHMKA
QLQ-C30, orpaxaiomuMu OOIIYIO YIOBIETBOPEHHOCTh
KK, cBoeit pmsnueckoii, pojieBoif 1 KOTHUTUBHOM aK-
tuBHOCTEIO. Kak 1 B ciyyae onpocHuka SF-36, Hanbosee
HACBIIICHHBIC TIOJIOKUTEIbHBIC KOPPESIINOHHBIE CBSI3U
¢ (GyHKUIMOHAIBHBIMU IIKanmaMu ornpocHuka QLQ-C30
nMeroT 2 mKaisl onpocHrka SOSG-0Q: «Hesponoruue-
ckne pyHkuun» u «boab». [Tokaszarenn 1mo 5 n3 6 mkan
3TOrO OIPOCHUKA, BKIIIOYAsl ITOKa3aresb « Borpocs! mocie
3aBepLICHUS JICYEHMST», IMOJOXUTEIbHO KOPPEIUPYIOT
¢ moka3zareyieM 1o 1kajie «O01Iast OLieHKa Ka4eCTBa K13~
H1» orpocHunka QLQ-C30.

ITpu sTOoM TT0Ka3atem onpocHruka SOSG-0Q oTpuria-
TEJIGHO KOPPEIMPYIOT C OLIEHKAMH IT0 CHUMITTOMATHYECKIM
mkayaM orpocHrka QLQ-C30, nMeroimm IpoTHUBOITOIOXK-
HYIO HampaBJIeHHOCTb: YeM BBIIIE OLIEHKA IO IIIKAaJe, TeM
OOJIBIIIe BRIPAXKEH COOTBETCTBYIOIIMI CUMITTOM 1 TEM CHITbHEE
OH OrPaHUYMBAET KU3HEHHOE (DYyHKIIMOHUPOBAHUE MAINCH-
Ta. Hanbosee HachIIIIEHHBIE OTPULIATEIbHBIC KOPPEIISIIMOH-
HBIE CBSI3U C CUMIITOMATUYECKMMU IIIKAaJaMi OIPOCHUKA
QLQ-C30 nmeet mkana «bomb» ormpocarka SOSG-0Q.

PesymsraTel KOppesIIMOHHOTO aHAIM3a TIOATBEPKIAIOT
KOHBEPIreHTHYIO BaMIHOCTh orpocHKa SOSG-0Q. B co-
JIepXKaTeJIbHOM IIaHe OHU IOKAa3bIBalOT BBIPAKEHHOCTH

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

00J1eBOIi 1 HEBPOJIOTMYECKOM CUMIITOMATUKU, CBI3aHHOMN
C OITyXOJIEBBIM IOpaXKeHNEM TTO3BOHOYHUMKA, IS CYObeK-
TUBHOM OLICHKM TTAIlIEHTaMU pa3INJHbIX aciekToB KOK.

HanexxHocTb—CONIacOBAaHHOCTh MeTOAMKHU. [IpoBepka
HaIeXXHOCTH PYCCKOSI3BIYHOM Bepcry onpocHrKa SOSG-0Q
MPOBOAMIIACH C TTOMOIIBIO OIpeeicHUsT KO3 UIINEeHTa o,
Kponb6axa. B pe3ynbrare BIUMCIIEHUI OHA TToKa3aja d0-
BOJIBHO BBICOKMI YPOBEHb HAAEXKHOCTH, OTPAKAIOLIUICS
B COTJIaCOBAHHOCTHU ITYHKTOB IIKaJ (Ko3ddumueHrt o
Kponbaxa cocrasu 0,899).

Taxke B X0[Ie MATEMATUKO-CTaTUCTUYECKOM 00paboT-
KM TaHHBIX MOCYMTAHBI ITOKA3aTeIM COTJIaCOBAaHHOCTH
mKai onpocHruka SOSG-0Q npu ynajieHu U3 HUX KaxK-
noro u3 Borpocos. [To mikane «Pusznyeckoe PyHKIIMOHM-
poBaHue» kKoaddunneHT a Kponbaxa cocraBun 0,901;
mo mkane «HeBponormueckme dbyHkmum» — 0,892;
1o mkae «bonp» — 0,901; mo mkane «CornaabHoe QYHK-
muoHupoBaHue» — 0,889; mo mkane «DMoUMOHATBHOE
dyHkumoHnpoBanue» — 0,886; 1o 1kane «Borpockl mocie
3aBepleHus gedeHus» — 0,886.

CortacHO NOJTy9eHHBIM JAaHHBIM BKJIAI KaXKIOTO ITyH-
KTa B OOIIYI0 HameXHOCTbH IIKaJbl JOCTATOYHO BEJIUK,
1 HEOOXOIMMOCTHU YIAISITh KAKOM-TO M3 HUX HET.

®akTopHbIii aHAM3. 115 TTPOBEPKI CTPYKTYPBI OIIPOCHH -
Ka IIpoBeIcH (DAKTOPHBII aHAJIA3 METOIOM ITIaBHBIX KOMITO-
HEeHT (BpallleHre BapuMakc ¢ HopMamm3anueii Kaiizepa).

CorylacHO JaHHBIM, TIpeICTaBIeHHBIM B TaoOI. 3, pe-
3YJIBTAThl SKCIUIOPATOPHOIO (haKTOPHOIO aHAIM3a IO~
TBePIWIN aJeKBaTHOCTh CTPYKTYPHI OIIPOCHMKA U €€ CO-
OTBETCTBHE 0a30BOi1 (DAKTOPHOM MOIEIIH.
Tom 16

2024 | | Ne1

69



70

CAPKOMBI KOCTEM |

Tabnuua 3. PakmopHas cmpyKmypa cneyuanu3upoBaHHO20 ONPOCHUKA KAYeCMBA JKU3HU NALUeHMOB C ONYX0AAMU N0380HOYHUKA (Spine Oncology

Study Group Outcomes Questionnaire, S0SG-0Q) nocne 8paweHus BAPUMAKC

Table 3. Factor structure of the specialized Spine Oncology Study Group Outcomes Questionnaire (S0SG-0Q) after varimax rotation

IIIkana

PF
NS
PA
SF
EF
PTQ

Komnonenr 1 Komnonenr 2

— 0,727
0,853 =

— 0,797
0,850 =
0,416 0,714
0,980 =

Ilpumeuanue. PF — wxana «@uzuueckoe gynkyuonupoganue; NS — wixana «Hesponocuueckue gpynxyuur»; PA — wixanra «boav»;
SF — wkana «Coyuanvroe Qpynxkyuonuposanue»; EF — wkanra «Imoyuonanvhoe pynxkyuonuposanues; PTQ — wikana «Bonpocwst nocae

3aeepuierHus Ne4eHus».

Note. PF — physical function score; NS — neurological function score; PA — pain score; SF — social function score; EF — emotional function score;

PTQ — posttherapy questions score.

06cyxaeHune

Corpynauku CaHkT-IleTepOyprckoro rocynapcTBeH-
HOTO YHUBepcuTeTa M HallmoHaIbHOTO MEIUIIMHCKOTO
HCCIIea0BaTeNIbCcKOro LieHTpa oHkonoruu um. H.H. bioxu-
Ha TepeBesiv, BAIMIN3UPOBAIN 1 allpOOUPOBAIN PYCCKO-
S3BIYHYIO Bepcuio orpocHrka SOSG-0Q, KoTopast moiry-
yua HazBaHMe «OIMPOCHUK Ka4eCTBa XM3HU IIPU OITyXOJISIX
IMO3BOHOYHMKa». [IcuxomeTpryecKkas mpoBepKa ImoKasaja
BAJIMTHOCTb 1 HAIEXKHOCTh JAHHOTO ONpPOCHHUKA. Takmm
00pa3oM, OTyYCHHBIC PEe3YJIBTaThl CBUIETEIBCTBYIOT O TOM,
YTO TaHHAs BEPCUS MOXKET IIPUMEHSITHCS B IIPAKTUIECKOM
U UCCIIEIOBATEILCKOI paboTe, KaK B KOMILIEKCE C OIIPOC-
HukoM QLQ-C30, Tak 1 B Ka4ecTBe caMOCTOSITEILHOTO
TICUXOIMAarHOCTUIECKOro MHCTpyMeHTa tst u3ydeHmst K2K3
ITAIIMEHTOB C OIYXOJIEBBIM ITOpaXkKeHUEM ITO3BOHOYHUKA.
«OTpOCHUK KaueCTBAa XKU3HU MAIIIEHTOB C OITyXOJISIMU IT10-
3BOHOYHHKA» BKJIIOUECH B KA4eCTBE MCCIICAOBATEIIHCKOIO
METOJIa B MEXXIMCIIMILIMHAPHBIN IpoeKT «IIcrxomormyec-
KHE U COIMAJIbHBIC acCIeKThl XMPYPIUIECKOTO JICUCHUS
OOJIBHBIX C OMYXOJISIMU ITO3BOHOYHMKA M KOCTEH Tazar,
nomaepkaHHbIl Poccuiickum ¢hoHmoM hyHIaMeHTaTbHBIX
uccnenoanuii (POOU) (rpant Ne 19-013-00154A).

PesynbraThl mpuMeHEHMsS PYCCKOSI3BIYHON BEpCHU
SOSG-0Q, moxy4eHHBIE B XOI¢ TMHAMUIECKOTO MCCIe-
IOBaHUs (IO M IMOcJe ornepauni) 28 maluueHTOB ¢ MeTa-
CTaTUYECKUM ITOpakeHNEM ITO3BOHOYHMKA, HAXOMSIITX -
Ccs Ha CTallMOHApHOM JedyeHMM B HanmoHanbHOM
MEINIIMHCKOM MCCJIEIOBATEIILCKOM LIEHTPE OHKOJIOTUH
uM. H.H. Bnoxuna, nmokasanu, 4To 00JIbHbIE OLIECHUBAIU
K2K3 mocie onepamym B 11€J10M 3HAYUTEIBHO BHIIIE, 9eM
IO JICYCHUsI, OCOOCHHO 3TO KacaJloCh dMOIIMOHATILHOTO
acnekta K2K. Kpome toro, cornacHo ganHbeiM SOSG-0Q
y OOJIBHBIX C METACTATUYECKMM ITOPaXKeHNEM IT03BOHOY -

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

HMKAa TI0CJIe OTIepallii 110 CPaBHEHHIO C JOOITEPAITMOHHBIM
rmepuonaoM BhIsIBIeHO yiayuineHue K2K mo moxaszarenio
«HeBponoruueckue GpyHKLIUM» (IBUraTeIbHAS, BbIICIM-
TeJbHAS U IIp.). DTO CBUACTEIBCTBYET O TOM, YTO ITOCIIE
XUPYPrUIECKOT0 BMEIIATeIbCTBA COOTBETCTBYIOIINE CHM--
IITOMBI OKa3bIBAIOT 3HAYUTEIBHO MEHBIIIEE BIMSHUE Ha
KU3HEAESITSILHOCTD M COLIMAIbHOE (DYHKIIMOHUPOBAHUE
manveHToB [19]. B npyrom nmHaMI4IecKOM MCCICTOBAaHUM,
B KOTOpPOE BOLWLIM 62 GOJIbHBIX C OIYXOJISIMM ITO3BOHOY-
HHMKa, TTOKa3aHbI CYIIeCTBEHHbBIC U3MEHEHUST CTPYKTYPHI
mapaMeTpoB KK (cooTHOmIEHUS IIKaJbHBIX OLICHOK
SOSG-0Q): TOMUHUPYIOIIUME ITOCTIE OTIEPAIlUM SBIISI-
J0TCS ToKa3aTesu 1o mKajaM «ConnanbHoe (PyHKIIMOHM-
poBaHMe» 1 «O0IIast olleHKa 3M0poBbs» [20].
[NonydyeHHBIE pe3yIbTaThl COINIACYIOTCS C TaHHBIMU
3apy0exxHbIx ucciaegopaHuit KX nmanueHToB ¢ omyxoJe-
BBIM ITOpaxkeHUeM IT03BoHOYHMKA. B paboty O. Barzilai
" coasT. [21] Bouwtn 393 manueHTa: 215 — ¢ onuromera-
cratudeckuM 1 178 — ¢ momMeTacTaTUYECKMUM Topaxke-
HHEM ITO3BOHOYHMKA. ABTOPBI IIPOBEIN MEXIYHAPOIHOE
MYJIBTULIEHTPOBOE IIPOCIIEKTUBHOE MCCIeI0BaHUE (C Mast
2013 . mo aBryct 2017 1), ucnonb3ys mist nzydenus KK
nanueHToB EBporneiickuii oIpoCcHUK OLIEHKM KayecTBa
xku3HN EuroQol Group (EuroQOL 5 Dimensions 3-level
Questionnaire, EQ-5D-3L), a Takxke onpocHuku SF-36
n SOSG-0Q. IMTonydyeHHBIe pe3yabTaThl MMOKa3ajaud, 4YTO
y MaIIMEHTOB C OJIMTOMETACTATUICCKUM ITOPAKEHUEM I10-
3BOHOYHMKA BBISIBJICHBI JIy4IITFe IIOKA3aTe I BEDKMBAEMO-
CTH IT0 CPAaBHEHMIO C TTAIIMEHTAMM C TTOJIMMETaCTaTUIeCKIM
nopaxenuem: 90,1 u 77,3 % depe3 3 MeC COOTBETCTBEHHO U
77,0 1 65,1 % 4epe3 6 Mec HOCIIE JJeYEHUsI COOTBETCTBEHHO.
CriemyeT OTMETUTD, YTO B O0EHX IPyIIIaX OTMEJaeTCs YiIyd-
menne KK 1o HecKoIbKKM MoKa3artesIsiM yepe3 6 Mec ocie
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JIedeHusI, 6e3 KaKUX-JIM0O pasiImduii MexXIy rpyrmamMu. AB-
TOPBI 3aKJTIOYAIOT, YTO JIEYEHUE OJIMTOMETACTATUYECKOTO 0~
pakeHMsI TO3BOHOYHMKA JAET 3HAYMTEIbHOE IPEUMYILIECTBO
B BbDKMBAE€MOCTH 10 CPABHEHMIO C JICUEHUEM TTOJIMMETAcTa-
TUYECKOTO TIOPaKeHNsI, He3aBUCUMO OT TuIia Tepanun. O0-
HapyXeHo, 4yTo nokazateau K2K 3HauMMo yiaydliuiauch
B 00€eMX IpyIIiax, YTo AEMOHCTPUPYET MAIMATUBHYIO MOJIb-
3y XUPYPruyecKoro Je4eHusl 151 BCeX MalMeHTOB.

B cooTBeTCTBMY € MOJIyYUeHHBIMM pe3yJibTaTaMmu, I0-
Ka3aBIIMMU 3HAUUTeJbHOE cHUXeHUe K2K mauueHToB
C OMYXO0JIEBbIM MTOPaXXEHUEM MO3BOHOUYHUKA, OTIPEAEIICHbI
OCHOBHbIE HAIIPaBJIEHUS ICUXOJIOTUYECKOM TTOMOIIM Ta-
KuM OoJibHBIM. [IpenmosnaraeTcs, 4To ICUXoJ0orndyecKas
TMOMOIIIb B IAHHOM CJIy4dae 10KHA BKIIOYATh O0CYKIEHUE
peanbHOI KIIMHUYECKOM CUTyalluy 1 (DOpMUpPOBaHKE KOp-
PEKTHBIX OXWIAHUU OT XUPYPruIeCKOTo JeUeHUs (TIpo-
THO3 3a00JIeBaHMs, BO3MOXHBIC YPOBHU (PU3MIECKOM
U COLUMAIbHON aKTMBHOCTU, MHTEHCUBHOCTb U PaCIIpoO-
CTPAHEHHOCTD OOJIEBBIX OLIYIIEHUI B MIOCIEONEPALINOH -
HOM IIepuojie, MpeanoaaraeMble OrpaHUYECHUS, JJTUTEb-
HOCTB IIpoliecca peaduIUTAIIuN).

CAPKOMBl KOCTEWM |

3akntoyeHue

[McuxoMeTpuyeckne XapaKTepUCTHUKU OIIPOCHUKA
SOSG-0Q (rmokazarenu BaTMAHOCTH, HAIEKHOCTH) OKa3a-
JIVCh TOBOJIbHO BBICOKMMM. DaKTOPHBIN aHAIN3 TIOATBEPK-
JIaeT COOTBETCTBUE (PAKTOPHOI CTPYKTYPHI OIIPOCHMKA TIPeI-
JlaraemMomy Kitrody. Kaxkabiit Bormpoc BHOCUT O0JIbIION BKIA,
B CTPYKTYPY METOIMKH, YTO IOATBEPXKIACTCS BHICOKMMU
3HaYeHUsIMU KoapduimenTa o Kponbaxa.

[lonydeHHBIE ¢ MCIIOJIB30BAHUEM HOBOM METOIUKH
rmokasaTenn K2K ImareHTOB ¢ OImyXoJIeBBIM ITOpaXkeHUEM
KOCTEH COINIaCcyIOTCS C pe3yJIbTaTaMU UCCIeIOBaHMS 3TO-
T IapaMeTpa C IIOMOUIBIO JPYTUX METOIOB (OIIPOCHUKOB
SF-36 1 EORTC QLQ-C30). «OrnpocHUK Ka4eCcTBa K13~
HU TIPY OMYXOJISIX TIO3BOHOYHUKA» MOXKET OBITh peKOMEH -
IIOBaH UISI IPUMEHEHUSI B OHKOJIOTHUYECKON KIMHUKE
¢ LIeJIbIo OoJsiee TOYHOM U quddepeHIIMPOBAHHON OLICHKU
(DYHKIIMOHAIEHOTO M 3BMOILIMOHAIEHOTO COCTOSIHUI, XapaK-
Tepa repexXruBaHUi O0IbHbBIX, OLICHKY XU3HEHHOI CUTya-
LINH, CBSI3aHHOM C 00JIE3HBIO, UYTO, B CBOIO OUYEePEb, CIIO-
COOCTBYeT OKa3aHUIO OoJiee IMPULIETbHOU U WHIUBU-
IYaJIM3UPOBAHHOM IICUXOJOTUYECKOM TOMOILIH.

IIpunoxenne

OnpocHUK Ka4ecTBA JKU3HU MANMEHTOB C OMYXOJISIMHA MIO3BOHOYHHKA
(Spine Oncology Study Group Outcomes Questionnaire, SOSG-0Q)

HMucTpyknomsa. YKaxuTe, B KaKoii cTerieHr y Bac IprcyTcTBOBaIM 3TH CUMIITOMBI MJIX ITPOOJIEMBI B TEUCHUE TTOCIeTHEN
Henenu. O6BenuTe UPPY HAIIPOTUB OTBETA, KOTOPHLI Hanbonee BaMm momxoaur.

1. Kak BrbI onileHrBaeTe cBOIO aKTUBHOCTD?

1 2 3 4

5

OueHb BBICOKO Bricoko CpenHe Husko

OueHb HU3KO

2. Kaxk BrI orieHMBaeTe CBOIO BO3MOXHOCTB padOoTaTh (BKJII0UYas paboTy 10 1oMy/y4e0y)?

1 2 3 4

5

OueHb BEICOKO Bricoko Hwuzko

CpenHe

OueHb HU3KO

3. CnuHa orpaHnumMBaeT Banry BO3MOXHOCTb 00CTyXKUBaTh ce0s1?

1 2 3 4

5

O4YeHb CUIBHO CunbHO CpenHe HesHnauurtensHo

He OrpaHU4YMBacT

4. Bam TpeOyeTcst TOMOIIb OKPYKAIOIINX B ITOe3aKax?

1 2 3 4 5
Kpaiine HeobxonumMa Bcerna tpedyetcst HMHorna HesnauurensHo He tpeGyeTcs
5. ¥ Bac ecTtb c1aboCTh B HOTax?
1 2 3 4 5
OueHb cUTbHAY CunbHas CpenHsist HesnauurenpHas Her
6. Y Bac ectb citabocth B pykax?
1 2 3 4 5
OueHb cUTbHAY CunbHas CpenHsist HesnauurenpHas Her
CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin 2024 | Tom 16 Volume 16 | Ne 1 Issue 1
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7. BaM Hy>XHa MOMOILIb MPU X0aboe?
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1

2

3

4

5

Kpaitne Heobxoquma

Bcerna tpebyetcs

HWnorma

HesnauurensHo

He tpebyeTcs

1

4 5

IMocrostHHO

HNHorna

Penxo Her

1

2

3

4

5

OyeHb CUJIbHYIO

CuibHy10

CpenHioro

He3Ha‘II/IT€IH)HyIO

He ucnibiTbiBasi(a)

8. Y Bac ecTb TpygHOCTH C KOHTpoieM (DYHKIMY KAIIEYHNKA M MOYEHUCITyCKaHWs, He CYUTasI AMapeu 1 3armopa’?
2 3
Yacto

9. B cpenHeM HAaCKOJIBKO CHJILHYIO 00JIb B CITMHE WM 11iee BBl MCIIBITHIBAIN B TeUeHUE MOCAeTHNX 4 Hen?

10. Korma Ber HaxomuTech B HAnOOIIee yIOOHOI 1103¢, BCe paBHO UCITHITHIBACTE OOJIb B CIIMHE WJIM I1Iee, MeIIarolyto Bam ciats?

1

2

3

4

5

Jla, oueHb CUJIbHYIO

Ja, cunbHy10

Ja, cpenHio

Jla, He3HAUYUTEJIbHYIO

He ucnipITBIBaIO

11. Hackomabko cribHO 001b OrpaHnYnBaeT Bairy monBrkHOCTS (Korma Bel cumute, ctouTe, Xoaure)?

1

2

3

4

5

OueHb CUJTBHO

CuibHO

CpenHe

HesnauntensHO

He OrpaHN4YMBacT

1

2 3 4

5

He mory

HesnaunTensHO

CpenHe

3HaYNTEITLHO

TTOJTHOCTBIO KOHTPOJIUPYIO

13. Bbl uyBcTBOBa/IM ce0s1 MOJABIEHHBIM B TeUeHMeE MOCIeTHNX 4 Hen?

1 2 3

4 5

IMocrostHHO

Yacto

HNHorna

Penxo Her

14. BBl MCTIBITBIBAETE TPEBOTY 3a CBOE 3[I0POBb

1 2 3 4 5
IMocrostHHO Yacro HNHorna Penxo Her
15. Y Bac mHOTO 3Heprun?
1 2 3 4 5
OueHb MaJIo Maino CpenHe JlocTatouHo Muoro

4 5

IMocrostHHO

Yacto

HNHorna

Penxo Her

17. BoJb B crimHe BauUseT

1 2 3

4 5

IMocrostHHO

Yacto

HNHorna

Penxo Her

4 5

IMocrostHHO

Yacto

HNHorna

Penxo Her

19. Bam HpaBUTCS 3HAKOMUTHCSI C HOBBIMU JIIOABMMU?

1 2

3 4

5

Her Penxo

HNHorna

Yacro

Jla

20. Bol BoIXOOMTE U3

JIoMa, YTOOBI BCTPEeYaThCsI C JTIOIbMU?

1 2

3 4

5

Her Penxo

HNHorna

Yacro

Jla

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

€ B CBS3U C 3a00JIeBaHUEM [T03BOHOUYHUKA?

16. Korma Bel ucnibiTeiBaeTe 60Jib, OHA yKacHa, M BbI 4yBCTByeTe, 4TO OHA IepenoHser Bac?
1 2 3

2024 |

12. Hackonbko, mo Bairemy MHeHMIO, BbI MOXXeTe caMOCTOSATETbHO KOHTPOJUPOBATH CBOIO 00JIb?

Ha BO3MOXXHOCTb COCPEIOTOYNTHCS Ha pa3roBOPe, YTEHUHU, TIPOCMOTPE TeJIeBMU30pa’?

18. BaI o1ryiaere, 9To COCTOSIHME CITMHBI YXYIIIAeT WJIU ITOABEPTaeT pUCKY Baly 1maHbie OTHOIIEHUS?
1 2 3
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Bomnpoce! nocie 3aBepiieHus Je4eHust

21. BBl ynoBiaeTBOpEHBI pe3yJibTaTaMU JIeYeHUs OMYX0JIU B TO3BOHOYHUKE?
1 2 3 4 5
[TosHOCTBIO YIOBIETBOPEH(Q) 3HAYUTETBHO CpenHe He3nauurenbHo Her

22. Bl ObI BEIOpAJIM TO XK€ caMoe JiedeHue CHoBa?
1 2 3 4 5
Ja Ckopee Bcero, 1a Bo3moxHo Ckopee Bcero, HeT Her

23. Kak yreyeHme IMMO3BOHOYHMKA U3MEHWJIO Bairy pusndeckyio akTMBHOCTh M BO3MOXKHOCTE CITPABJISATHCS C TIOBCE/I-
HEBHBIMU JIeJIaMU?

1 2 3 4 5
OyeHb CUJTbHO CuibHO CpenHe HesHnauurenbHo He nsmenuio

24. Kak ne4eHue ITO3BOHOYHMKA TTOBIMSIIO Ha (DYHKIIUM HEPBOB?
1 2 3 4 5
O4YeHb CUJTbHO CUJIbHO CpenHe HesHnauurenbHo He nosnusiio

25. Kak neyeHue 1Mo3BOHOYHMKA TTOBJIMSIIO Ha OOIIyI0 O0JIb B CIIHEe?
1 2 3 4 5
OyeHb CUJTbHO CUJIbHO CpenHe HesHnauurenbHo He nosnusiio

26. Kak nedyeHue Mo3BOHOYHMKA U3MEHWIIO Baille olyliieHue MogaBIeHHOCTH U TpEBOrK?
1 2 3 4 5
OyeHb CUJTbHO CuibHO CpenHe HesHauurenbHo He nsmenuio

27. Kak neyeHue 1Mo3BOHOYHMKA M3MEHWIO Bally colmanbHyI0 aKTUBHOCTh?
1 2 3 4 5
OyeHb CUJTbHO CuibHO CpenHe HesHnauurenbHo He nusmenuio

O0paboTKa pe3y/IsTaToB
Karou k wxanam onpocuuxka

IIxkana KoamgecTBo Bonpocos Jnana3oH, 6amr* Howmep Bonpoca (mmyHkTa)
(MYHKTOB)
dusnueckast aKTUBHOCTh 4 4 1-4
Hesponornueckue hyHKIMN 4 4 5-8
Boab 4 4 9—-12
CoumaibHast aKkTUBHOCTh 4 4 13—16
DMoIMoHaIbHAs aKTUBHOCTh 4 4 17-20
Bormpocs rocie 3aBepiiieHus JeueHUs 7 4 21-27

*ﬂuanasoﬂ — pasHuua M&)K‘ay MAKCUMAAbHO U MUHUMAABHO B03MOICHbIMU Oairamu npu omeeme Ha Kaxcoblil eonpoc.

IMoncuer mokasaTeieii MO LIKaJIaM IIPOU3BOAUTCS IIyTeM CYMMUPOBaHUsI 0a/UI0B (HOMEPOB OTBETOB IAlleHTa Ha
BOIIPOCHI (ITYHKThI) OIIPOCHUKA, BXOAsIIIME B 11Kay). OIPOCHUK He SBJISeTCs] CTAHAAPTU30BAHHBIM IICUXOMETPUYECKUM
WHCTPYMEHTOM (TE€CTOM), IIPEAITIOIATalOIINM BO3MOXHOCTh COITOCTABICHUSI TT0Ka3aTesIeii Mo IIIKalaM ¢ HOpMAaTUBHBIMU
JAHHBIMU, ITOJIyYEHHBIMU Ha BEIOOPKE 3M0POBBIX JIMI] M3-3a CIIELUMUKHU COAePKAHUS BOIIPOCOB, CBA3AHHBIX C (DYHK-
LIMOHAIBHBIM COCTOSIHUEM U OrpaHUYEHUEM KU3HEAESITeIbHOCTU OOIBHBIX C OIyXOJISIMM IT03BOHOYHMKA.

OTBeThl Ha BOIIPOCHI 110 KaX/I0M 1lIKaJjle MOABEPrajiich MpoLeaype JMHEHHOM TpaHChOopMaLlUK, B pe3yJIbTaTe Yero
3Ha4YeHMS KaJ uMmeloT nuanasoH ot 0 mo 100. YeM BolIlie 3HaYEHUS OLIEHOK IT0 IIIKajaM, TeM BBIIIE YPOBEHb 0JIaroro-
JIy4us MalyeHTa.
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KoHTakThl: AnekcaHap Cepreesuy [leHucerko allexander.pafem@gmail.com

B koHCEpBaTUBHOM JIeHEHWM XPOHUYECKUX TMMBATUYECKUX OTEKOB GONbLUYI0 POb UTPaeT KOMMIEKCHAsA NPOTUBOOTEYHAS
Tepanus, BkIYawwWwas NMMAOAPEHaXHbIA MaHyaNnbHbIA Maccax, KOMNpeccuoHHoe GaHAAXMPOBaHUE, UCNONb30BaHUE
KOMMPECCUOHHOTO TPUKOTAXa, YX0f 33 KOXel u husnyeckue ynpaxHeHus. CylecTBYIOT U fpyrue METOAbl KOHCEpPBATUB-
HOTO NeYeHUs, HanpuMep NHEBMaTUYeCcKas KoMnpeccus. B ee ocHOBe NEXUT BO3AECTBUE [ABNEHUEM HA NOJJexallme
TKaHK, YTO CNOCOBCTBYET NPOABUIKEHMIO NUMDbI N0 NUM(ATUYECKUM CTPYKTYpaM. HecMoTps Ha NPOA0MKUTENbHbIA nepu-
Of, CyLLEeCTBOBAHUSA, NO HEKOTOPBIM AaHHbIM — ¢ 1972 I., NTHEBMaTUYeCcKas KOMNPECCUs He Hallna NOAAEPXKKM CO CTOPOHbI
npodeccoHaNbHOro coobLecTBa Kak CaMOCTOATENbHbI METOS, KOHCEPBATUBHOTO NeYeHUs NuMdeaembl, XOTs OHa J0-
BOJIbHO WMPOKO NPUMEHSETCA B Pas3fiMyHbIX PEabUNUTALMOHHBIX LIEHTPAX.

Llenb nccnepoBanua — onpefenutb nokasaHua u 3HeKTUBHOCTb MHEBMATUYECKO KOMNPeCcUm, a Takke 0603HauUTb
BO3MOXHOCTb MCMOJIb30BaHWA JAHHOMO METOAA B NPAKTUKE NeYeHUs TUMBATUYECKUX OTEKOB.

KnioueBble cnoBa: nHeBMatuyeckas komnpeccus, numdoctas, numbesema, numdaruyeckuil oTek, KOMNIEKCHAsA NPOTUBO-
OTeyHas Tepanus

Ina untuposanus: Meawkos B.10., PosHas A.B., leHucenko A.C. u ap. Peabunutams oHKONOrMYECKMUX NALMEHTOB: NpH-
MEHEHWEe NMHEBMATUYECKOW KOMNPECCUU B IeYEHUIN BTOPUYHOTO IMMdbaTyeckoro oteka. CapkoMbl KOCTeil, MATKUX TKaHeN
u onyxonu koxu 2024;16(1):76—80. DOI: https://doi.org/10.17650/2219-4614-2024-16-1-76-80

REHABILITATION OF CANCER PATIENTS: THE USE OF PNEUMATIC COMPRESSION
IN SECONDARY LYMPHEDEMA TREATMENT

V.Yu. Ivashkov', A.V. RovnayaZ, A.S. Denisenko3, A.V. Kolsanov*, A.N. Nikolaenko!

ICenter of the National Technology Initiative “Bionic Engineering in Medicine”, Samara State Medical University, Ministry of Health
of Russia; 89 Chapaevskaya St., Samara 443099, Russia;

2Paviov University, Ministry of Health of Russia; 10a Rentgena St., Saint Petersburg 197022, Russia;

3Sechenov University, Ministry of Health of Russia; Bld. 2, 8§ Trubetskaya St., Moscow 119991, Russia;

“Samara State Medical University, Ministry of Health of Russia; 89 Chapaevskaya St., Samara 443099, Russia

Contacts: Alexander Sergeevich Denisenko allexander.pafem@gmail.com

Complex decongestive therapy is a cornerstone of conservative chronic lymphedema treatment. There are other conser-
vative treatment options that include intermittent pneumatic compression. Its mechanism of action is based on pressure
applying on the underlying tissues and promoting the lymph flow through the lymphatic structures. Pneumatic compres-
sion was invented in 1972; nevertheless it has not found widespread support of professional community as a self-suffi-
cient method of conservative lymphedema treatment, though it's used a lot in many rehab clinics worldwide.

Aim. To determine the indications and effectiveness of pneumatic compression, as well as to identify the possibility
of using this method in the practice of treating lymphatic edema.
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BeepeHue

BropuuHblii TMM@aTUYECKII OTEK — COCTOSTHUE, BO3-
HHUKaIOIIIee BCICACTBIE HAPYIIICHHS TPAHCIIOPTA JIUMOHI,
KJIMHUYECKHU TTPOSIBIISTIONICECS] XPOHMYECKIM YBETMICHU -
eM 00beMa ITopakeHHOM 001aCTU 3a CYET CKOTUICHUST JIMM-
daTruecKoi XUIAKOCTU, a TaKxKe YBeJIUYeHHeM oO0beMa
KMPOBOI KJIETYATKH 1 Pa3BUBAIOIIMMCS (POPO30M BCIICI -
CTBHE IIPOTUBOOITYXOJIEBOTO JICUSHUS: JIyICBOI Teparuu
U XUPYPTUIECKUX METOIOB, COIIPOBOXKIAIOIINUXCS JIMM-
donmuccexkuueii. IumdaTuaeckuii oTeK CyIIECTBEHHO
YXYALIAeT KAY€CTBO XKU3HU MALMEHTOB, BbI3BIBAET CYOb-
€KTUBHBIN TUCKOMDOPT, OrpaHNICHNE TBUTATEILHON aK-
TUBHOCTHY U TPYIHOCTHU B HOIIIEHUH ITPUBBIYHOMN OXEKIBI.
Y GosIbHBIX C JAaHHOU NATOJOTUEN 3HAUMTEIbHO CHUXKAET-
Csl MECTHBI UMMYHUTET 1, KaK CJICACTBUE, TOBBIIIACTCS
PUCK Pa3BUTHUS MH(PEKIIMOHHOTO IIpoIiecca — POKUCTOTO
BocnajeHus1. TepMuHanabHOM (a3oil TMM@aTUIecKoro
oTeKa SIBJsIeTcsT pubpoTrdecKas TpaHchopMalns TKaHel
IMOpaXkeHHOM KOHEYHOCTY ¢ BO3MOXKHBIM BOBHUKHOBEHM -
€M 3JIOKa4eCTBEHHOI'O HOBOOOPAa30BaHUS — JTUM(MaHTHO-
capkowmsl [1].

s nedeHnst muM@paTHIeCKIX OTEKOB IIPUMEHSIIOTCS
KaK KOHCEpBaTUBHEIE, TaK U XUPYPTUUECKHIE METOINKHN.
[Mocnegnue BKIIOYAIOT TMMGOBESHO3HBIE aHACTOMO3HI,
IepecanKy BacKyISIPU3NPOBAHHBIX JIMMMDATUUECKIX Y3JIOB
(JIY) u nunocakmuto. K KoHCEpBaTUBHBIM METOIAM OT-
HOCHUTCS KOMIUIEKCHasI (hu3ndecKasi IpOTHBOOTEUHAS
tepanusg (K®IIT). B muposoii nmpaktuke KOIIT asnseT-
cs HanboJIee pacIpoCTPaHEHHBIM METOIOM JICICHUST JIM-
daTtryeckux oTekoB [2, 3]. B HayyHoIi 1uTepaType onmcaH
ellle OOWH METOI MX YMEHBIICHHUS — ITHeBMaTU4ecKasi
kommpeccusa (I1K). B xome aToii mpoleaypsl HCIIOIb3Y-
IOTCSI THEBMATUYECKIE MAHKETBI C Pa3HBIM KOJIMYECTBOM
Kamep, MOIKJII0YeHHbIX K HacocaMm. MexaHusMm [1K ocHo-
BaH Ha BO3IEHCTBUHU JaBJICHUEM Ha ITOIJIEKaIIe TKaHH,
YTO CIIOCOOCTBYET MPOABIDKCHUIO JTUMOBI IO TUMDaTH-
YeCKUM CTPYKTypaM [4].

I1epBbie mybaMKaM, ONYChIBalOLIME JAHHYIO METO-
UKy, natupytorcs 1972 . [5, 6]. B uccnenoBanum 1985 r.
MIPUHSIIN y4acTue 25 MarMeHToB ¢ IMMMOCTa30M BEpXHEH
(n =T7) n HmxHeit (n = 18) koHeyHOCTEM. JI)IST yMEHBIIIE-
HUSI pa3MepoB oTeka ucnoib3oBaiack [1K. ITpubop co-
cTosiin u3 8—12 oTHeNbHBIX KaMep, KOTOphIe HaJeBaau Ha
KOHEYHOCTh MalleHTa U 00eCTIeYMBaId BRICOKOE TaBJIe-
Hue Ha TKaHu (0T 80 mo 130 MM pr. cT.). Kamepsl HagyBa-
JINCH TIOCJIEA0BATEIbHO, HAUMHASI C JUCTATbHOIO KOHIIA
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1 3aKaH4YMBasl MpoKcuMaibHBIM. [lociie HarmoTHeHUsST BeexX
KaMep, Mocie 2-CeKyHIHOU 3amIep>KK/, OHU CAYBaJICh,
U TIPOIIECC HAUMHAJICS 3aHOBO. Takasi mpolieaypa IInjiach
ot 6 10 8 4. CpenHee yMeHbIIEHNE 00bEMa BEPXHEN KOHEY-
HOCTU B 00JIACTH 3aIISICThsl COCTABWIIO 10 45 %, HUKHEH
KOHEYHOCTH B 00JIaCTU HIDKHEH ITOJIOBUHEI TOJICHU — JIO
47 %. 1o mHeHMIO psiga aBTopoB, [1K criocoGHa GhICTPO
1 0e30macHoO yMeHbIIaTh oTeK [7]. OmHako JaHHBIE 00
3 OEKTUBHOCTU MMPUMEHEHUS 3TOTO METOAA IMPOTUBO-
PEUYMBEL.

Iean uccnenoBanns — OIPEICITUTD TTOKa3aHUS U (-
dextuBHOCTh [1K, a Tak:ke 0003HAYUTH BO3MOKHOCTD
HCIIOJIb30BaHMSI JAaHHOTO METOJa B MpPaKTUKE JICUCHUS
JMM(PATUIECKUX OTEKOB.

MaHyanbHbIi iMMcboapeHax

[maBHast 3amaya MaHyanbpHOTO JIMMponpeHaxka (MJII) —
IMOJATOTOBUTH (PU3MOJIOTUYECKUE ITyTH OTTOKA JTUMOHI,
Yyepe3 KOTOphIe BhIMEIaeMast ITOCIeAYIONINM JaBJICHIEM
0OaHIaXa XUAKOCTb OyIeT TOXOAUTH 0 3[10POBbIX YYACTKOB
JmMdaTIecKoi crucTeMsl (1o 3mopoBeIx JIY). [Ipumene-
HHE 3TOT0 METOJa YBeJIM4YKuBaeT abcopO1uio 6oraroii 6e-
KOM KUIKOCTH 1 YCHJINBAET TMM(POaHTHOMOTOPHKY. Pac-
TSDKEHHE — OCHOBHOE ABMXKEHME Ha Koxe Bo BpeMst MUJI/I.
3a cyeT HeTO MPOUCXOIIT HATSKEeHHE SIKOPHBIX (prj1aMeH-
TOB M BXOXICHNE MHTEPCTULIMATBHOM XUIKOCTA B MTHU -
IUaJIbHBIC TUMMATUIeCKNE KAIMMLISIPBI, a TAKKE ITOBBI-
1IaeTcs maBlieHWe B JUM@aHTMOHAX, YTO YCUJIHMBAET
JmMmpoanrnomMoTopuKy [8, 9]. B mponecce I1K cozmaercs
JIaBJICHME Ha MOIeKalle TKaH!, a pACTSDKEHMS KOXHU He
BOo3HUKaeT. [10 3T0i1 mprymHe, BEpOSITHO, CHUKAETCS CITO-
COOHOCTDH BXOXACHUSI MHTEPCTULUAIBLHON XUIKOCTHU
B TUM(AaTUIECKYIO CUCTEMY.

ManyanbHbIN TMM@OIpeHaX CIIOCOOCTBYET IIepeHa-
IIPaBJICHUIO TOKA XUIKOCTU U3 TTOPaKEHHO KOHEYHOCTH
B 00X0]1 3a0710KMPOBAHHBIX y4aCTKOB. MeToI1Ka BBIIIOJI-
HsIeTCS CJIeAYIOLIUM 00pa3oM: noarotasiauBaiorcs JIY meun
U KMBOTA, CTUMYJIUpPYeTCsl 00J1acThb 310poBbIX JIY, npeHu-
pyeTcs 00J1acTh 3T0POBOTO KBaIpaHTa, 3aTEM OTCYHBIN
CEerMEeHT KopIyca M KOHEYHOCTh. MaHyalbHBIN TUMdO-
JIpeHaXx CIoCcOOCTBYEeT OeCHpensTCTBEHHOMY MOCTYILIe-
HUIO XUIKOCTU MO CYLIECTBYIOIICH TOBEPXHOCTHOWM JIUM-
daTtnyeckoii cucrteMe B 310poBkie JIY.

CymectByronuii qu3aitd nanemuii g [1K He mompa3y-
MeBaeT Bo3aeiicTBus Ha obynactb 300poBhix JIY. UToOBI
MPUOJIU3UTHCS K MOCIEeI0BATeIbHOCTUA AEHCTBUI, aHaJIO-
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ruuHoit mpu MJIJI, HeoO6X0AMMO UCIIOIb30BaTh U3AEIMS
¢ OOJIBIIMM KOJIMYECTBOM Kamep, MOKphIBAIOILINE 0OJIb-
IIIYIO 9aCTh TeJIa: B BUIE BBICOKUX IITAHOB, JOXOISIINX 10
obnacTtu rpynu npu n1uMbaTUIecKoM OTeKe HUXHEH KO-
HEYHOCTH, W B BUJIE KYPTKU IIPU JTUM(PATHISCKOM OTEKE
BEpPXHEW KOHEYHOCTHU.

B otiinuwme ot I1K npu Beimonnenun MJIJI BpyuHyto
OCYIIECTBIISICTCS BO3MECTBUE Ha CIOXHBIE 00JIacTU —
MEXKOCTHBIC TIPOMEXYTKY KHCTH/CTOIIBI, TTAJIbIIbI, aHa-
TOMUYECKHE YIIIyOJIeHUSI B pailoHe IMUKOJIOTOK, TOKTEBO-
IO 1 KOJICHHOI'O CYCTaBOB.

I1pu BeinmonHenuu MJIJI Koxa OTABIXaeT OT AJIUTEIb-
HOTO BO3JIEUCTBUSI KOMIPECCUOHHOTO 6eJibsl. [TocKobKyY
Maccax obOecrneuyrBaeT pejlakKCUPYIOIIUNA U B KaKOW-TO
cTeneHu 00e300auBanInil 3(pPeKTh, OH TOMOTaeT CO3-
JIaTh MPAaBMWIbHBINA KOHTAKT «CITELIMAIMCT—ITALMEHT». DTO
0CO0EHHO BaXKHO C YYETOM TOT'0, YTO OOJBIIMHCTBO 00JIb-
HBIX ¢ TUM(OCTAa30M UMEIOT IICXOJIOTUIECKIE TIPOOIEMBI,
HaXomITCsI B COCTOSTHMU XpoHudecKoro crpecca [10]. ITpu
nposeneHr MJIJL 3HaunTeIbHO BO3pacTalOT KOMILIAEHT-
HOCTB, TICUXOJIOTHYECKII KOM(DOPT, YBEPEHHOCTH B PE3YJIb-
TaTax M IOBepue MalMeHTa K crienuanncty. [TneBMaTmye-
CKast KOMITPECCHsI He MOXET B ITOJTHOI Mepe pean30BaTh
JIaHHbIE TICUXOJIOTMYECKIE 3(PPEKTHI.

ITo coBoKymHOCTH TiepedrcieHHBIX ¢pakTopoB ITK
He cnocoOHa MOJHOCThIO 3aMeHUuTh MJIJI o MexaHu3My
NIeCTBUS M OXuagaeMbIM 3 deKTam.

KomnpeccuoHHas Tepanus

KomMmmpeccrnonHast Tepamnusi BKJIIo4aeT 0aHIaKnpoBa-
HUe OMHTAMU HU3KOM CTeIIEHU PACTSKUMOCTU U IIPH-
MEHEHHe TPUKOTaXa ITOCKOo# Bs3ku. OHa ocHOBaHA Ha
rpagueHTHOM IIOBBIIICHUM NABACHUS B MHTEPCTUIINH
KOHEYHOCTH U, KaK CJICICTBHE, CHUKCHUU YIBTPahIIb-
TpalUy ¥ YBEINICHUH peadbcopOruu kuakoctn. OqHaKo
IIPY BBIMOJTHCHUM OAHHOW MaHUIYJSLIMU BCErma IpH-
CYTCTBYIOT CYOBEKTUBHBIE (DAKTOPHI — KBaIM(MDUKAIIHSI,
OITBIT W OIIYIICHUS CIELHAINCTa. DTOT METOI HE CTaH-
IapTU3UPOBaH, MTOCKOJBKY HaTYMKU IS OIpPEHCICHUS
rpagyeHTa JaBJIeHUS He MCITOIb3YIOTCS. B IMHEBMOKOM-
IIPECCMOHHOM Xe€ aIllapare JaBJeHNe B KaMepax OoIpeie-
JISIETCST TIPOTPAMMOI, YTO TTO3BOJISIET IIPOBOIUTD IIPOIIE-
Iypy MHOTOKPAaTHO M HE3aBHCHUMO OT CIICIIMaJINCTA.
Heob6xonnmbIiM TpedoBaHuneM K ripudopy ms [K asnser-
Cs1 TAKOM AW3aiH MOMIIBI, IPY KOTOPOM IMCTaJIbHbIE Ka-
MepbI HAIyBaIOTCS C OOBIIM JaBJICHHEM, YeM ITPOKCUMAITb-
HBIE, 1 JaBJICHUE B HUX HE OC/Ia0eBacT, II0Ka He HamayeTCs
BECh PyKaB. 3a CYET KOMIIPECCUOHHOM Tepanuy YMEHb-
IIaeTcs MPOCBET TMMMATUICCKUX COCYIOB M YBEINIMBA-
eTcs TMHEeWHas CKopocThb InMdoToka. [THeBMaTueckast
KOMIIpeccHs TakKe obecrieuynBaeT TaHHbINA 2D PeKT.

Hawno6omnbimas 3¢p(eKTUBHOCTh KOMIIPECCUOHHOM Te-
panmy JOCTUTAETCS B MPOIECCe ABVKEHUM, ITOCKOIBKY
aKTHUBHUPYETCS MBIIIICYHAsT IIOMITAa — OCHOBHOI MEXaHU3M
TpaHcopTta TMMdBI. biraromapst 3Toit Tepanum cokpaiie-
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HHE CKEJICTHON MYCKYJIaTyphl 0OeCIIeunBaeT TPAHCIIOPT
JmMpBI 9epe3 TuMdaTHIeCKe COCYIbl B TeYCHNE BCETO
BpeMeHU (PU3NIECKON aKTMBHOCTH, Jaxe MPH HECOCTO-
areabHoi muM@arndeckoii cucteme [11]. B xone ITK gaH-
HBI KOMITIOHEHT HE YAAETCS peaIn30BaTh B IOJIHOU Mepe,
IMOCKOJIbKY BO BpeMs IIPOIEAYPHl YEIOBEK HAXOMUTCS
B HEIOJABIDKHOM COCTOSIHMU. [Ipu Kimaccmyeckoit KoM-
MIPEeCCUOHHOM Tepanuu TuMbaTrIecKast XKUIKOCTb IIepe-
Meraercd B TeueHue 16—24 4 B COOTBETCTBUU C €CTECTBEH-
HBIMU BPEMEHHBIMU M TPAHCIIOPTHBIMU CITOCOOHOCTSIMU
JMbaTIIeCKON crucTeMbl. [THeBMaTndecKkas KOMIIPECCHsT
101, JOBOJIBHO OosbimM AaBiieHreM (o1 80 1o 130 MM pT. CT.)
B TeueHHUe HeOobioro Bpemenu (0,5—1 4) cmocodcTByeT
He(U3NOJIOTMIECKOMY TTIepEeMEIICHUIO XXKUIKOCTH. B cBs-
3u ¢ 3tuM KDIIT Gosee ecTecCTBEHHO ITOBTOPSIET TPaHC-
IMOPT JTUM@BI 3MIOPOBOTO YETI0BEKA, IIOCKOIBKY OJ1arogapst
3TOMY METOMY XHMIKOCTb IIPEUMYIIIECTBEHHO ITepeMeIia-
eTcs BHYTpH JInMpaTudecKoit cuctemsl. I1pu mcromab3o-
BaHuu I1K B TeyeHMe KOPOTKOro BpeMEHMU I10]I BO3aeii-
CTBUEM JIaBJICHMS WU IIPU OTCYTCTBUU MBIIICUHBIX
COKpAIlIEHUIA CKEeJIETHOM MYCKYJIaTypbl OCHOBHOM 00bEM
KUAKOCTU TepeMeIIaeTcsl He BHYTPU JTUM@aTHICCKOM
CHCTEMBI, a B UHTePCTUIIUM, YTO MOXET IIPUBECTH K HE-
TaTUBHBIM ITOCJICICTBUSIM, €CJIM HE OYIyT IPUHSTHI IIPO-
duIakTUYeCKue MEpHI.

Pe3synbratbl npumeHeHus

NHeBMaTUYEeCKOW KoMnpeccum

Pesynbratel npuMmeHeHus I1K cunbHO paznnyaroTcs.
Hccnenosanue 2013 1. ¢ yyactueM 196 maneHTOB € JIUM-
¢ocTazom HIDKHENM KOHEYHOCTH, KOTOPHIM ITPOBOIMIIACE
I1K, moka3zajio, 4To cpegHee yMEHbIIIEHE pa3MepOB KOHEU -
Hoctu cocTaBuiio 1150 (8 %) mu, ipu atoM y 35 % nanm-
€HTOB KOHEYHOCTh YMEHbIIIACh 0ostee yeM Ha 10 % [12].
B uccnenosanue 2015 1. Bonuau 100 60MBHBIX, Y KOTOPBIX
B Ka4eCTBE JICUCHHUS BTOPUIHOTO JTUM(MATUIECKOTO OTeKa
npuMeHsnach [1K. CpegHee BpeMs jge4eHUsI COCTAaBUIIO
12 mec, cpemHee KOJMYECTBO CEAaHCOB B Hememo — 5,3.
O06BbeM KOHEYHOCTH B 00JIACTH JIOABIKKYA YMEHBIIIWIICS Ha
2,8 %, B obsacTu rojieHu — Ha 2 % [13].

B nccnenoanue 2012 1. o 30 maumeHToB ¢ IMMPOo-
CTa30M, KOTOPBIC OBLIM pa3aesicHbl Ha 2 TPYIIIHI 1Mo 15 dye-
snoBek. B 1-ii rpynmie npumensiin K®OIIT, Bo 2-it — TTK.
ABTOpBI HE OTMETHJIM CYIIICCTBEHHOM pa3HUIIBI B PE3YJIBTaTaX:
cpenHee yMEHbllIeHUe 00beMa KOHEYHOCTU B 1-i1 rpyIi-
e cocraBuio 14,9 %, Bo 2-it — 12,2 % [14]. B uccne-
moBaHuu 2015 r. yaacTBoBaiu 46 ManmMeHTOB C JIUMPO-
CTa30M BEPXHEH KOHEYHOCTHU IOCJIE palvMKalbHON
MAaCT3KTOMUH, KOTOPBIC OBLIM pa3nesieHbl Ha 2 TPYIIIHI.
B 1-i1 rpynne ucnionp3oBanack KPIIT, Bo 2-i1 — KOIIT
B komOouHanuu ¢ [1K. ABTOpbl He BBISIBUJIM CTaTUCTH -
YeCKU 3HAUYNMOM pa3HUIIBI MEXAY Pe3yIbTaTaMM Jieue-
HUS y TTallMeHToB 1-i1 1 2-¥ rpym [15].

B uccnenoBanme S. Haghighat 1 coaBt. 2010 . Bomimn
112 maumeHTOB, KOTOPBIE OBLIY pa3esieHbl Ha 2 TPYIIIILI.
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B 1-i1 rpynime g nedeHust auMm@ocTasa BepxHeil KOHed -
Hoctu ucrnoyb3oBaniu KPIIT, a Bo 2-it — KOMOMHALIIO
KOIIT u ITK. Bo BpeMs nHTEeHCUBHOIA (ba3bl B 1-11 rpyTI-
e cpemHee YMEHBIIeHHEe 00beMa MOpakeHHON KOHed-
HocTtu coctaBuwio 43,1 %, Bo 2-it — 37,5 %. Yepe3 3 mec
IIOCJIe TepaIliy B 1-1 rpyrime OTMEYeHO CHIDKeHIE o0beMa
KOHe4YHocTH Ha 16,9 %, Bo 2-it — Ha 7,5 %. [1ogoGHyI0
pa3HUILY B Pe3yJIbTaTax MOXHO OObSICHUTh Hed((HEKTUB-
HBIM IIPOTOKOJIOM JieueHus ¢ nmomoiibto [1K: annmapar co-
crostn U3 4 Kamep, pabodee maBJieHHE B KaMepax COCTaB-
jisuto 40 MM PT. CT., mpoueaypa aiack 30 mun [16].

B metaananus 2014 1. Boum 7 ucciieqoBaHuii (1aH-
Hble 287 maneHToB). BBII0 BHISIBIEHO, YTO MIPUMEHEHNE
MK mrs meyennst muMdaTUIECKUX 0TEKOB 000CHOBAHO,
OITHAKO HE OTMEYAIOCH CYIIECTBEHHBIX pasInIuii B 3(pdek-
tuBHOCTH KDIIT B komounHaumu ¢ I1K wnu 6e3 Hee [17].
M. Zaleska u coaBT. 1 W.L. Olszewski 1 coaBT. onpeaenuim,
Kakoi AM3aiiH T0KEeH ObITb Y MHEBMOKOMITPECCUOHHBIX
IIOMII: TOBOJIbHO BBICOKOE HaBJICHUE, ITPOIXOKUTEIBHOE
BpeMsI UHQJISILNH, T. €. CKOPOCTH, C KOTOPOM HamTyBaeTCsI
kamepa (50 c), 6ombIoe KomuecTBO Kamep (8—12). duc-
TaJIbHbIE KaMephl He JOJDKHBI CIYBaThCS IT0 Mepe HamyBaHMS
BCEX IMPOKCHUMAJTBHBIX Kamep. I1pr JaHHBIX YCIOBUSX OyaeT
C03/1aBaThCsl HEOOXOMMMBbIN rpafveHT AaBiaeHusl. Takke JomK-
HBI 3aKPBIBaTHCSI IIPOKCUMAJIBHBIC YJaCTKH KOPITyca — MOJIEITb
B BUIE KypTKU/mTaHoB [ 18—20].

OcnoXHeHUs NHeBMAaTUYECKOU KOMNpeccum

K ocnoxnenusim I1K otHOCST oTek 06acTy Kopiyca
P UCTIOJIb30BAHUM KOPOTKUX M3IEIUI, 3aKPHIBAIOIINX
TOJIBKO BEPXHIOIO WM HUXKHIOI KOHEYHOCTh, TCHUTAINI
U TIPOTUBOIIOJI0XHOM KoHeuHocTU. MccnenoBanue M. Boris
u coaBT. (1998) mokazano HajiM4Yue OTeKa TeHUTATUN
y 43 % naiueHToB ¢ IMMGbaTUIeCKIM OTEKOM HIKHUX KO-
HeuHocrtelt mpu mposeaeHuu I1K [21], omHako 6ostee mo3-
Hue uccrenoBadus (2010—2019 ) IeMOHCTPUPYIOT IIOJTHOE
OTCYTCTBME TAKMX OCJIOXKHEHUI [12—16, 18—20].

Haubosnee 6e3omacHbIM MPEACTaBISIETCS UCIIOIb30-
Banue I1K B ¢aze mogmepxaHus pe3ynbraToB, TaK KaK yXKe
HET O0JIbILIMX 00BEMOB XXMAKOCTHU, IEPEMEIAEMbIX B MO/~
KOXHO->XXMPOBOM KJIETYATKE.
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06cyxaeHune

[MHeBMaTHYEeCKAast KOMIIPECCHSI MOXKET MMETh IIPEHMY-
IIeCTBO B ciiydasix, korga nposegeHue KOIIT manono-
CTYITHO 13-3a Pa3IMYHBIX (DAKTOPOB (K IIPUMEPY, TepPU-
TOpHaIbHasl YIAJICHHOCTD MallieHTa OT MECT IPOBEICHMS
K®IIT), a Takke HEBO3MOXKXHO IO TeM W UHBIM TPU-
YUHAM HOCUTHh KOMIIPECCUOHHBIN TPUKOTAX WU IPO-
noykaTh OaHmaxkupoBaHue. HekoTopbie aBTOPHI JEMOH-
CTpUpPYIOT IIpeuMylecTBa ucnoyab3oBaHus I1K kak
JIOTIOJTHEHUST K KOMIIPECCMOHHOMY TPMKOTaxy B (hase
MOAIep>KaHUs pe3ybrata. AKTyalbHas TOYKa IIpUMEHe-
Hus [1K — nanueHThI ¢ napajiMyamMu, y KOTOPbIX paboTa-
€T OIMH U3 TJIABHBIX MEXaHM3MOB TPaHCIIOPTa TUMMBI —
MBIIIICYHAS TTOMIIA.

IIpotuBonokazanus K I1K cxoxu ¢ TaKkoBbIMU IPU
K®ITT: nekoMnieHcMpoBaHHAsI XpOHMYECKasI cepieaHast He-
JI0CTaTOYHOCTb, TPOMOO3MOOJIMS JIESTOYHOM apTeprU, TPOM-
003 TIIy0OKMX BeH, TpoM0O0odeOUThl, MH(MEKIIMOHHbBIE 3a-
0oieBaHUSI KOXM M ITOJKOXHO-XMPOBOM KJIETYATKH,
AKTUBHBIA OHKOJIOTUYECKUI IPOLIECC, MILIEMAYECKUE apTe-
pUaibHbIE 3a00JIeBaHMSI.

3aknueHue

be3ycnoBHBIM HeaOCTaTOK OOJIBLIMHCTBA MCCIEI0BA-
HU, TToCBsIIEeHHbIX TpuMeHeHuto [1K, — manast Bbibopka
MmanreHToB. [ToMUMO 3TOro, TOCTOBEPHOCTh MCCIICIOBAHMIA
CHIKAET OTCYTCTBUE CTaHAAPTU3ALUU O00PYIOBAHMS IS
npoBeneHus I1K (pa3Hble KOJIUIECTBO KaMep, BpeMsI MH-
¢nsamun, padbodee gaBIeHNUE) U €IMHOTO IPOTOKOJIA JIeue-
HUSI TTALIMEHTOB Y METOIOB OLIEHKU pe3yiibTaTa.

C y4yeToM pa3BuUTHS COBpeMeHHBIX TexHoynoruit [1K
SIBJISIETCSI TICPCIIEKTUBHBIM METOIOM KOMILICKCHOTO JIeUe-
HYST TMMGbATUYECKUX OTEKOB, OHAKO /IS €€ TIOBCeMEeCT-
HOTO MPUMEHEHUST HEOOXOAUMbI TAJIbHEMIIIME UCCIIE0BA-
HUSI Ha OoJibllield BHIOOPKE OOJIBbHBIX, CTaHAAPTU3ALIMS
anmapatoB [1K u pa3zpaborka 3(h(eKTUBHBIX ITPOTOKOJIOB
JIeYeHMsI C BBICOKUM YpOoBHeM Oe3onacHocTu. Ha maHHBIA
MOMEHT FOBOPUTH O IIMPOKOM BHenpeHuu [1K B mpakTuky
JleyeHus tuMdocTasa npexknaeBpeMeHHO. CeromaHs IJIs Jie-
YeHUS TUMMATHIECKIX OTEKOB PEKOMEHIYETCS HCTIOIb30-
Bath [1K B couetanuu ¢ KOIIT.
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PeaKun KNMHUYECKNI CyYan [UArHOCTUKU U JieYeHUA
MeTacTa3oB KapuMHOMbl MepKensa B npaBble NaxoBble
numcatnyeckue y3ibl 6e3 BbIABJIEHHOr0 NEPBUYHOIO
oyara

K.C. Turos" 2, .H. JIeoemunckuii', M.M. Maromenosa', I11.P. xxamunos!, /I.H. Ipexos’ 3, M.B. Copokuna!,
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KoHTakTbl: Manukar MypagxaHosHa Maromeposa malikatmagomedova98@gmail.com

BeepeHue. KapumHoma Mepkens — Helipo3HLOKPUHHASA 3N10KaYeCTBEHHAsA 3nUTeNnanbHas GbiCTpONporpeccupyiowas,
CKNOHHas K MECTHbIM PELIMAMBAM M METACTA3UPOBAHMIO B PErMOHAPHbIE TMMMATUYECKUE Y3Nbl U BHYTPEHHUE OPraHbl ONyXosb
KOXW. ITMONOTMS U NaToreHe3 AaHHOTO HOBOOHPA30BAHUA O CUX NOP OCTAKOTCA HEJOCTATOYHO M3y4YeHHbIMU. W3-3a cBoei
peaKoil BCTpeYaeMoCTy B MUPOBOW IMTEPATYPE ONUCAHbI TONbKO eAUHUYHbIE HABNIOAEHNs METAcTa30B KapLuHOMbI Mepkens
6e3 BbIABAEHHOO NEPBUYHOIO 04ara, Yalle BCEro C NOPaXeHeM PErnoHapHbIX TMMbaTUYeCKUX y3NnoB.

KnuHuyeckuit cnyvaid. B faHHoi cTatbe NpeacTaBAeH KAMHUYECKUI ClydYail MeTacTaTUYecKoro nopaXeHus naxoBbix
AMmMbaTUYeCKUX Y3108 C MUKPOUHBA3MUEl B GefpeHHYI0 apTepuio Npu KapunHome Mepkens 6e3 BbIABIEHHOTO NePBUYHOMO
ovara. MNocne KomnieKcHoro 06cnesoBaHUA U OHKONOTMYECKOrO KOHCUAMYMA NaLMeHTKe NPoBEeeHO XMpyprudeckoe ne-
YeHue B 06beMe LUTOPeayKTUBHOTO UCCEYEHMUs KOHTIOMEepaTa NaxoBbix NMMMGATUYECKUX Y3108 CPaBa U NpoTe3MpoBaHUs
apTepun ayTOBEHO3HbIM TPAHCMAAHTATOM. M0 AaHHBLIM MAAHOBLIX MOCIEONEPALUOHHLIX NAaTOMOPHONOTrMYECKOro
1 UMMYHOTMCTOXMMUYECKOTO MCCNEe0BaHUI OKOHYATENBLHO NOATBEPXKAEH ANArHO3 KMETacTas KapLuuHoMbl Mepkensi».
3aknioyeHue. BoisBneHue u onucaHne nogdo6HbIX KNMHUYECKUX CyYaeB UMEIOT NPaKTUYECKylo 3HAYUMOCTb U CNoco6-
CTBYIOT (DOPMMPOBAHMIO aNTOPUTMOB JIEYEHUA KapLUHOMbI MepKens 1 C NOKanbHbIMU NPOSIBAEHUAMM, U NPU NPOrpeccu-
pytowux dopmax. Cayyam faHHoro 3ab6onesaHus JOMKHbI 0BCYKAATLCA HA OHKONOTMYECKUX KOHCUAMYMAX, NOCKONbKY
Nle4eHure MOXKET BKNOYATb XMPYPrUYeCcKuii 3Tan, B TOM Ynucie 6UONCUI0 CTOPOXKEBLIX TMMBATUYECKUX Y310B, aAbIOBAHTHYIO
Jly4eByI0, XMMUOTEPANUIO U UMMYHOTEPANUIO NPU JUCCEMUHALLMM ONYXOEBOr0 NpoLecca.

KnioueBble cnoBa: pak Koxu, kapuuHoma Mepkens, naxoBas numcdapeHonaTns, NUMdbaLeH3IKTOMUA, UMMyHOTEpanus,
optaHHas onyxonb

Ins yntupoBanus: Tutos K.C., lebeguHckuii N.H., Maromegosa M.M. u ap. Pegkuit KNIMHUYECKUI CAyYail AUArHOCTUKM
W NeyeHUs METAcTa3oB KapuMHOMbI Mepkens B npaeble naxoBble AMMdaTUYECcKue y3/bl 63 BbiSBJAEHHOTO NePBUYHOTO
oyara. CapkoMmbl KOCTel, MATKUX TKaHel 1 onyxonu Koxu 2024;16(1):81-7. DOI: https://doi.org/10.17650/2219-4614-
2024-16-1-81-87
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Introduction. Merkel’s carcinoma is a neuroendocrine malignant epithelial skin tumor, rapidly progressive, prone to lo-
cal recurrence and metastasis to regional lymph nodes and internal organs. The etiology and pathogenesis of Merkel's
carcinoma are still an insufficiently studied issue. Because of its rare occurrence, only single observations of Merkel's
carcinoma metastasis without an identified primary focus, most often with regional lymph node involvement, have been
described in the world literature.

Clinical case. This article presents a clinical case of metastatic lesion of inguinal lymph nodes with microinvasion into
femoral artery in Merkel's carcinoma without identified primary focus. After a comprehensive examination and onco-
consilium the patient underwent surgical treatment in the scope of cytoreductive excision of the inguinal lymph node
conglomerate on the right side and artery prosthesis with an autovenous graft. According to the routine postoperative
pathomorphologic and immunohistochemical studies, the diagnosis of Merkel's carcinoma metastasis was finally con-
firmed.

Conclusion. Identification and description of such clinical cases are practically significant and can serve for formation
of certain algorithms for treatment of Merkel’s carcinoma both with local manifestations and in progressive forms. Pa-
tients with Merkel's carcinoma should be discussed in oncological consiliums, as treatment may include surgical stage,
including biopsy of sentinel lymph nodes, adjuvant radiotherapy, chemotherapy and immunotherapy in case of tumor
dissemination.

Keywords: skin cancer, Merkel's carcinoma, inguinal lymphadenopathy, lymphadenectomy, immunotherapy, orphan tumor

For citation: Titov K.S., Lebedinsky I.N., Magomedova M.M. et al. A rare clinical case of diagnosis and treatment of me-
tastases of Merkel carcinoma in the right inguinal lymph nodes without an identified primary focus. Sarkomy kostei,
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BeepeHune

Pak xoxu (PK) — yacto BecTpevaroreecs 3a0oieBaHIe,
JIedeHUEe KOTOPOIO SIBJSIETCSI aKTyaJIbHOM Mpo0JeMoii co-
BpeMeHHoi1 oHKosorun. CornacHo gaHHEIM GLOBOCAN
B 2020 r. 3a6oneBaemocth PK cocrasuma 1 198 073 (6,2 %
BBISIBJICHHBIX 3JI0KaYeCTBEHHBIX HOBOOOPA30BaHMIA) CITydas,
cMepTHOCTE — 63 731 (5,5 %) cy4aii.

HeyxinonHslii poct 3a6oieBaemoctu PK B mocnenHue
JeCSITWIETHsI 00YCIOBIMBAET HEOOXOIUMOCTb ITPOAOJIKEHUS
UCceaoBaHUi o JaHHOU TeMe [1]. bobiie TpynHOCTH
BO3HHMKAIOT IIPU TUATHOCTHKE U JICYCHNH Ha0oJIee PEIKIX
¢dopMm PK, K KoTophIM OTHOCHTCSI KapLimHOMa MepKest
(KM) — arpeccuBHast (hopMa JaHHOM OITYXOJIH.

Kapuunoma Mepkenst (pak U3 KJIeTOK Mepkens) —
HEHPOSHIOKPUHHAS 3JI0KaYeCTBEHHAsT SIUTEINATbHAS
OBICTPOIIPOTPECCUPYIONIAST OIYXOJb KOXHW, CKJIOHHAS
K MECTHBIM PEeIIMANBAM U METACTa3MPOBAHUIO B PETUOHAP-
Hble ImMdaTnaeckue y3ibl (JIY) u BHyTpeHHMe opraHsl [2].
Omna BcTpeuaeTcs vare y MyxxdauH (62 % ciydaeB) crapiie
65 ner (75 % cayyaeB) [1]. M3-3a penkoii BCTpeuyaeMOCTH
B MUPOBOM JIMTEPAType OMUCAHBI TOJBKO CIMHMYHBIC Ha-
omoneHust metactazoB KM 6e3 BBISIBAEHHOTO IepBUYHOIO
ovara, Jaiie BCETo C IopakeHrueM pernoHapHbIx JIY [3].

B naHHOI4 cTaThe NpeacTaBieH KJIMHUYECKUI ciydai
MeTacTaTU4YeCKOTO IopaxeHus maxoBbix JIY ¢ Mukpo-
MHBa3ueu B 6egpeHHy10 apTepuio npu KM 6e3 BhIsIBIIeH-
HOTO IMEePBUYHOIO OYara.

KnuHuyeckuin cnyvai

B omoenenue sxcmpennoil xupypeuueckoii nomouiu 1opoo-
ckoil kaunuueckotl boavHuypt um. C.I1. bomkuna nocmynuna
nayuenmxa H., 68 nem, c jcarobamu Ha onyxonb mMseKux

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXoan KoXu

mKaHell npasoil Naxoeoil obaacmu ¢ OMeYHOCMbH) NPAGoil
HuxcHeil koreunocmu. Co 108 004bHOIL, daHHOe 00pa3oeanue
nos6UA0CH 200 HA3A0, HO 3a MEOUUUHCKOL NOMOWbIO OHA He
obpawjanacs @ ca3u c omcymcmauem opyaux x#canoo.

IIpu ocmompe 6 npasoii naxogoii obaacmu 0OHapYIHCeHO
naomHoe byepucmoe mManronoosudicHoe oopaszosanue 00 § cm
6 duamempe. [lpu noaHom ocmompe K0dCHO20 NOKPOBA U3-
MeHeHUIl, c8UOemeabCmBYIOUWUX 0 HAAUYUU 310Ka4eCMBeH-
H020 00paszoseanus, He evisigaeHo. Ilo danHbiM yabmpaseyko-
6020 uccaedosanus (Y3H) msaekux mxaneii 6 npasoil Naxosot
obaacmu noOK0JICHO 00HAPYICEHO 2UNOIX02EHHOEe 00BeMHOe
obpazoeanue pazmepamu 70 x 78 x 72 MM ¢ HepoGHbIMU
(B0aHUCMbIMU), HEUEMKUMU KOHMYPAMU, HEOOHOPOOHOI 3X0-
CIPYKMYPbL, C MHOJCECMBEHHBIMU A0KYCAMU KPOBOMOKA NpU
48emoeomM 0ONNAEPOECKOM Kapmupo8aHuu.

C yuemom Hanuuuss OmMeuHOCMU NPAGOl HUJICHell KOHeUHO-
cmetl gbinontero Y3H macucmpanvrbix apmepuii U 6eH HUNICHUX
KoHeuHocmell, No 0aHHbIM KOMOopo2o obuas bedpeHHas apmepus
HedocmynHa 0CMOmpY, 8U3YaAU3UPOBAHbL OKKAHO3UBHO MPOMOU-
DOBAHHbIE BeHbL 20/eHU, 21Y00Kas U NOBEPXHOCMHASL OeOpeHHble
BEHbL, A MAKIICe HUNCHSA Hacmb 0buieil 6edpeHHotl éerbl. OueHums
cocmosiHue obuell bedpeHHOIl U HAPYHCHOU NOOB300UIHOU 8eH
Ha Ypo8He 0NyX01e6020 UHPUABIMpPama crodicHo. B coomeemcmeuu
¢ dannbimu Y3H 3an00o3pena uHeasus onyxoau.

Ilpunsmo pewenue goinoanumos CORE-buoncuro onyxo-
1€6020 KOH2A0Mepama ¢ yeavto e20 Mopgoaou4eckoil eepu-
@urayuu. Ilo dannsim namomopgonoeuueckoeo u UMMYHO-
eucmoxumuueckozo uccaedosanuii — KM.

1lo danubim MyabmucnupanvHoil KOMNbIOMEPHOU MOMO-
epagpuu (KT) opearos epyoHoli knemku u OprouHol noaocmu
C GHYMPUBEHHbIM KOHMPACMUPOBAHUEM 8MOPUYHOe Nopa-
JIceHUe 6HYMPEHHUX 0P2aH08 He 8bisieaeHo. B xode maenummno-
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PE30HAHCHOU MOMOPAuU 0peaHO8 Maa020 Masza ¢ KOHmMpa-
cmuposanuem 8 npoekyuu naxosvix JIY cnpasa obnapyicerno
onyxonesoe 00pazoeanue coMUOHOU CMPYKmypbl pasmepamu
7,4 x 6,4 X 7,6 cM ¢ KUCMO3HbIM BKAIOYEeHUEM (ONYX0ae6blil
pacnad) pazmepamu 2,9 x 2,5 x 2,5 cm. CorudHwlit KOMROHEHM
ONYX0AU UHMEHCUBHO HAKANAUBAA KOHMPACMHOE 8eujecmao
6 panHior pazy koumpacmuposarus. O6pazosatue 6 npoexyuu
naxoguvix JIY unmumuo npunexcanro K 6edperHHsiM cocydam;
HeU3MEHeHHAsl JHCUP0Bas KAemUamKa mexcdy HUMU He npo-
cnexcusanacs (He UCKA4eHa Mukpouneasus) (puc. 1, 2).

1lo daunbim 330¢hacoeacmpodyodeHockonuu U KOAOHOCKO-
MUY RAMOA0UMECKUX U3MEHeHUIL He 8bliaeaeHo. Takum obpazom,
nocae KOMIAEKCHO20 00cAe008aHUSs YCIMAHOBAEH NPedeapument-
Hblil KauHuMeckuil duaernod: memacmassl KM 6 npasvie naxosvle
JIY be3 svisenennoeo nepsuuroeo ovaea, c TxN3MO.

Puc. 1. MaeHumHo-pe3oHaHcHas momozpagus opeaHos mManozo masa
C KOHMPACMUPOBAHUEM: ONyX0es0e 06pa30B8aHue CONUOHOU CMpyK-
mypsl pazmepamu 7,4 % 6,4 % 7,6 CM C KUCMO3HbIM BKIKOYeHueM (ony-
xonesblli pacnad) pasmepamu 2,9 x 2,5 x 2,5 cm

Fig. 1. Contrast-enhanced magnetic resonance imaging of the pelvis:
solid tumor, size 7.4 x 6.4 x 7.6 cm, with cystic inclusion (tumor
degradation), size 2.9 x 2.5 x 2.5 cm

Jlannblii KAuHUYeCKUll cAyuail paccmMompet Ha OHKO0AO-
2U4eCcKOM KOHCUAUYME, HA KOMOPOM NPUHSIMO peuleHue
0 XUpYpeuueckom emMeulamenscmee Ha nepeom smane npomiueo-
onyxonesoeo neuenus. Ilayuenmie 29.08.2023 gvinoanena
yumopedykmueHas onepayus (onepayus /lokena) cnpasa.
Humpaonepayuonro npu pegusuu 8vis64eH MAL0N00BUICHDLL
KoHenomepam cnasnubix J1Y, obuwue pazmepst Komopsix co-
cmasuau 20x 15% 12 cm, kamenucmoi niomHocmu, ¢ pac-
npocmpaneHuem 8 N0A0CMb MAA020 Ma3a u gosaedeHuem be-
OpeHHbIX cocydo8. Beinoanena mobuauzauus 0cHO8HO20
0NYX0/1€8020 KOH2A0MEPAMaA (¢ MeXHUYeCKUMU MPYOHOCAMU),
nepegsazana 601buias NOOKOICHASL 8eHA, NPOBedeHa yumope-
OYKUUsl OCHOBHO20 ONYX0/1€6020 KOH2A0MEPAma ¢ 30HOI pac-
naoa, moouauzoeana 6edpeHnas apmepus, eny00Kas 6eHa
bedpa — 6 cocmase nopuuu onyxoneeo2o konenomepama. Ilpu
ocmompe nyavcayusi bedpeHHoll apmepuu 8 30He Onyxoau 00-
CMoBepHo He owyuaracs. Humpaonepayuontblii KOHCUAUYM
6 cocmase onepupyroujeli opueadsl U NPULAAUEHH020 cocyou-
CMO20 XUpypea NPUHsA peuleHie 0 NPoOme3upoaruy apmepuu
aymoeeHo3HbIM mpancnaanmamom (puc. 3, 4).

Ilocaeonepayuonnbiii nepuod npomekan 2Aa0ko, 8 cOom-
6emcmeul ¢ 006eMoM U CPOKAMU XUPYPUYECK020 8Meula-
menvscmea. Ilayuenmia évinucana na 9-e cymku 8 yoogaem-
60pUMENbHOM COCOSHUU.

1lo 0annbiM nAaHOB020 NOCAEONEPALUOHHO20 NAMOMOP -
@onoeuteck0eo U UMMYHOLUCHOXUMUYECKO20 UCCAe008AHULL
OKOHYamenbHo noomeepoicoer duaenos «<memacmas KM (um-
MmyHogheHomun onyxonegoix kaemok CK8/18+, CD20—, CD3—,
Ki67 — 100 %, Tdt—, S-100—, CD56+)» (puc. 5, 6).

Tucmonoeuueckue npenapamoi nepecmompersi 8 Mockos-
CKOM HAYYHO-UCCAe008aMeNbCKOM OHKOA0UYECKOM UHCIMU -
myme um. I1.A. Iepyena, duaernoz noomeepicoeH.

Jlanee npogeder no8mMopHblil OHK0AOUMECK UL KOHCUAU-
VM, Ha KOMOPOM NPUHSMO pellerue 0 npogedeHUU 8MOPbIM
2MANOM Neuerus UMMYHOMepanuu HUgoAyMaboM.

Puc. 2. KomnsiomepHas momoepagus mazkux mrarel npagoli naxosol 061acmu: KUCMO3HO-CONUOHOe 06pA308aHUE C BY2pUCMmbIMU KOHMY-
pamu, UHMUMHO npunezarouee K 6edpeHHol apmepuu, HaKanausawee KOHMPAcMHbIl npenapam, pasmepamu 00 66 X 64 X 70 Mm: a) 20pu-

30HMAanbHAA nJ10CKOCMb,; 6) d)pOHmaﬂbHaH nJ0CKOCMb

Fig. 2. Computed tomography of the soft tissues of the right inguinal region: cystic-solid lesion with bumpy margins adjacent to the pelvic artery
and accumulating the contrast agent, size up to 66 x 64 x 70 mm: a — horizontal plane; 6 - frontal plane
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Puc. 3. lHmpaonepayuoHHas KapmuHa: cocmosHue nocse ucceyeHus Puc. 4. Makponpenapam nocnie ucceyeHus 06pa308aHuUA: KOH2IOMe-
KOH2/10Mepama naxosbix NUMGAmMuYeckux y3/108 U NPOMe3UPOBAHUA  Pam NAx08bIX TUMPAMUYECKUX Y3/108

6edpeHHoll apmepuu aymoseHo3HbIM MpaHCNAGHMamom Fig. 4. Gross specimen after lesion resection: conglomerate of pelvic
Fig. 3. Intraoperative photo: condition after dissection of a conglo- lymph nodes

merate of pelvic lymph nodes and pelvic artery prosthesis with an auto-

logous venous transplant

Puc. 5. lucmonoeuyeckuii npenapam. [pu MUKpockonuu o6HapyxeHsl 6oablIUe Y3/bl U3 QuGYy3HO paCcNoNoKeHHbIX 6a30PUNbHBIX KTemoK
C XapaKmepHbIM Kpya/ibiM USU 0B8AJIbHbIM A0POM U MAS03aMemHbIM A0pbIKoM. X20. OKpACKa 2eMamoKCUUHOM U 303UHOM

Fig. 5. Histological slide. Microscopy showed large nodes consisting of diffuse basophilic cells with characteristic round oval nuclei and poorly
visible nucleoli. x20. Hematoxylin and eosin staining

s 28, hi%%." ’«ﬁ' AP
L. . 2 S AL I'ﬂ‘ > - x\}
R A Lk nz:bﬁf;“f'

Puc. 6. immyHozucmoxumuyeckoe uccredosanue. B nodasasiowem 60/1blUUHCMBE KAPYUHOMA IKCNPeccUpyem 3nuUmesuanbHble MapKepsl, Hau-
6osee yacmo — CK20 (a) ¢ napaHyKneapHbIM MoYeyHbIM OKPAWUBAHUEM, a ee HelpOIHOOKPUHHbIe 0COBeHHOCMU NOKA3bIBaem KCnpeccus
Helipo3HOOKPUHHbIX MapKepos, makux kak CD56 (6)

Fig. 6. Immunohistochemical examination. In most cases, carcinoma expresses epithelial markers, most commonly CK20 (a) with paranuclear
spotty staining, and its neuroendocrine features manifest through expression of neuroendocrine markers such as CD56 (6)
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06cyxpaeHune

Kapuunoma Mepkesst — peakasi arpecCuBHasi 3J10Ka-
YeCTBEHHASI OITyXOJIb KOXH, BO3HMKAIOIIASI M3 HEMPOIH-
MOKPUHHBIX KJIETOK MepKeisi, KOTopasl COCTaBJIsIeT MEHee
1 % Bcex 3/10KauYeCTBEHHBIX HOBOOOpA30BaHUil Koxu [4].
JlanHoe opdaHHOe HOBOOOPa30BaHUE BXOAUT B TeTEPOreH-
Hyto rpynity PK Hapsigy ¢ 6a3aibHOKIIETOUHBIM, TIJIOCKOKIIE-
TouHbIM U MeTaTunudyeckuM PK [5]. 1o coBpeMeHHBIM
srmaeMuosiormdeckuM qaHHbM, B CILIA 1 HeKOTophIX cTpa-
Hax EBpomnnbl 3a6o1eBaemocts KM mpopoirkaer yBenudu-
BaThCSI. DTOT ITOKA3aTeIb B 3HAYMTEIBHOM CTETICH! 3aBUCUT
OT BO3pacTa MaeHTOB, YTO aKTyaJIbHO IIISI B3POCJIOro Ha-
cenieHus1. Tak, corylacHO pe3yJibTaTaM 3apyO0eKHbBIX UCCIIEA0-
Banuii, B 2013 1. 3a6oneBaeMocth KM cocraBuia 0,7 ciaydast
Ha 100 ThIC. yenoBek u 2488 ciryyaes B rox [6].

Exxeronno B CILIA peructpupyercst okojo 1500 HOBbIX
ciyyaee KM B rog, B ctpaHax EBpomneiickoro corwosa —
okoJo 2500 [7].

Otronorus u natoreHe3 KM 1o cux mop ocTarorcst He-
JIOCTaTOYHO U3Yy4CHHBIMU. MHOIHE UCCIIeA0BATEIIN CUNTA-
0T, YTO Ham0OoJIee BaXKHBIMM (DAKTOpaMU pHCKa Pa3BUTHS
JTAHHOM ITaTOJIOTUM SIBJISIIOTCS YIIBTPadroIeTOBOE M3Tyde-
HMe, TTOXMJION BO3pacT (0T 65 JieT), eBpoleouaHasl paca,
MMMYyHocCYyIpeccus (MHGEKLMs BUpyca UMMyHoOIe(pUIIMTa
YyeJIoBeKa, CHHAPOM ITPHUOOPETEHHOTO UMMYHHOTO nedu-
LIMTa, IMMYHOICTIPECCUBHASI TePaIusI IIOCIe TPAHCIUIAHTA-
LIMM OPTaHOB), a TAKXKE HOCUTEILCTBO ITOJIMOMAaBHpYyca Kile-
ToK Mepkenas (MCV) [4, 5]. CornacHO OaHHBIM,
nonydeHHbIM H. Feng B 2008 1., mocnenosatensHocT MCV
obHapyxeHbl B 8 (80 %) u3 10 ciyyaeB KM, nipu sTom
B KOHTPOJIbHBIX IPYITITAaxX (TKAaHW pa3IMYHbIX YYACTKOB TeJIa)
aHTUIEHbI BUpYyca HaifeHbl B 5 (8 %) u3 59 ciayyaes. B 6 u3
8 MCV-nonoxutenbHbix oopasiioB KM BupycHas JJTHK
ObLTa MHTETPUPOBaHA B TEHOM OITYXOJH [8].

CoracHO TaHHBIM MUPOBOI JINTEPATYPHI CYIIIECTBYET
TecHasl CBs13b Mexxay nosisieHueM KM u geiictBrueM yiib-
Tpacduosera. YibrpaduoaeToBoe o0JIydeHe He TOIbKO
BBI3BIBACT ITOBPEXICHNE KOXM M IOBBIIIACT PUCK pa3-
BUTHSI paKa, HO U IOJABJISIET pabOTy UIMMYHHOM CUCTEMB,
YTO IMPUBOIUT K CHUXKCHHIO €€ CTIOCOOHOCTH BOCCTAaHAB-
JIMBaTh MOBpPEXISHUSI KOXH, a TakxKe pacrno3HaBaTh PK
U Opyrue 3a00jieBaHUs 1 OOPOTHCS ¢ HUMM [9].

KapiumHoma Mepkesnst BOBHUKAET B AEPME, YaCTO pac-
IIPOCTPaHSIETCS B IOAKOXKHO-KUPOBYIO KJIIETIATKY 1 IIPEI-
CTaBJIsIeT CO0OI TIOTHOE OBICTpOpacTyllee 6€30071e3HEH-
HOE y3JI0BO€ 00pa30BaHME PO30BOIrO WIM (DUOIETOBOTO
IIBeTa, KOTOPOE YacTO pacIiojlaracTcsl Ha KOXe TOJIOBHI,
IIIeH, PeXe — Ha HOTax WJIM pyKax, HO MOXKET ITOSIBUTHCSI
Ha 11000M yJyacTke Tena. B penkux ciyyasix HaGaomaeTcst
U3bsI3BICHUE [7].

B MupoBoii 1uTepatype KpaiiHe Majlio cOOOlIeHU
o KM 06e3 nepsuunoro ovara. Tak, B 2015 r. P. Yaramada
onucaja peakuil ciydyail mopaxeHust peruoHapHbix JIY
¥ BHYTPEHHUX OPraHOB, B YaCTHOCTH IBEHAIIIATUIICPCT-
HOM KMILIKY U MOMAXKETYI0YHOM XKeJie3bl, 0e3 IEpBUUYHOTO

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

ouara [3]. Takke B IuTeparype NpeacTaBiIcHbI OTICIbHBIC
cIy4au M30JIMPOBAaHHOTO METACTAaTUICCKOTO TTOPAKECHUS
JIY. B nogoOHbIX KJIMHUYECKUX CUTYallUsIX Hanbosiee Bax-
HBIM SIBJISIETCS PeIIeHE BOIIPOCOB AMArHOCTUKM U IIpa-
BIWJIBHOTO, CBOCBPEMEHHOTO JICUCHMSI.

HaubGonee 3HaYMMbIM METOIOM AMArHOCTUKU KM
CITyKUT UMMYHOTUCTOXMMHUIECKOE MCCICIOBAaHUE MaTe-
puaia. Yaire Bcero KapIimHOMa 3KCIIPECCUPYET IMUTEII-
aJIbHbIe MapKepbl, HanboJiee XapaKTepPHBIM 13 KOTOPBIX
apnserca CK20 ¢ mapaHykiieapHBIM TOYSYHBIM OKpaII-
BaHUEM, a €€ HEMPOIHIOKPUHHBIE 0COOCHHOCTHU MOKA3bI-
BaeT SKCIIPECCUS HEMPOIHIOKPUHHBIX MapKepoB: CD56,
XpoMmorpaHnHa A u cuHanropusuHa. dng pudpdepeHim-
anbHOI auarHoctTuku KM ucrosnb3yeTcst psif oka3aTeieii:
OTCYTCTBHE 00IIero aHTureHa JjeikouuToB CD45 (B o1-
Jmane oT JIuM@omebl), S-100 (B oTImame OT MeJIaHOMBI),
CK7 u TTF-1 (B oTimune OT MEIKOKJIETOYHOTO paKa JieT-
koro) [10].

Cnyyan KM nomKHBI 00CYyXIaThCsI Ha OHKOJIOTMYE-
CKMX KOHCHJINYMAaX, IIOCKOJIBKY JICUeHUE TaHHOTO 3a00-
JIEBAaHMST MOXET BKJIIOYATh XUPYPTUICCKUM 3TAIl, B TOM
yucie OMOIICHIO CTOPOXEBLIX JIY, albIOBAHTHYIO JIYYEBYIO
1 XUMHUOTEPAITNIO K UMMYHOTEPAITUIO TIPY IMCCEMUHALINHI
OIIyX0JIeBOTO Ipoluecca [1].

Br160p 1 2 GeKTUBHOCTD JA€YeHUST HEMPOIHIOKPUH-
HOM OITyXOJIW B 3HAYUTEIbHOUN CTETIEHU 3aBUCAT OT CTaIU
Iporiecca M OOIIeT0 COCTOSTHUS IMalleHTa (OLEHKH 110
mkasie BcemupHoit opranm3saiiu 3npaBooxpaHeHust / Boc-
TOYHOM KOOIIEPATHUBHOW OHKOJIOTUYECKOW TIPYIIIbI
(Eastern Cooperative Oncology Group, ECOG), Hamuyus
COMYTCTBYIOIIMX 3aboneBaHuii u np.). Ilepen cocrasie-
HUYEM IJIaHa Tepanuu HeoOXO0IUMO KOMILIEKCHOE 00cIe-
JIOBaHUE TMAIMeHTa. «30JIOTHIM CTAaHAAPTOM» TMAarHOCTH -
KM IJISI WCKIIOYECHMsS] PETMOHAJIbHOTO ITOpaXkKeHUS
JIUMGATHIECKOTO ammapaTa ¥ BTOPUYHBIX U3MEHEHUI
OPTaHOB SIBJISIETCS TO3UTPOHHO-3MUCCHOHHAS TOMOIpa-
¢ust, copmemenHas ¢ KT. YyBCcTBUTEILHOCTD METOIA CO-
crasisteT 90 %, a cneunpuaHocTs — 98 % [9].

OcHOBHBIM BapuaHTOM JiedyeHuss KM 6e3 pernoHaib-
HOTO 1 OTIAJICHHOTO METaCTa3UPOBAHMSI SIBJISICTCS XUPYP-
TUYECKOE BMEIIATEIBCTBO C PaIUKAIbHBIM MCCEUCHUEM
OITyXOJIM KOXMU B TIpeesiaxX 3MOPOBBIX TKAHEH ¢ oTpeeie-
HUeM cTopoxkeBoro JIY, nmpu peruoHajJbHOM MeTacTa3u-
poBaHuM — ¢ TnMdaneHakromueii [4]. Kapumnoma Mep-
KeJISI YYBCTBUTEJIbHA K Jy4eBOM Tepamuu, KOoTopas
HCITOJIB3YEeTCSI B KA4eCTBE aabIOBAHTHOTO JICUCHMS MPU
BBICOKOM PHCKE MECTHOTO PELMAMBA WM JOKAIBLHOTO
meTtacTtazupoBaHus. [Ipu nporpeccupyromieir KM B mo-
cJIemHee BpeMsI CTaIM IMPUMEHSITh UMMYHOTEPAIINIO MH-
ruouTopaMu pelernTopa MporpaMMUpPyeMOM KJIeTOUHOMI
ruoesm 1 (programmed cell death 1, PD-1). 1o mosiBneHust
HOBOI1 UMMYHOTEpanuu Ipu nporpeccupytoiuiein KM uc-
M0JIb30BaId XMMUOTEpanuo. XoTs y 00JIbLIMHCTBA Maly-
€HTOB OTMEUaJICs IIePBOHAYAIbHBIN OTBET Ha JICUCHHE, €r0
3¢ GEeKTUBHOCTD ObUTa HEIUTUTEIbHOM (0KOJI0 3—4 Mec),
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U He TTOJIyYEHO T0KAa3aTeJIbCTB IIPEUMYIIECTBa IIPUMEHEe-
HUS JAHHOI Tepanuu B yBeIMUEHUHU IT0Ka3aTelieil oo1eit
BBDKUBAaeMOCTH [5]. AHTU-PD-1-MHTUOMTOPHI YIyIIITAIA
BbDKMBAEMOCTb MHOTHMX MTALIMEHTOB C paCpPOCTPAaHEHHbIM
PK. UmmyHOTeparnust urpaet O0JIbIIYIO POjIb B JIEUEHUU
IIPOTPECCUPYIOIINX OHKOJIOTMISCKIX 3a00JIeBAaHUI 1 CUM-
TaeTcsl CTaHAAPTOM 1-i1 IMHUM CUCTEMHOM Tepanuu pac-
npoctpaHeHHoit KM [5]. BaxxHbIM KpuTepuem cBoeBpe-
MEHHOMW JMWAarHOCTUKW U JIEYEHUS 3TOW MATOJOTUU
SIBJISIETCSI OLIEHKa OOl11eit S-JeTHeil BbKMBAeMOCTHU, KO-
TOpasi, 110 pa3HbIM JTaHHBIM, BappupyeT OoT 18 mo 85 %
B 3aBUCUMOCTH OT CTaIUM 3a00JICBaHMS M HAJIMYUS PETH-
OHAaJIbHBIX U OTHajeHHbIX MeTacTa3oB [7]. Tak, K. Harms
U COAaBT. MpoaHanm3upoBamu 9387 cimyqaes KM u3 Harmmo-
HaJbHOI 0a3b1 JaHHBIX 0 pake (National Cancer Data Base
Participant User File, NCDB PUF) u onpenenvnu Koppe-
JISILATIO CTaauM 3a00J1eBaHUS M S-J1eTHEN 0011Ieil BbIKMBA-
emoctu: nipu I—I1 craguu BeKMBaeMocTh coctaBmiia 51 %,
npu I cramuu — 35 %, npu 1V cramuu — 14 %. Takxke
aBTOPBI BBISIBIIIM 336 CilydaeB ¢ perMOHAIbHBIM METAaCTa-
3UpOBaHKUEM 0e3 MepBUYHOIO oItyxoyieBoro ovara. Ilo-
Ka3aHoO, YTO Y TaKUX IMAIlMeHTOB HAOIOHAETCs JIydIINi
IIPOTHO3 10 CPAaBHEHUIO C MALIMEHTAMU C HAIMYHUEM TIepP-
BruyHoro oyara KM (5-71eTHSIS BBDKMBAaeMOCTh COCTAaBMJIa
42 % nipotus 27 %) [11].
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[IpencraBneHHbI KITMHAYECKU CTydaid HArJISIIHO M0~
Ka3bIBAET, YTO KOMIUIEKCHOE 1000CIe10BaHME MALMEHTKU
C MaxoBoi1 IMMpaaeHonaTre IOMOIVIO YCTAHOBUTH ITPaBUIb-
HBIN JuarHo3 peakoii hopMbl PK ¢ HeBBISIBIIEHHBIM TTEpBUY-
HbIM 04YaroM M €ro perMoHaJIbHbIM METACTa30M U MPOBECTU
CBOEBPEMEHHOE ITPOTUBOOIYXOJIEBOE JICUEHUE.

3aknueHue

Penxumu nposisnenussmu KM — opgaHHOI 310Kave-
CTBEHHOM OMyX0JI1 — CIYKaT PETMOHATbHBIE U OTIAJIEHHbIE
MeTacTasbl 0e3 BhISIBJIEHHOIO niepBUYHOro ovara. He cyiec-
TBYET TOYHOTO aJIFTOPUTMA JUATHOCTUKU U JICYEHUSI Maly-
€HTOB C JaHHOI matoyiorueit. B nurepatype npuBoasiTcs
JUIb MeToabl Tepanuu KM, npuMeHsiionecs: B MHIMBU-
JTyaTbHOM IOPSIAKE COMTACHO PEKOMEHIALIMSIM 110 JIEYEHUIO
PK. ITosTOMYy BBISIBI€HUE 1 ONIMCAHUE KIIMHUYECKUX CITY-
yaeB KM npeacTaBisiioT MpakTUYECKYI0 3HAYUMOCTH
U1 MOTYT CIIOCOOCTBOBATh Pa3pabOTKe aJITOPUTMOB JICUESHUSI
JTAHHOM OIMyXOJIM KaK C JOKAJIbHBIMU MPOSIBJIEHUSIMUA, TaK
u Tiporpeccupyoonmx ¢dopMm. Heodxomnumo moMHHUTE, YTO
Yy KJIMHULIMCTOB JIFO0OM ClieMaan3aluy JOJKHA ObITh OH-
KOHACTOPOXXEHHOCTD; BaXKHO ITPABWJIBHO BepUDUIINPOBATDH
JIMAarHO3 ¥ CBOEBPEMEHHO HAUMHATh JICUEHUE, JaKe KOrna
3a00J1I€BaHE€ UMEET HETUTIMYHBIE TTPOSIBICHUS, KaK y Ta-
LIMEHTKU B ONTMCAHHOM KJIMHUYECKOM CJTy4ae.
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Xupypruyeckoe neyeHvme MacCMBHOW Henmpodnopombl
MArKUX TKaHeu npu Henpocgubpomarose 1-ro Tuna

A.K. Bammes, A.I'. CamskoB, H.C. ITerpouenko

DI'BY «Hayuonanvhbiii meduyunckuil uccaedosamensckuti yenmp onxonoeuu um. H.H. Baoxuna» Munzopaea Poccuu; Poccus,
115522 Mockea, Kawupckoe wocce, 24

KoHTaKThI:

Acnav KampapauHosuy Banues dsion@rambler.ru

BeepeHue. Heiipodubpomsbl, Bo3HUMKaOWMe Npu Hellpothubpomatose 1-ro TMNa, peAKO AOCTUTaloT GOMbLIMX Pa3Mepos,
OAHAKO NpU MAacCUBHOM MOPAXEHMU BbIOOP ONTUMANbHOM TAaKTUKM NleYeHUs COMpPsKEH C psAoM TpyaHocTeid. Haubonee
4acTo KIMHULMCTBI NPUOEralnT K XMPYPruyecKoMy TeYeHuto, KOTOpoe Ha AaHHbI MOMEHT ABnAeTca 3MHEKTUBHBIM UHCTPY-
MEHTOM VY4 LEHWUA KAaYeCcTBa KU3HU NALUEHTOB U NO3BONAET NOAYUYUTL XOPOLIME KOCMETUYECKME Pe3yNbTaThl.

Llenb pa6boTbl — onucath YCRew b ONbIT XUPYPruyecKoro AeyeHus naLueHTa ¢ r1uraHTcKoi Heilpodubpomoit 1-ro Tuna,
nopaxatolen MacCUBHbLIA Ny MATKUX TKaHEN.

Knunuyeckuit cnyyait. NaumeHt, 22 net, obpatuncs B HaumoHanbHbIi MeULUHCKUI MCCNef0BaTeNbCKUI LEHTP OHKONO-
rum um. H.H. BnoxuHa c fuarHo3om «Heiipodubpomaros 1-ro TMNa C MacCUBHBIM NOPAXKEHUEM MATKUX TKAHEN HUXHei
TPETU CNUHBI, ATOANYHON obnacTy, befep». 3aboneBaHne CyWecTBYeT C POXKAEHUS, CEMEHbIA aHaMHe3 OTArOLEH: oTel,
yMep OT 3/10Ka4eCTBEHHOTO NPOABNEHUA HEMPOTreHHON Onyxonun. Y mMnaglwen cecTpbl TaKXKe AUArHOCTUPOBAH Helpodu-
GpomaTo3 ¢ nopaxeHueM roJIOBHOrO MO3ra U HanuymeM NaTeH LBeTa Kode C MONoKOM Ha Tene. C y4eTOM MacCUBHOO
OMyX0NeBOro NOPAXEHUS, 3HAUUTENILHO CHUKAIOLLEr0 KAaueCTBO XMU3HU 60NbHOrO, PELEHO BbIMONHUTL LMTOPELYKTUBHOE
XUPYPruyecKoe nevyeHne, 3afiaya KOTOPOro — MakCMManbHO pafiMkanbHOE YoaNeHUe BCeX AOCTYMHbIX ONYXO0JeBbIX MAacC
C LeNbio 0b6NeryeHns COCTOAHMA NauueHTa.

3akntoueHue. lpefCTaBNEHHbIA KIMHUYECKUIA CyYait NPOLEMOHCTPUPOBA YCNELWHbIA ONbIT XUPYPrUYECKOro JeYeHus
naumMeHTa C r’MraHTCKoi HelipothMbpPoOMOit, Nopaxarolen MaCCUMBHbINA NYN MATKUX TKAHEN.

KnioueBble cnoBa: Helipohnubpomaros, Helipothubpoma, 6one3Hb PeknuHrxay3eHa, MacCcUBHas OMyXO0/b, FTUraHTCKAsA Ony-
X0Jb, OHKONIOTUSA, OHKOOPTONEANA

Ana uutnpoBanua: Banves A.K., CanbkoB A.T., MetpoyeHko H.C. Xupypruyeckoe neyeHne MacCMBHON HeilporeHHo
ONYX0NU MArKMX TKaHei npu HelipodubpomaTose 1-rotuna. CapkoMbl KOCTEN, MATKUX TKAHEW U OMyXONW KOXM
2024;16(1):88-92. DOI: https://doi.org/10.17650/2219-4614-2024-16-1-88-92

SURGICAL TREATMENT OF A MASSIVE SOFT TISSUE NEUROFIBROMA IN NEUROFIBROMATOSIS TYPE 1

A.K. Valiev, A.G. Salkov, N.S. Petrochenko
N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia; 24 Kashirskoe Shosse, Moscow 115522, Russia

Contacts:

Aslan Kamraddinovich Valiev dsion@rambler.ru

Introduction. Neurofibromas developing in neurofibromatosis type 1 rarely grow to a large size. However, in cases
of massive lesions, selection of optimal treatment tactics can be complicated. Clinicians usually resort to surgical
treatment which currently serves as an effective instrument for improving patients’ quality of life and for achieving
good cosmetic results.

Aim. To describe a successful experience of surgical treatment in a patient with giant neurofibroma type 1 affecting
a massive pool of soft tissues.

Clinical case. Patient, 22 years, sought medical help at the N.N. Blokhin National Medical Research Center of Oncology
with diagnosis of neurofibromatosis type 1 with massive lesions in the tissues of the lower third of the back, gluteal
region, thighs. The disease has existed since birth, family medical history is fraught: father died of malignant manifesta-
tion of a neurogenic tumor. The younger sister is also diagnosed with neurofibromatosis affecting the brain and mani-
festing through café au lait spots on the body. Due to massive tumors significantly decreasing the patient’s quality
of life, cytoreductive surgical treatment was prescribed aimed at maximally radical resection of all available tumors to
alleviate the patient’s condition.

Conclusion. The presented clinical case demonstrates successful experience of surgical treatment of a patient with giant
neurofibroma affecting a massive pool of soft tissues.
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BeepeHue

Heiipodpubpomartos 1-ro tumna (HP1) (6one3un Pe-
KJIMHTXay3eHa) — TeHeTUIecKoe 3a00JieBaHNe, 00YCIOB-
JICHHOE ayTOCOMHO-TOMUHAHTHBIM TUIIOM HACJIeIOBaHUSI,
CBSI3aHHOE C MYTallMSIMU B T€HaX, KOTUPYIOIINX OEJIOK
HelipouopomuH [1]. Kak rpaBuiio, 310 106pOKaYeCTBEH-
HbIe HEMPOTEHHBIE OIYyXOJIM, KOTOpbIe MOTYT AU dy3HO
IMopaxkaTb HEPBHYIO CUCTEMY, MSATKHE TKaHHU, KOXY, BHY-
TPEeHHUE OpPTraHbl, a TAKXKe OOBEANMHSITLCS B COJTUTAPHBIC
y3JIBI, CMeIasl IIepPeIrcIeHHBIe CTPYKTYPhI U BBI3bIBAs
MOPOKM pa3Butus [2]. 3aboieBaHNE XapaKTepu3yeTcs Ha-
JIMIMEM TIITeH 1IBeTa Kode ¢ MOJOKOM, IOIMBIIICUHBIX
BECHYIIICK, y3eJIKOB JInIa 1 MHOXECTBEHHBIX KOXHBIX
HelipoduobpoM. Takke HepeaK cliydad MaJIWTHU3ALUUN
JMAHHBIX CTPYKTYP C pa3BUTHEM 3JI0KAaYeCTBEHHBIX (DOopM
OITyXoJIel 13 000yI0UeK NepudeprndecKux HepBoB [3].

IMatmenTsr ¢ HP1 gacto cTpagaroT BpOKIEHHBIMU IUIEK-
c(OPMHBIMU HeiipodrdpoMaMu, KOTOpbie MOTYT UMETh
HETIPEePBIBHBIN POCT U OOBEAUHSATLCS B TUTAHTCKYIO HEHPO-
¢ubpomy. TepMuH «ruraHTCcKast HeiipoprOpoMa» He UMeeT
YETKOTO OTIPEIEICHNS Y MCITOIB3YeTCs IUIST OTTMCAHMST HEeli-
PoHOPOMBI, KOTOPast pa3pociIach 10 3HAYUTEIBHBIX 1 He-
oIpeIe/icHHBIX pa3MepoB. B muTeparype nMeercs psim co-

OOILLIEHUIA O CIydasiXx U cepusiX HaOMIOAEeHUI TMTaHTCKUX
HelipodudbpoMm [4—10]. HekoTopbie aBTOPBI MCITOIB3YIOT
TEPMUH «TUTaHTCKasI HeMpoGhrOpoMa» IS OITyXOJIeil BeCOM
B HECKOJIBKO KIJIOTPaMMOB; caMasi KpyITHasI OIyX0JIb, O KO-
TOPOI1 coO0IIANIOCh B TUTeparype, Becrta 90 xr [11].

Br110 TpoeMOHCTPUPOBAHO, 4TO MmanueHTsl ¢ HD1
0oJsice TSKENIO IEePEHOCSAT CUMITOMBI, YeM MaIlMeHTHI
C OMyXOJIIMHU 00004eK Tepudeprndyecknx HepBoB [12].
B penkux ciydasix mo3gHee oOpallieHUe 3a MEIUITMHCKOMN
TIOMOIIIBIO MOXET IIPUBECTU K PA3BUTUIO OYCHD OOJIBIITIX
OITyXOJIeil, TpeOYIOIIMX CI0XHOI MHTpaoIepallMOHHOMN
U nocieonepauoHHoi tepanuu. K coxanenuro, mHdop-
MallMM O JIEYEHUU OOJIBIIMX I'MTaHTCKUX Hepopuopom
HEIOCTAaTOYHO.

Knununyecknit cnyyan

Iayuenm M., 22 sem, obpamuacs 6 kaunuky Hayuo-
HAAbHO20 MeOUUUHCKO020 yeumpa oukonoeuu um. H H. Bro-
XuHa 6 Hosope 2022 e. IIpu ocmompe eu3yasusuposaua eu-
2aAHMCKAST ONYXO0Ab MSAKUX MKAHel CHUHbL, NOSCHULbL
u bedep (puc. 1). OcHoenoll rHcanroboil 1645110ck yxyodulerue
Kauecmea JCU3HU 6 C6A3U ¢ POCOM Onyxoau, docmueuiel
OonbUIUX PA3MEPO8.

Puc. 1. BHewHuli 8ud nayueHma Ha momeHm obpalyeHus 8 HayuoHanbHbIl MeduyuHckul uccnedosamenbckuli yueHmp oHKonoeuu um. H.H. baoxuxa
Fig. 1. Appearance of the patient at the time of admission to the N.N. Blokhin National Medical Research Center of Oncology
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Puc. 2. CocmosHue nayueHma nocne onepayuu
Fig. 2. Patient’s condition after surgery

B xode maznumHno-pe30HanHCHOl momozpapuu bis61eHO
Haau4ue MaccuBHO20 ONYX01e8020 NOPANCEHUs. MACKUX MKA-
Hell HUJICHell mpemu CRUHbl, NOSCHUYHOU U 5200UHHOU 00-

- —~

Puc. 4. BrewHuli sud nayueHma 4epe3 2 mec nocsae onepayuu
Fig. 4. Appearance of the patient 2 months after surgery
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Puc. 3. YoanerHas onyxons
Fig. 3. Resected tumor

aacmeil, 6edep. Tlo pesyavmamam eUcmonsoeu4ecKoeo 3aKao-
UeHUs NPUBHAKO8 310KA4ECMBEHH020 POCcma He 00HAPYHCEHO.
Muaenos: eueanmckas uetipogpuopoma. Panee nauyuenm oopa-
WANcs K OHK0A02aM NO MECIY HCUMeabecmea, 00HAKO 6 Xu-
pypeuyeckom aeyenuu 6ui10 omkazaro. Habarodancs xupyp-
20M 1O Mecmy JHCUMeAbCmea.

Jlannblil Kaunu4eckuil cay4aii 06cyscoancs Ha Myasmu-
JucyunaunapHom Koncuauyme. Pexomendosano xupypeuue-
cKoe neueHue 8 00semMe MaKCUMAAbHO20 UUMOPEOYKMUBHO20
YyoaneHus: 00CMYNHbIX ONYX0Ae8bIX Y3108 C Yeabio YAYHUIeHUS
Kauecmea JCus3HU NAyUeHma u 00CuNICeHus ONMUMANbHbIX
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Kocmemuueckux pezyabmamos. Onepayus 6blnoaHeHa 6 de-
Kkabpe 2022 2. 6 omoene obueil onkonoeuu Hayuonanvroeo
MeOQUUUHCKO020 UCCAe008aMENbCKO20 UeHMPa OHKOAORUU UM.
H.H. bnroxuna (puc. 2, 3).

IIpodoaxcumensrocme onepayuu — 7 4, 0bwas Kpoeo-
nomeps cocmasuaa 6 a, éec yoasenHoii onyxoau — 23 Ke.

[locaeonepayuontblii nepuod 0CA0NCHUACS HACTMUYHBIM
UHDUYUPOBAHUEM NOCACONEPAUUOHHOLL PAHbL, YMO NOMPebO-
6410 npogedeHUs: PedU3UOHHO20 BMeUamenbcmea 1 ycma-
Hoeku VAC-cucmemor (VAC — vacuum-assisted closure) oas
MAKCcUMAanbHoll 3paduxayuu omoensieMo2o u3 10%ca yoaieH-
Hoeo obpaszoeanus. Tlayuenm evinucan Ha 28-e cymku noo
HabardeHue OHK0A02a N0 MeCHYy JCUmenbCmaa.

B nocaeonepayuonnom nepuode 604bH0IU ommeuan 3Ha-
YumenvHoe yayHuleHue cocmosnus (ygeauderue no08UICHO-
cmu U 066eMa 8blNOAHAEMbIX 0BUICEHUIL), A MAKICe XOPOUIULL
Kocmemuueckuil agpgpexm (puc. 4).

1o pezyasmamam 0gyxmecssuHo20 HAOAIOO0eHUS — NOA0MNICU-
menvHas dunamuka 3axcusaenus. Tlayuenm ommeuaem obnee-
YeHue COCMOsIHUSL U YAy4lueHle 8HeulHe2o auda (cm. puc. 4).

06cyxaeHune
OnyxoneBoe nopaxenue rmpu HP1, kak mnpaBuio,
HOCUT J0OpOKAaYeCTBEHHbII XapakTep. OQHAKO €CTh Be-

A0 W TEPATYPA

1. Shen X.Q., Shen H., Wu S.C. et al. Surgically treated solitary giant
gluteal and retroperitoneal neurofibroma: a case report World J oSurg
Oncol 2016;14:125. DOI: 10.1186/s12957-016-0880-y

2. Ross A.L., Panthaki Z., Levi A.D. Surgical management of a giant
plexiform neurofibroma of the lower extremity. Surgical management
of a giant plexiform neurofibroma of the lower extremity. World
Neurosurg 2011;75(5—6):754—7.

3. ZhoulJ.D., Chen Z.Z., Li W.M. et al. Clinical features and pedigree
report of a patient with giant neurofibroma. Med Oncol
2012;29(2):1280—4. DOI: 10.1007/s12032-011-9882-3

4. Hamilton S.J., Friedman J.M. Insights into the patho- genesis of neuro-
fibromatosis 1 vasculopathy. Clin Genet 2000;58(5)341—4.

DOI: 10.1034/3.1399-0004.2000.580501.x

5. Beall D.P, Vander Kolk C.A. Giant dorsal neurofibroma in a young male.
Clin Radiol 1997;52(12):958—60. DOI: 10.1016/50009-9260(97)80233-4

6. Bhatia S., Khosla A., Dhir R. et al. Giant lumbosacral nerve sheath tumors.
Surg Neurol 1992;37(2):118—22. DOI: 10.1016/0090-3019(92)90187-r

7. Cebesoy O., Tutar E., Isik M., Arpacioglu O. A case of isolated giant
plexiform neurofibroma involving all branches of the common peroneal
nerve. Arch Orthop Trauma Surg 2007;127(8):709—12.

DOI: 10.1007/s00402-007-0303-1

8. Ghani A.R., Ariff A.R., Romzi A.R. et al. Giant nerve sheath tumor:
report of six cases. Clin Neurol Neurosurg 2005;107(4):318—24.
DOI: 10.1016/j.clineuro.2004.07.006

Bknaa asTopos
A.K. BajueB: HarMcaHue TEKCTa CTaThy;

A.T. CanibKOB: JieYeHUe MalMeHTa, ONrMcaHue KIMHUYECKOro HaboAeHUSI;

POSITHOCTH 3JI0KAa4eCTBEHHOTO IIePEepPOXICHUsI, KOTOpasi
cocrtaBisieT 2—5 % [13]. Helipodubpomer npu HD1 MoryT
OBITh KJIaccU(UUMPOBAaHBI KaK AU Gy3HBIE U Y3JIOBEIE.
JHuddy3Hbie HelipopOPOMBI TIPEACTABIISIOT COOOI 10~
X0 OYEPUCHHEBIE OITyXOJI1, KOTOPBIE IIIMPOKO PaCIIpoCTpa-
HSIOTCS BIOJIb IIJIOCKOCTEW COEAMHUTEIbHOU TKaHU
1 OKPYXaoT HOPMaJIbHBIC CTPYKTYPHI 0€3 MHBa3MBHOM
nmectpykuuu [14, 15]. Bt onyxoiau Ha3bIBAIOT HEMpOhU-
OpOMaTO3HOI CJIOHOBOU 00JIE3HBIO, KOTHAAa UMEETCsI pa3-
pacTaHre OKPYXKaIOIINX TKAHEW C UI3MEHEHHOM KOXKEeW Hal
HuMH [16]. B nprBeaeHHOM KIMHUYECKOM Cilydae y Haiu-
eHTa Obla ruranTckas (23 kr) muddysHast Helipodhuopo-
Ma, cBs13aHHast ¢ HD1, koropag pocia 6omee 20 nert.

3aKkntoyeHue

IIpencraBneHHbIN KIMHAYECKUIA CIy4dail MPOAEMOH-
CTPUPOBAJ YCHEUIHBIA OIBIT XUPYPIrUUECKOTO JIEUCHUS
MalMeHTa ¢ TUHTAaHTCKOI HeiiponOopoMoii, mopaxkaroiei
MaCCHUBHBIN ITyJI MSTKUX TKaHeil. BeiOpaHHast ieyeOHast
TaKTHKa 3aKjIoyajach B MAKCUMAJIbHOM YIAJIEHUU J10-
CTYITHOU OMYXOJ! U TUIACTUKe Ae(heKTOB MECTHBIMU TKa-
HSIMM, YTO MO3BOJIUJIO TOJYUYUTh YIOBIETBOPUTEIbHbBIE
KOCMETUYECKUE PE3YJIbTaThl M YIYUIIUTh KA4eCTBO XKU3HU
MnalueHTa.
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IX KoHrpecc «Ipo6nema octreonopo3a B TpaBMaTo10rum
U opToneanunu. AKLEHT Ha NauueHTa: nyTb OT TEOPUU

K NPaKTUKe»

IX Congress “The problem of osteoporosis in traumatology and orthopedics. Focus on the patient:

the path from theory to practice”

16—17 depansa 2024 . B Mockse nporren IX KoH-
rpecc «IIpobieMa ocTeorropo3a B TpaBMaTOJIOTHHI M OPTO-
nmeauu. AKIIEHT Ha TAaIlMeHTa: IyTh OT TEOPUH K IIPAKTH -
Ke», mocBameHHbI 100-n1etuio Cepress TumodeeBnya
3auenuHa.

Bcro cBoro xu3ab C.T. 3anenuy nocBITAI MEIULIMHE.
Ero Tpynosast 6uorpadust Hepa3pbIBHO cBsi3aHa ¢ LleHTpab-
HBIM HayYHO-MCCIICIOBATE/IECKM MHCTUTYTOM TPaBMAaTOJIO-
ruu u oprorequu uM. H.H. Ilpuoposa (HUTO, HbIHE —
HannonanpHBII MEOIUIMHCKUI MCCIEI0BATEIbCKUN
LIEHTp TpaBMmarojoruu u oproneauu umenu H.H. ITpu-
opoBa Mun3npaBa Poccun), rae oH npopaboTai 65 jieT.

B 1940 . Cepreii TumocdeeBrd rmoctymii B 1-it MocKoB-
CKMIA MEAULIMHCKUI MHCTUTYT. B camoM Havane Benukoit
OreyecTBeHHOI BOMHBI OH padoTan canutapoM B LIMTO (Tor-
JIa THCTUTYT (DYHKITMOHUPOBAJI KaK BOGHHBIN TOCITUTAIB).

B 1944 1., 6ymyuu ctymeHToM 5-ro Kypca, C.T. 3anenua
OOPOBOJIBHO OTIPaBUIICS Ha (ppoHT. OH paboTa Xupyp-
rom B Opurage akamemuka C.C. IOguHa B MeacaH6aTax
U XUPYPTUIECKUX MOJICBBIX TOCIIUTANISIX. TpynoBasi 1 BOCH-
Hast noonectb Ceprest TumodeeBrya oTMeueHa opaeHaAMU
OreuectBeHHoi1 BoiiHHI 11 crenenu, TpymoBoro KpacHoro
3HaMeHU, MenasIMu «3a 60eBbIe 3aCayTH», «3a TTo0eay HaJ,
Iepmanmeit», «3a 000poHY MOCKBEBI», «3a HOOIESCTHBI TPYI
B Benukoit OTeyecTBeHHOI BOITHE» U Jp.

IMocne nemobunuzanuu C.T. 3auenuH BepHYJICS
B LIMTO, yyacTBOBaJI B CO3IaHMU HOBOTO, TIEPBOTO B CTpa-
He, OTIEJICHUS KOCTHOM aTOJIOIMH B3POCIIBIX, B KOTOPOM
U paboTay Bce Iocieayionire romapl. OH PyKOBOIWI MM
B TedeHue 24 set (1966—1990). B 1968 1. C.T. 3anenuH 3a-
IIATWI TOKTOPCKYIO TUCCEPTALIMIO HA TeMY «XOHIPOMAaTO3
CYCTaBOB, KIIMHUKA U JICYCHHUEC».

Ceprero TumModeeBrUYy NpUHAIIEXKUT OOJIbIIAs 3a-
cJIyra B pa3paboTKe OPTaHOCOXPAHSIIONICH XUPYPIUU TIPU
OITyXOJISIX KOCTEM, a TaK:Ke METO/Ia IepecaakKu KPYITHBIX
KOHCEPBUPOBAHHBIX KOCTHBIX aJUIOTPAHCIIAHTATOB, OJ1a-
romapsi KOTOPOMY CTajIo BO3MOXXHBIM M30€XKaTh aMITyTallin
1 COXpaHUTh (PYHKIIMOHUPOBAHME KOHEYHOCTHU. 3a 3Ty
padoty B 1977 1. C.T. 3aneniux ymocroeH [ocymapcTBeHHO
npemuu CCCP.

B 1967 r. C.T. 3aLienuH MepBbIM B CTPaHe CO3aJ OpU-
TUHAJIBHBIC SHIOIIPOTE3bI IS 3aMEIIeHUS 1e(DEeKTOB KO-
CTel MOCJIe X PE3EKIIMU IIPH OITYXOJICBBIX ITOPAXKCHUSIX.
DHOONPOTEe3MPOBaHNE B KOMOMHAILINY C XMMUOTEpamnueit
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C.T. 3auenux

JIaJI0 BO3MOXKHOCTD ITOJIy4aTh XOPOIIHE PE3YJIBTaThl IIPU
JIEYEHUM OCTEOTEHHOI capKOMBI. 3a 3Ty padory B 1999 .
C.T. 3auenuHy u coTpyaHuKaM Poccuiickoro OHKOJIOT -
YeCcKOro IieHTpa IpucyxneHa [ocymapcTBeHHAsT TIpEeMUST
Poccuiickoit @enepanym.

C.T. 3anenuH sSBISIETCS OCHOBOIIOJIOXHUKOM HOBOM
Hay4yHo#l mKojbl. MTorom ero paboThl cTaao co3maHue
COXpPaHHO-BOCCTAHOBUTEILHOTO HAIIPABJICHUS B JICUCHUH
OOJILHBIX C OIMyXOJIsIMU KocTeil. biaromaps yeunmsim Cep-
rest TumodeeBrnYa B CTpaHe Hayaja aKTUBHO M3y4aTbCsl
mpobieMa MeTabOJIMYECKUX OCTEOIaTUii, B TOM 4HCIe
OCTEOIIOPO3a.

Pa6ots! C.T. 3anienHa noayduiiv IpoKoe Mpru3HaHUe
He TOJIbKO B Hallleli CTpaHe, HO 1 3a pyoexom. B TeueHue
12 et oH nocroiiHo npencrasnsin CCCP B MexnyHapo-
HOM OOIIIECTBE XUPYPIrUIECKOIl OPTOIIECANH 1 TPABMATOJIO-
ruu (Société Internationale de Chirurgie Orthopédique et de
Traumatologie, SICOT). B 1978 1. Ha koHrpecce B Knoto
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[lpusemcmseHHaA peys Ha OMKpbIMuU Meponpuamus 0.M.H., Npo-
¢eccopa PAH, dupekmopa HayuoHanbH020 MeOUYUHCKO20 ucciedo-
BAMeIbCKO20 YeHmpa mpasmamosnoauu u opmoneduu um. H.H. lpu-
oposa MuH3dpasa Poccuu A.H. HasapeHko

(Anonus) Cepreit TumModeeBra ObUT M30paH BHULIE-TIpe-
sugeHToM SICOT. C 1981 1. oH OBIT 3aMeCTUTENEM TIpe/-
cenarens, a ¢ 1985 mo 1989 r. — npencenareneM Beecoros-
HOTO OOIIECTBA TPABMATOJIOTOB-OPTOIIEIOB.

B 2001 r. Beiia B cBetT MoHorpadus C.T. 3auennHa
«KocTHast maTonorust B3pOoCibIX», B KOTOPOil OH 00001
LICHHE TN OITBIT JICYCHUSI OOJIBHBIX C OITyXOJISIMU, OITY-
XOJIEMOIOOHBIMM 3a00JIEBAHUSIMM KOCTEN 1 MeTaboInye-
CKMMU OCTCONATUSIMU. DTO JIydIlasi OTeUeCTBEHHAS ITy-
OJIMKaLMS B TAaHHOM 00JIaCTH 32 MHOTHE IECSITUICTHS.

Cepreit TumodeeBny 3alienIvH 110 MpaBy ITpUHAIJIE-
KWUT K YUCIY BBIIAIOIINXCS Bpadeil, IS KOTOPBIX MEIH-
IIMHA CTajia He TOJIBKO Ipodeccueii, HO U IIpU3BaHUEM,
eJI0M BCEU KU3HMU.

[1aBHOI 1IEJIPIO MPOIICIIETO MEPOIIPUSITUS TPAIH-
IIMOHHO CTaJIO YJIy4YIlIeHNEe KauyeCcTBa OKa3aHUs IIOMOIIN
IMaIlMeHTaM C TTIOBPEXICHUSIMU 1 3a00JICBAaHUSIMU KOCTEHH,
B TOM 4HCJIe Ha (DOHE OCTEOIIOPO3a, aCEIITUIECKOrO He-
Kpo3a 1 IPYTUX OPTOIECANISCKUX ITPOOIEeM.

Temarnka 3acemaHuii M JOKJIAAbI ITOKA3aJI1, YTO UICH
Cepres TumogeeBrya, B YaCTHOCTH B 00JIACTU OHKOOP-
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MPOBAEMA OCTEQNOPO3A
B TPABMATONOMMM U
CPTONEAKM

CRTIAAA
CEMEIRHINS

Joknad akademuka Pocculickoli akademuu Hayk M.J. Anuesa

TOIIEIVH, JICUCHUSI OCTEOIIOP03a, HEOOBIKHOBEHHO aKTy-
aJIbHBI Y CETOMHS.

Konrpecc o0beamHua Beayluux cneuranuctoB Poccun
10 TPAaBMATOJIOTUHY M OPTOIICANH, JIeUeOHOM (DU3KYIBType
U CIIOPTUBHOM MENULIMHE, HEBPOJOTUN, HEMPOXUPYPIUH,
OHKOJIOTVH, OPTaHU3aLINY 31PaBOOXPAHEHUSI, OOIIIECTBEH-
HOMY 3I0pPOBbBIO, PEBMATOJIOTUM, (DU3NICCKOIl U peadu-
JINTAalIMOHHON MEIUIIHE.

B teuenne nByx mHeil pabOThl KOH(MEPEHUINN OBIIA
MpOBeAeHBI 18 HaydHBIX CEKLIMIA, TOCBIIIEHHBIX ITPOOJIe-
MaM TPaBMaTOJIOTMH-OPTOIIEANN U OCTeoropo3a. Takke
0o0CyXIannch BOIPOCH (hapMaKoTepalmuy B cCOYeTaHUU
C XAPYPTUIECKUMU MeTomaMH JjedeHus. B koHdepeHmm
MPUHSIIY y9acTHe CIIelMaIiCThI 12 henepalibHbIX yIpesKiie-
Huit Poccvm. boimm 3auntansl 6osee 100 HaydHO-TIpaKTHYe-
CKUX IOKJIaZOB, IIPOBEICHBI 4 CAaTCIUTUTHBIX CUMITO3MYMA.
Bo BpeMs muckyccuii o0CyKaannch y3Kue, mpo@uibHbie
BOITPOCHI OCTEOIIOPO3a.

Mepomnpusitie ouHo nocetuio 6onee 400 crienranu-
croB u3 50 pernoHoB Poccuu u 3apy6exbps. OcoObiMu
TOCTSIMA MEPOIIpUATHS ObUIH yaeHbIe n3 MHaum.
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Axkapemuk PAH, rnaBHbIi pepaKTop XKypHana
«CapKoMbl KOCTeU, MAFKUX TKAHEN U ONMYXOJIU KOXKM»
Mamep )kaBapoBuy AnveB Harpa<aeH

opAeHOM [py6bl

Academician of the Russian Academy of Sciences, editor-in-chief of the journal “Bone and Soft Tissue
Sarcomas, Tumors of the Skin” Mamed Javadovich Aliyev was awarded the Order of Friendship

o — =
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pe3udeHm u axkademuk PAH A. KpacHukos, akademuk PAH M.[. Anues,
nomowHuK npezudeHdma P® A.A. ®ypcerko (cnesa Hanpaso)

Vkaszom IIpesunenta P® 8 despans 2024 r., B nenb 300-netust ocHoBaHmsT Poccuiickoii akagemun Hayk (PAH),
3a OOJIBIIION BKJIAJ B pa3BUTHE OTEYECTBEHHOM HAyKW M MHOTOJIETHIOIO TUTOMOTBOPHYIO ACSITEIbHOCTD OpAeHOM JIpyKObI
HarpaxnaeH akageMuk PAH Mawmen JIxxaBagoBud AJleB — BbIIAIOLINICS POCCUMCKUIA Bpau-OHKOJIOT, A.M.H., Tpodeccop,
3aCJIyKeHHBIN fesTeNb Hayku P, coBeTHUMK reHepaybHOro nupekropa HarmoHaabHOTo MeIUIIMHCKOTO MCCIIeI0BATE b-
CKOTO LIeHTpa panuojorud MunHznapasa Poccuu, riaBHbIN penakTop xXypHaia «CapKoOMbl KOCTeH, MITKUX TKaHE! U OITy-
XOJIA KOXKU».

Mawmen JIxxaBagoBuY sIBJISIETCS YJeHOM Tipe3uanyma PAH, MHOro jieT pyKoBOAUT ceKlvei yHaIaMeHTalbHOI Me-
JIULIMHBI oTaeaeHus pusuonornu PAH 1 Bosrmasiser Boctouno-EBpomneiicKyto rpymmy 1o n3ydeHuto capkoM. Ero HayuHbIi
BKJIAJT B pellieHe ITPO0JIeM OHKOIIATOIOTMU ITOJTYY T IPU3HAHME MEKIYHAPOIHOTO COOOIIECTBA M OTMEUEH PSIIOM TIpaBU-
TEeJILCTBEHHBIX Harpan, B ToM uucie focynapctBeHHol npemueii P® u npemueii [IpaButenbcTBa PO.

Mawmen JIxxaBagoBuu — aBTop 0oJjiee 500 ormyOIMKOBaHHBIX paOdOT M HAyYHBIN pyKoBoAUTE b Oosee 40 KaHIUMIATCKUX
1 TOKTOPCKUX AUCCEPTALIMIA.

TToznpasiasem Mamena JIxkaBagoBuya C 3aC/Iy>KeHHOI Harpamoi!

Peoaxyus ncyprana «Capxomsl Kocmelil,
MSACKUX MKAHEeU U OnYyX0au KOJCu»
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Akapgemuky Aunuwopay 3yKuposuyy 3ukupsaxopxaesy — 75!

Axanemuky HanmoHanbHOM akageMuu Hayk Tamku-
KHCTaHa, OCHOBATEJI0 COBPEMEHHOM IITKOJIbI OHKOJIOTUH
Pecnybnuku TamKuKucTaH, OMHOMY M3 CaMbIX SIPKMX
YYEHUKOB 1 MocJiefgoBaTele akagneMukoB Poccuiickoit
akanemuu HaykK H.H. bnoxuna, H.H. Tpane3sHukosa
u b.I1. AxmenoBa Aummuony 3yKUpoBrU4Yy 3UKAPSIXOIKA-
eBy 9 anpens 2024 1. ucoHsAeTCs 75 JeT.

IMocne okoHyanus TamKMUKCKOro rocy1apcTBEHHOIO
MEIMIMHCKOro nHetuTyTa ¢ 1975 mo 1976 . mpoxoaui
OpOMHATYPY Ha Kadeape OHKOJIOIMH 3TOTO BHICIIIETO yIe0-
Horo 3aBeneHus1. C 1977 . paboran acCUCTEHTOM 3TO
KadeIphl, a yXe CIycTs 2 Toja 3alllUTII KaHIUIaTCKYIO0
IHCCEepTarIo Ha TeMy «Pak jerkoro, BIiepBbIe TTOSIBUB-
IIHeCcs] MEeTacTa3bl» BO BCeCOI03HOM OHKOJIOTHYECKOM
HayuyHoM 1ieHTpe AMH CCCP (abiHe — HanmmoHanbHbBII
MEIUIIMHCKUI CCIIeIOBATEIbCKUIMA IIEHTP OHKOJIOTUN MM.
H.H. bnoxuna Munsapasa Poccun, Mocksa). B HosiOpe
1980 r. J1.3. 3ukupsixomkaeB Ha3HaAUYEH Ha TOJDKHOCTD IJIaB-
Horo Bpaya Pecrny01MKaHCKOro KIMHUYECKOTO OHKOJIOTH-
yecKoro nucnaHcepa (Jlymranoe).

BricTpoil kKapsepHoii poct dumona 3yxypoBuda ObLT
00YCIIOBJIEH HE TOJIPKO SHEPTUIHOCTHIO, HO I HACTOMYH-
BOCTBIO, 3aMHTEPECOBAHHOCThIO B HAyYHBIX MCCJICIOBA-
HUSIX, CTPEMJICHEM ITOBBICUTD CBOM IMPO(eCCHOHATBHBIC
3HaHUS B 00J1aCT OHKOJIOrMMU. biarogapsi mpekpacHbIM
OpraHu3aTopcKUM crnocoOoHOoCTIM J1.3. 3uKUpSIXomKaeB
BHEC CYIIIECTBEHHBIC M3MEHEHMSI B CTPYKTYPY CIIY>KOBI

CapKoMbl KOCTE, MATKUX TKAHEi 1 0NyXonun KOXu

3napaBooxpaHeHus1 Pecmyoavku TamKukucTaH: co3aai oT-
JIeJICHHEe aBTOMAaTU3UPOBAHHBIX CUCTEM YIIPaBJICHMS, KO-
TOPOE B MOCJICAYIOIEM IIPEBPATUIOCHh B BEIamMcIMTe IbHBIIN
HeHTp Mun3apasa Pecyonnku TamkukucTaH, cielaim-
3UPOBAaHHYIO BpPaueOHO-TPYIOBYIO SKCIIEPTHYIO KOMUCCHIO
JUTSL OHKOJIOTMYECKUX OOIBHBIX, JETCKOE OHKOJIOTUYECKOE
OTAe/IeHUe, UMMYHOJIOTUYECKYIO JabopaToputo u ap. [1pu
nonnepxkke rmpodeccopa b.I1. Axmenoa Jdwmon 3yxypo-
BHMY PaCIIAPUII IIOBCETHEBHYIO XUPYPTUIEeCKYIO ITPAKTHKY,
BHEIPUB B HEE TEXHOJIOTUHU IPOBESICHUS CJIOKHEHIITNX OIIe-
paluvii Ha MUIIEBOAE, MOMKEIYIOYHOM XeJle3e, IIeUCHU
U APYTUX OpraHax rpyAHON 1 OPIOIITHOM MOJOCTEN.

B 1984 1. J1.3. 3ukupsixomkaeB ObUT IepeBeneH B Tam-
XMKCKHAMA TOCYIApPCTBEHHBIM MEIUIIMHCKUAMA WHCTUTYT
1 IPUKOMAaHIMPOBaH B KAYeCTBE JOKTOpaHTa Bo Bececoros-
HBI OHKOJIornueckuii HaydHbiid ieHTp AMH CCCP mna
3aBepIlIeHUST pabOThl Ha/l JOKTOPCKOU IuUccepTalMein Ha
temy «Hedpobiactoma u Heiipobdiactoma y mereid. K-
HUKO-UMMYHOJIOTUIECKOE HCCIeI0BaHUE», KOTOPYIO
yerrerrHo 3ammTit B 1987 . B 1988 1. /1.3. 3ukupsixomkaen
ObUI YTBEp:KIECH B 3BAHUU JOLIEHTA, a B 1989 . — B 3BaHUM
mpodeccopa 1o CIeIaaTbHOCTU «OHKOJIOTHST.

3a Becb CBOI IJTUTENIbHBIN HayYHBII 1 TPYIOBOM IMyTh
J1.3. 3uKmMpsIxomxKaeB IMPOSBIII ce0sT KaK 3aMedaTeIbHbIN
PYKOBOIUTEIIb, TICAATOT X XMUPYPT BHICIIECH KBATM(DUKAITIN.
OH sIBIISIeTCS OMHUM M3 MHULIMATOPOB CO3MaHMSI ACCOLIAIINI
JIMPEKTOPOB MHCTUTYTOB OHKOJIOTUM M PAIVOJIOTHI CTPaH
CHTI u Espasuu (AJIMOP), opranusoBanHoii B 1994 r.
1 pyKOBOIMMOI BCEMUPHO M3BECTHBIM XMPYPIOM, aKaIeMH-
koM M.W. JlaBbimoBeM. braromapst [1.3. 3uKUpsIXOmKaeBy
PecnybimkaHCKM KITMHUYECKUI OHKOJIOTMYECKUIA TUCTIaH-
cep Munznpasa Pecniyomiku Tamkukuctas Boresn B A[IITMOP.
Jumiron 3yxypoBUY 1 ceii9ac KyprpyeT caMble BasKHbIC Ha-
TIPaBJICHIS 3TOM OpraHU3ALMK — MEKITYHAPOIHBIE KOHTAKTHI
1 TIPOTpaMMy TIOATOTOBKYM HAYIHBIX KaIpOB.

Hwmmon 3yXypoBUdY IO Cei I€Hb BEIEeT aKTUBHYIO
JIeSITeIBHOCTD, SIBJISICTCSI YWICHOM PEIaKIIMOHHOIO COBETa
KypHasoB «Bompockl oHkonorun» (Poccus) u «Oryxomu
MSITKMX TKaHel 1 Koxu» (Poccust), rmaBHBIM OHKOJIOTOM
MunsapaBa Pecriyonunku Tamkuknctan. B 1992 . mpu
yuyactuu J1.3. 3ukupsaxogkaeBa OOIIECTBO OHKOJIOTOB
Pecnyonuku TamxkukucraH peopraHu3oBaHo B [IpoTuBo-
PaKOBYIO aCcCOIMAIIMIO, TIPE3UIECHTOM KOTOPO OH OBLIT
n36pax B 1993 . B 1994 r. Jlummon 3yxypoBUd cTaj aeii-
CTBUTEJIbHBIM WieHOM EBporeiickoro oodiecTBa JeTCKIX
oHkoj10roB (SIOP), B 1998 I. — IMOYeTHBIM aKaIeMUKOM
MekayHapogHOTO aKaJeMH4ecKoro oodmecTBa (IIrad-
kBapTupa B Heio-Mopke).
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Heckonbko net npodeccop H.3. 3ukupsgxomkaes 3a-
HUMaJI pyKOBOISIIYIO TOJCKHOCTh B O0BbeIMHEHHOM pe-
CITyOJIMKAHCKON KOMUCCUU IO XUPYPTUICCKUM THCITH-
IUIMHAM, TOe PEryaspHO OOCYXIaduCh TOKTOPCKHE
1 KaHIUIATCKUE TUCCEPTAIIH, TTIAHBI Pa3BUTHS XUPYP-
ruyeckoit ciyxk0nl Pecnyonuku Tamxkukucrtan. Takxke
OH OBLI MmpeacemaTeIeM AUCCEPTAIIMOHHOIO COBeTa II0
CIIEIINATBHOCTSIM «OHKOJIOTHST», «aKyIIIePCTBO U THHEKO-
Jorusi» mpu Breicieil aTTecTallMOHHOM KOMUCCUU TIPU
MuHucTepcTBE HayKM M BbICIIero oopasoBaHusgs P®
B TaIlxKMKCKOM rocyIapCTBEHHOM METUIIMHCKOM YHUBEP-
cutete M. Adbyamu nonu Cuxo (TT'MY), a Takke yieHOM
IHUCCEPTAIIMOHHOTO COBETa IO CIIEIIUATBbHOCTH «XUPYP-
TUs», KyJa BXOIWIA ¥ OHKOJIOTHS.

.3. 3ukupsixomkaeB — aBrop 0osee 400 meyaTHbIX pa-
60T 1 12 MoHOTpaduii, TOCBAIIEHHBIX ITPOOGIeMaM KJIMHH-
YECKOIM OHKOJIOTHH, ONWH 13 pa3pab0TIMKOB U PEIAKTOPOB
METOIMIECKIX PEKOMEHIAIIMI ITO BOITPOCAaM JUATrHOCTUKI
1 JIeYeHUs OHKOJIOTMYECKIX 3a0oeBanuii. umion 3yxy-
poBuY MMeeT Gostee 60 palMOHATM3aTOPCKUX IPEUTOKEHUIA
1 TIATEHTOB Ha M300pETEHMSI, MHOXECTBO TIOYETHBIX Harpa

XPOHMKA HAYUHOM XM3HU |

1 3BaHMI1 3apyOEKHBIX OHKOJIOTMUECKIX OOIIIECTB, SIBJISICT-
cs1 aBTOPOM ydeOHMKaA 110 oHKosoruu (1994). B tsokenbie
ITOCTCOBETCKME TOMbl OH ObLUI OMHMM M3 HEMHOTHUX, KTO
octasicsa Ha Ponune, u ctain [l1aBHbIM oHKO10rOoM MuH30pa-
Ba Pecniyomiku Tamkukucran. /1.3, 3ukupsxomkaeBy yaa-
JIOCh COXPAHMUTb CTPYKTYPY, HAYYHbIA X KaAPOBbIA ITOTCH-
LI1aJI OHKOJIOTMYEeCKOi cy>k0bI Pecrryonuku. B 2008 . o,
€r0 PYKOBOIICTBOM IIPMHSITHI CTAaHIAPTHI JICUCHUSI 3JT0Kade-
CTBEHHBIX HOBOOOpa30BaHUIA.

Oco060 XxoueTcst OTMETUTD cTpeMieHue Jdummona 3yxy-
POBMYA JICJIATHCSI CBOMM OITBITOM, OTPOMHBIM OaraxkoM 3Ha-
HMIA 1 HABBIKOB C MOJIOABIMHU CITCITUATCTaMU. BOJIBIIMHCTBO
yueHUKOB Tpodeccopa J1.3. 3ukupsaxomkaeBa paboTaoT
B KpymHbIX MegunmHckux nentpax CHI, CIIA, Esporbt
u apyrux crpaH. [lox ero pykKoBoACTBOM OBUIH 3aIIMIIECHBI
12 mOKTOPCKUX M 35 KaHAUAATCKUX JUccepTaLvii. A Kadempa
oHkojyiorun TTMY B TeueHue 10Jroro nepuona sipjisiach
OIIHOM 13 BeIyIINX KIIMHUIECKMX KadeIp MHCTUTYTA. 31ech
YIIYOJIeHHO M3yJaJIiCh BCE 3BEHBSI IIATOTeHE3a TeHepaI3a-
LMY 3TOKAYeCTBEHHBIX HOBOOOPA30BAHMIA C MCITOJIb30BAHM-
€M COBPEMEHHBIX METOIOB IUATHOCTUKU U JICUCHUS.

Om sceli dywu no3dpasisem Junwoda 3yxyposuya c lobuneem u xenaem emy Kpenkozo 300p08bs,

6n1azonony4us, Heuccakaemol 3Hepeuu u danbHelwel ycnewHol peanu3ayuu scex meopyeckux naaHos!

BocmoyHo-Esponelickas 2pynna no usy4yeHuro CapKom u pedKoecus XypHana

«CapKombl Kocmel, MA2KUX MKAHeU U 0nyxou KOXU»

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONK KOXK
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TPEBOBAHUA K 0OOPMJIEHUIO PYKOMUCEN

Mpy HanpaBneHuy CTaTby B pefaKuyio «Pycckoro xypHana AeTCKoi HeBponorum»
aBTOPaM HeobXOANUMO PYKOBOACTBOBATLCA CleyHOLUMMU NpaBUAAMIA.
1. 06wue npaBuna
Mpu NepBYHOM HanpaBReHUN PyKOMUCA B PeAaKuMio B KOMUM INEKTPOHHOMO
M1cbMa JOMKHbI ObITb YKa3aHbl BCe aBTOPbI AaHHOIA cTaTby. 06paTHYIo (BA3b C peaKLy-
eil OyeT noAAepX1BaTb OTBETCTBEHHbIN aBTOP, 0003HaUeHHbII B CTaTbe (CM. MYHKT 2).
lpenctagnenve B peakLmto paHee onybnMKOBaHHbIX CTaTeil He fonycKaeTcA.
[lina paccmoTpeHua pykonucy pepakumn TpebyeTca nUCbMeHHoe cornacue Kax-
JOr0 aBTopa Ha 06paboTky M pacnpocTpaHeHue NepCoHanbHbIX AaHHbIX B NEYaTHOM
1 undposom Bude. CkaH NOANMCAHHOTO COrNachA HeobXoAUMO 3arpy3uTb Kak fonos-
HUTENbHbIN daiin B pasaene «onucaHme» Npu nogaye cratbu. MeyaTHblii NOANUCAHHbI
BapUHT COrNacuA HeOBXOANUMO OTNPABUTH Ha ajpec pedakLmy.
2. 0gopmneHne faHHbIX 0 CTaTbe U aBTOpPaX
lepBan cTpaHULa AOMKHA COAEPXATb:
— Ha3BaHue (TaTby,
— MHULManbl U GamunIUy BCex aBTopos,
— yueHble CTeneHu, 3BaHNA, AOMKHOCTH, MeCTo paboTbl KaXA0r0 U3 aBTOPOB,
a 1aKxe ux ORCID (npu Hanuuum),
—NONHOE Ha3BaHue yupexzaeHna (yupexzaeHnii), B KOTOpom (KOTOpbIX) Bbl-
nonHeHa pabora,
— afipec yupexaeHna (yupexaeHui) ¢ ykasaHuem MHAeKc.
MocnegHAA cTpaHMLA JOMKHA COfepXKaTh CBE\EHNA 06 aBTope, OTBETCTBEHHOM
3a (BA3b C pefaKumeii:
— pamunua, Uma, 0TYECTBO NONHOCTbIO,
— 3aHIMaeMas JOMKHOCTb,
—YyueHas CTeneHb, yueHoe 3BaHue,
—NepcoHanbHbIii MexayHapoaHblit ugextTudukatop ORCID (noppobHee:
http://orcid.org/),
—nepcoHanbHblit uaeHTugukatop B PUHLL (noppobhee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIil Tene¢oH,
— a/ipec 3NeKTPOHHOI NouTbI.
3. 0dpopmnenue TeKcTa
(ratbit npuHMMatoTca B dopmarax doc, docx, rtf.
WpndT — Times New Roman, Kernb 14, MeXcTpouHblii ukTepBan 1,5. Bce cTpanm-
Libl BOMKHbI ObITb NPOHYMePOBaHbI. TeKCT CTaTbIt HAUMHAETCA CO BTOPOV CTPAHNLbI.
4. 06bem cTaTeii (6e3 yueta UnnIOCTPaLNii U CIMCKA NUTePaTypbi)
OpuruHanbHas cratba — He 6onee 12 cTpanu (60nbLwmiA 06bem fonyckaetca
B VHANBMAYANbHOM MOPAAKE, N0 PELUeHMo pefakLim).
OnucaHue KNMHNYECKNX CyyaeB — He 6onee 8 CTpaHuL.
00630p nuTepatypbl — He Gonee 20 CTpaHuL.
KpaTtkue coo6LieHua 1 nucbMa B pefaKLuuIo — 3 CTpaHULbI.
5. Pestome
Ko Bcem Bupam ctateit Ha 0TA€NbHOI CTPAHNLIE AOMKHO ObITb MPUNOMEHO pesto-
Me Ha PYCCKOM U aHTTINIACKOM (110 BO3MOXHOCTH) A3blKax. Pe3tome JOMKHO KpaTko no-
BTOPATb CTPYKTYPY CTaTbW, HE3ABUCUMO OT ee TeMaTuKy.
06bem pestome — He bonee 2500 3HaK0B, BKNIouas npobenbl. Peiome He JOMKHO
COAePXaTb CCHITKIN HA NCTOYHMKN IUTEPATYpPbl 1 WANKCTPATUBHBIIA MaTepuan.
Ha 370l Xe CTpaHuLie NOMELLATCA KloYeBble C/10Ba Ha PYCCKOM U aHTANIACKOM
(o BO3MOXHOCTM) A3bIKaX B KonmuecTse 0T 3 10 10.
6. CrpykTypa cTaTeit
OpurvHanbHas CTaTba JOMKHA COZlepKaTh CledytoLue pasaensl:
— BBefieHe,
—Lenb,
— MaTepuansbl 1 MeTofbl,
— pe3ynbratbl,
— 0bcyxzeHue,
—3aKntoyeHue (BbIBoAbI),
— KOHOANKT MHTepecoB ANA BCeX aBTOPOB (B C1yyae ero oTCyTCTBUA He0bXo-
ANMO YKa3aTb: «ABTOpbI 33ABAAT 06 0TCYTCTBUN KOHGAUKTA UHTEPECOBY),
— 0pobpeHue NpOTOKOAA MCCNef0BaHNA KOMUTETOM N0 6103THKe (CyKa3aHu-
€M Homepa U1 AaTbl NpoToKona),
— UHGOPMMPOBaAHHOE COrnacie NALVEHTOB UK UX NPeACTaBUTENeN Ha Yya-
(TWe B UCCeA0BaHMN W MyBANKaLMIo AAHHBIX (ANA CTaTedt C aBTOPCKUMM
UCCNES0BAHUAMM U OMUCAHUAMN KIMHUYECKMX CTyYaeB),
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—npu Hanuuun GUHAHCUPOBAHINA MCCNEO0BAHNA — YKa3aTb ero UCTOYHUK
(rpaHT U T.A4.),
— bnaropapHocTy (pasaen He ABNAETCA 00A3aTeNbHBIM).

7. UnniocTpaTuBHbIN MaTepuan

WUnniocTpaTuBHbIN MaTepuan fomkeH 6biTb NpeaCcTaBNeH B BUAE 0TAeNbHbIX daii-
0B 1 He GUrypupoBaTb B TeKcTe CTaTbi. [laHHble TabnuL He JOMKHbI NOBTOPATH AaH-
Hble PUCYHKOB 1 TeKCTa 1 Hao60poT.

Ootorpadum npeacrasnaiorca B popmartax TIFF, JPG ¢ paspeieHvnem He meHee
300 dpi (Touek Ha aioitm).

PucyHku, rpa¢mkm, cxembl, fUarpammbl JOMKHbI ObiTb pefakTpyembiMu,
BbinonHeHbIMu cpefictBamin Microsoft Office Excel unu Office Word.

Bce pucyHKM [OMXKHDI 6bITb MPOHYMEPOBAHbI 1 CHABXeHbI NOAPUCYHOUHBIMM
noanucamu. OparmeHTbl puCyHKa 0603HayatoTCa CTPOUHbIMM ByKBaMU pycckoro anda-
BUTa — «a», «6» U T.fi. Bce cokpaluenns, 0603HaueHna B Buge KpuBblx, 6yks, undp
W T. A, UCNONb30BAHHbIE HA PUCYHKE, AOMKHbI ObITb PACLLNdpPOBaHDBI B NOAPUCYHOUHOI
noanucy. Moanucy K pucyHKam JaloTca Ha 0TAENbHOM IUCTe MoCne TeKCTa CTaTbyt B 04-
HOM C Heil daiine.

Ta6nuubl JomKHbI ObITb HArNALHBIMM, UMETb Ha3BaHMe U NOPALKOBbIA HOMEP.
3aronoBky rpad A0MKHbI COOTBETCTBOBATH MX COAepKaHmio. Bce cokpalLeHna pacwnd-
POBBbIBAIOTCA B NpUMeYaHK K Tabnuue.

8. EAMHMLIbI N3MepeHna 1 COKpalLieHus

Eaunnubl nsmepenna fatotca B MexayHapoaHoii cucteme egunmt (CH).

CokpaLLeHna C110B He JONyCKaKTCA, Kpome o6LenpuHaTbIX. Bee ab6peBuatypbl
B TeKCTe CTaTbit AOMKHbI ObITb NOAHOCTbIO PACLLNGPOBAHBI NP NEPBOM YNOMUHAHUN
(Hanpumep, komnbloTepHas Tomorpadus (KT)).

9. Cnucok nuteparypbl

Ha cnepyloweii nocne TekcTa CTpaHuLe CTaTby JOMKEH pacnonaratba Cucok
LMTUpYeMON uTepaTypbl.

Bce uCTOYHMKN JOMKHBI BbITb NPOHYMePOBaHbI, HyMepaLua OCylLEeCTBAAETCA
CTporo B andaBUTHOM NopsAAKe. Bce CCbINKM Ha UCTOUHMKYN IUTepaTypbl B TEKCTE CTaTbi
0603HavaloTcA apabckimm Lmdpamm B KBaApaTHbIX CkobKax HaumHaa ¢ 1 (Hanpumep,
[5]). KonuuectBo uuTMpyeMbIX paboT: B OPUTrMHANbHBIX CTaTbAX — He bonee 20-25,
B 0630pax nuTepatypbl — He 6onee 60.

(Ccolnkn ROMKHDBI ABATbCA HA NEPBOMCTOYHUKM, LUTUPOBAHIE OAHOTO aBTOPa
no paboTe Apyroro HeLONyCTUMO.

BKntoueHve B CN1COK AMTEPATYpbl TE3MCOB BO3MOXKHO UCKMKUUTENBHO NPY CCbIA-
Ke Ha MHOCTPaHHble (aHTN0A3bIYHDBIE) UCTOUHUKI

(Ccoinkn Ha pucceptaumn U asTopedepatbl, HeomybnukoBaHHble paboTbl,
a TaKXe Ha [JaHHble, MOMYYEHHble W3 HeOPUUUANbHBIX WHTEPHET-UCTOUHUKOB,
He JLonycKaTcA.

[lna Kaxporo MCTOYHMKA HeobX04UMO YKa3aTb: GaMunun U MHULMANbI aBTOPOB
(ecnu aBTopoB Gonee 4, yka3blBatoTcA Nepeble 3 aBTOPa, 3aTeM CTABUTCA U ip.» B pyC-
CKOM 1ny "et al” B aHIMIACKOM B TeKcTe). ABTOPbI LIMTUPYEMbIX MCTOUYHIKOB JOMKHbI
6bITb yKa3aHbl B TOM e NMOPAAKE, UTO 1 B NEPBOUCTOUHNKE.

[pu ccbinKe Ha CTaTby U3 XKYPHANOB NOC/Ie aBTOPOB YKa3bIBAKT Ha3BaHMe (Ta-
Tbi, Ha3BaHWe XypHana, rog, Tom, Homep BbiMycka, cTpaHmuubl 1 DOI cTaTbi (npu Ha-
Anymm). Mpu ccoinke Ha MOHOTPAgUM YKa3bIBAIOT TaKkXKe MONHOE Ha3BaHUe KHUTW,
MECTO 3faHNA, Ha3BaHMe U3ATeNbCTBA, MO U3AAHMA, YNCIO CTPAHNL.

(TaTby, He COOTBETCTBYIOLLNE AAHHDIM TPE6OBAHUAM, K PacCMOTPEHMI0
He NPUHNUMAIOTCA.

06wue nonoxeHus:

« PaccmoTpeHue (Tatb Ha npeameT nybnaMKauMM 3aHUMaeT He MeHee
8 Hegenb.

« Bce noctynatowme cTatbi peueH3npyrTca. PeieH3una ABNAETCA aHOHUM-
HOA.

« Pepakuna octaBnAer 3a co6oii NpaBo Ha peflakTMPOBaHHe CTaTeil, NpefCTaB-
NeHHbIX K nybnunKkawmm.

« Pegakuuma He npenocTaBnAeT aBTOPCKMe IK3eMNAAPbI XypHana. Homep
KypHana MOXHO MOAYYMTb Ha OOLMX OCHOBAHMAX (CM. MHGOpMALMIO
Ha caiie).

Marepuanbi gna ny6nvKawmm NpUHUMALOTCA N0 apecy journaleesg@yandex.ru
CnomeTKoii «naBHomy pegakTopy. [lybnukauna 8 xypHane «CapKkoMbl KOCTelA, MATKUX
TKaHel 1 ONyX0NM KOMW».

MonHas Bepcua Tpe6oBaHMii NpepcTaBNeHa Ha caiiTe XKypHana.
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SWiXXG BioPharma

Modern Medicines for All

WHHOBaLMOHHbIE METOoAb! JIeYEeHUS
MaumneHTOOpUEeHTUPOBAHHDLIV NOAXOL,

KomaHpa BbicoKonpoteccmoHanbHbIX
cneunanucToB

Csukc Buocapma - chapmaueBTnieckas KomnaHus, NpeacTaBnsaloLwas noptdenb TpaHCHaLMOHabHbIX
Kopropauui no Nnpon3BoAcTBy 6uocdapmaleBTUHECKNX, 6e3peLenTypHbIX NpenapaTtoB U U3genun
MeLMLUMHCKOro HasHa4yeHus, 3aMeHsisi ux ounuasbl v oTAeNbHbie bu3Hec-noapasfeneHns Ha pbiHKax,
rae OHW He BedyT AeJIOoBYIO akTUBHOCTb. Halua npegaHHan cBoeMy geny KomaHpa CneunanuctoB CTPEMUTCA
obecneunTb [OCTYN NAUNEHTOB K HEO6XO4MMbBIM UM COBPEMEHHbIM JIEKAPCTBEHHbIM Npenaparam,
KOTOpble NPOU3BOJAT HALUN NapTHEPBDI.

CBukc Buodapma ctparernyecku hokycnpyeTcs Ha 4 TepaneBTn4ecKux obnactsx, npeaiaras MHHOBa-
LIMOHHbIE METOAbI NIeHEHNSI PeAKNX, OHKOJIOrMYECKUX 1 FeMaToNornieckux sabonesaHui, cneunaniau-
pOBaHHON MOMOLUW N BaKLMHaX.

000 «CBUKC X3JICKEA», MEXXAYHAPOHAS I'PYNNA KOMMAHUIA CBUKC BUODAPMA
105 064, r. MockBa, 3emnsiHoi Ban, . 9

Ten.: +7 495 229 06 61

JnekTpoHHas noyTa: russia.info@swixxbiopharma.com

NM-RU-2023-11-6117, 08-2023
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