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Pabora BBIONHEHA B (hepepalbHOM TOCYIAPCTBEHHOM OIODKETHOM ydpexkaeHnHn «HarmoHambHbIN
MEIMIMHCKUN HCCIENOBATENbCKUA I1eHTp oHKojmornn wumenn H.H. bioxmaa» MuHncTepcTBa
3npaBooxpaHeHns Poccuiickoit ®enepanum (IUPEKTOp — JOKTOP MEAMIMHCKHX HAyK, mpodeccop,
akanemMuk PAH Crunmuau MBan CokparoBud).

Hay4HbIi KOHCYJIBTAHT:
JOKTOP MEIULMHCKUX HayK,
npodeccop, akagemuk PAH Crunau UBan CoxkpaToBu4

O(l)](lll](la.]'lbl-lble OIINIOHCHTDI:

Boiiuyk Cepreii BacuibeBu4, TOKTOp MEIUIIMHCKUX HayK, mpodeccop, 3aBeayrommii kademapoit
o0mie#t maToyoTuM (eepatbHOr0 TOCYJapCTBEHHOTO OOKETHOTO 00pa30oBaTENbHOTO YUPEKICHUS
BhICcIIeTo oOpa3oBanHus «Ka3aHCKHW rocyqapCTBEHHBIM METUIIMHCKAN yHHUBEpCUTET» MHHHCTEPCTBA
3apaBooxpanenus Poccuiickoit @enepanuu.

HN3paunsos Poman EBrenbeBuY, JOKTOp MEIUIIMHCKUX HAYK, 3aBEYIOIIANA OTAEIOM HHHOBAMOHHOM
XHPYPTUH TOCYAAPCTBEHHOTO OIO/DKETHOTO YUPEKACHHUS 3IpaBOOXpAaHEHUS Tropoaa MOCKBBI
«MOCKOBCKUH KIMHUYECKUH Hay4yHO-npakThuueckuil neHTp mmenu A.C. JlormnoBa JlemapTamenra
31paBOOXPaHEHUsI ropoaa MOCKBBD.

XoMsKOB Baagumup MuxaitjioBu4, JIOKTOP MEIULUHCKUX HAYK, 3aBEAYIOIM I
TOPaKOaOJIOMUHAIBHBIM OTJAEJICHHEM OT/eNla TOPaKoaOAOMUHAIBHON OHKOXUPYPTMHM MOCKOBCKOTO
HAyJIHO-HMCCIIEAOBATENILCKOTO OHKOJOrHmYeckoro wuHctuTyra umenn ILA. Tepuena — Qummana
(denepabHOTO TOCYIapCTBEHHOTO OIO/HKETHOTO  yupekaeHUS «HaloHanbHBI METUIIUHCKUI
HCCIEN0BATENBCKUN IIEHTP PAagUoJIOTUN» MUHHUCTEPCTBA 3ApaBooxpaHeHns Poccutickoit denepanun.

Beaymasi opraHuzaunmsi: TOCyJapCTBEHHOE OIOKETHOE YUPEKACHHE 3APaBOOXPAHEHUS Topoja
MockBbl «MOCKOBCKHH MHOTONPO(WIBHBINA HaydHO-KIMHUYeckuid 1eHtp uMeHu C.I1. borkunay
JenapTameHnTa 34paBoOXpaHeHus roposa MOCKBBI

3ammura cocroutca «19» HosiOps 2026 rona B 14-00 yacoB Ha 3aceiaHUU AWCCEPTALMOHHOTO COBETA
21.1.032.01, co3gannoro Ha 0aze ®I'BY «HMMUIL] onkonormu wum. H.H. Brnoxuna» MuH3npasa
Poccun, o agpecy: 115522, r. Mocksa, Kamupckoe mocce, 1. 23.

C muccepranueil MOXKHO 03HaKOMHTHCS B HaydHOU Oubmmorexke ®I'BY «HMMUIL onxonormm um. H.H.
Bbrnoxuna» Munzapasa Poccun no agpecy: 115522, r. Mocksa, Kammpckoe mocce, 1. 24 u Ha caiire
WWW.Tonc.ru.

ABTopedepaT pa3ociaH «...... M e 2026 rona.

VY4eHslil cexkpeTapb
JUCCEPTALHOHHOIO COBETA
JIOKTOP MEIUIIMHCKUX HAYK, JOLICHT I'opneer Cepreii CepreeBu4



OBLIASA XAPAKTEPUCTHUKA PABOTbBI
AKTYyaJIbHOCTb TEMbI U CTelleHb ee pa3padoTaHHOCTH

lactpounrtectunaneable  cTpoMaibable  onmyxonn (IMCO) saBnstorTcss Me3eHXUMaIbHBIMHU
3JI0KAYE€CTBEHHBIMH  HOBOOOpa3oBaHUsMHU  xeilyAdouHo-kumeuHoro Tpakta (OKKT), kortopsie
Pa3BHUBAIOTCS MPEATOJIOKUTENBHO U3 KIeTOK Kaxama, KoTopble, SBIAACH IPOMEXYTOUHBIMH MEXIY
aBTOHOMHOM HEPBHOH CHCTEMOW M TJAJKOMBIINICYHBIMH KJIETKAMH, OOECIIEUHBAIOT CBSA3b MEKIY
HEPBHBIMA OKOHYAHMSAMHM W TJaJKOMBIIICYHBIMU KIETKAMH M PETryJUPYIOT MEPUCTANBTUKY
KEIYI0YHO-KHULIEYHOTO TPAKTA.

Otot TepmuH Briepsbie 0b11 BHeApeH M.T. Mazur u H.B. Clark B 1983 r., koTOpbIe onmcanmm
TpyNIy JeHOMHOM H JIEHOMHOCApPKOM, HMMEIOMUX AUMOP(HYI0 CTPYKTYpPY U OJHOBPEMEHHO
OKCIPECCUPYIOMINX Crenn(UIHbIE HEHPOTECHHBIE W TIIAaKOMBIIIEYHbIe MapKepsl. [lociae OTKphITHS B
1998 r. S. Hirota u coaBT. myrauuu B reHe KI/T ¢ TUIEPAIKCIIPECCHEH KIIETKAMU OITYXOJH PElenTopa
crBosioBoro (pakropa pocra KIT (CD117) tepmun 'MCO momy4msi coBpeMEHHOE NOHUMAaHUE, U C
2000 r. omyxoip BBIJIEICHA B OTACIBbHYIO HO30JOorMueckyto enuuuny. Jo 2000 r. 3tu omyxomnu
JUArHOCTHPOBAIIM KaK JEHOMHUOMBI HITH JIEHOMHOCAPKOMBI.

I'MCO - mHaubonee uwacro Bctpeuyaemass (~80%) wme3enxumanbHas onyxonb KKT.
3aboneBaemMocTs B Mupe cocrtaBisier 10—20 cioydaes Ha 1 MmiH. HaceneHusa. CpenHuil Bo3pacT
3a0oneBumx — 55-60 ner [4-6]. TUCO yame Bcero nmokanu3yrotcs B xenyake (60 — 70%), pexe - B
ToHKOM Kkumike (25 — 35%), nBenaauarunepctHor kumke (5%), ToncTo u npsmoil kumkax (5%) u
numesone (1 — 5%). B 5% ne ymaercs oOHapyxuTth oprannyto npuHamieskHocts [ MCO. Onmcanst
CAMHUYHBIC CIydad CTPOMAIbHBIX OIYXOJIeH TMOKETYIOYHOM JKEJle3bl, anmeHJuKca, MAaTKH,
MPEJICTATEIILHOM JKEIE3bl.

KitoueBoit ocobennocteio MCO sBisieTcst THIEPIKCIPECCHs] THPO3ZHHKUHAZHOTO PElenTopa
KIT (CD117), kotopas HaOmogactcs Ooyiee 4yeM B 95% ciaydacB U CBA3aHHA ¢ MYTalMsIMHU B IeHaX
KIT u PDGFRA. C 2000 r. B neyeHUH OOJBHBIX IaCTPOMHTECTHHAJIBHBIMU OMYXOJSIMH YCIICITHO
MPUMEHSIOTCS TUpo3nHKKUHa3Hble MHruOuTopsl (TKW), m mepBbIM mpemapaTtoM W3 HUX SIBISIETCS
cenektuBHbi wHTHOMTOp KIT wm PDGFRA - wumarnan® w™esunat. B HacTosmee Bpems
3apeTUCTPUPOBAHBI YK€ dYeTblpe JUHHHM TapreTHol tepamun TKW: wMatuan®, CyHHTHHUO,
peropadpennd u punpetranb. [Ipu 'MCO ¢ ToueuHoit 3amenoii D842V B 18 sk3one PDGFRA, npu
KoTopoit Hea(pekTUBHBI BhIIeIepeuncieHHbie npenapatel, FDA B 2020r 3apeructpupoBaia mepBbIid
5 PEKTUBHBIA MYJIBTHTAPTETHBINA NpENapaT — aBapUTHHUO.

C npuMEHEHHWEM TapreTHOW Tepanmuy TOKa3aTeNd BBDKMBAEGMOCTH OOJBHBIX 3HAYUTEIHHO
yIyqIIwInch. MeanaHa BBDKHBAaeMOCTH y OombHBIX ¢ Meractatmueckumu [TMCO nmo smoxwm

npumenenns TKU cocrasmsna Bcero 10-12 mecsiueB. B Hacrosimee BpeMsi MennaHa BbKHBA€MOCTH



Joctaria 76 MecsileB, M C PpacCHIMPEHHEM CHHCKAa MPUMEHSIEMBIX I[IPENapaToB IOKa3aTenu
BBDKMBAEMOCTH YITY4 IIAIOTCSI.

HecmoTpss Ha ycmexw Tepanuyl THPO3HMHKHHA3HBIMH HWHTUOUTOpaMH, JIEYeHHE OOJBHBIX C
I'MCO mpencraBnsitor co00#l CIOXKHYIO, 0O KOHIIA HE PEHmIeHHYI NpoOiemy. OCHOBHBIM METOJIOM
nedeHuss OOJIBHBIX C JIOKAJTM30BAaHHBIMU M MECTHO-PACIpPOCTPAHEHHBIMH CTPOMAIBHBIMU OIYXOJIIMHU
JKKT B HacTosmmii MOMEHT ocTaetcs xupypruueckuii. OCHOBHBIM KpuTepueM pagukaibHocTH (RO)
OTepaliyl SIBJISIETCS. OTCYTCTBHE OITYXOJIEBBIX KIETOK IO JIMHMMA PE3eKUHH, YTO OMNPaBIbIBAET
BBITIOJTHEHNE YKOHOMHBIX, (DYHKIIMOHAIBHO COXPAHHBIX ONEPaIiii ’TUM OOJILHBIM.

[emrecooOpa3HOCTh MOBTOPHOTO XUPYPTHYECKOTO BMEIIATEIIECTBA MIPH BBISABICHUHU JJIEMEHTOB
omyxoJm 1o kparo peseknuu (R1) B HacTosimiee Bpemst He moka3aHa. OmgHako B pekomeHaarusx ESMO
2020 roma MOBTOPHOE XUPYPIHMUYECKOE JICUEHUE PacCMaTpHUBACTCS, KaK OMLMS Yy 3THX OOJBHBIX MPHU
yCIOBHH coxpaHeHHs (pyHKuroHambHOCTH opraHa. C yderom Beicokoi s dexruBHOCTH TKU BBIOOD
MeTona JedeHHs (HAONIOJCHWE, aIbIOBaHTHAs Tepamus TapreTHBIMU TpenapaTaMu, ITOBTOpHAs
oTiepamnusi) B 9TOH rpymme OOJBHBIX HYXKIAeTCs B TalbHEHIIEM H3ydeHHH.

Oco6oe BHIMAaHUE MPEICTABIAIOT OOJBHBIE C TAK HA3BIBAEMBIMH «TPYIHBIMHU JIOKAIU3AIHSIMI)
(mBeHanmaTHIIEpCTHAS KUIIKA, MHIIEBOJ, KapAHo330(areansHbIi mepexon W mpsmast Kumka). Jlms
JTOCTIKEHHS (DYHKIMOHATIBHO COXPAHHBIX OINEpalyii y 3THX OOJBHBIX HEOOXOAWMO pPacUIMPUTH
MOKa3aHMsl ISl HEOAAbIOBAHTHON Teparmuy MMaTuHHOOM. Takke akTyallbHBIM M CHOPHBIM OCTaeTCs
BOIPOC O JanapoCKOMUYECKUX OMEpalusiX y ITUX OOJIbHBIX.

[Tpu perpocnexTuBHOM aHanm3e, no 3noxu npuMmenerns TKU B nedenun 60mpHBIX ¢ [TYCO,
oOmrast 5-1eTHSAST BBKMBAEMOCTh MOCIE PATUKAIBHOTO XMPYPTHUECKOrO JICUEHUS] COCTaBIIsia BCETO
50-65%, a B rpymme OOJMBHBIX ¢ BRICOKUM PHUCKOM IPOTpECcCHpOBaHus (pasMepoM omyxosm 6oinee 10
CM) 5-JeTHsIsl BBDKMBaeMOCTh He mpeBbimana 20%. Huskue mokasarenn BBDKHBAEMOCTH Y OOJBHBIX C
BBICOKMM PHCKOM TPOTPECCUPOBAHUS 3a00J€BaHUS IOCIE€ NPUMEHEHHUS TOJBKO XHPYPrHUECKOTO
JICYEHHUST CBUJICTEIBCTBYIOT O HEOOXOIUMOCTH KOMOMHHPOBAHHOTO TIOAXOJa C HCIOJIb30BaHUEM
HEO0AabIOBAHTHOM M aJIbIOBAHTHOM TepAITMA HMATHHHOOM.

AKTyanmbHBIM BOIIPOCOM B HACTOSIIEE BpeMsi ocTaeTcs A(PQPEKTHBHOCTH HEOAIbIOBAaHTHOM
Tepanuu. YUYUTHIBAs, 9TO YPECKOXKHAS MyHKIIMOHHAs Ouoricust y 6opHbIX ¢ [ICO npoTuBomokasaHa,
PaHIOMH3UPOBAHHBIEC HWCCIEIOBAHUS IO W3Y4eHHIO 3(P(PEKTUBHOCTH MpPEIOTepaMOHHON Tepaniu
MMaTHHAOOM B MHUpPE HE NPOBOJWINCh. B MHpOBOIl smTepaType naHHas MpodjemMa OCBElIeHa
noctarouHo ckyaHo. Hambonee 3naummblie nccnenoBanus (RTOG S-0132, Apollon CSTIS71BDEA43,
BFR14), xak mpaBuio, ObUIM OCHOBAaHBI Ha PETPOCHEKTHBHOM aHAIM3€ W BKIIOYAIN HEOOJBIIOE
KOJIMYECTBO MAaIMEHTOB C MECTHO-pacnpocTpaHeHHbIMU i rurantckumu [TMCO. OTu manmeHTb
paccMaTpuBaIOTCS KaK MOTEHIMATBHO TUCCEMHUHHPOBAHHBIC OOJBHBIC, Y KOTOPBIX ITYHKIIMOHHAS

omomncus He IMPUBOAUT K YXYAHICHHIO OTHAJICHHBIX PE3YJIbTATOB. Bo Bcex stmx HUCCICOOBAHUAX



O0OHapy)KCHO 3HAUMTCIBHOE YBCJIMUYCHHE OC3pEIHIUBHON W 0OIeH BBDKMBAGMOCTH. Takke B
pe3ynbraTe NpOBEACHHUS HEOAbIOBAHTHOW TEpamnuy YIaeTcsl YBEIWYUTh 4acTOTy paaukaibHbIX (RO)
omepanwii 10 83,2%.

AKTyanbHBIM M HEpEUICHHBIM OCTaeTCsi M BONPOC 00 ONTUMAIBHOM MPOAOILKUTEIBHOCTH
aJIIOBAaHTHOW Tepanmuyu MMAaTHHHOOM. B Hacrosmiee BpeMs CTaHIApTOM SIBISIETCS aIbIOBaHTHAS
Tepanusi B TeueHue 3 jer. Ilocme OTMEHBI aAbIOBAHTHOM Tepamuu OTMedaercsi ObICTpoe
MporpeccupoBaHre  3a00JeBaHMs, 9YTO  MOXET  CBHJETEILCTBOBATH O  HEAJCKBATHOU
npopopkutensHocTH Tepanuu. Chandrajit P. Raut ¢ coaBTopamm mpoBenn HepaHZOMHU3UPOBAHHOE
uccnenoBanne (PERSIST-5) B pesynaprate KoTOporo ooOmast S-TeTHSSI BBDKHBAEMOCTh IIOCHE
MPOBECHNUS ATBIOBAHTHOTO JICUCHHSI IMATHHUOOM B TeueHHe 5 JeT coctaBmia 95%.. CkaHauHaBCKON
rpynmnoi mno jedeHuto capkoM B 2018 roay Obut0o HHUIIMUPOBAHO PAHIOMU3UPOBAHHOE HCCIICIOBAHUE
(mpotokon SSG XXII), wempl0 KOTOPOTO SBISIETCA CpPaBHUTENbHAs OLCHKA IOKa3aTenei
BBDKMBAEMOCTH TIOCIIE a/IbIOBAHTHON Tepanuy B T€UEHHE 3 U 5 JIeT.

B orimume ot nokanm3oBaHHEIX (opM 3a00J€BaHUS, OCHOBHBIM METOJIOM JICYEHUS! OOJBHBIX C
MeTacTaTHYeCKOi 00e3HbI0 aBisieTcs: TapreTHas Tepanust TKU. C npuMeHeHneM TapreTHOH Tepanuu
MOKa3aTeId BBDKUBAEMOCTH OOJBHBIX 3HAYUTENBHO YIy4INWIACh. MenuaHa BBDKMBACMOCTH Yy
6ompubIX ¢ MeTacTatnueckumu I MCO no snoxu npumenennst TKU cocrasisina Becero 10-12 mecsues,
a Cc MPUMEHEHHUEM TapreTHOM Tepanvy MeJuaHa BbDKMBAEMOCTH JocTuria 76 MmecsiueB. B Hacrosee
BpeMs Uil JiedeHus: 00ibpHBIX ¢ Meractatndeckumu [MICO yxe 3aperucTpupoBaHbl YETHIpE JTHMHHUA
JICYSHHS: UMAaTHHNAO, CYHUTHHHO, peropadenntd u punpetnand. B mrane nedenus 6ompHbIX ¢ [MCO c
myrauueir D842V B 18 sk3ome PDGFRA B 2020 roay 3apeructpupoBan cenexktuBHbii KIT u
PDGFRA narudutop BLU — 285 — aBanputunun®.

Eme onHuM CHOpHBIM M HEPEUICHHBIM BOIPOCOM JI0 HACTOSIIETO BPEMEHH OCTaeTCsl POJIb
XHPYPTUUECKOTO METOa B IUIAHE JICYSHHsS OOJBHBIX C MeTacTaTH4ecKoil Oosie3Hbio. B MmpoBoit
IuTeparype PaHIOMU3UPOBAHHBIX HCCIIEeOBaHUM, MOJITBEP K JAIOIINX 3P PEeKTUBHOCTD
LUTOPEAYKTUBHBIX omepauuii, HeT. CyIIeCTBYIOT PETPOCIEKTHUBHBIE HCCICAOBAaHUSA, KOTOPHIE
MOKa3bIBAIOT, YTO XHUPYPrHUECKOE JICUCHHE YIydllaeT OTAAJIEHHbIE pPEe3ylbTaThl Yy OOJBHBIX C
3P PEeKTOM HITH ¢ 04aroBoOi Mporpeccueit Ha (POHe Teparuy IMAaTHHAOOM.

Pemenne  ocBemIEHHBIX  BBIIIE  BONPOCOB  IO3BOJUT  ONTHUMHU3UPOBaTH MOAXOA K
KOMOMHUPOBAaHHOMY JICUEHHUIO, YTO, B CBOIO OYEpEIb, MO3BOJUT YAYULIUTH PE3yAbTaThl JCUCHHS
OOJBHBIX, KaK C JJOKAJTM30BaHHBIMU, TaK U ¢ AucceMuHupoBanHeiMu [ 1ICO.

eas uccaenoBanus
[ToBbimienne  >(QGEKTUBHOCTH JICYSHHWS IAIMEHTOB C  JIOKAJIW30BaHHBIMH, MECTHO-

pacrpocrpanéHabiMu 1 MeTacTarmdeckumu [MICO myréM onTMMH3anud W COBEPIICHCTBOBAHUS
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XUPYPTHUECKUX, JIEKAPCTBEHHBIX M KOMOWHHUPOBAHHBIX METOJOB JIEYEHHS C YYETOM KIMHHUKO-
MOP(HOJIOTHYECKUX H MOJIEK YISPHO-TCHETHY €CKUX MPOTHOCTHYECKUX M MPETUKTHBHBIX (PaKTOPOB.
3agavu ucciaeJ0BaAHUA

1. Ilposectu o1eHKY 3(h(HEKTUBHOCTH XHPYPTUIECKUX U KOMOMHUPOBAHHBIX METOJIOB JICUCHHS
y MAIMEeHTOB C JIOKAIM30BAaHHBIMU U MECTHO-pactpoctpanéHasivu popmamu ['MCO;

2. WByunts >(PQPEKTHBHOCTH aATBIOBAHTONH Tepamuyl WMATHHAOOM U OIpPEICIUTh e
ONTUMAIIBHYIO TIPOJODKUTEIBHOCTD y OOJIBHBIX C JIOKAJHM30BaHHBIMH U MECTHO-PACTIPOCTPaHCHHBIMH
I'NCoO;

3. U3yunthb 3 PeKTHBHOCTH HEOATBIOBAHTHOM TEpAITA UMATHHUOOM U OIIPEICIUTh TOKa3aHHSI
K €€ MPUMEHEHHIO;

4. Ha ocHOBe OmHO(AKTOPHOTO MHOTO(AKTOPHOTO aHAM3a OICHUTh HPOTHOCTHYECKYIO
3HAYMMOCTh PA3JIMYHBIX KIMHUKO-MOP(QOJIOTHYECKHX H MOJEKYISIPHO-TCHETUIECKUX KPUTEPUEB H
BBIJICJIUTH TPYIIITHI PUCKA OOJBHBIX TSI KOMOMHUPOBAHHOTO JICUCHUS;

5. PagpaboTtatb MeETONWMKY ¥ ONPEACIUTh IOKa3aHUS K BBIOJHEHUIO SKOHOMHBIX,
opranocoxpanHbIx onepanuii y 60sbHBIX ¢ [ICO cI0KHBIX aHATOMUYIECKHUX JIOKATA3ALUH.

6. OLEHNTH POJIb XUPYPTHUECKOTO METOJa B IUIaHE KOMOMHHUPOBAHHOTO JIeUeHUsS! OOJIBHBIX C
peunauBHbIMU 1 MeTacTatnueckumu ['CO;

7. Ha ocHOBaHMHM TOJY4EHHBIX [aHHBIX pa3paboTaTe aIrOPUTM JICYCHUS OOJBHBIX C
JIOKQJIM30BaHHBIMH, MECTHO-PACIIPOCTPaHEHHBIMU U AuccemuHupoBanHbiMu [ 1CO.

MeToa0/10TMs1 M1 METO/ABI U HCCJIEAOBAHUS

Pabora ocHoBaHa Ha PETPOCIEKTHUBHOM M MPOCIEKTUBHOM aHAIM3€ pe3yabTaTroB JeueHus 509
MalMeHTOB C JIOKAIM30BaHHBIMHM, MECTHO-pacrpocTpanéHHbiMu W Mertactarudeckumu [UCO.
Jleuenwue, BKITIOUABIIEe XUPYPTUIECKUE, JEKAPCTBEHHBIE 1 KOMOMHHPOBAHHBIE METO/IBI, IPOBOIMIIOCH
B ®I'BY «HMMUL onkxonorun um. H.H. bnoxuna» Munzapasa Poccun, a Takxke B Apyrux jieueOHBIX
yupexaeHusx MockBbl 1 MockoBckoi obactu B iepuoj ¢ 2001 mo 2021 rr.

Cpenu oOcnenoBaHHBIX ManeHToB ObII0 284 (55,8%) xenmmusl u 225 (44,2%) MyX4uH.
Cpennmii Bo3pact 00dbHBIX coctaBwil 58,3 roma, Bappupysd oT 20 mo 90 mer. Cpenmnuii Bo3pacT
MYX4YHH cocTaBwit 56,7 rona, »eHmH — 59,2 rona.

MonekynapHo-reHeThuueckoe ucciaenoBanue myranuil reHoB KIT u PDGFRA BbITIOJNHEHO Y
260 mammenTtoB. Bcem manmenTam, kotopeiM auarHo3 [MCO O ycranosnen B apyrue JIITY PD
MPOBOJMIICS TIEPECMOTP IPEACTaBIEHHBIX THCTOJOTMYECKUX TMpenaparoB. [ Hcromormueckoe,
WMMYHOTHCTOXHUMHUYECKOE U MOJIEKYJISIPHO-T€HETUUECKOE HCCIeJ0BAaHMS POBOAWINCE JIAOopaTOpuei
oTena IaToJIOrHYeckoil aHatoMuu venoBeka HWMIM kimmHudueckod oHkoyiormud uM. akagx. PAH wu

PAMH H.H. Tpamnesnaukoa ®I'bY «HMUIL] onkonorun umenn H.H. broxuna» Munzapasa Poccun.
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UccnenoBanne  3(h(HeKTUBHOCTH  KOMOMHUPOBAHHOTO  JICYEHUS C  NPUMEHEHHEM
HE0QJbIOBAHTHOM W aJbIOBAHTON Tepanmuu HMMAaTHHUOOM OBUIO PETPOCHEKTUBHO H YAaCTUYHO
MPOCHEKTHBHO y OONBHBIX ¢ Jokamm3oBaHHBIME [ MCO ¢ BBICOKHM M YMEPEHHBIM pPHUCKOM
MPOTpeccUpoBaHus 3a00JIeBanus, poxoauBIHX JieueHue B ®I'BY «HMUI] onkonoruu nmenu H.H.
brnoxuna» MunsapaBa Poccum u  gpyrux JIIIY MockBsl u  MockoBckoit obmactu. Puck
MPOTPECCUPOBAaHMS  3a00JICBaHUA TIOCIE XUPYPTHYECKOTO JICUEHHUsS] OLEHHUBAJICA IO CXeMaM
npemioxkeHaple Miettinen and Lasota B 2006 m H. Jeonsuu B 2008r. Ouenka 3h¢heKTHBHOCTH
JICKapCTBEHHOTO W KOMOHMHHpOBaHHOTO JedeHus OonpHBIX ¢ [MCO mnpoBOAMIOCH COBMECTHO C
OTIEJICHUSAMU TPOTUBOOIYXOJIEBON JIEKApCTBEHHOM Tepamuu Ne4, oT/ena JIeKapCTBEHHOTO JICUSHHS U
PEHTIEHOINAarHOCTUKH OTJIENa JIy9€BBIX METOAO0B THarHocThky onyxoineit ®I'BY «HMMUL] onkonoruun
uMm. H.H. broxuna» MunsnpaBa Poccuu. CratucTuueckuil aHand3 JaHHBIX MPOBEIEH HA OCHOBE
CTaHJAPTHBIX MAaTEMAaTHUYECKUX MPOTPAMM.

Hayuynast HoBu3Ha

B xone mccnemoBanus Obuta m3ydeHa 3(()EKTHBHOCTh XHPYPTHYECKOTO, JEKapCTBEHHOTO U
KOMOMHHUPOBAHHOTO NOAX0A0B K JieueHnto nanueHtoB ¢ ['MCO. [IpoBenen cpaBHUTENBHBIN aHaIU3
MoKazareneldl BBDKMBAEMOCTH IIOCJE PACIIMPEHHBIX M HOKOHOMHBIX ONEpauui, Uil OLEHKH
1eNIeco00pa3HOCTH BBIMOMHEHNA TocienHnX. OIEeHeHBl M PacHIMPEHbl MOKa3aHHWS K BBITOJHEHUIO
HKOHOMHBIX, (PYHKIIHOHAIBHO COXpPaHHBIX Orepamuii, B oco0eHHocTH, y 60mbHBIX ¢ [UCO cnoxHbBIX
AHATOMHYECKHX JIOKAIM3alUi, K KOTOPBIM OTHOCATCS: IMHILNEBOJ, KapaAno0330(arcalbHbIi Mepexos,
JNBEHAALATUIIEPCTHAS U TpsaMas KUIKH. C LENbl0 CO3AaHMS TEXHUYECKUX BO3MOXKHOCTEH sl
BBINIOJIHEHUS] OPraHOCOXPAHAIOIIMX OMepaluid y JaHHOM KaTeropud NAalMeHTOB MPEIJIOKEHO
pacmmpeHme MoKa3aHuii K MPUMEHEHHIO HE0aIbIOBAHTHON Tepariuil HMaTHHUOOM.

Bnepsoie B Poccum Ha OCHOBaHMHM 3HAYUTENBHOTO KIMHUYECKOTO MaTepuasia MpOBEAcHA
orleHKa 3(p(GEKTHBHOCTH aIbIOBAHTOW TEpanmuy WMaTHHHOOM. BBIONHEH CpaBHUTENBHBIA aHAIN3
nokaszaresell Oe3perIMBHON 1 O0IIeH BBKMBAEMOCTH IAIMEHTOB B 3aBUCUMOCTH OT JUTUTEIHHOCTH
agproBaHTHOTO JiedeHus (1 rog, 3 roma u 5 7eT), 4TO MO3BOJWIO ONPEACIUTH ONTHUMAJIBHBIE CPOKU
MIPOBEICHUS TEPAITHH.

Ha coOctBeHHOM Marepuane HaMu OIleHEHa S(PQPEKTHBHOCTh HEOAJbIOBAHTHON Tepamuu
MMATHHAOOM, OTPEENICHbI TPYIIBl PUCKA, KOMY JOMYCTUMAa YPECKOXHAsl IMYyHKIHOHHAs OWoricus ¢
LIETbI0 YCTAHOBKH JIMarH03a Ha JIOOIEPallMOHHOM 3Talle ¥ NPOBEACHUS IPEIOTEPALMOHHOTO JICUCHUSI.

Y mauuMeHToB C JIOKaNM30BaHHBIMU M MecTHO-pacnpoctpanéHHeiMu [HMCO wu3zydena
MPOTHOCTUYECKAS W TPEAUKTUBHAS POJb PA3IMYHBIX KIMHUKO-MOP(POJIOTHIECKHX M MOJICKYJISIPHO-
reHeTnuecknx (aktopoB. Ha OCHOBaHWM TOMYYEHHBIX JaHHBIX BBLICICHBI TPYNIBI pHCKa
MporpeccupoBaHms 3a00JIeBaHNSA, KOTOPBIM HEOOXOAMM KOMOWHHPOBAHHBIN TMOAXO0]] C MPOBEACHUEM

HE0aIbIOBAaHTHOM M aIBIOBAHTON TEpaInu.



Nzyaena >¢p¢GeKTHBHOCTh U MPOQUIF TOKCHYHOCTH TEparnuyd MMAaTHHHOOM, CYHHUTHHHOOM U
peropadennbom y OoibHBIX ¢ Metactatudeckumu [MCO. Tarxke y 3THX OONBHBIX B IUIaHE
KOMOMHHUPOBAHHOTO JICYCHUSI M3Y4€HA POJIb LUTOPEAYKTHBHBIX ONEpPAlMii U METOAOB JIOKAJIbHOTO
Bo3zeiicTBus (MJIB) (xuMuosMOonm3anusi, CTepeoTakcHdecKas JydeBasi TEparus, TEPMOAOIIHA,
KpuonucTpykuusi). Hamu mpoBeneHa OLIEHKa NPOTHOCTHUYECKOM W MPEIMKTUBHOM 3HAYUMOCTH
Pa3IUYHBIX KIMHUKO-MOP(OIOTHYECKUX W  MOJICKYISIPHO-TCHETHYECKHX (AKTOPOB Yy JaHHOM
KaTeropuu OOJIbHBIX.

[TosydeHHple  JaHHBIE  TO3BOJIMUIM  BBICTPOWUTH  alNTOPUTM  JICUEHHS  OOJBHBIX €
JIOKAJIIM30BaHHBIMH, MECTHO-paclpocTpaHeHHbiMu ©  Meractatuueckumu [MCO ¢ yuerom
MPOTHOCTUYECKUX U TPEIUKTUBHBIX 0COOCHHOCTEH.

[TomydenHsie pe3ynabTaThl OyayT ONMYOJMKOBAHBI B HAy4YHBIX paboTax, MPOTHOCTUYECKas
MOJENIb U aJrOPHUTM JICUEHUS MOTYT OBITh IIMPOKO HCHOJb30BAHBI B KIMHUYECKON MPaKTHUKE s
BbIOOpaA TakTuKH JeueHus nauuenTos ¢ ['MCO.

TeopeTnyeckasi 1 NpaKTHYecKasi 3HAYUMOCTh

[IpoBeneHHOE HCCIenOBaHUE IO3BOJIACT PEKOMEHIOBaTh K MPAKTHYECKOMY TNPUMEHEHHIO
COBPEMEHHBIA TMOJIX0J K XHPYPTUUYECKOMY, JIEKAPCTBEHHOMY M KOMOMHHPOBAaHHOMY JICUCHHIO
6ompabIXx ¢ [MCO. bompHeiM ¢ nokanm3zoBaHHbIMA [MICO C BBICOKMM W yMEPEHHBIM PHUCKOM
mporpeccupoBanus 3a00IeBaHusl aIbIOBAHTHAS Tepalnus UMAaTHHUOOM B TE€UYEHUHU 3 JIET JOCTOBEPHO
YIIydIIaeT IMOKa3aTeld BbDKHMBacMOCTH. Bmecre ¢ Tem mocie NpekpalieHus aablOBaHTOM Tepanuu
MMATHHAOOM Y YaCTH MallMeHTOB HA0IIO1aeTCst OBICTPOE MPOrpecCHpOBaHUE 3a00IEBAHUS, YTO MOXKET
CBUCTEIBCTBOBATh O HEAOCTATOUHOM TPEXJIETHEH NPOAOIDKUTEIHOCTH JICUEHHS U1 OTAEIBHBIX
KaTeropuii OOJILHBIX. YBETMUEHUE MPOAODKUTEIBHOCTH aIbIOBAHTHOH Teparnuu /10 5 J1eT y OO0IBHBIX C
KpailHE BBICOKUM PpHCKOM (MECTHO-DPACTIPOCTPAHEHHBIM IPOLIECCOM, pPa3phlBOM KallCydabl U
TUTAaHTCKUMHU pa3MepaMH OIyXOJIM) YIydIlaeT OTHAaJeHHble pe3yibTaThl. B CBS3U C  3THM,
HE00XOIMMO paccMaTpUBATh 3Ty OIIHUIO, KAK MUHUMYM y TaHHOW KaTeTOPHH OOJBHBIX.

PangoMU3MpPOBAHHBIX HCCIIEIOBAHUNA MO OLEHKH A(PPEKTHUBHOCTH HEOAIBIOBAHTHON Teparuu
UMaTHHUOOM B Mupe HeT. C ydeToM ynydmieHHs MoKas3aTenell BBKHBAeMOCTH Y OOJBHBIX ¢ MECTHO-
pactpoCTpaHEeHHBIM TIPOLIECCOM M THTAHTCKUMH pasMepamu omyxoiu (Oonmee 10 cM) momyckaercs
MPOBE/ICHUE MYHKIIMOHHOM OMOTICHY, U HEOAIbIOBAaHTHAS TepaIys MMaTHHUOOM paccMaTpUBAeTCs Kak
CTaHJapTHAS OILHUS Y TUX OOJIBHBIX.

OCHOBHBIM METONIOM JieueHHsI OONbHBIX ¢ Meractatmueckumu [MCO sBisiercs TapreTHas
tepanuss TKM. B mHactosimee Bpemss B Poccum yxe 3apeructpupoBaHbl 3 JMHHM TapreTHBIX
MpernapaToB: UMaTHHUO, CyHUTHHUO 1 peropadennd. [MCO c Toueunoit 3amenoit D842V B 18 sk30He
rera PDGFRA pe3uctreHTHBI K CyIIECTBYIOUIMM CTaHAAPTHBIM JIMHAM TapreHTOW TEpalivu, OJHAKO B

MHUPOBOM JINTEpAType OMHUCAHBI CAMHUIHBIC Ccrydan 3()(HEeKTUBHOCTH MMaTHHHOA y 3TUX OOJBHBIX. B
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2020 rony FDA B CHIA Obl1 3aperucTpupoBaH MYJIBTUTAPTETHBIA IperapaT — PHUIPETHHUO B
KadecTBe 4-i mHuK Tepanun y 0ombHbBIX ¢ pedpakrepabivu [ MCO k npenpiaymum 3 muausM. Takxke
B 2020 rony FDA B CIHA u EMEA na ocHoBanumu uccienoBanus Il ¢a3zer NAVIGATOR Obun
3apeTUCTPUPOBAH HOBBIM MYJIBTUTAPTETHBINA TpEnapar - aBalpUTHHUO Ui JIeueHUs B KadecTBe 1 —if
JUHUM OONBbHBIX ¢ Myrauumed D842V, mpu KOTOpBIX OO HEAaBHHUX IOpP OTCYTCTBOBAIU OJIILIHUH
JICKapCTBEHHOM Tepanuu. ABanpuUTHHUO TMOKa3all BHICOKYIO 3()(eKTHBHOCTH M TpU pedpakTepHBIX
I'CO c BTOpuuHBIMH MYTaLUSIMU B Ka4eCTBE 4-i M OCIEAYIOMINX JINHUSX.

B Hacrosimiee Bpems HESCHBIM OCTAeTCsl W BOMPOC 00 3((PEKTHBHOCTH HUTOPEAYKTHBHBIX
omepanusx B IUIaHE KOMOMHHMPOBAHHOTO JiedeHHs OonbHBIX ¢ Meracratmueckumu [ HCO.
PanIoMU3MpPOBAHHBIX HCCIEAOBAaHHUNA O OIEHKE 3(P(HEeKTUBHOCTH XUPYPTUUYECKOTO JICYCHUS y ITUX
OonpHBIX HEeT. B MupoBoil nuTeparype BcTpeudaroTcs paboThl Kak MOATBEPKAAOIINE, TaK U
otpunaromue 3GHeKTHBHOCTS IUTOPETYKTUBHBIX OTIEpaIlHid.

[lo pe3ynapraTaM TPOBEAEHHOTO HAMHM CPABHUTEIBHOTO  IMOATPYHNIIOBOTO  aHAIM3a
XHPYPTUUECKOTO W KOMOMHHMpOBaHHOTO JiedeHHss 509 TMamMeHTOB ¢ JIOKAJM30BAHHBIMU |
metactatndeckumu  [MMCO  ycraHoBieHa BbICOKas 3(PPEKTUBHOCTH  aIBIOBAHTON  Teparuu
MMAaTHHAOOM B TEYECHUH 3 JIET.

OpHako TpU OLCHKM PHCKA MPOTrpPecCHpOBaHUs 3a00JEBaHUS IO MPHUHSTHIX B MHPOBOU
MPaKTUKE HOMOTpaMMax, IPYIia BEICOKOTO PUCKa BKIIOYAET NMALMEHTOB C PUCKOM MPOTPECCUPOBAHUS
ot 34% nmo 100%. CoOTBETCTBEHHO, TO OYEHb PA3HOPOIHAS TPYMIa, TPeOyromas NalbHEHIIero
M3Y4CHHS OLEHKH ONTHUMAIBHOM MPOJOJDKUTEILHOCTH aJbIOBAHTOW TEpamuHu y Pa3HbIX KaTeropui
OOJIbHBIX, B YaCTHOCTH C 00Jiee BBICOKUM PHCKOM IPOTpecCHpOBaHUs 3a0osneBanus. Hamu Beimenena
rpynma KpaliHe BBICOKOTO pHCKa TPOTPECCHPOBAaHUS, BKIIOYAOMas OONBHBIX C MECTHO-
pacTpoCTpaHEHHBIM TPOLIECCOM, THTAaHTCKUMHU pasmepamu (6onee 10 cM) m pa3pbIBOM KarcCyibl
OITYXOJI. YBEIMYEHHE TNPOJODKUTEIBHOCTH ABIOBAHTOM Tepamuyd A0 S5 JIeT y 3TUX OOJIBHBIX
MPUBOJUT K YIYYIIEHHUIO MTOKa3aTeNlel BBIKUBAEMOCTH.

HeoanptoBanTHast Tepamusi JTOCTOBEpHO yiydiraer mokasatenn BPB m OB y GonpHBIX ¢
THTAaHTCKUMU pa3mepamu (6omee 10 cM) JTOKaTM30BaHHBIMA M MeCTHO-pacnpoctpanéHabpivu [ CO.
Ocoboe 3HaueHne oOpeTaeT MpoBeIeHNEe HEOAAbIOBaHTHOH Tepanuu y manueHToB ¢ [ MCO cinoxHbIX
AHATOMHWYECKHUX JIOKAM3alnul, K KOTOPBIM OTHOCSTCS MHINEBOJ, Kaparod30(areanbHbId MEpexos,
JBEHAAATUIIEPCTHAS U NpsAMasi KUIIKa. [Ipyu cTraHnapTHOM XHUPYpPTUYECKOM MOAXO/IE OMYXO0JIM JaHHOU
JIOKAJM3aluy HEPEIKO TPEOYIOT BBHIMOJHEHHS OOIMIMPHBIX OMEPATHBHBIX BMEIIATEIHCTB M CIIOMKHBIX
PEKOHCTPYKTHBHBIX JTalloB, COTPOBOKIAMOIINXCS HEYTOBICTBOPUTEIBHBIMU  (DYHKIIMOHATBHBIMH
pe3ynbTaTaMi U CHH)KEHHEM KadecTBa JKU3HM MAalMEHTOB BIUIOTh A0 MHBANWAW3ALMU. B CBsI3U ¢ 3TUM
MIPECTABISIETCS 1eTIeCO00pa3HBIM PACIIMPEHNE TIOKA3aHUH K HE0aJbIOBAHTHON Teparuyu HMMaTHHHOOM

JJIA CO3aHHA OIITUMAJIBHBIX TCXHUYCCKHUX yCJIOBI/Iﬁ BBITIOJTHCHUA OPTaHO COXPaHAOIUX onepaunﬁ.
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B npoBenéHHOM HaMH = HWCCIEOBAHWM OSKOHOMHBIE OINEpallMd Yy OTUX OOJBHBIX
COIIPOBOKIANICH HECPABHEHHBIMH JIyYIIMMH (YHKIMOHAIBHBIMUA pe3yJIbTaTaMHA TIPH  CXOMKHX
MOKAa3aTeNsIX OTAAIEHHBIX PE3yIbTaTOB.

[IpoBeneHHOE wHccneIOBAaHUE AO0KA3aJI0 LENeCOOOPa3HOCTh BBINOJHEHHUS LUTOPEIYKTHBHBIX
oneparuii (RO) Ha sdpdexre neuenus TKU. BaxHo orMetTh, 4To mOcie RO IUTOpETYKTHBHBIX
omepauuii y OompHBIX ¢ pedpakrepapiMu [MICO Ha ¢oHe medenus 2-it mim 3-W JmHUE TpH
PEHHIYKIINY Tepanuu 1-i 1 mocnexyromux JmHuA y 50% OONbHBIX OTMEUEH TEPareBTUIECKUN OTBET
C yJIy4YIlIEHHEM MOKa3aTelNeil BBIKUBAEMOCTH.

[Tomydennsie B paboTe pe3yNbTaThl TOJIE3HBI W MOTYT OBITh NMPUMEHEHBI B KIMHWYECKOU
MPAaKTHKE TPU BBIOOpE TaKTHKH JedeHns y 0ompHbIX ¢ [CO.

JIn4HbIi BKJIag

ABTOp CaMOCTOSITENIbHO MPOBEJI aHAJIM3 M CHUCTEMAaTU3ALMI0 HAYYHOU JIMTEPATYPBI, HU3Yy4UI
CTENeHb Pa3pabOTaHHOCTH MPOOJIEMbI, HA OCHOBAaHUH Yero ObLIM CHOPMYIMPOBAHBI LETb M 3adadd
UCCIIeOBaHMUA. ABTOp CaMOCTOSITENIBHO OCYIIECTBISIT COOp M CTATHCTHYSCKHHA aHANM3 JTaHHBIX.
OO0paboTka, aHanmM3 W OLEHKAa pPE3yJbTaTOB BCEX HCCIEIOBaHWHM, YKa3aHHBIX B IUCCEPTALHH,
MPOBEICHBl JMYHO aBTOpoM. KimHmdeckne HaOmMoOAeHHA MO OOJbIIEH Mepe NIPOBEICHBI JIMYHO
aBTOPOM, OCYIIECTBIBIIOCH yIacTHE B 00CIET0BaHNH, BHIPA0OOTKE TAaKTHKH, pa3padoTKa U MPOBEICHUN
XUPYPTHUECKOTO 3Tama, a TaKkKe B MpeA- U TMOCICONEpalMOHHOM JICYCHHMH M KOHTPOJIEHOM
oOcnenoBanun. OTMEUEH ONPEACSIONIMNA BKJIAJ aBTOpa B HCCICJOBAHME HA BCEX JTalax, Kak B
Hay4HOM, TaK U B PAKTUYECKOM aCIIEKTaXx.

CooTBeTcTBHE NACTOPTY CHEHAJBHOCTH

JuccepTaiiMoHHOE MCCIIeIOBAaHUE COOTBETCTBYET MAclopTy crenquanbHoctd 3.1.6. OHKosorus,
nydeBasi Tepanus («MEIMUIMHCKUME HAayKH») M HampaBleHUIO ucciepoBaHuil m.4. «/lanpHeiiee
pa3BUTHE ONEPATUBHBIX MPUEMOB C HCIIOJB30BAaHMEM BCEX JOCTHIKCHHHW AaHECTE3MOJIOTHUH,
PEaHNMaTOJIOTUH M XUPYPTHH, HAPABICHHBIX HA JIEYCHHE OHKOJIOTUYECKUX 3a00ICBAaHHIIY.

IHon0sxeHus, BBIHOCHMBbIE HA 3aIIUTY

1. Xwupyprudeckoe JeUueHHE SBISAETCS 30JIOTBIM CTAaHIAPTOM JIedeHUS OONBHBIX C
JIOKaJM30BaHHBIMU B MecTHO-pacnpoctpaneHHbIME [ ICO. DTuM GOJIBHBIM OTNPABIaHO BHITIOJHEHHE
9KOHOMHBIX, OPTaHOCOXpaHHBIX onepanuil. OQHAKO y MalMEeHTOB C YMEPEHHBIM M BBICOKUM PHCKOM
mporpeccupoBanus — 3a0oneBaHust  TpeOyeTcss  NpUMEHEHHE  KOMOMHMPOBAaHHOTO  TOAXO[a,
BKJTIOYAIOIIET0 HEOATbIOBAHTHYIO M AJBIOBAHTHYIO TEpanmui0 WMarnHUOOM. B HacTosimee Bpems
ONTHUMAaJIbHAS MPOAOIDKUTEIFHOCTD abIOBAHTHOIO JICUEHHUSI OKOHYATENIbHO He omnpezaeneHa. Bmecrte ¢
T€M YBEJWYEHHUE IJMTEIBbHOCTU TEpaluy COMPOBOXKIACTCA YIYYIICHHEM OTHANEHHBIX PEe3YJbTaToB,

0C0OEHHO y OOJIBHBIX ¢ KpallHE BBICOKUM PHUCKOM MTPOTPECCUPOBAHMS 3a00ICBaHHUS.
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2. HeoamptoBaHTHasi Tepamnus MokazaHa OOJBHBIM C MECTHO-PACIPOCTPAaHEHHBIM IPOIECCOM
WIM C TUTAHTCKUMH pa3MepamMu NepBHYHOM omyxonu. OHa HampapjieHa Ha JACBUTAIM3ALUI0 U
YMEHBIIICHUE Pa3MEpOB OITYXOJM, YTO TPHBOAUT K TOBBIIICHUIO PE3EKTA0CIBHOCTH M YIyYIICHHIO
moKasareneil BEDKUBaeMOCTH OoibHBIX. Oco0oe 3HadeHHe IMPOBEICHUE HEOaTbIOBAHTHOW TEparuu
npuobperaer y nauueHToB ¢ [ MCO cnoxHBIX aHATOMHYECKUX JIOKAIU3AlHUHA, K KOTOPBIM OTHOCSATCS
MUIIEBO/I, Kapu0330(areaibHbIi Mepexol, IBeHaIaTUIIEpCTHAS 1 IpsiMast kumka. [Ipu crangapTHOM
XHPYPTUYECKOM TOAXO0/IE OMYXOJH JaHHOW JIOKAIM3alUU HEPEIKO TPEOYIOT BBIONHEHUS OOITUPHBIX
OTIEPATHBHBIX BMEIIATEIHCTB, COMPOBOXKIAIOIIMXCS HEYTIOBICTBOPUTEIEHBIMU  (DYHKIIMOHATBHBIMH
pe3yasTaTaMi M HEpeIKO NMPUBOAALIMX K WHBAJIMAW3ALMU MAaUUEHTOB. B CBs3u ¢ 3TMM pacumpeHue
MOKa3aHWW K HEOAAbIOBAHTHON Tepamuu NPEACTABISETCS LEeIeco00pasHbIM sl YMEHbILCHUS
MECTHOM MHBa3sUM ONYXOJHM U CO3JAHHUS ONTHMAJbHBIX TEXHUYECKUX YCIIOBUH BBIIIOJHEHHUS
OpPraHOCOXPaHSIOIINX ONepaLril.

3. YV mammeHToB C MeTacTaTWYecKHMHU (opMaMu 3a00J€BaHHSI OCHOBHBIM METOIOM JICUCHUS
SBISIETCS TApTeTHAs Teparus UHTHOMTOpaMu TUPO3WHKUHA3. B HacTosmiee Bpems 3aperucTprupoBaHbI
YeThlpe JIMHUM JICKApCTBEHHOTO JICUCHWS: MMATWHUO, CYHUTHHHO, peropadeHnd W pHUIIPETUHHO.
XUpyprudeckoe BMEIIATeNbCTBO Yy JAHHOM  Kareropuu  OOJBHBIX  pacCMaTpuBaeTcsi — Kak
JIOTIOJTHATEIbHBI KOMIIOHEHT KOMOWHHPOBAHHOTO JicueHUs Ha (oHe 3PQPEeKTHBHON TapreTHOM
Tepanuyu. BBIMONHEHNE omepanuii Mpu TPOrpeccHpoBaHUU 3aboneBaHus Ha (oue Tepamuu TKU
BTOPOH ¥ TOCIENYIOIIMX JHHAN MeNecoo0pa3sHo MpU BO3MOXHOCTH AOCTIDKeHHS moiHON (RO)
LUTOpEAYKIUH. BOJIBHBIM C BTOPMYHON PE3UCTEHTHOCTHIO K cTaHmapTHeIM JuHMsIM TKU, KoTOphIM
Ob10 mocturayro RO nutopemykiusi, peMHAYKUMS Tepanuu 1-i U MocCneAyoumx JIMHUN ylydIiaer
BAIT u OB npu 3TOM 4acToTa TepaneBTHYE€CKOro OTBETA MO HAIIMM JaHHBIM cocTaBuiia 50%.

4. OCHOBHBIMH TIPOTHOCTHYECKMMH (PaKTOpamMH y TalHMEHTOB ¢ Jokamm3oBaHHBIMU [ICO
SIBISIIOTCA ~ pa3Mepbl  OMYXOJM, MHUTOTHYECKas AaKTHMBHOCTb, aHAaTOMHUYECKas JIoOKanu3auus |
myrarnuonusiii craryc MCO. K mpusHakam OnmarompusiTHOTO MPOTHO3a OTHOCATCS HEOOJbIIHE
pa3Mepsl OIyXOJH, HU3KUA MUTOTHUECKHHA MHAEKC, JIOKAJIM3alus MpoLecca B XKeIylKe, OTCYTCTBUE
OIYXOJIEBBIX KJIETOK 10 JuHUHU pe3dekunu (R0), a Takxke Hanmuuue TOYCUHBIX MYTAUWNA U TYIUIMKAUA B
11-m sk3oHe rena KIT. ®aktopamu HEOIArompHATHOTO IMPOTHO3a SBISIIOTCS KPYIHBIE pa3Mepsl
OIYXOJIM, BBICOKAasi MUTOTHYECKAasl aKTMBHOCTb, BHEKEJIYIOUYHAs JIOKANM3alusl Mpolecca, JeNeuu B
11-m 3x30He M aymukanuu B 9-m sk30He reHa KIT. IlepeuncieHHble KpuUTepuu Jekar B OCHOBE
OIICHKA PHUCKAa NPOTPECCHPOBAHUS 3a00JICBaHUS TIOCIE XHPYPTUUECKOTO JIEUCHHUS TMAIMEHTOB C
noxamu3zoBanHeiMu [ ICO.

5. YV oOompupix ¢ wmeractrarmdeckumu [ MCO Hambonee 3HAYMMBIMH TPOTHOCTUYECKHM
KPUTEPUSIMH  SIBISIIOTCS: 3 ()EKTUBHOCT ¥ MPONOJDKUTENBHOCTh TapreTHoil Teparmu  TKU,

TEHETHYECKUI MPO(QMIbL OMYyXOJIH, KaK OCHOBHOW MPEAHKTOp S((PEKTHBHOCTH TAPTETHOW Teparuu
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TKH, xonuuecTBO BBIMOJHEHHBIX LHUTOPENIYKTUBHBIX ONEpalrii U pacpOCTPAHEHHOCTh 3a00JIeBaHUS
(KonM4ecTBO METACTaTUYECKUX 0YaroB).

6. OcHOBHBIM NIpeUKTHBHBIM KputepueM npu ['MICO sBiseTcs TeHeTHIecKuii poQHiIh TeHOB
KIT m PDGFRA. Haubonpmas >h¢hexkTuBHOCT, MMaTuHHOA oTMedaercs y mamuentoB ¢ [MCO,
accoUMHUpOBaHHBIMU ¢ MyrauusmMu B 11-m 3k30He reHa KIT, Torna kak mpu myrauusax B 9-m 3K30HE
KIT n mnpu onyxomsx nukoro Ttuma (WT) osddexruBHOCT, mnpemapara Huke. OTCyrcTBHE
TEpareBTUYECKOTO OTBETa HA UMAaTHHUO XapakTEpHO Ui OMyXOJel ¢ MyTanusMu B 17-M 5K30HE TeHa
KIT, myrammeit D842V cena PDGFRA n npu SDH-pedunutaeix [MCO. B otnmuane ot mmarunuoa,
HanOosbmas Y3QpPEeKTUBHOCTE CYHUTHHIOA HaOMIOnaeTcst Ipu MyTanusx B 9-m sx3oue KIT u ipu WT-
I'MCO, Torma kak mnpu Myrammsx B 1l-m sk30He KIT 5>(]dexkTHBHOCTH mpemapara HIKE.
[MpenukTrBHBIX MapKepoB dPPeKTUBHOCTH peropadeHnda u punpeTHHnOa HeT.

BHenpeHue pe3ybTaTOB HCC/I€10BaAHUS

[Tomydennsie B paboTe MHHOBAIIMOHHBIE HAYYHO-TIPAKTUIECKUAE PE3YNIbTATHl XUPYPTHIECKOTO
1 KOMOMHHPOBAHHOTO JIeYeHUS OOJIbHBIX C JIOKaIHM30BaHHBIME U MeTacTarnaeckuMu [ ICO BHenpeHbI
B kimHHYeckylo mnpaktuky HUW knuHnveckoit onkonormu um. akaa. PAH u PAMH H.H.
TpanesnukoBa ®PI'BY «HMMUL] onkonoruu umm. H.H. brnoxuna» MunzapaBa Poccuu. Ilokazano
yIy4dIICHUE Pe3yIbTaToOB JIedeHHs OOJBHBIX, TIOKA3aTeNIei BBKMBAEMOCTH M Ka4eCTBA )KU3HU JTaHHOU
rpYNIbl NaueHToB. AKT BHeapeHus oT «14» saBaps 2025 roxa.

Anpobanus

Ampobanusi quCCepTalul COCTOSUIaCh HAa COBMECTHOW HAaydHOW KOH(EPEHIMH OTACICHUS
a0 IOMHHAITEHO M OHKOJIOTH U Nel, a0 IOMUHATTEHOM OHKOJIOTHH No2 (omyxoneit
rernaToNaHKPeaTOOMIMApHONH 30HBI), OTAETCHUS a0IOMHHAIbHOW OHKOJOTHH Ned4 (3HIOKPUHHOM
OHKOJIOTMH), OTHAEJCHHUSI TPOTHBOOIYXOJIEBOM  JIeKapCTBEHHOW Tepamuu No2, OTAeneHHs
MPOTUBOOITYX0JIeBOH JiekapcTBeHHOU Tepanuu Ne3 HUW knuauueckoit onkosnoruu uM. akaa. PAH u
PAMH H.H. Tpamne3HukoBa, MaTOJIOTOAHATOMHYECKOTO OTACICHUS OTAeNa MOP(OIOTHICCKOW U
MOJIEKYJISIPHO-TEHETHYECKOM JUAarHOCTUKHU OITyXOJIEH KOHCYJIbTaTUBHO-IMArHOCTHYECKOTO LIEHTpa
OI'bY «<HMMUIL] onkonorun um. H.H. brioxuna» Munznpasa Poccuu 14 despanst 2025 rona.

Pe3ynmprarel mccienoBaHUS JIOJIOKEHBI HA HAaydHBIX KOH(epeHmusx u cbe3max: ESSO -
European Society of Surgical Oncology (Bordeaux 2010), ASCO - American Society of Clinical
Oncology (Chicago, IL. 2012), ASCO - American Society of Clinical Oncology (Chicago, IL. 2016),
IX Cne3ne onxonoros u paauosoros crpan CHI' u Eppasuu (r. Musnck, 2016r), ESMO - European
Society For Medical Oncology (Copenhagen, 2016), ASCO - American Society of Clinical Oncology
(Chicago, IL. 2017), ISPE (International Society for Pharmaco-epidemiology). Mid-Year Meeting

(Toronto, 2018); XXII Poccuiickom oHKOIOrHueckoM KoHrpecce (r. Mocksa, 2018), mMexayHapoIHOM
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¢dopyme «VHHOBamronHas oHkojorus» (r. Mockea, 2022) u XXIX PoccuiickoM OHKOJIOTHYECKOM
KoHrpecce (r. Mocksa, 2025).
y6aukanun

Apxupu ILII. sBmgercs aBropom 94 Hayuynblx nyosmkamumii. [lo  marepuamam
JUCCEPTALMIOHHOTO HCCIeI0BaHUs OmyOiaukoBaHo 26 myOnukamuii, B TOM uucie 8 crareld B
peLeH3UpyeMbIX HaYUHBIX XKypHanax, pekomeHnosanubix BAK npu MunoOpnayku Poccun, monydeHo
2 maTeHTa Ha U300peTeHHE.

O0béMm u cTpyKTYpa padoThl

Huccepramus m3noxkeHa Ha 306 cTpaHWIIaX MAIIMHOIIMCHOTO TEKCTa M BKJIIOYAECT BBEJICHUE,
0030p IUTEpPaTYpHI, TISATH IVIaB, MOCBIMEHHBIX Pe3yIbTaTaM COOCTBEHHBIX NCCIIEIOBAHNH, 3aKITIOUCHUE
¢ 00CYXII€HHEM IOJIYydE€HHBIX TaHHBIX, BEIBOABI, IPAKTHIECKUE PEKOMEHIANY U CIIHUCOK JIUTEPATYPBHI.
Bbubnumorpadpuuecknii ykazatenb cofepkUT 337 UCTOYHHMKOB, M3 KOTOPHIX 16 oTedecTBeHHBIX u 321

3apyoexHsIii. PaboTta mimoctpupoBana 67 tabmmamu u 111 pucynkamu.

COJIEPKAHUE JUCCEPTAIIMOHHOM PABOThI
Martepuasbl M MeTObI UCCJIEA0BAHUS

Pabora ocHOBaHMYM PETPOCIEKTUBHOIO U MPOCIIEKTUBHOTO aHAJIM3a Pe3yJbTaToB jJeueHus 509
OOJIBHBIX C JIOKATM30BAHHBIMH, MECTHO-pacnpocTpanéHHbIMU U MeTactaTuueckumu [ MCO, koTOpbIM
MPOBOUIIOCH XUPYPTUUYECKOE, JIEKapCTBEHHOE U KOMOMHUpoBaHHOe jiedeHue ¢ 2001 mo 2021 rr. B
OI'bY «HMUIL onkomormn mM H.H. bnoxmna» MunsgpaBa Poccnn m apyrux JIIIY Mocksel n
MockoBckoit oosactu. Cpenu HUX ObUTO 285 sKeHIMH 1 224 MY»X4YHH, 4TO cocTaBmwio 56,0% u 44,0%
COOTBETCTBEHHO. Bo3spact 6ompHBIX Konebancs ot 20 mo 90 ner, B cpemnem 58.27 ner. CpenHuii
Bo3pacT MmyxuuH ¢ MCO cocraBun — 58,25 net u xeHuuH — 58,27 ner.

UccnenoBanue renermaeckoro npoduis renoB KIT u PDGFRA mpoBoaunocs 260 6016HBIM.

['mcronorunueckoe, MMMYHOTUCTOXMMHYECKOE W MOJIEKYISIPHO-TEHETHYECKOE MCCIEeI0BAaHUS
MPOBOIMIIMCE Jlaboparopuel oTaena naTojoruueckoil anatomun yenoseka HUM KO ®I'BY «HMUI]
oHkoJsiornu umenu H.H. broxuna» Munsapasa Poccuu.

CraTtucTvueckuid aHanM3 TPOBEACH C HCHOJb30BaHMeM mnporpamMm SPSS Bepcun 21 u
GraphpadPrism 6. Ilokazaremn oOmielt n Oe3penuInBHON BBIKHBAEMOCTH PACCUYHUTAHBI MO METOAY
Kaplan-Meier, pasmauust cpaBHeHbI ¢ ioMonipio Log-Rank. MHOTOaKkTOpHBIN aHAIN3 BBITIOIHEH IS
¢daxTopoB, okazaBmmx BiusHHe Ha OB wwmmm BPB mpu omHodakropHoM. AHami3 (akTopoB
BBDKMBAEMOCTH mpoBoAwim MeronoM Cox-perpeccun. KauecTBeHHble TPHU3HAKA CPABHEHBI
noctpoeHreM TaOmuIl COMPsHKEHUSI U PacueTOM CTaTHCTUYECKOW 3HAYMMOCTH PA3W4YHid C TIOMOIIBIO

Kputepust Xu-KBaapar ¢ nompaskoi Meitca g Tabmun 2x2. Jns cpaBHEHUS KOJUYECTBEHHBIX
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MPU3HAKOB TPUMEHEH KpuTtepuil MaHHa-YUTHH. 3HayeHHEe paccMaTpUBAIOCh CTATUCTHUYECKU
3HauuMbIM ipu p<0,05, Bceraa HCmonb30Bain 2-CTOPOHHUH P.

Pe3yabTaThl KIMHUKO-MOP(0J10THYECKOT0 U HMMYHOTHCTOXUMHY€ECKOT0 MCCieJ0BAHUS

runco

XapakTepucTHKAa NAaNHEHTOB: B HAIlleM HMCCIENOBaHWU BKMOYeHBI 509 OonpHBIX. M3 HEX y
339 (66,6%) OospHBIX ompenemsMch Jokanu3oBanHele [HMCO, y 89 (17,5%) - wmecTHO-
pacmpocrpanennbie 1 'y 81 (15,9%) - mepBudHO MeracTaTudeckue. BceM manmeHTaM MpOBOIUIHCH
THUCTOJIOTMYECKOE M HMMYHOTMCTOXMMHYECKOE HCCICJOBAaHUS C HWCHOJIb30BAaHMEM IAHETU
MOHOKJIOHAITBHBIX aHTuTel, BKiodas: CD117, CD34, SMA, necmua u NSE. C 2010Tr B AuarHocTuke
I'MCO crann npumensats mapkep DOG1. Yame Oonenu xermuubl 284 (56,8%), uem myx4uHbl 225

(44,2%). Bospact 601pHBIX BapbupoBaiics oT 20 1o 90 net, ¢ meauanoii 60 ner (Tabmmma 1).

Ta6auna 1 - XapakrepucTika OOJBHBIX B 3aBHCUMOCTH OT PACIIPOCTPAHEHHOCTH 3a00JICBaHUS

Kiannuko- Jloka/IM30BaHHbIE MecTtHo- MertacTaTnueckue
MOPp(OJIOTHYeCKU I Ir'unco pacnpocTpaHéHHbIe (n=81)
kputepuii (n=509) (n=1339) (n=89)

IToa:

Myx.
Ken.

136 (40,1%)
203 (59,9%)

46 (51,7%)
43 (48,3%)

43 (53,1%)
38 (46,9%)

o 5 MuT030B
6 — 10 muTO30B
Boiee 10 MuTo30B

117 (34,5%)
157 (46,3%)
65 (19,2%)

14 (15,7%)
27 (30,3%)
48 (54,0%)

Bo3spacr, jger. Mennana 60 (20 - 90) 58 (23 - 86) 61 (26 —84)
(MUHUMYM-MaKCHMYM)

Jlokaau3zauus:

[MumeBox 5 (1,5%) - -
Kenynox 175 (51,7%) 49 (55,1%) 31 (38,3%)
ATIK 35 (10,3%) 6 (6,7%) 8 (9,9%)
Tonkas xumka 91 (26,8%) 19 (21,4%) 30 (37,0%)
O60104yHas KUIIKa 5 (1,5%) 2 (2,2%) 1 (1,2%)
[psimas xkumka 17 (5,0%) 5 (5,6%) 33,7%)
Bueoprannsie TMCO 11 (3,2%) 8 (9,0%) 8 (9,9%)
MuroTu4eckuii

HHIeKCc*:

13 (16,0%)
37 (45,7%)
31 (38,3%)

Pa3mepsi:
Ho 5 cm
6—-10cm
<10<15cm
Bbosnee 15 cm

64 (18,9%)
144 (42,5%)
82 (24.2%)
49 (14,4%)

5 (5,6%)
17 (19,2%)
27 (30,3%)
40 (44,9%)

3 (3,7%)
17 (21,0%)
40 (49,4%)
21 (25,9%)




15

Ipoodonxncenue mabauywl 1

Tun KIeToO4HOro

CTPOEHMS:

BepereHnoxkneTounsrit 261 (77,0%) 71 (79,8%) 54 (66,7%)
ONUATETNONTHBINA 40 (11,8%) 8 (9,0%) 11 (13,6%)
CMeniaHHbII 38 (11,2%) 10 (11,2%) 16 (19,7%)

* _ muto3sl B 50 II3BY x 400

Y 7 (1,4%) mammentoB Obimm awarHocTupoBaHbl peakue (opmsr [MCO: y 2-x - NFI
aCCOLMHUPOBAHHBIA CUHAPOM, Yy 3-x - Tpuaga Carney, u y 2-x - HemnosiHas Tpuaga (quana) Carney —
Stratakis. CTpomMaJibHBIC OMYXOJH YaIle BCETO JIOKATH30BAIUCH B Xkenlynuke - 255 6oibHbIX (50,3%).
Pexe onmyxonu nokanu3oBanuchk B TOHKOU kuike - 140 (27.5%), B nBeHaguarunepcTHoi kumke — 49
(9,4%), B 06omouno# kumike — 8 (1,6%), B mpsimoit kumke — 25 (4,9%) 60pHBIX, BHEOPTaHHO — y 27
(5,3%) GombHBIX, 1 y TsiTH 00NBHEIX (1,0%) - B HmeBoze.

[To HammM W JTUTEPATypHBIM JAaHHBIM JYdIIHE ITOKA3aTeNl BBDKHBAEMOCTH OTMEYEHBI TP
CTPOMAJIBHBIX OITYXOJISIX JKEIYIKa IO CPaBHEHHUIO C OCTAIBHBIMH JIoKamm3anusiMu. OOmmast S-meTHss
BBDKHBaeMOCTh y 6osbHBIX ¢ [TMMICO xenynka cocraBuna 80,1%, TMCO tonkoit xumiku - 79,6%,
I'MCO ob6omounoi kummku — 80,0%, 1 Tomeko mpu BHeopraHHbix | UCO coctaBuma 57,1%.

O6mwas 10- u 15-netuss BenkuBaemoctu npu I'MCO xenynka coctasiser 63,1% u 47,9%, npu
I'MCO tonkoit kumku - 55,1% u 26,7%, npu TMCO oboxounoit kumku - 53,5% wu 29,7%, u npu
BHeoprauHbix [ ICO - 49,3% u 24,7% cootercTBeHHO (p = 0,0223; %*>=5,219) (Pucynoxk 1).

100'?*?‘-. —— TUCO xenygka 100-
Ml —— TUCO ToHKOH KNW kN S —— T'NCO xenyaka

fogd 5 o= —— TUCO oBoaouHON KNWKK g | —— T'MCO TOHKOI KUWKK
N '~ BHeopraHHble TUCO 804 —— TUCO 060A04HOII KULLKM
5 b uem 3 BHeopraHHble TUCO
9 60- L 604
s b w] |
g 40 H 40-
E L _I]
l:'g 20+  — 204

c T T T T 1 ! c T T 1

0 50 100 150 200 250 0 100 200 300

Bpemsa HabniogeHus, Mec. Bpems Habmioaerus, mec.
Pucynok 1 — OB u BPB OGonbnbix ¢ nokamuzoBanHbiMH [MCO B 3aBUCHMOCTH OT

JIOKaJIM3allr OIIYyXOJIU

[Tatu- u necarunernss bPB y 6ommabix ¢ TUCO xenyaka cocraBmna 60,9% u 56,4%; TUCO
ToHkoH kumiku — 51,0% u 36,8%; T'MCO obomounoit kumiku - 41,4% u 30,2%, Baeoprannsie [UCO —
47,6% cooterctBenHO (p = 0,0033; > = 8,656).
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B pannue cpokn HaOmoneHus nokazarenn OB He pasnmuaroTcs. ITO MPOUCXOAUT Oylaromaps
KOMOWHUPOBAaHHOMY MOAXOY C MPUMEHEHUEM TPEI- U MOCICONEePAMOHHON Tepanii UMAaTHHHUOOM.
Bricokass s¢ddexkruBHOCT Tepanmuu THpO3WHKMHA3HBIME uHTHOMTOpamu (TKU) crioaxusaer
MPOTHOCTUYECKOE 3HAYCHHE OTICNbHBIX KPUTEPHEB B paHHHWE Cpoku HaOmonenus. [lostomy c
YBEJIMYEHUEM CPOKOB HAOIIONEHUS OOJBHBIX KPUBHIE BBDKMBAEMOCTH JOCTOBEPHO PACXOMSATCS, UTO
MOATBEPKIAET MPOTHOCTUUECKYIO 3HAYMMOCTh OTHAEIBbHBIX KPUTEPUEB, B YACTHOCTH U JIOKAIN3ALHUS
MIEPBUYHOMN OITYXOJIH.

[lpy moarpynmoBOM aHamuM3e TMOKaszaTenei oO0mmell BBDKMBAEMOCTH Yy OOJBHBIX C
meractarnueckumu [MMCO nokanu3auusi IepBUYHOM OMYXOJM HE COXPAaHSET CBOE MPOTHOCTHYECKOE
3Hauenue (p = 0,0974; > =6,311).

BepereHOKIICTOUHBIH THIT THCTOJOTHYECKOTO CTPOCHUS SABISIETCS HaWOojee YacThiM H
Habmopganca y 379 (75,5%) naumeHToB. DNUTEIMONAHOKICTOYHBIA THUII CTPOCHHUSI BCTpeyaeTcs y 59
(11,8%) 60mpHBIX 1 cMemanHblid THIT — y 64 (12,7%). [Ipn TMCO snuTenmonIHOT0 U CMENIaHHOTO
CTPOEHHUSl KJIETOYHOTO CTPOCHHS OTMEUYEHO KOPPEJSUs C HHU3KOM MHUTOTHYECKOM aKTHBHOCTBIO
OITYXOJIH, OJTHAKO HECMOTPS Ha 3TO MOKa3aTeNH BEDKUBAEMOCTH HECKOJBKO JydIle B TPYMITE OOJBHBIX
¢ BepereHokierounbiMiu [MCO. Takas koppemnduus, BO3MOXKHO, CBA3aHa C Jy4IIMM OTBETOM Ha
teparuto TKU, mpu KOMOMHUPOBAHHOM JICYCHHH.

[lo maHHBIM MHMPOBOW JMTEPATYpbl OJHUM M3 OCHOBHBIX NPOTHOCTHYECKUX KPUTEPHEB
SABIIIOTCA  pa3Mephl TMepBHYHON omyxonmd. B ocHoBe TNM  knmaccupukanuu, mpeasioKEHHOMN
MexnyHapoaHbM npoTuBopakoBeiM KomuTeToM (UICC), nanekc T oueHnBaeTcsi B 3aBUCUMOCTH OT
pa3sMepoB MEPBUYHOMN OMYXOJIH.

C yBenuueHHEM pa3MepOB yBEJIMYMUBAETCS 1 MUTOTUYECKUIM MHIEKC U PUCK METAaCTa3UPOBaHUS
MIEPBUYHON OIYyXOJH: B TpymIe OONBHBIX C pazMepaMu oryxoiu 6omee 10 cM BbICOKast MUTOTHYECKAs
akTUBHOCTH (Oosiee 5 muTo30B B 50 [I3BY) ormeuaercs npumepHo y 80% OONMBHBIX a OTHAJICHHBIC
MeTacTas3bl OTMEUeHBI ¥ 72,7%.

C yBenmnueHWeM pa3MepoB MepBHYHON omyxonu moctoBepHo (p < 0,0001; > = 38,10)
YXYIOIIAOTCS W TIOKa3aTenu oOmeidl um Oe3penmauBHOW BbDKHMBaeMocTH. OOmas 5- u 10-meTHss
BBDKMBAEMOCTH B TpyINIe OONBHBIX C pa3MepoM omyxoiu a0 5 cMm cocraBwm 91,9% u 81,9%
(Menuana He JOCTUTHYTA); B rpymie ¢ pazmepamu <5 < 10 cm — 88,4% u 65,6% (mennana — 146 mec.);
<10 <15 em—77,5% n 49,8% (menmana — 116 mec.), u B rpymme ¢ pazmepamu 6osee 15 cm — 55,3% u
40,8% (memunana — 76Mec.) cooTBETCTBeHHO. [lokaszarenmu Oe3peHMIUBHONW BBIKMBACMOCTH TAaKXKE
nocroBepno yxynmatores (p < 0,0001; ¥* = 63,84) ¢ yBenuueHueM pa3MepoB MEPBUYHOU OITYXOJHU

(Pucynoxk 2).
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Bpems HaGniofeHuUs, Mec. Bpemsi HaBnrogeHus, Mec.

Pucynok 2 — OB u BPB B 3aBucumMocT# 0T pa3mepoB NEpBUYHON OIMYXOJIH

Onnako y 6ompHBIX ¢ MeTactarmdeckumu [MICO pasMep NEepBUYHON OMyXOJM TEPSieT CBOIO
MPOTHOCTUYECKYIO 3HAYUMOCTh. Y JTaHHBIX MMAI[HCHTOB OCHOBHOW METOJI JICYCHUS, OT I3PPEKTHBHOCTH
KOTOPOTO 3aBUCHUT MPOTHO3, siBsieTcs TaprerHas tepanus TKU. [Tostomy nmporHocTuyeckoe 3HaueHUE
MpHOOPETAIOT MPEIUKTUBHBIC KpUTEPHH dPPEKTHBHOCTH JIEKaPCTBEHHOTO JICUCHUSI.

Hapsiny ¢ pasmepamu mepBUYHON OITyXOJM B YMCIE OCHOBHBIX MPOTHOCTHYECKUX (aKTOPOB
SIBJIIETCS. MUTOTUYECKast aKTUBHOCTH ONyxoiu. C yBeIMYeHNeM MUTOTHYECKOW AKTUBHOCTH OITYXOJIH
MOBBIIIAETCS W PUCK MeTacTa3upoBaHMs: uactora MmetactazupoBanus mpu [MCO ¢ Huzkum
MUTOTHYECKUM HHAEKcoM coctaBuwia 33,1% u npu TMCO c mpomexyTouHbiM u BbicokuM MU -
56,9% u 60,5% COOTBETCTBEHHO.

O6mass S-metHsiss w  10-JeTHSIS BBDKUBAEMOCTh y OOJIbHBIX € HHU3KOH MHTOTHYECKON

aKTUBHOCTBIO cocTaBisier 87,9% wm 72,5% coorBercTtBeHHO, Meauana OB cocraBmma 162 mecsiia

(Pucynoxk 3).
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Pucynok 3 — OB u BPB y GonbHBIX C JIOKaJM30BaHHBIMH M MECTHO-PACIPOCTPAHEHHBIMHU
I'MCO B 3aBUCMMOCTH OT MUTOTUYECKOTO MHACKCA

B rpymmax OOJNBHBIX C TPOMEKYTOYHBIM U BbicOkMM MW S-metnsas u  10-meTHss

BBDKHBAaeMOCTh cocTaBumn  81,6%/56,1% u 66,0%/48,4%, memuana — 132 u 102 mecsma
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cootBercTBeHHO (p = 0,0009; > = 11,05). AHasorruHast TEHIECHIIUS COXpaHsIeTcs U Tipu aHanm3e bPB:
B Tpymmax OOJBHBIX C HHU3KUM, yMepeHHbIM M BbicOkHM MU 5- m 10-netnsas BPB cocraBmsier
74,1%/67,4%, 50,3%/38,2% n 42,4%/38,7%, a mequana BPB — 252, 62 u 40 Mecs1ieB COOTBETCTBEHHO
(p <0,0001; Chi square = 29,25)

B omimume OT OCTaNbHBIX KIMHHUKO-MOP(OIOTHYECKUX KPHUTEPUEB MHUTOTHYECKHH WHICKC
COXpaHSET CBOIO MPOTHOCTUYECKYIO 3HAYUMOCTh U y 00JbHBIX ¢ MeTacTaTmdeckumu [ ICO. Obmast 5-
JIETHSIS BRDKUBAEMOCTH TI0 TpyImmaM coctaBmia 56,6%, 54,8% u 30,6%, a meguana OB — 114, 67 u 47
Mecsa coorBerctBeHHO (p = 0,0244; Chi square = 5,380).

lacTpouHTeCTHHANBHBIE ~ CTPOMAJIBHBIE ~ ONYXOJIM  MMEIOT  BBICOKMHA  TMOTEHLHUAN
MMIUIAaHTAIIMOHHOTO MeTacTtasupoBanuss mo Oprommae. [MCO sBRAIOTCS XPYNKHMH, BBICOKO
BaCKYJISIpU3UPOBAHHBIMU OITyXOJISIMU M UIMEIOT TEHICHINIO K CAMOIIPOU3BOIBLHOMY Pa3phIBY KarCybl,
WJIM Pa30pBaThCS BO BPEMS ONIEpaIiH, IPH TPpyO00il TpaKIH B IPOIIecce MOOMITH3ALINH.

W3 428 mamu HaOmromaeMbIX OOJBHBIX C JIOKAIM30BAaHHBIM M MECTHO-PACHpPOCTPaHEHHBIM
MPOIIECCOM HapyIIeHHe MeJ0CTHOCTH Karcyibl omyxonu (HLIKO) 3adukcupoBano y 45 GONBHBIX, 94TO
coctaBuio 10,5%. U3 HUX, COOHTaHHBIM pa3pbiB KalcCyibl ONMYXOJH A0 ONEpaluu pasBuics y 12
(26,6%), apeckokHasi MyHKIMOHHAsI OWOTICHS HA dTame o0cieoBaHUs BhIMOJHEHA Yy 25 (55,6%) u
HWHTpaonepaunoHHas TpaBma Kancyisl — y 8 (17,8%) nanueHToB.

[Mpu aHamm3e OTHANEHHBIX pe3yNnbTaToB jaocTtoBepHO Jydmas OB (p<0,0001, X? = 44,19) u
BPB (p<0,0001, X? = 60,96) ormeuaercs B rpymme OompHBIX ¢ JokammzoBaHHbIMEH [MICO mo
CPaBHEHUIO C MECTHO-PACIIPOCTPaHEHHBIMH U CIIY4assMH KOTJ1a MPOM30ILEN Pa3pbIB KANCYIbl OMyXOJIH.
AHaJoTHYHAs TCHJICHIIMS OTMEYAeTCs M MPU CPAaBHUTENBHOM aHanm3e mnokaszarencii bPB (p<0,0001,
X2 = 60,96). O6mias 5- m 10-neTHSS BBDKMBAGMOCTH Yy OOJBHBIX ¢ Jokanm3oBaHHbIMU [ MCO
MectHopacnpocTpaneHHMbIE U ¢ HIIKO cocraBuno 88,5%/68,2%, 58,2%/39,7% wn 60,4%/27,9%
cooTBeTcTBeHHO. [Ipn 3TOM, cTaTHCTHYECKH 3Ha4MMble pasmmuns kak B OB (p<0,7416, X? = 0,1088)
tak u bPB (p<0,8695, X? = 0,02700) y OonpHbiXx ¢ MecTHO-pacnpoctpaHenasiMu [ MICO u HIIKO
HaMU HE OTMEYECHBI.

VYauteiBass KpaiiHe HEOJAroNMpHATHBIA TPOTHO3, BCJIEACTBHE HAPYIICHUS IIEIOCTHOCTH
KariCymnbl OTMYXOJIM YPECKOKHasi MyHKIMOHHas Oworcus OombHBIM ¢ Jokamm3oBaHHeIMEH [MICO Ha
JOOTIEPallMOHHOM 3Tarne MpOoTUBOINOKa3zaHa. OAHAKO, C YUETOM CXOXHX pe3yibTaroB, kak bPB, Tak u
OB y 60spHBIX ¢ MecTHO-pacnpocTpaneHHbIME (MP) ITMCO u pa3psiBoM Karcyibl OITyX0JIH, MOXKHO
clenaTh BBIBOJA, YTO ITYHKIMOHHAs OWOIICHS HE BIMSET Ha MPOTHO3 OOJBHBIX C MECTHO-
pacTpoCTpaHEHHBIMH CTPOMAIBHBIMUA ONYXOJNSIMA M OTHM OOJBHBIM JOIYCTHMO BBITIOJTHEHUE
YPECKOKHOU MYHKIIMOHHOM ononicun TS aZIeKBaTHOTO MOpP(OJIOTHYECKOTO,
WMMYHOTHCTOXHUMHUYECKOTO M MOJIEKYJISIPHOTO T€HETHYECKOTO HCCIECAOBAHMN C LEJIbI0 MPOBEACHUS

KOMOMHHUPOBAHHOTO JIEYEHUs C IPUMEHEHHEM NpeaonepaunoHHon tepanun TKH.
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JIpyruM  TIPOTHOCTHYECKHM 3HAYMMBIM  KPUTEPHEM, KOTOPBIH MOJXKHO OLEHHTh Ha
JOOTIEPAIMOHHOM JTame 0e3 TpoBeleHHs OWOICHH, SBISIETCS pa3Mep INEepBHYHON omyxoiu. B
3aBHCHUMOCTH OT pa3MEpOB IMEPBUYHOM ONYXOJM BCE NALUEHTHl ¢ Jokanu3zoBaHHbiMH [MCO
pazzeneHsl Ha 4 MPOTHOCTUYECKHE MOATPYNIBL: 1-5 ¢ pa3MepamMu MEPBUYHOM OmyXxosm < 5 cM; 2-1 -
>5<10cm; 3-1->10<15 cm, u 4-51 - 6onee 15 cm.

[Tpu cpaBHUTENHHOM aHANIM3E OTMEUEHA CTATHCTHYECKH 3HaumMas ydmas OB B mepBeIx 2-x
rpynmax 0onbHBIX. [Tokazatenu 5- u 10 netneit OB coctaBum 92%/86,6% u 91,4%/69,9% npotus
85,9%/54,5%, 64,8%/51,9, 58,2%/39,7% n 60,4%/27,9% B Tpynmnax OOJBHBIX C pa3MepaMHu OMyXOIH
> 10 < 15cm, 6onee 15 cm, mectHO-pacnpoctpanéuabiMu (MP) THCO u ¢ HIIKO cooTBeTcTBEHHO
(p<0,0001, X? = 61,26). Cxoxue OTHAJICHHBIC PE3yAbTAThl CBUAETEIHCTBYIOT O TOM, YTO HapyIIeHHE
[EIOCTHOCTH KaTCYJIbl OMyXOJM TEPSET CBOIO MPOTHOCTHYECKYIO 3HAYMMOCTH Y OOJIBHBIX C MECTHO-
pacnarponennbiMu [ ICO u pazmepamu onyxonu 6osiee 10 cm.

Takum o0Opa3oM, y OOJBHBIX C pa3MepaMHu MepBHYHON omyxosm Oonee 10 cM, MecTHO-
pactpoCTpaHEeHHBIM TPOILIECCOM M Pa3pbIBOM KaICyJbl OMYXOJH, 1elIeco00pa3sHo 0OBEIUHUTD B OJHY
TpyNIy KpaiiHe HeOJAarompusTHOTO TMPOTHO3a. DTHM OOJBHBIM TOKa3aHa MYHKIIMOHHas OMOTICHS C
HENBI0 MOP(OIOTHYECKON BepH(UKAIMN AMAarHO3a W TPOBEICHHE KOMOMHHPOBAHHOTO JICUCHHUS C
MpEIOTIePAIOHHON Tepanueil IMaTHHUOOM.

MouexyasipHo-reHeTnueckue ocooennoctu F'MCO. M3 509 Hamu ucciieT0BaHHBIX OOJBHBIX
HCCIIeIOBaHUE MYTAllMOHHOTO cTaryca mpoBoamwica y 260 OonpHbIX. M3 260 GOJBHBIX, KOTOPHIM
MPOBOJIMIIOCH WCCIICIOBAHHE MOJICKYISPHO-TEHETHIECKOTo mpodmist, myrammu B rene KIT Obum
obHapyxens! y 182 (70,0%) 6ompabIX, PDGFRA —y 28 (10,8%) 1 WT — 50 (19,2%) 607bHBIX.

KIT wmyranun 4ame Bcero ompeaensunch B 11 ax3one 147 (80,7%) u pexe B 9, 13 u 17

9K30HAaX, KOTopbie cocTtaBmm 15,4%, 2,7% u 1,1% cooTBercTBenHo (Tabmura 2).

Tabauuna 2 - Pactipenenenne [ MCO B 3aBUCHMOCTH OT THTIA U JIOKATTU3AINHA MYTAIHil

Jlokanuszanus Hesenunn 3aMeHbI BeraBku | Aymimkanuun Bcero
MyTalun
9K30H 9 - 1 (3,6%) - 27 (96,4%) 28 (10,8%)
KIT 9Kk30H 11%* | 99 (67,3%) | 42 (28,6%) 1 (0,7%) 5 (3,4%) 147 (56,5%)
9K30H 13 - 5 (100%) - - 5 (1,9%)
9K30H 17 - 2 (100%) - - 2 (0,8%)
9K30H 12 - 5(83,3%) | 1(16,7%) - 6 (2,3%)
PDGFRA |>x30H 14 - - - -
9K30H 18 6 (27,3%) 16 (72,7%) - - 22 (8,5%)
WT** - - - - 50 (19,2%)
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Ipoodonrcenue mabauywl 2
Bcero 107 (41,2%) | 69 (26,5%)| 3 (1,2%) 31 (11,9%) | 260* (100%)

* - B 1 - cimyuae B 11 sx3one KIT oOHapyxkeHa crnoxHas MyTauus - coderanue aenenuu (del 556-573 (1666-
1719) u Toueunoit 3amensl p.Y553S (1658 A>C;)
** - B JaHHOU rpymie O0NBHBIX 00HApYXKeHbl MyTaluu B Apyrux reHax: RAS, RAF, SDH, PIK3 CA, NTRK,

NF1

PDGFRA mytanuu dare BCero JOKaTH30BaIMCh B 18 sx3one (78,6%) u pexe B 12-m (21,4%).
Myramuii B 14 sk30He Hamu He HaOmonamock. Myramuu B reHe PDGFRA, B OCHOBHOM, ObLIH
MPEACTABJICHB TOUYCYHBIMH 3aMeHaMu: B 18 »sk3oHe — B 72,7 u B 12 sx30me — 83,3%. B 6 (27,3%)
ciryqaeB Ob oOHapyxeHbl nenenuu B 18 sx3one m 1 (16,7%) BcraBka B 12 sx3o0me. B 2 (1,1%)
ciaydasx B 11 sx3oHe KIT 0OHApyKEHBI CII0KHbIE MYTallHH

Haubonee vacteiit Tun myrauuii B 11 3x3one KIT SBASIOTCS AENELUH, KOTOPbIE ONPEACISIINCH
y 99 (66,7%) 6ompHBIX U3 147. Pexe ompenensymch TOYCYHBIC 3aMEHBI, NYIUIMKAIWA W BCTaBKU
(uHCepumu), KoTopeie Obum oOOHapyxkenol y 43 (28,5%), 5 (3,4%) m 1 (0,7%) OombpHBIX
COOTBETCTBEHHO. B omHOM ciydae B 11 sk3one KI/T oOHapyxeHa CIOXKHAs MYTalus - COYETaHUE
neneruu (del 556-573 (1666-1719) u Toueunoit 3amensl p.YS553S (1658 A>C).

MyTranvoHHBIM CTaTyCc 4YE€TKO KOPPENMPYET C JIOKATU3alMed, MUTOTHYECKUM HHIEKCOM H
THIIOM KJIETOYHOTO CTPOEHHWS mepBuuHOM omyxonu. KIT myranuu B 78,8% ciiyaaeB KOPpETUPYIOT C
BepereHoksietounbiMu  [MUCO, Ttorma xak PDGFRA wu WT dame accOMUpOBaHBI C
snutenuonaaokieTodnbiMu [ UCO - 44,5% u 40,7% cootBercTBeHHO. Toueunsie 3amens! (42,9%),
nynmukanun (60%) B 11 sx3oHe KIT u toueunble 3aMeHbl 18 sk30Ha (62,5%) PDGFRA wae
ACCOLIMHUPOBAHBI C HU3KMM MUTOTHYECKUM MHIEKcOM. Jlymmukanuu 9 sk30Ha, nenenuu 11 3x30Ha rena
KIT m myraumn 12 sx30oHa PDGFRA conpoBOXKIAIOTCS C BBICOKUM MHTOTHYECKUM HHIEKCOM.
PDGFRA myramnu (92,6% cnydaes), nymumkanuu (100%) 1 B MeHbIIeH cTENeHH TOYEHbIE 3aMEHBI
(45,3%) 11 sk3ona KIT yaie Bcero JOKaIU3YIOTCS B JKEIyAKe, Toraa kak, myrauuu B 9 (82,1%), 13
(60%) u 17 (100%) »x30Hax reHa K/T — B TOHKOM KHUIIIKE.

Y4uTheIBas BBICOKYIO KOPPEIILMIO THIIA WM JIOKAIW3aMM MYTAlMi C JIOKaIM3alHeH, TUMa
KJIETOYHOTO CTPOCHHUSI M MHUTOTHYECKOTO MHJAEKCA TMEPBUYHON OMyXOJM HaMH MPOBEIEH
CpaBHUTENBHBIA TOIATPYIIIOBOW aHAIM3 TMOKa3arenedl oOmeid M Oe3pelnuInBHON BBDKHBACMOCTH
OONBHBIX C MyTarusiMu B TeHe K/7 B 3aBUCHMOCTH OT THMa W jokamm3aruu myramuii: OB u bPB
JOCTOBEPHO BBIIIE B Tpymmax OONBHBIX ¢ TodeuHbiMH 3ameHamu (p<0,0001; x> = 62,7) u
nymumkamusmMu - 11 sk3ona KIT 1o cpaHeHuto ¢ generusmu 11 sk3oua KIT u B 9 3x3one KIT
(p<0,0001; %> =42,9) (Pucynok 4).
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Pucynok 4 — OB u bPB 6onpabix ¢ nokxammzoBaHHEIMEH [MICO, B 3aBHCHMOCTH OT THIIA
myrauuii 11 sx30na KIT

B rpynme GONBHBIX ¢ METACTATUYECKUM IPOLECCOM MPOTHO3 OOJBHBIX C MYILIMKAIHUSIMU B 9
9K30HE JJOCTOBEPHO XYK€ MO CpaBHEHUIO ¢ MyTauusimMu B 11 sx3one KIT (p=0,0092; > = 11,52).

[Tpu monapHoM cpaBHeHHH, pasmmuns OB B rpynmmax 6ompHbIXx ¢ [MCO sxenmynka u TOHKOU
KHUIIKU C OJMHAKOBBIMU MyTanusMu: TodeuHeiMu 3amenamu (p = 0,6103; HR (CI 95%) = 0,5602
(0,07776 — 4,476) n penenusamu (p = 0,9554; HR (CI 95%) = 1,019 (0,5155 — 2,019) namu He
OTMEUYEHBl. AHAJIOTHYHAs CUTYallUsl COXPaHsETCsl U IPHU cpaBHUTENbHOM aHanu3e bPB B 3aBucumoctu
OT JIOKQIM3AIMU ¢ OJIMHAKOBBIMA MyTanusMu: TodedHbiMu 3ameHamu (p = 0,2679; HR (CI 95%) =
0,4443 (0,08926 — 1,735) u genetmsimu (p = 0,6757; HR (CI 95%) = 0,8893 (0,5010 — 1,556).

Myranuu B 13 u 17 sx30nax KIT BcTpedaroTcs KpaiiHe peJKO U COCTaBILilOT He Oosee 2,5% -
3% cnyuaeB. [IporHo3 5TuX OOJIBHBIX, KaK JIOKAIM30BaHHBIX, TaK U JaucceMuHupoBaHHbix ['MICO
HeONaronpusTHBIH.

Haubonee gacto Bcrpeuaemas myranus B rene PDGFRA siBnsiercs ToueHas 3ameHa 2664 A>T
npuBoAsmas K 3ameHe Asp842Val (D842V) na ypoBHe peuentopa. JlaHHas 3ameHa HamMHu ObLTa
BeIsiBIIeHa y 14 OompHBIX U3 28, uto cocraBmio 50%. MCO ¢ myranumeit D842 pesncTeHTHBI K
Teparuu TpanunuoHHbMu TKU.

B 2-x cnydasx B 18 ax30He ObUT0 OOHapyxkeHa TouewHas 3ameHa Tyr849Asn (Y849N). V 6
OompHBIX (27,3%) ObuM muarHocTHpOBaHBI jaenenud B 18 sx3oHe PDGFRA: B 3-x ciydasx —
HDS845 847del, B octanpubix 2-x ciyqdasx RD841 842del » DIMHD842 846del.

Myramuu B 12 sx30He PDGFRA BbIsiBICHH y 6 00NbHBIX. B 5 ciryqaeB oOHapy>KeHBI TOUCHBIE
3aMeHBbI: B 2-x ciydasx — 1682 T>A (V561D), eme B 2-x — P567P u B 5-m cinygae R558C. B ogHOoM
cirydae BbIsIBIeHa HHcepims 556-5651ins. Yare Bcero ctpomainsabie onyxomd ¢ PDGFRA myranyusMu
JIOKanM30Baluch B xenynke (89,2%) u pexe B mumieBonae (3,6%), Torkywo (3,6%) u 060q09HyIO

(3,6%) xwuox.
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Bonbuble ¢ nokanmm3oBaHHEIME 1 MecTHO-pacnpocTpaneHHbiMu [ ICO ¢ PDGFRA myranusimu
UMEIOT 0oJiee OJIarompusITHBINA MPOTHO3, TI0 CPABHEHUIO C MANMEHTAMHU CTPOMAIIBHBIMH OITYXOJISIMH C
KIT myrarmusvu 1 WT. OiHaKo HEOOXOAMMO YIUTBIBATh, 9TO Yy 50% OOJILHBIX OTPEACHsAeTCS TOUCHAS
3amena D842V, pesuctentHas k TpagunuoHHeiM TKW 3apeructpuposannbie B P®. OrcyrcTBue
TEpaNeBTHYECKUX ONIMHA, OOBSICHIET HEONArompHATHBIA TPOTHO3 Y OJTUX OOJBHBIX TpH
MPOTPECCUPOBAHNH 3a00JICBAHNS.

T'CO c¢ nukum tunom KIT u PDGFRA npenctaBinsiioT COOHMpATENbHYIO TETEPOTCHHYIO
rpynmy, kotopas BkmoudaeT onyxonu ¢ myranusimu SDH, RAS, RAF, MEK, NF1, ROSI. Ilo namum
nanaeiM TUCO ¢ WT omnpenernsuics y 50 (19,2%) 6osmabIx. UT'X uccnenoBanue sl ONEHKHA YPOBHS
skcnipeccun SDH mpoeneno y 20 6oxpubix. U3 HUX y 13 (65%) GONMBHBIX 0OHApYKEHO OTCYTCTBHE
skcripeccun SDH (SDH-deficient). B 6 (12%) ciywasx SDH — xommerentasix TUCO oOHapykeHBI
myraund B reHe BRAF u B 2-x - B rene NF1. Bo Bcex 6 cnywasx myranuu reHa BRAF Obun
npenacraBieHbl THUYHON ToueHoi 3amenot VOOOE. PIK3 CA u NTRK gene fusion ciydan Hamu He
Hal0I0JaNHCh.

B rpynme GompHeix ¢ SDH-deficient TMCO, kak mpaBmjio, HE OTBEYAIOT Ha TEPAIuUio
UMATHHAOOM. DTHM OOJBHBIM B TIEPBOM JITHUM HEOOXOAUMO NMPUMEHUTH TEPANTUI0 CYHUTUHHOOM HIIH
peropadennoom. [lo HammM gaHHBIM JOCTOBEpHO Jiydine mokaszarenn kak BPB (0,0002, X?=13,61),
tak 1 OB (p=0,0083; X>=6,965) otmeuatorcs y 6ompHbIX ¢ [ UCO x)enynka. ITo CBI3aHHO C BBICOKOM
koppemsiuei (84,6%) SDH-deficient TICO co cTpoManbHBIMH OIYXOJSMH KETyAKa, KOTOpHIE
UMEIOT BSJIOTEKYIIIee TeUeHHEe U 0oJiee OIaronpUsSTHBIA MPOTHO3.

PesyabTaThl  XMPYpru4eckoro M KOMOMHHPOBAHHOIO  JiedeHMsl OOJBHBIX €
JIOKAJIM30BAHHBIMH M MecTHo-pacnpocTpaneHHbiMu ['MCO. B HacTosiiiee BpeMsi OCHOBHBIM
METOJIOM JICUCHHS MAlMEHTOB C JIOKAIM30BaHHBIMH U MecTHO-pacnpoctpaHeHHbIMU [ ICO ocraercs
xupyprudeckuii. Tem He MeHee, ero 3()()eKTUBHOCTh OTPAHWYEHA U 3aBHCHUT OT CTEIEHH MECTHOTO
pactipocTpaHeHHs 3a00JI€BaHUS M PAIUKAILHOCTH MPOBEACHHON omepanuu. J[o SMOXH NpUMEHEHUS
TKHU 5 — nernsist OB mocie Xxupyprudeckoro JIeYeHHus COCTaBisiia Bcero Juiib 54%, a y naiueHTosB ¢
pa3mepamu nepBUIHOM omyxosm 6osee 10 cm. He mpesbimana 20%.

W3 428 GONBbHBIX ¢ JIOKAJM30BaHHBIMU M MECTHO-pacnpoctpaneHHbIME [ UCO xupyprudeckoe
nedenue npooauinock 415 (96,3%). U3 uux, pagukansabie (RO) xupypruueckue BmeIIaTenbCTBA
BHITTOJTHEHB! y 392 (94,5%) GompHbIM, ¥ 14 (3,5%) - oOHapyKeHBI OMyXOJIeBbIE KIETKU MO JIMHUH
PE3eKINK WK BhINOJIHEHa 3HYyKiIeauus onyxonu (R1), y 6 (1,3%) - BeimonHensl nammartuBHble (R2)
OTepallii U OCTAJIBHBIM 3 MallMEeHTaM BBITIOJHEHBI SKCIUIOPATUBHBIEC OTIEPATUBHBIC BMELIATEIbCTBRA.

Hons nepanukanbHbeix (R1/R2) m sKCImopaTUBHBIX ONEpanuii CyMIECTBEHHO BBINIE B TPYIIE
OOJIBHBIX C MECTHO-PACIIPOCTPAHEHHBIM IpOIieccoM u cocTaBmia 15,6% (21 GompHOM 13 134) mpotus

0,7% (2 u3 294) B rpyme 6onbHBIX ¢ ToKanu3oBaHHbIMU [ UCO.
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W3 392 pamukaibHO BBITIOJHEHHBIX OMEPAaTHUBHBIX BMemaTenbeTB 125 (31,9%) GompHBIM ObLTH
BBINIOJIHEHBl AKOHOMHBIE OTlepanuu, ocTajibHbiM 267 (68,1%) — crammaptHele pesekuuu. [lpu
cpaBHHUTENIbHOM aHanmu3e nokazarenu OB u BPB nocrosepno nydmie B rpynme OOJIBHBIX, KOTOPBIM
BBINIOJIHEHBl KOHOMHBIE PE3EKIMH IO CPAaBHEHHUIO C MAlUEHTAMH MOCJIE CTaHIApPTHBIX OIEpaluil.
OO0mias n OGe3penuauBHAS S5-JIEeTHSS BRDKMBAeMOCTh cocTaBmia 92,9% mpotus 78,1% (p=0,0025; HR
(CI 95%) =2,248 (1,364 —3,791) u 79,2% vs 47,3% (p<0,0001; HR (CI 95%) = 3,188 (2,127 — 5,415)

cooTBeTcTBeHHO (PUCyHOK 5).
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Pucynok 5 - OB u bPB y paaumkanpHO omnepupOBaHHBIX OOJBHBIX MOCIE SKOHOMHBIX H
CTaHJAPTHBIX PE3EKIUI

[TosydeHHbIe HAMM JTydIIME OTHAJCHHBIC PE3YJIbTaThl Y OOJBHBIX, KOTOPHIM MPOBOIMIHCH
HKOHOMHBIE OTIEpalliy, BEpPOATHEE BCETO CBA3aHHBI, C BKIIOYCHHEM B JaHHYIO Tpynmy oOojee
MAIMEHTOB ¢ 0oJjiee ONArompusATHBIM MPOTHO30M. TeM He MeHee, HAlllM JaHHBIE HE MPOTHUBOpEYAT
JaHHBIM JIUTEPATyphl U MOXXHO YTBEpPIKIaTh, YTO SKOHOMHBIE OIEpPAIlH ONPAaBIAHBI Y OOJBHBIX C
JIOKAJIM30BaHHBIMH U MecTHO-pactpoTpanenusivu [ 1CO.

XUpypruueckoe BMEIATENbCTBO, OCYIIECTBISIETCS IIyTEM IIPUMEHEHUS PA3IMYHBIX JOCTYIOB:
OTKPBITBHIH, JAMapOCKOTMYECKAN, POOOTHUECKUI W SHAOCKOMHWYECKHU, MO0 ux KomOuHammsa. B
Halle KOropTe paAMKaJIbHO OINEPUPOBAHHBIX OOJBHBIX XUPYPrHUECKOE BMEIIATEIBCTBO C

MPUMEHEHHEM MaJIOMHBA3MBHBIX TEXHOJIOTHI NpoBereHo y 73 GonpHbIX (Tabmuma 3).

Tadauma 3 - XapakrepucThuka OOJNBHBIX, KOTOPHIM BBINIOJHEHBI XHPYPTUUYECKHE
BMEIIATEIbCTBA ¢ TpuMeHeHneM MUT

O0bém onepanuu (n=73) Jlamapockonu- Po6oTuuec- | OYOTM | I'udpuanbie
yeckue KHue (n=4) (n=3)
(n=62) (n=4)

ATunuvHas pe3eKuus KeayaKa 28 2 - 3

JlucranbHas pe3eKIHs KelyaKa 6 - - -
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Ilpoodonxcenue mabauyvl 3

DHyKIIeaus Omyxoian - - 4 -
Pesex1nsa TOHKOM KUIIIKA 23 2 - -
TpancaHanbHBIE PE3E3KITUU 3 - - -

IPSMOM KHIIKH

I'eMuKOIBKTOMHS CIIpaBa 1 - - -

Peseximsa curMOBHIHOM KHAIIIKA 1 - - -

[Tpu cpaBHUTETHHOM MOATPYNIIOBOM aHAM3E JTOCTOBEPHBIX PA3NIMUWi B OE3pECUIMBHON U
oOmieil BBDKHBAEMOCTH y 00JIbHBIX C JoKanu30BaHHBIMU [ ICO, KOTOPBIM MPOBOAMIKMCH OTKPBITHIE U
MaJIONHBAa3UBHBIC OTEpAlli HaMU He OOHapyxkeHbl. [laTwieTHsst Oe3permanBHASs BBDKHBAEMOCTD
cocrasuna 77,4% mpotus 77,3% (p=0,9119; HR (CI 95%) = 1,032 (0,5868 — 1,818), OB — 92,2%
npotus 93,6% (p=0,6076; HR (CI 95%) =.0,8476 (0,4306-1,627) (Pucynox 6).
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Pucynoxk 6 — OB u BPB y Gonbubix c¢ nokamuzoBanHbiMU [MICO mocie OTKPBITBIX H
MaJIOMHBAa3UBHBIX OIEpanui

U3 415 omnepupoBaHHBIX NAIMEHTOB C JIOKAIW30BAaHHBIMH W MECTHO-PAclpOCTPaHEHHBIMHU
I'MCO xoMOMHHpOBaHHOE JeUeHHE MPOBOIMIOCH 225 (54,2%) OOMBHBIM C BBICOKUM M YMEPEHHBIM
PHUCKOM TIporpeccHpoBaHus 3a0oneBanus. M3 HUX: agploBaHTHAs Tepanus npoBoamiock 179 (43,1%)
u npegonepanronnoe sedenue - 46 (11,1%) 6ompapiM. U3 179 GonmbHBIX y 121 agbloBaHTHAS Tepanus
MIPOBOIMIIOCH B TeUeHNH 3 J1eT, 43 — B Teduenun 1 roga u'y 15 — B TeueHun 5 ner.

B  HacTtosmiee BpeMs ~ HEONPEICNCHHBIM  OCTAaeTCs  BONMPOC 00  ONTHMAabHOM
MPOJOJDKUTEIBHOCTH aBIOBAHTON Tepanuu UMaTHHUOOM. [lo HamMM AaHHBIM MPU CPABHUTEIBHOM
aHaJIM3€ OTMEYAETCS YAYUYLICHHE OTAAJICHHBIX PE3ylbTaTOB C YBEJIUYEHHEM MPOJOHKUTEIBHOCTH
anpioBaHTON Tepammu. OOmas 5- u 10-JeTHSS BBDKMBAGMOCTh B TPYNIAx OOJBHBIX, KOTOPHIM
MIPOBOIWJIOCH aIPIOBAHTHAS TEparus UMaTHHUOOM B TeueHuu | roma, 3-x u 5 net cocraBuia 74,3%,
90,5% u 90,9% u 64,7%, 74,1% u 90,9% coorBercTBeHHO TpoTUB 78,4% m 59,9% B Tpymme

xupypruueckoro sedenus: (XJI) (p=0,0291; ¥*=9,014). Ilpu 3TOoM mpu MONApHOM CPaBHUTEIBHOM
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aHanm3e JocTtoBepHOe yaydmenne OB oTMEYeHO TONBKO B pe3yibTare MPOBEIACHHS aAbIOBAaHTHON
Tepanuu MpooKuTeapbHOCThIO 3 (p=0,0156; HR (CI 95%) =1,806 (1,128 — 2,632) u 5 net (p=0,0828;
HR (CI 95%) = 4,805 (0,9013 — 5,846). Paznuuus B OB B rpymnnax XupyprauyecKkoro JieUeHUs U
aJpIOBAaHTHOM Tepanuu B TeueHnu 12 mecsueB Hamu He otMeders! (p=0,9813; HR (CI 95%) =0,9932

(0,5551 — 1,776) (Pucysoxk 7).
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Pucynok 7 — OB u bPB B 3aBucuMOCTH OT NIPOJOIKUTENBHOCTH aIbIOBAHTOM TEpaNUu

IIpn cpaBHHMTENBHON momnapHON oneHKM BPB BeDKMBaeMOCTH HAMHM OTMEUEHO aHAJIOTHYHAS
TEH/ICHIUS: JOCTOBEPHOE YIy4IIeHHE Oe3perMINBHON BBDKMBAEMOCTH B TPYNIAX OOJBHBIX MOCTE
aIBIOBAHTHOM Tepanmuy Mpoo KuTepbHOCTEI0 3 (p<<0,0001; HR (CI 95%): 2,477 (1,581 — 3,055) u 5
net (p=0,0377; HR (CI 95%) = 6,117 (1,059 — 5,542) u orcyrcrBue paznuuusi B bBPB y 6oibHbIX
MOCIie XUPYPTHUYECKOTO JICYCHUS W aJbIOBAHTHOW Tepamnueil MMaTHHHOOM B TE4YeHHs 1-ro roxa
(p=0,6830; HR (CI 95%) = 1,107 (0,6872 — 1,778).

OCHOBHBIM TIPEIUKTHBHBIM KpUTepueM Tepamuu umMatuauOom OomsHBIX ¢ TMCO sBusercs
myranuonubii  craryc KIT u PDGFRA onyxomu. W3 179 Oo0nbHBIX, KOTOPOM MpPOBOIHIACH
a/IbIOBaHTHAS TEpPaIis MMAaTHHHOOM HCCIIEIOBAHNE TEHETUIECKOTO MPO (it omyxom nmpoBoamics 81
nanueHTy. Yame Bcero ompeaensumck myrauuu B reHe KI/7T — 54 GonbHBIX, 4TO cocTaBuio 66,7%.
Pexe B rene PDGFRA —y 12 (14,8%) 6ompubix 1 WT — y 15 (18,5%) manuenTos.

Co3zpaercsi BreyaT/iE€HHE, YTO C YBEJIMUYECHHEM MPOJOJDKUTEIFHOCTH aJbIOBAHTHOW Tepamuu
MMAaTHHAOOM  YIYy4IIAIOTCSI H  OTHAJCHHBIE pe3yiabTaThl OoNbHBIX. OJHAKO, CTATUCTHYECKH
JOCTOBEpHas TEHACHLMA K  YIAYYLICHHIO pPE3ylbTaTOB  BBDKMBAEMOCTH C  yBEJIMYEHUEM
MPOJOJDKUTEIFHOCTH a/IbIOBAaHTHOM TEparmuy OTMEYAeTCsl TOJNBKO Yy OOJBHBIX ¢ MyTamusmMa B 11
sk3oHe. [Ipu WT u nokanuzaunuu myranuii B reHe PDGFRA naHHas TEHACHLUS COXPaHSETCs, HO

CTaTUCTUYCCKH HE TOCTOBEPHO.
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[Tpu cpaBHHUTEIFHOM aHANIM3€ HAMU HE OTMEUEHO Pa3Indusl B IOKA3aTeIsIX Oe3peMINBHON U
oO11eil BBKMBAEMOCTH TOCTIE NMPOBEICHUS abIOBAHTHOM TEpanmuu B TEUEHUHU 1-ro roga u 3-x Jer y

0onpHBIX ¢ MyTarnusiMu B 9 3x30He KIT (PucyHok 8).
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Pucynok 8 — OB u bPB nocne anproBanTo# Tepanui IMaTHHHOOM MPOIOJDKATENBFHOCTRIO 1 1
3 roma y 601bHBIX ¢ MyTarmsaMu B 9 u 11 sx3onax KIT

Co3zpaercsi BHeyarieHHe, YTO C YBEIMYECHHEM MPOJOJDKUTEIBHOCTH aIbIOBAHTOM Tepanmuu
MMAaTHHAOOM YIy4YIIAIOTCS W OTHAJCHHBIE pe3ynbTaThl OoybHBIX. ONHAKO, CTaTUCTUYECKU
JOCTOBEpHas TEHACHLMA K  YIYYLIGHHIO pPE3ylbTaTOB  BBDKHMBAEMOCTH C  yBEJIMUYEHUEM
MPOJOJDKUTEIEHOCTH aIbIOBAaHTOM TEPANTK OTMEYACTCS TOJBKO y OONBHBIX ¢ MyTanusMu B 11 sk30He.
[Ipu WT wu noxanmzaumm wmyraumidi B reHe PDGFRA naHHas TEHOGHUUS COXpaHseTcs, HO
craructudecku He goctoBepHO. [Ipu ['TMCO ¢ myrauusimu B 9 3x30He K/T yBenndeHUe ATUTETBHOCTH
aJBIOBAHTON Tepamuu HE NPUBOMUT K YIYYUICHUIO TIOKa3arened oOmed u Oe3peruanBHON
BBDKMBACMOCTH. Y JTaHHBIX MAIIMEHTOB IIeJIECO00PAa3HO M3ydaTh BIUSHHUE HA OTAAJICHHBIC PE3YJIBTATOB
yBeJM4eHue 103upoBkH nmatuauba 1o 800, Kak mpy MeTacTaTUIecKOi O0JIe3HH.

[Ipu ocTanbHBIX MyTalUIX, 32 UCKIIOUeHHEM ToueuHOH 3ameHbl D842V B 18 sx3one PDGFRA,
COXpaHsIeTCs CTAaTUCTUYECKH HEJOCTOBEpHAs TEHICHLMS K YAYUIICHUIO IMOKa3aTeed BBIKHUBAEMOCTH
C YBEIIMYECHUEM MPOIOIDKUTEIHHOCTH aIBIOBAHTOM TEpAaTi UMAaTHHUOOM.

B mHacrosimee Bpemsi aKTyalbHBIM M CIOPHBIM OCTaeTCs BOMPOC 00 3(PGPEeKTHBHOCTH
MpeIoNepaoHHON Tepanuu uMatuHnOoOM. [lnoxue oTnaneHHbIE pe3ynbTaThl B TPYyMIax OOJNBHBIX C
BBICOKHM  PHCKOM  IPOTPECCUPOBAHHS  3a00JIeBaHHS  CBHJETEIBCTBYET O  HEOOXOIUMOCTH
KOMOMHHUPOBAaHHOTO NOJXOAAa K JIEYEHHIO C MPUMEHEHHWEM IPEAOIEPAlUOHHON M  aJbIOBAHTOM
teparmeii TKU. YuurpiBas, 4TO IyHKIMOHHAs YPECKOXKHAS IMyHKIUOHHAS OWOTCHS OOJBHBIM C
nokamm3oBaHHeIME [ICO mnpoTHBOMOKa3aHO, PaHIOMHM3HPOBAHHBIE HCCIEIOBAaHUS MO0 H3YYEHHUIO

3P PEKTUBHOCTH MPEAONEPAIIMOHHON TepaTui UMAaTHHUOOM B MUPE HE TIPOBOIHIIHCE.
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B mHameld koropre OOJBHBIX NpEIOINEpallMOHHAS Tepamus HWMAaTHHUOOM TpoBereHa 46
nanueHTam. CpeaHsisi NpoJOJDKUTEIBLHOCTh MPEIOoNepallMOHHON Tepanuu coctaBmia 15 mec (ot 2 10
24 mecsues). OnTuManbHEEe BCETO IUIAHUPOBATH XUPYPrUUYECKOE JICUEHHWE HA MOMEHT JOCTHIXKEHUS
MaKCUMaJIbHOTO d(dexra (crabuimmsanuu) sedeHuss umaruanOoMm. [locie Xupyprudeckoro srarma
CTaHIAPTHBIM TOIXOJOM SBJSIETCS TPOBEJCHHE aIbIOBAHTHOE Tepalmud HMMAaTHHHOOM. BakHO
OTMETHTh, YTO 27 OONBHBIM HeoaxbloBaHTHas Tepamus mnposeraeHa npu [HMCO  crnoxHbBIX
aHaToMuyeckux jiokanm3aruii: 10 — ITIK, 8 - npsmas kumika u 9 — MUIIeBO ] ¥ KapAnu0330harcatbHbIH
MEepexo.

HccnenoBanne myranuoHHOTO Tpodumis omyxoimu mpoBonwioch y 23 (50%) OombHBIX.
OObexTuBHBIIN OTBeT, nocturHyT y 44 (97,8%) OonbHBIX, W3 HuUX y 2 (4,3%) crabunmzanus
3aboneBanus. [IporpeccupoBanue 3a00yeBaHUSI OTMEUEHO y 2 OOJBHBIX: y OJHOTO B TOCIEACTBHU
JUarHocTHpoBaHa ToueyHass 3ameHa D842V B 18 osx3ome PDGFRA 'y ppyroro — NF1
accormmupoBansbiii [ UCO cuagpom.

[Tpu cpaBHUTETEHOM aHaNM3€ OOIIAst S-JIETHSS BBDKUBAEMOCTh B TPYIIAX OOIBHBIX, KOTOPHIM
MPOBOJIMIIOCH XHPYPTUYECKOE M KOMOMHHPOBAHHOE JICYCHHE C TPEAOTICPAIIMOHHON M aabIOBaHTON
Tepanued MaTHHUOOM B TeueHuM | rona, 3-x m 5 mer coctaBuina 78,4%, 94,4%, 74,3%, 90,5% wu
90,9% cootserctBernno (p=0,0003; ¥*>=13,41). [Ipu nomapHOM NOATPYINIIOBBIM CPABHUTEIBHBIM
aHaJIM30M JIOCTOBEpHOE YyiydlneHne mokaszareneii OB HamMu OTMEUeHBI B pe3yibTaTe MPOBEICHHS
KOMOWHHMPOBAHHOTO JieueHUs1 ¢ mpenonepanuonHoit (p = 0,0092; HR (CI 95%) = 2,103 (1,263 —
4,824) 1 axpIOBAaHTOH Tepanueil IMaTHHIOOM TPOJOIDKUTENBLHOCTRIO 3 Toaa (p=0,0156; HR (CI 95%)

= 1,806 (1,128 — 2,632) u 5 net (p=0,0828; HR (CI 95%) = 4,805 (0,9013 — 5,846) (Pucynku 9).
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Pucynok 9 — OB u bPB B 3aBHCHMOCTH OT B 3aBUCUMOCTH OT TTOIX0/1a K JICYCHUTO

IIpu cpaBHUTENBHON OLcHKM BPB BBDKMBAaEMOCTH HaMH OTMEUCHO AHAJIIOTMYHAS TEHICHLWS:
JIOCTOBEPHOE  YJIydIICHWE OC3PCHUIUBHOW  BBDKMBAGMOCTH B rpynmnax OOJBHBIX — TOCTE

KOMOWHHUPOBAaHHOTO JieueHus ¢ npenoneparnonaon (p<0,0001; HR (CI 95%) = 9,676 (1,703 — 4,718)
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U aI’bIOBaHTOM Tepamueil nponospkurensHocThio 3 roga (p<0,0001; HR (CI 95%) = 2,477 (1,581 —
3,055) u 5 ner (p=0,0377; HR (CI 95%) = 6,117 (1,059 — 5,542) mo cpaBHEHUIO C OOJLHBIMH,
KOTOPBIM MPOBOJAMUIIOCH TOJIBKO XUPYPTUUYECKOE.

HuTtepecHo ormernth, uto mokaszarenu OB (p = 0,9501; HR (CI 95%) = 0,9264 (0,0865 —
9,932) u BPB (p=0,8048; HR (CI 95%) = 1,351 (0,108 — 17,65) B Tpymmax OOJBHBIX TOCIE
MPOBEICHUST KOMOMHUPOBAHHOTO JICYEHUS C MPEIOTIEPAIMOHHON Tepanueil W aJbIOBAaHTON Teparuei
MMAaTHHAOOM B TEUEHHE 5 JIeT He Pa3IMJaroTcs, YTO MO3BOJBIET MPEINoiIaraTh, 9T0 Ha OTAAJICHHBIX
pe3ynbTaTax BIMSIET HE PEXUM, a TPOAOILKUTEIbHOCTD JICUCHUS.

OnHako, HEOOXOJMMO TAaKKE YUUTHIBATh, YTO NPEAONEPAMOHHAS TEpamusi MPUBOJUT H K
MOBBIIICHUIO PE3EKTA0CIPHOCTH, YTO TOXKE BIMSAET HA PE3yNAbTaThl JieueHHs. 110 HaMM JaHHBIM
gactota RO, R1, R2 u skcnnoparuBHBIX onepanuii mocie NpoBEACHHs MPEAONEPalnOHHON Tepanuu
nMatuHuOOM cocrasuia 95,6%, 2,2%, 2,2% u 0% npotus 76,2%, 8,9%, 4,5% u 2,2% y OOJBHBIX C
MecTHo-pacnpoctpaneHHbIME [ 1ICO, KOTOpBIM HE TPOBOANIIACH HE0AIbIOBAHTHAS TepaIusl.

[IpenonepanyionHast Tepamusi MMaTHHHOOM, TaKKe MNPHBOANT K YMEHBIICHHIO 00BEMa
XUPYPTHUECKUX BMEIIATENbCTB. J0JI1 3KOHOMHBIX OIEpalrid MOCie MPOBEACHHUS HEOaabIOBAHTHOMN
teparmu coctaBmwia 91,3% mnporuB 22,0% B rpymme ocTambHBIX OO0NBHBIX. OCOOEHHO BaKHO
pacIMpUTh MOKa3aHUs K MpeaonepanuoHHoi tepanuu B cinydasx ¢ [YMCO CcloXHBIX aHATOMUYECKUX
JOKaJMM3alui, TPU KOTOPHIX, HEOOXOAMMO BBIMOJHATH OOBEMHBIC, CIIOXKHBIC, OpPTaHYHOCSIIHE,
TI0X0(YHKIIMOHATBHBIE XUPYPTHUECKIE BMEIIATEIIECTBA.

JlekapcTBeHHOEe 1 KOMOMHUPOBaHHOe JieyeHne 00JbHBbIX ¢ MeTacTaTndeckumu 'HCO. B
OTIAMYHE OT JIOKAJIM30BaHHBIX (OpM 3a00JieBaHHSA, OCHOBHBIM METOJIOM JICYCHHS OOJBHBIX C
meractarnueckumu ['MICO sBisieTcst TapreTHas Tepanus TUPO3UHKHHa3HbIMUA uHruouTopamu (TKU).
B nHacrosimee BpeMs B MUpE 3aperucTpupoBaHbl yke derbipe smHuu TKU: nmarnan®, cyHUTHHHO,
peropadpennd u punpetrruO. [Ipu T'MCO ¢ Toueunot 3amenoir D842V B 18 sx3one PDGFRA, nipu
KOTOpo# HeadekTuBHBI Bhimenepeduciaennsie npenaparsl B 2020r FDA B CIIA 3aperucrpupoBana
NepBbIi A(PEKTUBHBIN MYJIBTUTAPTETHBIN MIPENapar — aBapuUTHHUO.

C npuMEHEHHWEM TapreTHOW Tepanmuy TOKa3aTeNd BBDKMBAEGMOCTH OOJBHBIX 3HAYUTEIHHO
yIydIIIich. MeanaHa BBDKHBAaeMOCTH y OombHBIX ¢ Meractatmueckumu [TMCO nmo smoxwm
npumenenns TKU cocrasmsna Bcero 10-12 mecsiueB. B nacrosiee Bpemsi Meauana BbIKUBAEMOCTH
Jocturia 76 MecsleB, W C pacHIMPEHHEM CHHCKa MPUMEHSEMbIX MPENnaparoB YIydIIAIOTCA U
MOKa3aTeIn BBLKHBAEMOCTH.

Db (HeKTUBHOCTh XUPYPTUUECKOTO JIedeHHs OONbHBIX ¢ Meractatnueckumu [MCO Ha
CETOAHSIIHUN JEHb OCTAaeTCs AaKTyaJbHBIM M CIHOPHBIM BONPOCOM. PaHIOMU3MPOBaHHBIX
WCCIICIOBAaHUH, TIOCBSIIICHHBIE OLEHKH S()(EKTUBHOCTH LUTOPEIYKTHBHBIX oOmepanuidi Ha (QoHe

TCpanunu AMaTHHHOOM 0 HACTOAMECroO BPEMCHHU HET. CHOpHBIM N aKTYaJIbHBIM TaKXX€ OCTacTCA U
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Botmpoc 00 3(pheKTHBHOCTH IUTOPETYKTUBHBIX oneparmii Ha GoHe nederus TKU 2-it n nocnexyrommx
JUHUSX JCYEHUSI.

U3 509 nmepBuuHblil MeTacTaTudeckuil mpouecc otmedancs y 81 (15,9%) maumenrta. U3 428
OONBHBIX C JIOKAJM30BAaHHBIMH W  MecTHO-pactpoctpaneHHsiMu  [MICO  mporpeccupoBanue
3a0oneBanus pa3Buiock y 193 (45,1%). Ilo namum ganHeiM pasnuuus B OB B rpynmnax OoibHBIX ¢
MEPBUYHBIM M BTOPUYHBIM METACTATHYECKHM IIPOIIECCOM HamMHu He oOHapyxkeHo: S-metHss OB
coctaBuna 41,9% wu 49,2% (p=0,3137; HR (CI 95%) =1,178 (0,8607 — 1,603), 9TO TO3BOIUIO
00BEAMHUTD STUX OOJNBHBIX B OJIHY IPOTHOCTUYECKYIO TPYIIITY.

W3 274 namu uccnenyeMbix manueHToB ¢ Meractarnaeckumu [ MMCO neuenne nmatnHIOOM B
MepBoi JWHWM TpoBefaeHo 265 (96,7%) OonbHbiM. OcraBimecs 9 TAIMEHTOB COCTaBUIU
HUCTOPHYECKOTO TPYIIY, J0 MOMEHTa pETUCTpAlld HWMaTUHHOA. OTUM OOJBHBIM MPOBEICHBI
LUTOPEAYKTUBHBIEC ONIEPALIMU U PA3JIMYHbIE CXEMbl XUMHUOTEPAIIUH.

CrannaptHas n03upoBka nmaTuHHOa coctaBmwia 400 mr B cyTku, 3a nckimodennem [MCO c
MyTrauusaMu B 9 sk3oHe KIT, KOTOpBIM MPOBOAMIOCH JedeHue B pexume 800 mr B cyrku. Jleuenue
MPOBOIMJIOCH JUTMTEIIHHO HETIPEPHIBHO J0 MPOTPECCHpOBaHUs 3a00aeBaHus. D(PPEKTHBHOCTD TEpaITUH
UMaTHHUOOM o1leHeHa y 253 (95,5%) u3 265 marmeHToB.

OowextuBnblii orBer (ITP+YP) Tepanmmm wmatuamOGoMm coctaBun 45,5%, crabunmmsanus
3aboneBanus — 47,4% (n=38). [IporpeccupoBanue 00JIe3HH OTMEUYECHO y 18 OOJBHBIX, YTO COCTABUIIO
7,1%. TlatuneTHss BeDKHMBaeMOCTh Oe3 mporpeccupoBanus (B/III) Ha ¢done Tepanun umMatnHHOOM
cocraBmia 30,5%, a Mmeanana - 27 MecsIEeB.

OCHOBHBIM TpEAUKTOPHBIM KputepueMm sedeHuss TKU sBasercss MyTannoHHBIA TPOQHITH
onyxoiu. MonekyaspHO-reHeTHIecKoe uccieaoBanue BoinosiHeH 98 (35,8%) GonbubiM U3 274. Y 72
(73,5%) 60npHBIX ObLTH BEIsIBICHBI MyTanuu B rene KIT, y 4 (4,1%) — B rene PDGFRA, y 22 (22,4%)
— nukuid tun (WT). Jlydmuii TepaneBTHYECKU OTBET OTMEUAETCs MTPH JIOKAIM3al UK MYyTallil B reHe
KIT: OO 3aduxcupoBan y 39 (54,2%) OonpHBIX, KOHTponb Oomesau — y 70 (97,2%),
nporpeccupoBanne 3aboneBanus — y 2 (2,8%) namuentos. [Ipu TMCO ¢ WT KIT u PDGFRA OO
cocraBui — 31,8% (7), koHTpOsH OONEe3Hm — 72,7% (16) u mporpeccupoBanue 3adoneBanus — 27,3%
(6). Ilpu nokanuzanuu mytauuii B rene PDGFRA TepaneBtudeckuii oTBeT coctaBui 25% (1), 50% (2)
1 50% (2) COOTBETCTBEHHO.

[pu cpaBHUTENEHOM aHaimM3e, Jydimme mokasatenu BJIIT oTmewaroTcss y OOJBHBIX ¢
myrauusamu B 11 sx3one KI/T. Menuana B/II1 cocraBuna 84 mecsaua B rpyriie O0JIbHBIX C MyTallUsIMU B
11 sx30ne KIT mo cpaBHenuio ¢ 25, 9 u 28 mecsaua mnpu JoKaiu3auuu myraguu B 9 sk3one KIT,
PDGFRA n WT cooTrBercTBeHHO. llATHIETHSISI BBEDKHBAEMOCTh 0€3 MPOTPECCHPOBAHUS TAKKE
nmoctoBepro syamie (p = 0,0049; y*>=12,9) y 6ombHbIx ¢ myramusmu B 11 sx3one KIT u cocraBmiia

52,0%. B rpymmax 6oibHbIX ¢ MyTanusmu B 9 sxk3one KIT, PDGFRA v WT 5-nerusist BBIT coctauna
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27,0%, 0% u 36,9% cootBerctBenHO (p=0,744; ¥*>=5,196). AHanorn4ynas TEHACHIUS COXpaHACTCSA U
IIPU CPaBHUTENBHOM o1leHke nokaszareneir OB. O0mas 5-1eTHsAsS BBKUBAEMOCTh JOCTOBEPHO Jy4lle B
rpymie 00pHBIX ¢ MyTarsamu B 11 sk30He KI7, 10 CpaBHEHHUIO C JIOKAIM3aIeld MyTaluii B 9 3K30He
KIT, PDGFRA u WT, u cocrasuma 64,7% mpotuB 25,2%, 25,0% u 52,2% (p = 0,0236; ¥*=9,475)
(Pucynoxk 10).
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Pucynok 10 - B/IIT u OB Ha ¢oHe Tepanmuu IMaTHHAOOM B 3aBHCHUMOCTH OT MYTAallHOHHOTO
craryca y 00ibHbBIX ¢ MeTacTatuaeckumu ['ICO

B Hamem mccieoBaHMM OTMEYEHA XOpomIas MepeHOCHMOCTh MMaTHHHOA. CaMbIM 4acThIM
m000YHBIM 3(h(HEKTOM SBISIETCS MEPUOPOUTAIBFHBIMU OTEKaMH | CTeTeHH, KOTOphIe pa3BWiINCh y 189
(69,0%) GompabIX. YactoTa apyrux H cocraBuma 9,5% (n=26). Ormena mpemapara B CBSI3U C
TOKCHUYHOCTBIO ToTpedoBanach y 15 (5,4%) 6onpHbIX. ['emMaTonornyeckass TOKCHYHOCTD 3-4 CTEIIEHU
oTMeueHa y 6 (2,2%), 1-2 crenenu Bkmouana nHeutpomeHuio 3,6% (10), amemus 1,5% (4) u
tpomOonmuronerus — 0,4% (1). HeremaTonornueckast TokcuyHocTh 3 creneHu oTtmedeHa B 3 (1,1%)
cllydasiX B BUJIE MATHUCTO-MANYIE3HO chimu. [lepudepuueckumu oTékaMu 2 CTETIeHN pa3BUmCh y 17
(6,2%), nepukapaut ¢ mieBputoM - y 3 (1,1%), ractposnreponornueckas TOKCUIHOCTh (auapeto) 1-2
creniean - y 16 (5,8%). Pexe (o 1 — 2 ciyuas) Oblm oT™MedeHb! Takue HS kak cromaTut - 2 cirydas,
ACTCHUYECKUU CUHIPOM - 1 ciiydail, roIOBOKpY:KeHue — 1, TOIHOTa, pBOTA.

[Tpu pa3BuTHH BTOPUYHOW PE3UCTEHTHOCTH C MPOTPECCHPOBAHHEM 3a00JI€BaHHS TOBBIIICHHE
n03upoBkH uMatuHNOa 10 800 MTr B CYTKHM MO3BOJIIO Ha KOPOTKOE BPEMS YIYUIIATH TTOKa3aTeIN
BJII u OB. IloBblieHre 1036 mpenapara Mpu pa3BUTUS PE3UCTEHTHOCTH HAMH MPOBOAUIIOCH Y 58
(21,2%) GompHBIX. TepameBTHYECKUI OTBET NpH 3ToM 3adukcupoBaH y 28 (48,3%). 13 mux: [P —
HaMu HE oTtMmerwioch, YP — ormeueno y 6 (10,4%), Cb — y 22 (37,9%). IlporpeccupoBanue
3a0oneBanust ormeueHo y 30 (51,7%) 6onpubix. [Ipu 3TOM Menuana BpeMeHHU 0 MPOTPECCUPOBAHUS
cocraBmia 4 Mecsla, OJHOTOJUYHAs BBDKHBAEMOCTh 0e3 mporpeccupoBaHus cocraBmia 12,9% a 3-

netHss - 1,9%.
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B mamem wuccrmenoBaHuM JeueHHWE CYHUTHHHOOM BO 2 mwmHHH mpoBommiock 51 (18,6%)
OompHOMY. LluTOpenyKTHBHBIC Omnepanuu Ha (OHE Tepanmuu CYHUTHHHOOM BBITIOJIHEHBI y 4 (7,8%)
OombHBIX. Bo Bcex 4 ciydaeB yanoch BHIITOTHUTH MOJHYIO IIATOPSAYKTUBHBIE OTIEPAIIHH.

UccnenoBanue renerndeckoro npoduist BeimonHeHo y 21 (41,2%) GompHoro. M3 HUX y 5
(23,8%) 0onbHBIX 0OHaApyKeHBI MyTanuu B 9 sk3oHe KIT, y 13 (61,9%) — B 11 sx30He KIT ny 3
(14,3%) — ne ooHapyxensl mytanuu B reHax KIT u PDGFRA WT. Y nByx 6omsHbIX ¢ WT 0O0Hapy:keH
¢denorun dSDHb.

TepaneBTHyeckuii OTBET CYHHTHHHOA y OONBHBIX ¢ pedpakrepHbiMu K mmatuanOy I'MCO
otMmeueH y 31 (60,8%) GonpHOTO. V3 HUX TOJHBIX perpeccuii HamMmu He Habmoxanuch, YP cocraBmim
19,6% (10), Cb — 41,2% (21). ¥ 20 (39,2%) Ha ¢QoHE Tepamuu CYHUTHHHOOM OTMEUEHO
MIPOTPECCUPOBaHNE 3a00JICBAHMUS.

[Tokazaremm 1-romumuoit u 3-x nerreit B/ cocraBmmu 32,6% u 17,6% B rpymme 60JbHBIX,
KOTOPBIM MPOBOJAUIIOCH Tepanusi CyHUTHHHOOM npotuB 1,9% u 0% - B rpynme kontpost (p = 0.0003,
HR (CI95%) = 1,927 (1,580 — 3,562). Menuana BJIII coctaBuna 6 u 3 mecsiiia COOTBETCTBEHHO.

OCHOBHBIM  TIpEIUKTOPOM  J()PEKTUBHOCTH Tepamuu CYHUTHHHOOM TaKKe SBISAETCS
nokamm3auusa myrtaimu B reHax KIT w PDGFRA. Jlyymnii TepaneBTHUECKUNA OTBET OTMEYEH NpH
nokamm3anuu myTanuit B 9 sx3one KIT u cocraBui 60% (3 u3 5 601pHBIX): y | OOJIBHOTO OTMEUYEHO
UP ¢ mnpoAoKMTEeNbHOCTBIO JIeUeHWs: A0 mporpeccupoBaHuss B 24 wmec., y 2-x — Cb c
NPOJOJDKUTENHOCTBIO 5 1 7 MecsaueB. Meauana BJIIT coctaBuna 7 mecsies.

[Mpu TUCO ¢ myranusmu B 11 sx3one KIT wactora OO cocraBmna 0%, KOHTPOIb OOJIE3HH —
38,5% (5 OompHBIX W3 13) ¢ MeamaHOW BpeMeHH 10 mporpeccupoBanus B 5 mec. [Ipy WT OO
cocraBui 33,3% (1 u3 3) B Bume YP. Ocramsnbie 2 (66,7%) mamuwenta ¢ ¢genorunom dSDHB He
OTBETIJIN Ha TEpamuil CYHUTHHUOOM. B pesymprare Ttepanmum CyHUTHHHOOM |-rogmdHas
BBDKMBAeMOCTh 0e3 mporpeccupoBanmsi coctasimsier 40%, 11,5 m 33,3 B rpymmax OOJBHBIX C
mytarusmu B 9 sx30ue KIT, 11 sx30ue KITu WT.

Jleuenue peropadenndbom B 3 muHuM npoBoamiock 22 (8,0%) 6ompabM. U3 HUX 13 (59,1%)
Myx4auH 1 9 (40,9%) xenmmH. TepaneBTHYECKHi OTBET Ha Tepanuio peropadpeHndom B pexxkume 160
MT B CYTKH B TEUCHHU 3 HEIETb C MepepblBOM B TeueHnH | Hememt otmedeH y 13 (59,1%) GombHBIX.
[MonHbIX perpeccuii Hamu He Habmoaamich, YP cocraBuim 18,2% (4), Cb —40,9% (9).

Mennana BIT y OoibHBIX, KOTOPBIM MPOBOIMIIACH Tepamus peropageHndOoM cocraBmia 6
MeCsSIeB TPOTHB 3 MecsleB B rpynne KOHTposisi. OTHOTOAWYHAs —BBDKHBAEMOCTH  0e3
mporpeccupoBaHus coctaBumia 36,7% B rpynme peropadpennda npotus 1,9% B rpymnme KOHTpOIA (p =
0,0096, HR (CI 95%) =0,4370 (0,2121 — 0,6956).

HccnenoBanne reHeTwmdeckoro mnpoduias npoBeaeH y 9 OompHeIXx. Bo Bcex ciydasx

onpeaensumck Mmyrauuu B reHe KIT: B 1 ciaydae B 9 3x30He, B ocTaibHbIX 8 B 11 sk30He. 13-3a manoro
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Konm4yecTBa OONBHBIX  OIECHUTH NPEAWKTUBHYIO 3HAYMMOCTh MYTAallMOHHOTO CTaryca He
MPEACTABISIETCS BO3MOXKHBIM.

W3 274 namu HabmromaeMbIx manueHToB ¢ Meractarndeckumu [ MCO xupyprudeckoe ieueHue
npoBoamiock 142 GompHBIX. M3 HEX y 8 (6.1%) mamuweHToB (MCTOpWYECKas Trpymma, A0 SIOXH
npumenenns TKM) mpoBoausiock TOJNBKO XHUpypruyeckoe JieueHue, octanbHbiM 134 (93,9%) —
KOMOMHHUPOBAHHOE JICUCHHE.

[lpu cpaBHHUTENFHONW OLEHKE, JIydIIME MOKa3aredd OOIIel BBDKMBAEMOCTH OTMEUYCHBI Yy
OOJIBHBIX KOTOPBIM IMPOBOJIMIOCH KOMOMHHpOBaHHOe nedeHue. [larmietass OB y 6oipHBIX mOCie
KOMOWHHMPOBAHHOTO JedeHus coctaBmna 51,9% npotus 36,1% u 0% B rpymnmax mocie TeKapCcTBEHHON
teparmuu TKU u xupyprudeckoro nedernnsi coorBercTBeHHO (p<0,0001; v*=65,82). Meanana npu >ToM
cocrapmna 62, 43 u 14 MecsIeB COOTBETCTBEHHO.

N3 134 OGonbHBIX, KOTOPOM TPOBOJWINCH LUTOPEAYKTUBHBIC OTEpanuu 28 manueHTaM
BBINIOJIHEHB! HepaaukaipHble (R2) omepaunu. Pe3ynbrarhl jeueHus: ynanoch AOCTOBEPHO YIYUIIMTh
TOJIBKO B CITy9asX JOCTMO)KEHUS MOTHOU mutopenykuuu. O0mas S-IeTHss BEDKUBAEMOCTh Y OOIBHBIX
MepEHECIINX MOJIHbIE HIUTOPEAYKTHBHBIE Onepauu coctasmia 59,6% mno cpaBHenuto 44,6% u 36,1% B
rpynnax nocie R2 nutopenykuuii u nexapcrsennoro sederus (p<0,0001; y>=21,07).

Bemonnaenne R2 muUTOpeIyKTHBHBIX OIEepamnuii HEIeaecoo0pa3Ho, 3a MCKIIOYCHHE CIydacB
oyaroBoro nporpeccupoBanus Ha ¢GoHe Teparu TKU. [TosTomMy HamMu mpoBeAeH AOMOJHHUTEIBHBIN
MOJATPYITIIOBOM CpaBHUTENbHBIN aHamm3 OB ¢ BbleneHHEM B OTHENBHYIO Tpymmy OombHBIX ¢ R2

UTOPEIYKINiT Ha (JOHE 09aroBOTO MporpeccupoBanus 3adonesanus (Pucyrnoxk 11).
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Pucynok 11 - OB B 3aBHCHMOCTH OT XapakTepa IMUTOPEIYyKTUBHBIX OINepanuii y OOJBHBIX C
meractarnueckumu [ ICO

JlocToBepHO Iryqmmasi oOmas S-JIeTHSS BBDKHBAEMOCTh OTMEUYEHO y OOJIBHBIX TMEepEeHECIINX
MOJTHBIE IIUTOPEAYKTUBHBIE oniepayy 1 R2 muropenykunu Ha OHE 09aroBOi MPOTPECCHU TapreTHOU

Tepanuu U cocraBuia 59,6% 75% mno cpaBuenuio ¢ 40,9% u 36,1% B rpynmax mocie R2
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LUTOPEAYKUUN U TOJBKO JiekapcTBeHHOE Jsedenue (p<0,0001; ¥*=21,79) Meauana OB mno rpymmnam
cocraBuna 84, 89, 44 u 43 coorBercTBeHHO. TakuM 00pa3oM XUPYPrUUECKOE JIEUEHUE Y
JTVCCEMUHUPOBAHHBIX OOJBHBIX OMPABIAHO TOJBKO TIPH BO3MOKHOCTH JOCTIDKCHHS TIOJHOM
uuropeaykuuu. R2 omepauuu ompasaaHbl TOJBKO MPH Pa3BUTHSL OYAroBOTO NPOTPECCHPOBAHUSA Ha
¢done Teparmmu TKU.

Bce OombHBIE, KOTOPHIM TPOBOJMIIOCH KOMOWHHUPOBAHHOE JICUEHHE pasdeleHbl Ha 3
MOATPYNIBI B 3aBUCUMOCTH OT TAKTUKH MPOBEAEHHOrO JjeueHus: | rpymnma — GojbHBIE, Y KOTOPBIX
XUPYPTHUECKOEe JICUEHHWE pacCMaTPUBAIOCh KaK KOHKYPUPYIOIIMM METOX JIEKAPCTBEHHOMY U
MPUBOAMIIOCH HA TIEPBOM dTarle ¢ MOCIEAYIOmel aaploBaHTHOW Tepanueid nmaruanoom; Il rpynma -
MalueHTsl, Y KoTopbix TapretHas Tepanus TKU paccmarpuBaiicsi Kak OCHOBHOM METOJ JICUCHUS, a
XHPYPTUUECKUH METOJ — KaK aJbIOBAaHTHBIA M TpoBoAMicS Ha ¢oHe dpdexruBHoi Teparmmu TKU; 11T
rpynna — NalueHThl, KOTOPbIM XHUPYPrHUECKHE BMEILATEIHCTBA BBITIOJHSIINCH HA MOMEHT Pa3BUTUA
BTOPUYHOW PE3UCTEHTHOCTH B OTHEIbHBIX METACTATUYECKUX Y37daX C pPa3BUTHEM O0YaroBOT'O
nmporpeccupoBanus 3a0oieBaHus; [V Tpynma — DamuMeHTh, KOTOPBIM XHPYPTUUYECKOE JICUCHHE
MpOBOIMIIOCH Ha (poHe pa3BuThs 1D HY3HOTO POrpEeCCHPOBaHUS 3a00ICBaHUS

[Mpu cpaBHHTENEHOM aHanm3e, ydmme pe3ynsTarbl OB oTMedeHsl B Tpynmax OOJBHBIX,
KOTOPBIM XUPYPTHYECKHE BMEIIATEIbCTBA BRIMOIHIIACE Ha ddexre Teparmu TKU nnm Ha pa3BuThs
ouaroBoro nporpeccupoBanus 3adoneBanus (II u Il rpymmer) Mo cpaBHEHUIO C MAMEHTaMH, KOTOPHIM
MIPOBOJMIIOCH TOJIBKO JiekapcTBeHHOE JeueHue (p < 0,0001). ¥V ocranpupix nanuentos (I u [V rpynmsn)
nokazaremn OB He omm4aioTcs OT OOJBHBIX KOHTPOJBHON TPYNIBI JIGKAPCTBEHHOTO JICUYCHHUS

(p=0,0890; y°=4,838) (PucyHok 12).
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Pucynok 12 - CpaBHHTeNbHas TOATPYNIIOBas OIeHKAa mokazarteneir OB y OONBHBIX ¢
mutotudeckumu ['MCO

B mnmponecce JICKapCTBECHHOTO JICUHCHHSA, KaK OCHOBHOI'0O METOJia, HEKOTOPBLIM IMalUCHTaM

BBITIOJIHAJIIMCh HECKOJIBKO XUPYPIruidC€CKUX BMEIIATCIbCTB! 2 HUTOPECAYKTUBHBIX onepaunﬁ BBIITOJIHCHBI
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y 22 OombHBIM, 3 omepanuu — 9 mammeHTaM. llpu cpaBHHTENbHOM aHamm3e, mokasatenn OB
3HAYUTENIFHO YIYUYIIAIOTCSl C YBEIMUYEHUEM KOJIMYECTBA MPOBEACHHBIX LIUTOPEIYKTUBHBIX OIEpaLUid.
OO01ast 5-neTHAS BBDKMBAEMOCTh y MAIMEHTOB NepeHeciuxX 3, 2 u 1 HUTOPEAYKTHUBHBIX OMEpannit
cocrasmia 100%, 62,2% u 48,6% 1o cpaBHenuto ¢ 36,1% B rpymnme O0IBHBIX, KOTOPBHIM TPOBOAMIOCH
TOJBKO JekapcTBeHHoe Jedenue (p<0,0001; ¥*=25,5). Meauana OB no rpynmnam coctasuia 132, 108,
58 u 43 mecsua.

CrnopHBIM W HEpEUIEHHBIM BOIPOCOM Ha CETOMHSIIHUHA Takke ocTraercs W d(PQPEKTHBHOCTH
XHPYPTUUECKOTO JIeUeHHS Ha (GoHe Tepanuu 2-i u mocienyrommx muauid Teparmmu TKU. B Hamewm
uccnenoBanuu § (5,9%) OompHBIM 13 134 MUTOPENYKTHBHBIE OTEpaiiy ObLIM BBHITIOJHEHHI Ha (oHe
Tepanuu 2-i U mocneayromux uHuil. 3 Hux: 4 omepupoBaHbl Ha (OHE TEPANUU CYHUTUHHOOM (W3
HUX 2 Ha d(peKTe JedeHns u 2 Ha MOMEHT AuQQy3HOTO IporpeccupoBanusi) U 4 - Ha (hoHE JeUeHHS
peropadennoom (1 Ha >ddexre nedeHus U 3 Ha MOMEHT nudQy3HOTO TporpeccupoBanusi). Beem 8§
OombHBIM ObUTH BhITTONHEHB! RO muTopenykiuu Ha (OHE TpOTpeccHpoBaHMs 3a0ojeBaHMs. BakHO
OTMETHUTH, YTO MOCIIE XUPYPTUIECKOTro JiedeHus 6 OOJIbHBIM MPOU3BEACHA PEMHAYKIUS Tepanuu 1-i u
nocnenytonmx ymHui TKU, ocrampHble 2 TmammeHTa, ONEpUPOBAHHBIE HAa I(PQEKTe, MPOIOIDKUIH
TEpanuio CYHUTHHHOOM. TepaneBTHUECKHi OTBET Ha (poHE PEHMHAYKIHMH 1-W JMHHM OTME4YeH y 3
(50%) OompuBIX. M3 HUX ¥ 2-X (33,3%) nanuentoB otMeueHo Cb Ha (oHE JieueHMs] UMATHHUOOM U Y
l-ro (16,7%) - YP wnHa ¢one tepanmuu CyHUTHHHOOM. Y JaHHOTO OOJBHOTO OTMEUEHO
mporpeccupoBaHme 3a00JIeBaHUs depe3 2 MecsIa Mociie PeHHAYKIINHA Tepariyi UMaTHHUOOM B BHJIE
COJIMTAPHOTO METAaCTaTUYECKOTO odara B TedeHd. [lpw pemHAyKiuu 2-# JWHUM CYHHTHHHOOM
OTMEYEH TMOJIOKUTEIIbHBIN TeparneBTUYeCKU OTBET B BHJE YMEHBIICHHS DPa3MEpoOB MeTacraza B
MEYCHU C €T0 KUCTO3HOM TpaHChOpMaIUCH.

[lo cymecTByomuM craggaptam JjeudeHus OonpHBIX ¢ Mertactarmdeckumu [MCO mpu
pa3BuTHs TUQPQY3HOTO MPOTPEeCcCCHpOBaHMs 3a00JEeBaHUS PEKOMEHIOBAHO BO3BpaT K Tepamuu 1-it
muHUM UMaTuHIOOM B pexnme 400 mr B cyTki. Meanana OB mpu maHHO#M OMIIMU COCTaBIAET BCETO 4-
5 MecAues.

Menunana BAII nabmogaemMbix HaMu 6 GOJBHBIX, KOTOPBIM MPOBOAMIN PEMHIYKIIHMIO TEPAITHIO
MMaTUHUOOM Tocie pAoctwkeHus mnonHod (RO) muropenykmmm, coctaBmia 9,5 wecsma, TpH
PEHHIYKIINY Teparuy CYHUTHHHOOM — 6 Mec., ipu 3ToM Meanana OB He nocturayra.

Taxum oOpazom, xupypruueckoe sedenue Ha Gone reparmu TKU 2-it 1 nocneayrommx JIHHIA
OTIpaBaHO TpH ycioBuM gocTwkeHus RO nuropenxmum. bompHBIM, KOTOpEIM OBIIO AOCTHTHYTO RO
LUATOPEAYKIHUS, TEPANEBTUUECKUNM OTBET HA PEMHAYKIMIO Tepanuu |-l W TOCIeayIOIMX JIHUHHUMA
cocraBusl 50%. JlaHHbIe HAOMIOACHHS TOKA3bIBAIOT XOPOIIMX PE3YIbTAaTOB, OJHAKO JAaHHAS OMIHS

nedeHus TpeOyeT JarpHenIero n3ydeHus Ha 0oJiee MMUPOKOit KoropTe OOJIBHBIX.
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Y OGomeabix ¢ Mertactatmueckumu [MCO  >(dekTuBHOCT W  MPOFOKHTEIBHOCTD
spdexruBHOCTH TapreTHOW Tepanuu TKU sBisrorcs ompeaensromMu (GpakTopamu, BIHSAIOIIMHA Ha
MPOTHO3 M WX OCHOBHBIMH TMPEIUKTHBHBIMH KPUTEPHUAMH SBIISIOTCS TN M JIOKAIA3anus MyTanuii. B
OTJIMYUH OT JIOKAJM30BaHHBIX W  MECTHO-PACIpPOCTpaHCHHBIX (opM  3a0o0yieBaHUS, TIpH
metactatndecknx [ MMCO Ha ¢oHe JIekapCTBEHHOTO JICUECHUS JIOKATH3aNUs TIEPBUYHON OITyXOJH, THIT
KJIETOYHOTO CTPOCHHUS M MUTOTHUECKUI HHIECKC TEPSIOT CBOIO MPOTHOCTUYECKYIO 3HAUUMOCTb.

Y OONBHBIX C JIOKAJIM30BaHHBIMH M MecTHO-pacrpoctpaneHHbiMu [MICO  ocHOBHBIMU
MPOTHOCTUYECKUMHU (PAKTOpaMU SIBIISTIOTCS: JIOKANHM3alMs TMEPBUYHON OITyXOJH, THIl KIETOYHOTO
CTPOCHHUS, MHUTOTHYECKOTO HWHJAEKCA OIYyXOJIW M pPa3pblB KalCyiabl OMyXodu. Y OONBHBIX C
metactatndeckumu [MICO Ha ¢one nexapcrBenHoro nedeHuss TKU BeimeonucaHHble KpUTEpHU
TEPSIFOT CBOO MIPOTHOCTUYECKYIO 3HAUHMOCTb.

Jns mpeHTHGUKAMKA HanOoJiee 3HAYMMBIX MPOTHOCTUYECKUX IapaMeTPOB, BIHUSIOMINX Ha
OOIIyI0 BBDKMBAaEMOCTb, HAMH TIPOBEICH OJHO(MAKTOPHBIH H MHOTO(AKTOPHBIA aHAIW3 C
MCIOJIB30BaHIEM perpeccrnoHHoi Moem Kokcea.

[Ipu omHO- W MHOTrOmMapamMeTpUueckoM aHaiu3e y OonbHbIX ¢ Mertacratnyeckumu ['MCO
oOHapyXeHBI cienayronme OnmaronpusTHeie ¢(akTopsl, Biustonme Ha OB: s¢ddexruBHOCTS Tepammu
TKMU B ocobennoctn nmaruamnba (p<0,0001; HR (95% CI) = 5,29 (3,05-9,19), renetndeckuii npopuiib
(myraunu B 11 3x3one KIT) (p=0,050; HR (95% CI) = 1,48 (1,01-2,19), RO onepanuu (p<0,0001; HR
(95% CI) = 1,93 (1,35-2,77), xomudyecTBO nUTOpeAyKTUBHEIX omeparwii (p=0,0006; HR (95% CI)
2,15 (1,25-3,68), muropenykruBHbie orneparmu Ha dpdexre Teparmu TKU (p=0,047; HR (95% CI)
1,84 (1,01-3,36), xonuuectBo Metactarnueckux odaros 1o 10 (p<0,0001; HR (95% CI) = 1,82 (1,33-

2,51) u pasmep HamboJsbIIero Meracratuaeckoro ouara jgo 10 cm 10 (p=0,015; HR (95% CI) = 1,51
(1,08-2,10). K nebmaronpustaeiM (pakropam oTHOCsTCs: MyTanuu B 17 sx3one KIT (p=0,018; HR (95%
CI) = 0,08 (0,01-0,66), xommuecTBO MeTacTatndeckux y3ioB 6omee 10 (p<0,0001; HR (95% CI) = 0,55
(0,40-0,75), cuaxpoHHas JIOKaIM3alus MeTacTa3oB B rnedeHu u Ha Oprommue (p=0,0003; HR (95% CI)
=0,63 (0,47-0,86).

Oco0eHHOCTH XHPYPIrHYeCKOr0 M KOMOMHMPOBAHHOIo JedeHuss OoabHbix ¢ I'MCO
CJIOKHBIX AHATOMHYECKHUX JIOKAJIM3aUMil. XHPypTrUUECKHUIT METOJI UMEET KpallHE Ba)KHOE 3HAYCHHUE
B 1uiane jedeHust 6ompHBIX ¢ [MICO: npu nokanm3oBaHHBIX cTpoManbHbEIX omyxonel XXKT sBusercs
OCHOBHBIM METO/IOM JICUEHHUSI, [IPH METACTATUYECKUX — abIOBAHTHII, KOTOPBIM JOCTOBEPHO YIydllIaeT
OTJAJICHHBIE PE3YNbTAaThl OOJILHBIX C TOJOXKHUTENBHBIM d(pdekTom Ha Tepanuio TKU. B ormmume ot
OPYTUX 370KAYeCTBEHHBIX OIyXoJiell, B 4acTHOCTH mpHu pake, OonpHbiM ¢ [MCO onpaBnaHHbI
9KOHOMHBIE OTIEPaLIUU.

BrimonHeHne SKOHOMHBIX (TIOJIHOCTIOWHBIX) PE3CKIHH C Y4eTOM OCOOCHHOCTEH aHaTOMHHU

OTACIIbHBIX OPTaHOB KKT TexHuuecku He BCECraa BO3MOJXKHBEI. OHYXOJ'II/I JaHHBIX JIOKaJI3aI i
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o0wenensl B otaenbHyto noarpynmny: ['MCO cioxHbIX aHAaTOMUYECKHX JioKanu3anuii. K crpoManbHbIM
OMyXOJISIM  CJHOXKHBIX ~ aHATOMHYECKMX Jokamum3anmii  oTHocarcs: [MCO  mumeBoma U
Kapanod3ogareansaoro nepexona (KOII), nBeHanuaTumepcTHONH W MpsSMOW KHUINOK. B cranmapTHOM
MoaX0A€ OOJBHBIM C OMYXOJSIMU JAHHBIX JIOKAIA3aLIUN BBIOIHSIIOTCS OOJBIINE W TPAaBMATUYHBIC
00BEMBI XUPYPTUYECKHX BMEIIATENIbCTB, KOTOPBIE COMNPSIKEHBI C BBICOKOW IOCIEONEpaMOHHON
MOPOHIHOCTBIO, JIETATFHOCTHIO U TUIOXUMH (DYHKIIMOHATBHBIMH XapaKTePUCTUKAMH.

Ji mpenoTBpallieHus BHITIOJHEHUS CTAHAAPTHBIX 00BEMOB ONIEPATUBHBIX BMEIIATENILCTB, ITHM
OOJBHBIM HEOOXOJMM OCOOBIN MOIXON C PACIIUPEHHEM MOKa3aHWil K TMpeNoTepanuoHHONW Teparnuu
MMATHHAOOM H pa3pabOTKH HOBBIX TOAXOJ0B K XUPYPTHUECKOMY JICUCHHIO.

CrpomManbHbIE OMYXOJH MUIIEBOJAa BCTPEUYAIOTCS OUYEHb PEAKO M 3aHUMAIOT MeHee 2% OT Bcex
I'CO. Xwupypruueckoe JIEUCHHE SBISCTCS OCHOBHBIM METOJOM JICUCHHS Yy OOJBHBIX C
nokamm3oBaHHbIME [MCO mnumeBona. Ilokazarenn o0miell BBIXKMBAEMOCTH AOCTOBEPHO JIydlle B
rpyrmie O0JBHBIX, TEPEHECIINX XUPYPTUYeCcKoe JIedeHne. JJomycTHMBIMU TEXHUIECKH BBITIOTHACMBIMH
00bEMaMU XUPYPTHYECKOTO BMEIIATEIbCTBA MPU OIYXOJSX NHINEBOJA SBISETCS JTHOO SHYKIICAIUs
OIyXOJ, JMOO pe3ekuuss win 330¢arskToMus. [lpu deM mocineqHUE COMPSDKEHBI C  BBICOKOM
MOCIICONIEPAIIIOHHON MOPOUIHOCTHIO M JIETAIBHOCTBIO (YacTOTa MOCICONEePAIMOHHON JICTaTbHOCTH
nocne onepanuu tuna . Lewis 1o pa3HeIM ucTouHMKaM coctasiser 2 — 12%). Hecmotps Ha 1O, 4TO
RO pesexknum SsBISIOTCS CTAaHAAPTHBIM TOAXOAOM IPH XHPYPTHUECKOM JICYEHHU OOJIbHBIX C
nokamm3oBaHHbIME [MICO, mpu CTpOMAaNIBHBIX OIyXOJISIX MHILIEBOJA ONTHUMAIBHBIA 00BEM pPE3EKIUH
eme He ompeaeneH. JlaHHbIE MUPOBOIM JHMTEPATypbl OTHOCUTEIBHO XHUPYPTUUYECKOTO JICUEHHS
naueHToB ¢ [MMCO mumieBoja MpOTUBOPEUMBBI U, KaK MPABUIIO, OCHOBaHbI HA HEOOJBIINX KOTOPTax
OOJIBHBIX.

B mamem wuccinemoBanuu BKIOUEHB! 5 00ibHBIX ¢ [MCO mumesBoma u 5 6omsHEIX ¢ TTICO
Kapano33o¢arearbHOTO nepexona. Bee manueHTsl Ha MOMEHT JMAarHOCTUKY MMEJH JIOKaIn30 BAHHBIH
npouecc. Bcem mammentam ¢ I'MCO mnpoBeneHo KOMOMHHpPOBaHHOE JiedeHHE: | MamMeHTy ¢
a/IbIOBAaHTHOH Tepanueii UMaTHHUOOM B TEUCHHUH 3 JIeT; 6 - HEOaabIOBaHTHAS TEparus UMAaTHHUOOM ¢
MOCJEAYIOUIMM XUPYPTUUYECKHM JIEYCHHEM; OCTaJbHBIM 3 — XUPYPTrUYECKOE JIEYEHHE C HEO- H
a/IbIOBAaHTHOH Tepanueit nMaTHHUOOM. DHyKIeanus omyxoiu (J0) nmpoBeaeHna 10 G0IbHBIM.

Texnnuecku BbinosHeHHE DO BO3MOXKHO Pa3IUYHBIMH CHOCOOAMH: 3HIOCKOMUYECKHH IO
TYHHEJIIFHOW METOJMKE, TOPAKOCKOTMYECKUH WM POOOTACCHCTHPOBAHHBIA M OTKPBITHIH CHOCOOBI.
DHAOCKOMUYECKHHN CIOCO0 SIBISETCS HaMMEHEee TPaBMAaTHYHBIA M HAMH ObUT BHITIOJHEH § OOJBHBIM (4-
M c¢ nerdomuomMamu u 4 ¢ TMCO). Duykneauus OmyxojM OIpaBJaHa MpPU HEOONBIIMX OIIYXOJSIX
(pasmepamu 10 5 ¢M) C HHM3KOH MHUTOTHYECKOW aKTUBHOCTHIO (110 5 muto30B B 50 II3 x 400), 6e3
MECTHOW HMHBA3WM MBIIIEYHOTO M CIM3UCTOrO 000JIoueK CTeHKH muiieBoda. Ilpu Oonee KpymHBIX

onyxoisx (ot 5 g0 10 cM), ¢ BBICOKMM MHTOTHYECKUM HWHJICKCOM W/MJIM MECTHOW WHBa3ueh
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HE0OXOUMO paccMaTpUBaTh OINLMHU KaK SKOHOMHBIX, TaK M CTaHIAAPTHBIX pe3eKuui numesoxa. s
YIy4IICHUS YCIOBHIA BHITIOTHEHHS SKOHOMHBIX OPTaHOCOXPAHHBIX OTepalyii HEOOXOAMMO PaCIIUPUTh
MOKa3aHWs K TPOBEICHUIO HEOANbIOBAaHTHOUN Teparmmu wMatuHHOOM. [lpm aHanmmse OTHaNCHHBIX
PEe3yNIbTAaTOB CIy4acB MmporpeccupoBanus 3abojieBanus y 60sbHbIX ¢ [TMCO numeona u KOIT Hamu
He HaOmoaaoch. Menrana BpeMeH! HaOJioIeHu s 00JIbHBIX cocTaBmia 7 jet (oT 5 o 10 ner).

[Ipu omyxomnax ruranTckux pasmepoB (6osnee 10 cM) ¢ BBICOKMM PUCKOM HPOTPECCHPOBAHUS
HEOOXOIMMO BBHITIOJIHEHHE CTAHAAPTHBIX pE3eKIUH B paMKax KOMOHMHUPOBAHHOTO JICUCHUS.
D¢ heKTHBHOCTD M TOKA3aHUS K KOMOMHUPOBAHHOMY JICUEHHUIO C MPUMEHEHHEM HEO- M abIOBAHTHOM
Tepanuu uMatuHuOoM y 60sbHBIX ¢ [TMCO nmumeBona ocratorcs HesicHBIMU. [ pa3paboTKu Y4eTKUX
pPEKOMEHJAi TI0 OINEpPaTUBHOMY KOMOWHHUPOBAHHOMY JICUCHUIO HEOOXOTUMBI HCCIECIOBAHUS C
ydacTueM OOJIbIIETr0 KOJIMYECTBA MAalMEHTOB U OoJee AIMTEebHBIM HaOII0ACHUEM.

Crpomanbabie omyxonu aBeHanuatunepctHot kumku (CO [IIK) Bcrpewarorcs peaxo u
COCTaBIAIOT Beero 3-5% cimydaeB oT Beex 0osbHBIX ¢ [MICO. Yame Bcero CO JITK nmokamm3yrorcs B
HUCXOJSIIIEM CeTMEHTE JBeHanuarunepcrHol kumku (D2), pexe B HmwkHeropusoHTanbHOM (D3),
BocxozsmeM otnene (D4) u nyoneHo-eonansHOM nepexoje. B nauansnom otaene (D1) ctpomainbsabie
OIYXOJIM BCTPEYAIOTCA KpalHe peaKo. YYHUTHIBasg HU3KYI0 3a00J€BaeMOCTh W CIIOYKHOCTD
AHATOMUYECKOW 30HbI, KiuHU4yeckas kaptuHa [WMCO nBeHaguaTUIIEPCTHOM KHILKM O4YEHb
pa3HooOpa3Ha U B MUPOBOMH JIMTEPATYPE UMEIOTCS OTPAHUYCHHBIC TaHHBIE OTHOCUTENBHO MOIXO0I0B K
JICYSHHIO U IPOTHO3a dTHX OOJIBHBIX.

B nmamem nccnenoannu BKIFOUEHB! S0 OOMBHBIX ¢ HeanuTenuanbHbiMu omyxossmu JITK. M3
HUX y 2-X OOJIbHBIX OOHapyXeHa JlieliomMHoMa, y 1-ro — neiioMuocapkoma, U y OCTaNbHBIX 47 —
cTpoManbHble omyxoiu. Omyxosib B JBEHAALATUIIEPCTHOM KHILIKE dYallle BCETO JIOKATH30BaJach B
Hucxomsamed yactu (D2) —y 24 (51,1%) GonbHBIX, peke B HIDKHE-TOpU3oHTabHON dactu (D3) — 15
(31,9%) u B Bocxomamedt wactu (D4) u myomeno-ewoHampHOM mepexoae (IOIT) - 6 (12,7%). B
BepxHeil yactu (D1) omyxons nokammzoBanach y 2 (4,3%) 6onpabIX. [Tout B 90% ciyqaes CO JITIK
UMEITM BEPETCHOKJICTOYHBIN BapwaHT cTpoeHus. lcciaemoBanme myramuonHoro npodwns KIT wu
PDGFRA omnyxonu BbIOTHEHO 26 OoibHBIM. 3a uckmodeHneM 2-x 00ipHbIX ¢ [MCO cunmpomowm,
accouunpoBanHbiM ¢ NF1, Bo Bcex ciydasx omnpenensuiich myrauuu B rene KIT: y 20 (76,9%) B 11
ak30HE; y 4 (15,4%) B 9 ax30HE.

C yderom anatoMmyeckux ocobenHocred JIITK BO3MOXKHBI CIeqyroIue 00bEMbI SKOHOMHBIX
XUPYPTHUECKUX BMemarenscTB: arunuyHas pesexuus (AP) HIIK, pesekuuss BepxHedl uacTu
(mpokxcumainbpHasi pe3eKiusi), AucraibHas cermeHTapHas pesekuus (ACP), aucranpaas pesexuus (/IP)
U MAHKPEATOCOXPAHHAS 1YOJEHIKTOMHMSL.

AtunnuHas (KIMHOBHIHAS) PE3EKLUUS — OIMYXOJIb YHAIAETCS C PEe3EeKIHMEH JIOCKYyTa CTEHKH

JIIK B mpenenax 3H0pOBBIX TKaHeH (OoTpULATENbHBIE Kpas pe3ekuuu). [laHHBIA BHUI pe3eKUUHU
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BO3MO>KEH MpH JIOKAIM3AMK OMYyXOJIA Ha Y3KOM OCHOBAaHWHU IO TEpPEAHEH, JIaTepaJbHONW W 3aJHEl
CTEHKax  JIBEHAALATUNEPCTHOM  KHILIKH. Jis  mpenoTBpalieHuss — CT€HO3a  IIPOCBETa
JBEHAIATUIIEPCTHON KHIIKM PE3EKUMOHHBIA W IUIACTUYECKHI 3Tambl, KaK MPaBHUJIO, BBITIOJIHSIETCS
BPYYHYIO (anmmapaTHbIE pE3eKIWHM HE PEKOMEHAYIOTCs). YIHMBaHWE JAe(eKkTa CTEHKH KHIIKH
BBINIOJIHSCTCS 2-X PSAHBIMH IIBAMH B MONEPEYHOM HANPABICHWU OTHOCHUTENIFHO BEKTOpA KHILUKU JIs
npenotBpamenus pasButus cteno3a [IIK. OrpaHudnTenbHBIM (AKTOPOM BBIIOTHEHUS ATUITUYHON
PE3eKIUH SBISETCS MHPOKOE OCHOBAHUE OIYXOJH (IPU KOTOPO HEOOXOAMMA PE3EeKIHs OOIIMPHOTO
nockyra creHku JIIK, 4To MoXeT mpUBECTH K CYKEHHUIO €€ MPOCBETa), JOKAIM3ALHS 110 MEAUATBHOM
cTeHke 1 BOm3u ParepoBa cOCOUKA.

Hamu Obpumm BhIMONHEHBI 13 aTHNWYHBIX pe3eKUWil y OOJBHBIX C HEIMHUTEIMATBHBIMA
onyxomamu JIIK. M3 wux y 11 mo moBomy TITHMCO m y 2-x mo mnoBoay JEHOMHOM.
[Mocneonepanuonnsie ocnoxueHus (1-i ct. mo kmaccudukanvu Cl. Dindo) passwmcs y 2-x (15,3%)
OOJNBHBIX B BHJE HArHOCHHUS TIIOCIICONIEPAIMOHHON paHbl. KadecTBO KH3HM OOJBHBIX IIOCIE
XUPYPIHUECKOTO BMEIIATENbCTBA HE TIOCTPAAAIo.

[Ipu pesexkunn BepxHel uvactu (mpokcumanbHas pesekuns) HIIK Beimomnsercs pesexumst
nykoBuIlel (D1) ¢ mpokcumanmpHbIM OTAENOM HUcXoAsmer gactu (D2) JIIK. Mexanndecknii moB Ha
kynete JIIK ykppIBaercs KHCeTHBIM MIBOM. [ImacTudeckuii STar BHIIONHAETCS ITyTeM (POpMUpPOBaHHUS
TacTPOIHTEPO- U MEKKUIIETHOTO aHACTOMO30B B PA3IMYHBIX MOIUPHUKANHAX. JIOKamM3anus omyxoiu
B npokcuManbHoi dactu JIIK mbr Habmomamm Bcero y 2-x (4,3%) OGombHBIX. B 00omx cimywasx
YAAJIOCh BBINIOJHUTH SKOHOMHBIE PE3CKIIMH JIYKOBUIBI JIBEHAAUATUIIEPCTHON KUIIKH. OrpaHuveHne
BBINIOJIHEHHSI 3TOTO BUAA ONIEPALlMH OIPENEISIETCS TAKKE PACCTOSIHUEM OT UCTAIBHOTO KPast OMyXOIH
1o daTepoBa COCOUKA.

HucransHast cermentapHas pesexuusi (ICP) — xapaxrtepusyercs LUPKYISPHON pe3eKuueit
nuctansHOoro Bocxozsmero cermenta (D4) JIIK. JICP BpimonHsieTcsl MpH JOKaTU3alUU OMYXOJIH B
BocxoxsmeM cermente JAIIK unu gyoneHo-eronansHOM mepexojnie. BoccraHoBieHne HenpepbIBHOCTH
npocsera JIIK BeimmonHseTcst popMupoBaHHEM Ty0oJA€HOCIOHOAHACTOMO3a 0 TUIY «OOK B OOK» HITH
«KOHeIl B 00K». AHaCTOMO3 pPacroJj0okKeH, KaK MPaBHJIO, CJIeBa OT BEPXHEOPHDKECUHBIX COCYI0B WU
HEMOCPEACTBEHHO 10 HUMHU.

T'MCO Bocxomsimeit wactu (D4) 1 AyoIeHOCIOHATEHOTO Tiepexojia Mbl Habmonam y 6 (12,7%)
OombHBIX. JlucTanmpHas cerMeHTapHas pe3eKus Oblla BBINOJHEHA S5 OoJbHBIM. JlaHHBIA BHJ
XUPYPTHUECKOTO BMEILIATENILCTBA TAKXE AaCCOLMUPOBAH C YAOBICTBOPUTENBHBIMU IOKA3aTEISIMU
MOCTICONIEPAIIIOHHON MOPOMIHOCTH W KAueCTBOM JKM3HU  OOJBHBIX. [TocneonepanuonHeie
OCJIOKHEHUS Pa3BWIIACH TOJIBKO Y OTHOTO IMAIMEeHTa B BUJE MapakayTalbHOTo abciecca, KOTOPBIN OB

JPEHUPOBAH 1Mo KOHTposieM Y 3.
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HucransHas pesexuust JAIIK — B oTiMume OT JOUCTaNbHOW CErMEHTAapHOW PE3EKLUH,
BBITIOJIHSIETCS OoJtee oOmmpHas pesekuus nucranpHoit wactu JI1K, Brmrodatomas Bocxosmuii (D4),
HIKHe-ropu3oHTaNbHBIN (D3) m mpu HeoOXommmocTH dacTHyHO Hucxomsmmid (D2) cermMeHTsI.
JucranbHast pe3eKUusl BBIMIOJHACTCS TMPU JIOKAIM3AaLUWMU OIMyXOJW B JAHCTAIBHBIX OTHAEIax
HUCXOJSIIIETO M HIXKHe-ropu3oHTanbHOM cermeHTax JIIK. Otam BoccTaHOBIEHMSI HENPEPBIBHOCTH
KHAIIEYHON TPYOKH MPOBOIUTCS MyTeM (HOPMHUPOBAHUS JYOJCHOCIOHOAHACTOMO3a, KaK MPaBHIIO, IO
THITY «00K-B-00K» MEXIY OCTaBIIeics dacTpio Hucxoasamero cermenta (D2) JTIK u Tomel KUIKO.
B mupoBoii smTepaType AaHHBIM BUI ONEpallUi OCBALICH TIOCTATOYHOTO CKYIHO, OTIMCAHbI OTACIbHBIC
KIMHAYECKHE CITydan, 0€3 OCBSIICHHUS TEXHUUECKUX OTPaHUICHHUN U 0COOCHHOCTEH.

Hamu paspaboran u 3amarentoBaH (mateHT Ne 2716342) HOBBII cnoco0 XHUPYpPTUYECKOTO
nedeHnss OOJIBHBIX C OIMYXOJIEBBIM TOPAKCHWEM HHUCXOISIICH YacTH BEHAALATHIIEPCTHOM KHIIKH,
CcBOOOZHOTO OT HEIOCTATKOB CYLIECTBYIOIIUX MPOTOTHUIIOB.

[IpennoxkeHHBIE HaMHM CHOCOO0 XHUPYPIMUECKOTO JIEYCHHS OOJIBHBIX C  OILyXOJIEBBIM
MOPaKEHUEM  JABCHAALATHUIIEPCTHOM  KHIOKW, 3aKIIOYAIOIIUICA B JUCTAIBHOM  PE3EKIMH
JBCHAIATUTICPCTHON KUIIKH C  (OPMHPOBAHHEM JIYOJCHOCIOHOAQHACTOMO3a OTJIMYAeTCs OT
CYLIECTBYIOIIUX CIIOCOOOB TeM, 4YTO MOOWIM3aLUMsA JBCHAALATUIIEPCTHOW KHUIIKA OT TKaHU
MO/IKENYIOYHON JKEJIe3bl OCYILIECTBIIICTCS MPELUU3MOHHO C Pa3[esIbHOM MEepeBA3KON MepeIHuX H
3aHAX  KOPOTKHUX  JyOACHAJIBHBIX COCYIOB W  COXpaHEHHEM [epenHed W  3agHei
MaHKPEeaTOyOACHAJIBHBIX COCYAUCTBIX OYI, a TakXe HUPKYISIPHOW pe3eKLHed He TOJIbKO HHXKHE-
TOPU30HTAIBHOTO, HO M JUCTAJbHON YaCTH HHUCXOMSIIEr0 CErMEHTa  JBEHAALATUIIEPCTHON KHUIIKH,
orctynss He MeHee 3 cM oT (arepoBa cocouka (Pucynoxk 13B) ¢ ¢opmmpoBanmem wu30- wWin
AHTUTIEPUCTATBTUIECKOTO 1YOACHOCIOHOAHACTOMO3a M0 THITY «00K B 00K» (PucyHok 13).

TexHnYecKUM NPEUMYLIECTBOM 3asBISIEMOT0 HaMH Crocoba sIBIsIeTCsT BO3MOXHOCTH OoJjiee
IIMPOKOTO €TO IPUMEHEHUS, BEICOKAsl HaJISKHOCTh M (DYHKIIMOHATIBHOCTh aHACTOMO3a.

JlucTaipHyl0 4YacTh TOMIEH KHINKK ONTHMAlbHEE BCETO TNOIBOAMTH Ui (POpMHUPOBaHUS
aHAaCTOMO3a IM033IU0000THO, Yepe3 OKHO B OpbDKEHKe MOMEpeYHO-00010YHON KHIIKU KIIEPEeId OT
BepxHeOpbDKeeuHbx cocynoB (Pucynok 13C). Takke mpw TEXHHUYECKUX CIIOKHOCTSIX BO3MOXKHO
MPOBEJIEHUE aHACTOMO3HUPYEMOH METJIM TOIIEH KHUILIKU B JIOXKE, YAAJICHHBIX HI)KHETOPU30HTAIBHOTO U
Bocxojsero cermenToB JITK mo3ann BepxueOpprkeedHbIx cocynos (Pucynok 13D).

[Ipennaraemsiii HaMu c10cO0 OTAMYAETCS OT APYTUX MPOTOTUIIOB BO3MOKHOCTBIO BBITIOTHEHHS
Oomee oOmmpuO#l pesexnmm [IIK, Bkimtouaromieil yganeHHe HE TOJBKO HIDKHETOPHU30HTAIBHOTO
CEerMeHTa, HO YACTHYHO M HUCXOMISIIEH YacTH, a TakkKe aHATOMHUYECKH OOOCHOBAHHON METOIHUKOU
mobommmzanuu  JAIIK, mo3Bossifomieldd  yMEHBIIWTH BEPOSITHOCTh  IOBPEXKIEHUS  MapEHXHMBbI
MO/IKETYIOYHOM JKeJIe3bl U 4acTOTy MaHKPEaTOIeHHBIX OCIOXHEHHUN (IaHKpeaTuTa, MaHKPEOHEeKpo3a

MaHKPEaTUIECKOT0 CBUILA).



Pucynoxk 13 - Cxema 3TaroB BEITIOJIHEHUS TucTanbHOM pesekiun JT1K

Hucraneabie pesekuuu JIIK HamMu ObTM BHITIOMHEHBI 9 OOJBHBIM: OJHOMY — MO TIOBOIY
neriomuocapkomsl 1 § — o moBoay [ MCO [IIK. ITocmeonepanrioHHBIE OCIOKHEHUS Pa3BUIIICh BCETO
y 3 GompHBIX (y 1-To — 1 cT. 1y 2-x 2 cr. mo kmaccudukanuu Cl. Dindo), B BHIe HarHoeHHs
nocneonepanuonHoi pansl y 1-ro (11,1%) u HapyXHbIX naHKpeaTndeckux ceumed A u B tunos (mo
knaccupukammu  ISGPF) 2-x  (22.2%) OompHbIX. Hapymenust kadecTBa JKH3HH OOJIBHBIX B
MOCIICOTICPAIIHIOHHOM TIEPHOJIe HAMU He HaOII01aI0Ch.

[Mankpeatocoxpannas ayoneHsktomust (IICII) — mnpeanonaraer BBINOJHEHHE TOTAJIbHOMN
MoOmm3anuu u ynaneane JAIIK. OrpannduBarommM KpUTepreM BBITOJTHEHNS YKOHOMHBIX PE3EKIHA
AIIK sBmisieTcsi paccTosiHME OT MaKpOCKONMYEcKoro kpas omyxonu no PartepoBa cocouka. [lpu
OITyX0JieBOoM nopakeHn#n PaTepoBa cOCOUKA U MEPUNANMILIIPHON 007IaCTH €ITMHCTBEHHO BO3MO>KHBIM
00BbEMOM  XHPYPTHYECKOTO  BMemarenscTBa  sBmstorcs [1IJIP  wimm  mamkpearocoxpaHHas
nyoaerdkromust (ITCJHT). TIC/] ObBaeT 2-x BujoB: TunmyHasi, onucanHas LF Sillin 8 1984 rony u
nammutocoxpannas [1CJ1, mpu koTopbix coxpansiercss darepos cocouek co chuakrepom Omuu.

B 2008 roxy Michael W. Miiller ¢ coaBropamu ommy0IMKoBanu pe3yibTathl 16 BBHIIOTHEHHBIX
tunnuHbx [IC/], B pe3ynbrare KOTOPHIX HE OBUIO BBISBICHO MPEUMYILECTB B MOCICONEPALMOHHBIX
OCJIOXKHEHUSX U (PYHKIIMOHAIIBHOM CTaTyce OOJIbHBIX 1O cpaBHeHwmIo ¢ [1/P.

B 2017r. Y. Nakayama c¢ coaBT. OmyOJMKOBaJM OMBIT BBIIONHEHHsS npyroro Bunma [ICI —
ManuuUIOCOXpaHHOW  maHkpeaTocoxpaHHoM — ayoxeHsktomuu  (IITICH).  ABropel  cpaBHMIM
HEMOCPECTBEHHbIE U (PYHKIIMOHAIBHBIE PE3yIbTaThl XUPYPTUIECKOTO JIeUeHHs: 66 OOJBHBIX MOCIe:

IMCA (11 6omerbix), [MIICH (10 60mpubix) 1 [TIAP — (44 GompHbIX). Coxpanenne daTepoBa cocouka
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MPUBOAMIIO K CHIDKEHHIO IOCICONEPAIIMOHHON MOPOMIHOCTH M YAYYIICHHIO ()YHKIIMOHAIBHOTO
craryca OOJIHBIX B OTJAJICHHBIE CPOKH TIOCIIE OTIEPAIUH.

Henmocratkom naHHOTO cmoco0a  sIBISIETCS TepeBs3ka B IpoOLEcce  MOOHMIM3AIHNA
JOTIOJTHUTEIPHOTO MAHKPEaTUYECKOTO0 TMPOTOKA W MPAKTHYECKHM TOJHAs —JIEBaCKYJspHU3aLus
coxpaneHHoro ®arepoBa cocO4YKa. OTO MOXET MPHUBECTH K TIOBBIIICHUIO pPHCKA Pa3BUTH
MOCJICOTIEPALIIOHHOTO MaHKpeaTuTa, MIAaHKPEOHEKPO3a u HECOCTOSITENIbHOCTH
ManuuIoCIOHOAHACTOMO3a.

[Mpu nokanM3amMy OMyXOJM BHE MEPUNMANMIUIIPHON o0macTh HamHM paspaboTaHa u
3amaTeHToBaHa (mareHT Ha wm3o0perenne Ne 2779945) HoBas MeToauKa JYOIACHIKTOMHU C
COXpaHEeHHEM He ToJIbko PaTepoBa cOCOUKa, HO U MPUISKALIETO MEPUITAMTMIULIPHOTO JIOCKYTa CTEHKU

JIBeHaaTuIIepcTHOM KUKy (Pucynok 14).

Pucynoxk 14 - CxemMa TEXHUYECKOTO BBITIOJHEHUS JYOACHIKTOMUU C COXpaHEHHEM
nepunanuusipHoro Jockyra creHku AITK
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TexHuueckn Crmocod 3aKIFOYaeTcss B aHATOMHYECKH OOOCHOBAaHHON JYOJEHIKTOMHUH C
COXpaHGHHEM  NEPUNANMJUIPHOTO  JIOCKYTa  CTEHKHM  JIBEHAJUATUIIEPCTHOM  KHUIIKK U
KpoBocHaOkaronmx ero cocynoB (Pucynok 14B) m BmmBaHumeMm ero B paspe3 Ha OOKOBOW CTEHKE
tomen kuku (Pucynok 14 C-D).

JlyoneHoeroH0aHacTOMO3 (popMHUpYeTCsl MyTeM BINIMBAHUS IBYXPSIAHBIMHU Y3JIOBBIMH IIIBAMH
coxpaHeHHOro Jockyra creHku [IIIK B mpomonbHBIN pa3pe3 Ha MPOTHBOOPBIKEEYHOM Kpae TOIIeH
kumky. [IpoBeneHnslii panee karetep Poraptu mo3BoisieT m30exaTh 3axBata B moB dareposa
cocouka (Pucynok 14D).

PazpaboranHas HaMH METOAMKA OTJIMYACTCS OT CYIIECTBYIOIIETO CI0CO0a COXpaHECHHEM
nepunanuusipgoro jockyra [IIK ¢ oboumu nyoneHanpHBIMH COCOYKAMH, MEHBLIMM PUCKOM
Pa3BUTUS HECOCTOSITENIFHOCTH IIBOB JYOJCHOCIOHAIBHOTO COCAWMHEHWS W ITAHKPEaTOTEHHBIX
OCJIOKHEHUH, TydIIMMHU (PYHKIINOHATBHBIMU PE3yJIbTaTaMH U Ka4eCTBOM KHU3HU OOJBHBIX.

TexHHUYeCKUM pe3yabTaTOM 3asBIIEMOTO Croco0a SBISIETCS BO3MOXKHOCTH 0OJiee IIUPOKOTO
€ro NMPUMEHEHHS, BBICOKAst HAIKHOCTh U (PYHKIIMOHAIBHOCTH aHACTOMO3A.

CrnenyomuM 3TarioM BOCCTAHABIHMBAETCA HEMPEPBIBHOCTh MNHILIEBApUTENbHOrO KaHama. C
Haleil TOYKU 3pEHHs, W 10 JAHHBIM JIUTEPATyphl HanOoJee HaJEKHBIM CIOCOOOM BOCCTAHOBJICHUS
HENIPEPBIBHOCTH  JKEIYAOYHO-KHIIEYHOTO TpakTa ABISIETCA  BBINOJHEHUWE TacTPOdHTEPO- H

MEKKHUIIIEYHOTO aHACTOMO3a Ha OTKIIF0oUeHHO neTie o «Roux-en-Y» (Pucynox 15).

Pucynoxk 15 - Cxema OKOHYATEIBHOTO BUJa PEKOHCTPYKTUBHOTO ATara
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[Mpenmnaraemslii cioco0 OTAMYASTCS OT MPOTOTHIIA COXPAHEHUEM B MPOIIECCe MOOMIN3AINH HE
tonbko DaTepoBa COCOYKA, HO M Majoro JyOJCHAJbHOTO COCOYKA C JIOMOJHHUTEIHHBIM
MaHKpeaTH4eCKUM NMPOoTOKOM CaHTOPWHU, YTO MPUBOJUT K CHIKEHHIO YaCTOTHI MOCICONIEPALMOHHBIX
MaHKPEaTUTOB W TIAaHKPEOHEKp030B. BmmBanume B Tomyro kuiuky He @arepoBa cocouka, a
okpyxaromeii ero crenku JIIK, wmckmouaer ero medopmarnmio M HapylmieHHE MPOXOAMMOCTH U
oOecrieunBaeT OONBIIYIO HAASKHOCTH (opmupyemMoro mBa. CoxpaHeHHWE TNEperNHUX U 3aJTHUX
JIYOJCHAJIBHBIX COCYAOB, KPOBOCHAOXXAIOIMX COXPAHEHHBIM JOCKYT W DarepoB COCOYEK, TaKKe
CHM)KAeT PUCK HECOCTOSITEIbHOCTHA aHACTOMO3a.

I[NICA ¢ coxpaHeHHEM NEPUNAMMDIBIPHOTO JIOCKYTa IO 3asBICHHOMY HaMHU CIOCO0y ObLTH
BBITIOJTHEHB! 3 OOJILHBIM: OJHOMY — IO TIOBOIY paka MUJIOPHUYECKOTO OTIeNa Kelyaka C WHBa3HeH
Hucxogsmero cermenta HIIK u 1 — mo mosony 'MCO AIIK. [NocneonepalioHHBIE OCIOXHEHUS
pasBwmich y 1 GompHOTO (2 cT. MO Kimaccupukanun Cl. Dindo B Buie maHkpeaTHYecKoro cBuma B-
THTA, KOTOPBIH 3aKphIICSA Ha (POHE KOHCEPBATUBHOTO JICUCHUS).

W3 37 onepupoBaHHBIX HAMH OOJBHBIX y 25 OMpEAEIsICS JOKATM30BaHHBIN U y 12 MecTHO-
pacupocTpaHEHHBIA TpoLecc. YUYUTHIBasA, YTO 3KOHOMHBIE PE3CKIMH SIBIISIOTCS METOAOM BbIOOpa
xupyprudeckoro JieueHus OonpHbIX ¢ [TMMCO JIIK, mis JOCTHOKEHUS MaKCHMallbHO YIOOHBIX
TEeXHUYECKUX YCJIOBUH HaMH paccMaTpUBajach BO3MOXHOCTb pACIIMPEHUs [OKa3aHUU K
HEO0AabIOBAHTHOM Tepanuu nMaTuHUOOM. HeoanploBaHTHas Tepanusi IMaTHHUOOM MpoBoamiach y 10
(27,1%), B pe3yipTare 4YEro SKOHOMHBIC PE3CKIIMHM OBIIM BBIMOJHEHB y 24 OonbHBIX W3 37
onepupoBaHHbiX. OcraneHbiM 13 OonmbHBIM ObuM  BeIONHEHBI [TIJIP. TlocieonepanyoHHbie
OCJIOKHEHUS Pa3BIIHCh Y 6 (22,2%) u 8 (61,5%) B rpynmax G0JBHBIX TOCIE SKOHOMHBIX PE3EeKIH 1
I'TIJIP cootBeTcTBeHHO. Takke U 4acToTa TSHKEIBIX ociokHeHuH (3 1. mo kiaccudukauu Cl. Dindo)
ObUTa 3HAYMTENTFHO HIDKE B TPYNIE OOJBHBIX IOCIIE YKOHOMHBIX pe3eKuuil u cocraBmia 4,2% (1/24)
npotuB 15,3% (2/13) coorBercTBeHHO. IlocmeomepannonHas JETaTbHOCTE B 00EWMX Tpymnmax
cocraBmia 0%. Ilpu aHanmse mokasarenell OTHAJCHHBIX PE3yJIbTaTOB HaMU He ObLIM OOHApYKEHBI
pasnuuvsi B Oe3penuIuBHON U 001mel BebKuBacMocTd mocie I'TI/IP v skoHOMHBIX pe3ekiuii. Ooriast
S-metHss BBDKUBaeMocTh cocTaBmia 91% u 70% (p = 0,5960; HR (CI 95%) = 2,1602 (0,3660 — 5,888),
a S-netusst bPB cocraBuna 65% u 70% (p = 0,6226; HR (CI 95%) = 1,0287 (0,3768 — 5,159) B rpymme
nocne D0 u I[1/IP coorBercTBeHHO. JIOKaIbHBIC PEIUINBEI B 00EHX IPYIIAX HAMH HE HaOJII0JaIHCh.

Takum 00pa3oM, yIUTBIBas CXOKHE MOKA3aTeN BBDKUBAEMOCTH, JIydIIHEe HEMOCPEICTBCHHBIC
pe3yNnbTaThl U Kaue€CTBO XKM3HHM, SKOHOMHBIE PE3EKLHMs SIBIAIOTCA METOAOM BBIOOpa XUPYPTUUECKOTO
BMermmaTenscrBa y 6ombHbIX ¢ [MICO ATIK.

Crpomanbabie onyxonu npsmoit kumku (CO TIK) BcTpeuaroTcsi oueHb PEAKO M COCTABISIIOT
okoso 0,1% ot Bcex HOBOOOpa3oBaHW MPSIMON KUIIKA U OKOJIO 5% OT CTPOMAaJbHBIX OITYXOJICH

KEIyT0YHO-KUIIIEYHOTO TpakTa. B Hamem uccnenoBanuu BKiIroueHb! 25 GombHBIX ¢ [MMCO mpsmoii
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kumkd. U3 HUX y 3-X Ha MOMEHT YCTaHOBKHM [MarHo3a OIpeNessicsl MeTacTaTUUeCKui u y 22 —
JIOKAJM30BaHHBIE W MECTHO-PACIPOCTPAaHEHHBIH mpomecc. M3 22 OONBHBIX C JIOKaJIW30BAaHHBIM
MPOLIECCOM XUPYPTUYECKOe JeueHue nposeaeHo - 10 (45,5%) nammentaMm ¥ KOMOWHUpOBaHHOE - 12
(54,5%). HeoanprtoBanTHas Tepanvs nposencHa 8 (36,4%) 0OJBHBIM, 5-TH U3 HUX 0€3 aJbIOBAHTHOTO
nedeHus. B ocHOBHOM, npenonepanoHHOE JIeUeHHEe Ha3HaYanach, C LEIbI0 YMEHBIICHUS Pa3MepoB U
MECTHOM WHBA3UM ONMYXOJW W CO3JaHUs YCJIOBHH Ul BBIMOJIHEHHS 3KOHOMHBIX omeparmii. BaxHo
OTMETHTB, YTO OOJBIIMHCTBO CTaHAApPTHHIX omepanwii 8 (80%) Opum BeImoaHeHs! g0 2010T, Korma
HEO0AJbIOBAHTHAS Tepamus HE paccMaTpUBalach, Kak cTaHaapT JedeHus win B JIIIY mo mecty
XKHUTEIbCTBA.
[Tpu cpaBHUTENBEHOM aHanm3e nokazarean bPB u OB HemocToBepHO Jrydine B rpymme OOJbHBIX
MOCJIe SKOHOMHBIX PE3€KIHUH, [0 CPAaBHEHUIO C MAllMEHTAMU INEPEHECIINE CTaHAapTHBIE OINEPaLHU.
O6mmas 10-nernsist BepKuBaeMocTh coctaBmia 100% u 78,7% (p = 0,3889; HR (CI 95%) = 4,036
(0,1695 —9,612); 5-netass OB B 06enx rpynmax coctaBuna 100%. [Istunernss bPB cocraBuma 44%
u 75% (p = 0,4926; HR (CI 95%) = 1,596 (0,4296 — 5,960) B rpymme mocie cTaHAapTHHIX U OP
COOTBETCTBEHHO. JIOKaIbHBIE PEUINUBEI B 00CHX IPYIIax HAMH HE HAOIIOIaIHCh.
Taxum 00pa3oM, yIUTBIBasi CXOKUE TIOKA3aTENN BBDKHBAEMOCTH, JIYYIINE HETIOCPEACTBEHHBIE
pe3ynbTaThl M KaueCcTBO XHU3HHU, 3KOHOMHbIE pe3ekiuun y OonpHbIX ¢ [MMCO IIK taxke sBisitorcs

METOA0OM BBI60pa XUPYPTHICCKOTO BMCUIATC/ILCTBA.

BoiBoabI

1. YV OONBHBIX C JIOKATM30BaHHBIMH W MeCTHO-pactnpoctpaHeHHbIME [ MICO oCHOBHBIM
METOJIOM JIeUeHUsl fABJsieTcsl xupypruueckuid. C ydeToM OTCYTCTBUSI Pa3M4YMi B TOKA3aTENAX
BBDKMBAGMOCTH TIOCJIE CTAaHAAPTHBIX M OKOHOMHBIX pE3EKIHUSX OJTUM OOJBHBIM OTIPaBIaHBI
OpPraHOCOXPAaHSIOIINE 3KOHOMHBIE OTIEPALIHH.

2. YuurbIBasi OTCYTCTBHE Pa3JIMUMil B MOKA3aTEIIX BBKMBAEMOCTH IOCIIE MAJIOWHBAa3UBHBIX U
OTKpBITBIX omepanusx (S-metusiti BPB wm OB cocraBuma  77,4%/93,6% u  77,3%/92,2%
COOTBETCTBEHHO), JIy4IIME IOKA3aTeld MOCICONEePAMOHHON MOPOMIHOCTH, WHTPAOIEpaIlHOHHON
KPOBOTIOTEPH U MPEOBIBaHUS B CTAIMOHAPE, XUPYPTUIECKHE BMEIIATENHLCTBA C UCTIONb3oBaHueM MUT
SIBIITIOTCS. METOJIOM BBIOOpPa y 00JIbHBIX ¢ okannzoBanHbIME [ ICO pasmepamu 10 10 cm.

3. AnproBaHTHAs Tepanus UIMATUHHOOM JOCTOBEPHO YIYydIIaeT MOKa3aTeN BBKUBAEMOCTH Y
MAIIEHTOB C MPOMEKYTOUYHBIM U BBICOKUM PUCKOM IporpeccupoBanus 3aboneBanus. C yBeIndeHUEM
MPOJOJDKATEIBHOCTH aIBbIOBAHTOM Tepanmuy yAydIIaloTCs U OTAAJICHHbIE PE3yNbTaThl: OKa3aTeNu S-
netaerd bPB u OB mnocne agproBaHTHON Tepamnuy MpoJ0JDKUTEIRHOCTHIO 1o, 3 u 5 jer, u B rpymie,
MTOTYIUBIINX TOJBKO XHPYPTHYECKOe JiedeHue, cocraBmm 73,5%, 87,6%, 46,6%, 52,3% u 78,4%,

90,5%, 90,9%, 74,3% cootBercTBeHHO (p=0,0291; %*>=9,014).
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4. TlpemomepallioHHAs Tepamysi UMATHHUOOM CIIOCOOCTBYET MOBBIIICHUIO PE3eKTa0eIbHOCTH
U YBEIMYCHHIO YaCTOTHl BBIMOJHEHUS PagUKaIbHBIX ONEpaluii y MamUeHTOB C MECTHO-
pacnipoctpan€uupiMu 1 Jiokaimm3oBaHHBIME [TMICO pasmepamu 6osee 10 cm: wactora RO, R1, R2 u
AKCILIOPATUBHBIX omnepanuii coctaBmia 95,7%, 2,2%, 2,2% u 0% npotus 76,2%, 8,9%, 4,5% u 2,2% B
rpymnme OOJBHBIX, TOJMYYUBIIMX Ha IEPBOM JTale XUpyprudeckoe JjedeHue. Jlos SKOHOMHBIX
omepauuii yBemmumBaercsi ¢ 22% no 91,3%. HeoanproBanTHas Ttepanusi MPUBOJUT TaKXkKe K
JIOCTOBepHOMY yiydineHuto u nokasareneii OB (p=0,0003; y*=13,41), u BPB (p<0,0001; ¥>=25,2) B
TaHHO TpymTe 0OJBHBIX.

5. OcobeHHO oOmpaBaaHO pacHIMpPeHHE TOKa3aHUM K NPEeNoNepaluoHHON Tepanuu
uMaTHHIOOM y 00bHBIX ¢ [ICO ClIOKHBIX aHATOMHUYECKUX JIOKAJTH3AIUN C IETbI0 YMEHBIICHHS
MECTHOW HMHBAa3WU OMYXOJIH W YIYUYILICHHsS TEXHUYECKUX YCIOBUU JJIsI BBIMOJHEHUS] SKOHOMHBIX
oIepauui.

6. VY 6onpueix ¢ TUCO AIIK pa3paboTanHbIe HAMU HOBBIE CHOCOOBI SKOHOMHBIX OTIEpaIIHid
(marent Ne 277994, natent Ne 2716342) nmo3Bomnstor n3bexarh BbimoiaHeHue Tpapmaruaeckoit [TIJAP u
YIy4HIATH HEMOCPEICTBCHHBIE U (DYHKIIMOHAJBHBIE PE3yIbTaThl XUPYPTHUECKOTO JICUCHHSI.

7. OCHOBHBIM METOAOM JedeHHs OoipHBIX ¢ Metactatmdeckumu [MCO  sBnsercs
JIeKapCTBeHHBIN. Bricokas addekruBHOCTS TapreTHO# Tepanun TKU mo3Bosmia ymyqmmTs MeAHaHy
OB c 14 1o 136 mecsimieB. OOBEKTHBHBIN OTBET TAPTETHOM TEPAITHH:

- IMaTHHIOOM B 1-# ymHMM cocTaBui 45,5%, mequana BJII1 — 27 mecsnes, 3-netass BBIT —
30,5%.

- cyHUTHHUOOM BO 2-# yuann — 19,6%, mequana BJIIT — 6 mecsues, 1 u 3-netass BBII - 32,6
u17,6%.

- peropadenndom B 3-ii muann - 40,9%, meauana BJIIT — 6 mecsues, 1-roguunas BBIT —
36,7%.

8. OCHOBHBIM TIpENHUKTUBHBIM (akTopoM dbdexTuBHOCTH Tepanmuu TKU  sBugercs
reHeTHYecKuii mpo b omyxonn. Jlydmmii TepaneBTHUeCKUil OTBET:

- UMaTuHUOA OTMEYeH Tpu Jokamm3aruu myramwii B 11 ax3one KIT. Meanana B/IIT y stux
OonpHBIX cocTaBuia 84 mecsa npotuB 25, 28 u 9 MecsueB B rpymmnax O0JbHBIX ¢ MyTalHUsIMH B 9
sk30He KIT, WT u PDGFRA non-D842V.

- CYHUTHHHOA OTMEYEH mnpu Jokanm3anuu myranuid B 9 sk3one KIT, n cocraBmina 40% mo
cpasaenuio ¢ 33,3% u 11,5% B rpynmax WT u 11 sx3on0M KIT.

9. Xupypruueckoe nedeHue y 0ompHBIX ¢ Meractarndeckumu [MMCO mocToBepHO yimydmiaer
OTJAJICHHBIE pe3yabTaThl B ciydae BbmodHeHUs (RO) mmropenykTwBHBIX omepammii Ha SQQekre

teparmu TKU wmm R2 - Ha ¢oHe moxampHOTO mporpeccupoBanus. OOmas S-1eTHss BEDKABAEMOCTb
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coctaBuna 79,3%, 66,7% npotus 30,9% y G0IBHBIX, KOTOPHIM MPOBOAUIOCH TOJBKO JIEKAPCTBEHHOE
neudenue (p<0,0001; ¥*=21,79).

10. Peunpykuus cranaaptHbix quHuil Tepanuu TKU nmocne RO muTopenykTUBHBIX Omepanuii
MO3BOJISIET YBEIMYHTH IMOKA3aTENM BEDKHBAEMOCTH Y OOJBHBIX C pepaKTepHBIMH METACTaTUIECKUMHU
I'MCO. Menmnana OB ne mocturayra, BJIII cocraBmna 8,5 mecsra.

11. OCHOBHBIMH TIPOTHOCTHYECKUMHU (PaKTOpaMH y MalUEHTOB ¢ Jokamm3zoBanHeIMA [ ICO
SBIIIOTCS Pa3MEpBl, JIOKAIM3as, MUTOTHYSCKUA WHIEKC, TCHETHYECKUH NpOQHIb, COXpaHCHHE
[EJIOCTHOCTH KAaIlCYJIbl OIyXOJH, OO0BEM W pPAAMKAIBbHOCTh XHPYPTHUECKOTO BMEMIATENbCTBA; Y
6ompHBIX ¢ MeTacTaTmdeckumu [ MICO - remernueckuii mpoduinb omyxoim (Kak OCHOBHOHM MPEIUKTOP
spdexruBrOCTH Tepanuu TKHW), KoMm4ecTBO METaCTaTHYECKUX 0YaroB, KOJIWYECTBO U PATUKAIIBHOCTD
LHATOPEAYKTUBHBIX OTIEPaLHil.

IIpakTHYeckue peKoMeHIAIMHU

1. DKOHOMHBIE OPTraHOCOXPAHSIOMIME ONEpalMKd M3 MHUHM WHBA3WBHOTO JOCTYyNa OCTAETCs
METOZOM BBIOOpA y OOJIBHBIX C JIOKAIM30BAaHHBIMH U MeCTHO-pactpoctpaneHHbMu [ CO.

2. KomOunnpoBaHHOE JeyeHHE C MPUMEHEHHEM aIbIOBAHTOW M HEOAIbIOBAHTHOW TEpamuu
MMAaTHHAOOM JOCTOBEPHO YITYdlIaeT OTHAICHHBIC PE3yJbTaThl y OONBHBIX C JIOKAJM30BAHHBIMU U
MecTHo-pacnpoctpanennbivu [ 1CO.

3. OnTuManbeHasi MPOJODKUTEIIBHOCTD aIbIOBAaHTON Tepaluyi UMaTHHUOOM B HACTOSIICE BPEMS
HE OmpeJercHa. YIIydIlIeHue IoKa3aTened oOmeil BBDKHBAEMOCTH OTMEUaeTCs TPH aabIOBAHTOU
Teparnuy MPOAOJDKUTEIEHOCTE Oostee 3 JieT.

4. BompabiM ¢ 'MCO COXHBIX aHATOMHUYECKHX JIOKAJIH3alUHA HEOOXOIUMO pACHIMPHUTH
MOKa3aHUs K MPOBEACHUIO NPEAONEPALUOHHON Tepaliuid UMaTUHIOOM C LEJIbI0 YMEHBILIEHUS] MECTHOM
WHBa3UH OMYXOJH U YIYYIICHUS TEXHUYECKUX YCJIOBUH JJIsl BHIIIOJIHEHUS! 3JKOHOMHBIX OIlEpaLni.

5. Jleuenne GonpHBIX ¢ MetacTatndeckumu [ ICO HeoOX0onuMO HavaTh ¢ TapreTHON Teparuen
TKU. T'enernuecknii npoduns KIT m PDGFRA sBnsercss OCHOBHBIM NMPEAUKTUBHBIM KPHUTEPHEM
tapretHoii Tepanun TKU.

6. Xupypruueckoe jeueHue y 0oipHBIX ¢ MeTacratnueckumu ['MMICO paccMmarpuBaeTcs TOJIBKO
Ha 3¢ ¢pexre neuenuss TKU wmm B cirygae pa3BUTHS 09aroBOM MPOTPECCHH.

7. B OTHENBHBIX CllydasX MOCJE BBIMOJHEHUS TOJHBIX IUTOPEAYKTHBHBIX Orepanuii Ha (oHe
¢ Qy3HOTO MPOTPECCUPOBAHUS 3a00I€BaHUS PEHHAYKIHA |- ¥ MOCTIEYIONMX CTaHAaPTHBIX JIMHUH
tepar TKU mo3BossIeT yaydIIUTh OTHAJCHHBIE PE3YAbTAaThl y OONBHBIX C METACTATHYECKHMH

I'CO.
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IlepcnexTuBbI JajbHeliIel pa3padoTKH TeMbl

Crpaterusi JeudeHus: OONBHBIX C JIOKAJM30BAaHHBIMHM, MECTHO-PACIPOCTPAHCHHBIMH U
metactatnaeckumu [ ICO Tpebyer nanpHeimen npopabotku. [lorydeHHBIE pe3yabTaThl HACTOSIIETO
WCCIICIOBAaHMS TTO3BOJIIOT OTIPEIEIUTh MTEPCIIEKTUBHI TaTbHEHIIeH MPOpabOTKH TEMBI:

- TIPOJIOJDKHUTH MCCIIeOBaHMEe d(PPEKTUBHOCTH 00JIee MPOAODKUTEIFHON aabIOBAHTON Teparin
10 5 — 6 ner, a Takke pexum Jedenns 800 Mr B CyTKH y OOJBHBIX ¢ MyTalusiMu B 9 sx3one KIT .

- HeoO0XomuMO wuccienoBath 3()(HEeKTUBHOCTh HEOATBIOBAHTHOW Tepanmuu HMaTHHHOOM Yy
OonpHBIX ¢ okam3oBaHHbIMU [ UCO.

- HeoOXoamMo wuccienoBarh 3(P(GEKTHBHOCTH M 0€30MaCHOCTh HOBBIX pa3padOTaHHBIX
MPOTOTHUIIOB XUPYPTUIECKOro BMemarenscTBa y 6oabpabix ¢ [ MMCO [AIIK.

- TPOJOJDKUTH HWCCieAoBaHUE dS()(EKTUBHOCTH IMTOPEIYKTUBHBIX oOrepanuii Ha QoHe
nporpeccuu 2- u 3-i1 smHui snedennss TKU ¢ mocnenyromed pewHAyKIMed Tepanuu 1-il JTUHUH
UMaTHHAOOM.

- MPOAOJDKATh M3YyYEHHE MYTALMOHHOIO CTaTyca C LEJbI0 BBISBICHUS HOBBIX OITYXOJIEBBIX
MUIIEHEH I TAPTETHHIX TpenapaToB.

- merogoM NGS uccrnenoBanue 0osee MUPOKUX MaHenel reHos, BIUIOTH 10 WGS, WES u
RNA B ocobennoctu TUCO ¢ WT KIT/PDGFRA ¢ uenbio BBISBICHUS HOBBIX OIYXOJIEBBIX MUIIICHEH

JUTA TApPTETHBIX MPENapaToB.
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