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KinHuveckue pekoMeHAalMH 110 AUATHOCTHKE U JICYCHHIO 1eTeH ¢ CAPKOMAMM MATKHX TKaHEeH.
HHUU JOI" ®T'BY «POHII um. H.H.broxuna» Munzapasa Poccun

Padouas rpynna:

Koopaunarop nporpammsl — k.M.H. XectaHoB /I.b.

3aBeayIOLUUi 1eTCKUM XUpyprudeckum otaeneHuem Ned, k.M.H. — J[3amnaeB A.3.

C.H.c getrckoro xupypruueckoro ortaenenus Ne3, k.M.H. — Hucuuenko /.B.

H.c. xupyprugeckoro oraenenus Ne3 — Cenxkanona O.P.

H.c. xupyprugeckoro oraenenus Nel, k.m.H. — PeikoB M.IO.

Hetckuii xupypr xupypruudeckoro otaenenus Ne3 — Xaiipymiosa B.B.

ONPEJAEJIEHUE

CapkoMBbl MSTKHX TKaHEH IPENCTaBIIAIOT COOOH TI'eTepOreHHYI0 TPYMIy BBICOKO 3JI0KAYECTBEHHBIX
OITyXOJIeH, UCXOAMNX U3 SMOPUOHAIBHON ME3€HXHMMBI, 3HAUYUTEJIBHO Yallle BCTPEUAIOUIUXCS Y JETEeH,
coctaBisis 6-8 % Bcex 3JI0Ka4eCTBEHHBIX 00pa30BaHUM JETCKOTo Bo3pacTa. Y HOBOPOXKIEHHBIX U JAeTei
Monoke 1 roma 3TOT BUA omyxoned HaOmomaercs B 10-12% cmywaeB. Yame Bcero, mo 50%,
pabI0OMHUOCAPKOMBI JIOKAIHU3YIOTCSI B 00JIACTH TOJIOBBI U 1€, B 00JaCTH TYJIOBHILA U KOHEYHOCTEH B 25-
37% cnyuaeB. Capkomsbl, oTanyHble 0T PMC, yare J1I0Kanu3yoTcsi B 00JaCTH TYJIOBHUILA U KOHEYHOCTEH.
CuHoBHaNbHAs capkoMa HamOoJIee 4acTO BCTPEYAaeTCss B OOJIACTH HM)KHHUX U BEPXHHX KOHEYHOCTEH, B
OKOJIOCYCTaBHBIX 00JIAaCTAX KOJIEHHOTO M JIOKTEBOT'O CYCTaBOB, B 00JacTW mepeaHel OpIOIIHOI CTEHKH,
OpIOIIHOM TOJOCTH, M PeXe, B 00JacTU rOpTaHHM, IJIEBpE, JETKUX, MEpUKapAe, CepAle U CPeAOCTCHHUU.
CymiecTByIOT [1Ba BO3PACTHBIX NMHKa 3a0ojieBaeMOCTH: B Bo3pacte 2-5 meT u 15-19 mer. s BTOpoOIii
BO3PACTHOM TIpyNIbl HPOTHO3 MEHee ONaronpuATHBIA, MOCKOIbKY 3a0ojieBaHHE IPOTEKaeT Ooee
arpeccuBHO. Cpeau MaJlbuYMKOB U JAEBOUYEK CApKOMBI MATKHX TKaHEH BCTpewaroTcs ¢ yactotod 1,4 : 1.
Oxomno 38% capkoMm MATKHX TKaHed 3aHUMaeT padpomuocapkoma, 22% - aHTMOTE€HHBIE 3710Ka4eCTBEHHbBIC
onyxonu, 19% - cuHoBuanbHas capkoma. OcCTallbHbIE BHJIbI OIYXOJIEH JHAarHOCTUPYIOTCS 3HAYMTEIBHO
pexe. buonornyeckoe noseaeHne OOMBIIMHCTBA CAPKOM MATKHUX TKaHEH CXOHO, HECMOTpPSI HA MHOKECTBO
THCTOJIOTHUECKUX (popM, uckmouas padromuocapkomy. PabnoMuocapkoMa pa3BHBAaeTCs U3 MOMPEYHO-
MOJIOCATOW MYCKYJATypbl MM SMOPHOHAJIBHBIX 3a4aTKOB MBIIIEYHOW TKaHW. CHHOBHANIbHAS CapKoMa
UCXOJIUT M3 TKaHU 00pa3yrollell CyXOXWJIbHBIC BIIArajila, Karcyly CyCTaBa, peke — CHHOBHAIBbHYIO
MeMOpaHy. MexayHaponHas Kiaccudukanusi omyxosneid MArkux Ttkaned BO3 Beimenser 4 Tuma
pabmoMuocapkoM: ASMOPUOHANBHBIA (BKJIIOYAas OOTPHOWIHBIN), aANTbBEONSPHBIN, IUICOMOP(HBIN U
CMEIIaHHbIM. B mocneanue rofapl BBIACIAIOT TaK K€ IOMHTONOMOOHBINA TUIT M Henu(pdepeHITUpOBaHHYIO
ME36HXUMaJIbHYI0 capkoMy. CHHOBHalIbHas, CBETJOKJIETOYHAs, aJbBEOJIApHAs, AIUTEIUOMIHAS,
XOpAOUAHASI CAPKOMBI COCTABIISIFOT TPYIIY OIyXOJIEH, TMCTOreHE3 KOTOPBIX HE BbIACHEH. B 1977 r st
OIyXoJu ObUIM OOBEIWHEHBI B OOIIYI0 TPYIIY CYXOXXHIbHO-BIArajJUIIHBIX capkoM. CHHOBHAJIbHAs
capkoMa MOXET BCTpPEYaThCsl CIEAYIOUIMX TUIOB: MOHO(a3HbIM (uOpO3HBIN THI, Ouda3zHBIA THUI C
SMHUTENNATIBHBIME U BEPETCHOKIETOUYHBIMU KOMITOHEHTaMH, HHU3Koau(epeHupoBanubiii tum. Ilpu

CBETOBOM MHUKPOCKOIHH AJIbBEOJIIpHAs pabIOoMUOCApPKOMa XapaKTEPU3YEeTCsl HATMUYUEM MEJIKUX, KPYTIIBIX



KJIETOK, OOpa3yIIIUX CTPYKTYphI, HAIOMHUHAIONINE JIETOYHBIC aTbBEOJbl. DMOPHUOHATIBHBIA BapUAHT

XapaKTepu3yeTcss HATMYUEM BepEeTCHOOOPA3HBIX KIETOK U CTPOMAJIBHBIX CTPYKTYD.

budasnas cuHoBHaTIbHAA CApKOMa MHMKPOCKOIMYECKH COCTOUT M3 KEJE3UCTBIX CTPYKTYP, pa3AeieHHbIX
SMUTEINATIBHBIME JIEMEHTaMH B CTPOME OIyX0Ji. MoHO(a3Hasi CHHOBHAJIbHASI CApKOMa XapaKTepU3yeTcs
HAJIMYMEM MOHOMOP(hHONW NOMyJAIHMeld BepeTeHOOOPa3HbIX KIETOK, oOpasyrommx myuku. Hamuuwme
ocCU(UKATOB B Macce OMYXOJIM CUUTAETCS MPOrHOCTUYECKH OJaronpusTHbBIM Hpu3HaKoMm. Ilpu
HU3KOAU(DPepeHIMPOBAaHHOM  BapHaHTE BCTPEYAIOTCS  MEJIKOKPYIJIOKJIETOYHBIE — FOMHIOMOJ00HBIC
9JIEMEHTBI, a TaK JKe€ KpYIHbIE T[IOJMTOHAIbHBIE KJIETKU - pabmouanelii BapuaHT. llpum
MMMYHOTUCTOXHMHUYECKOM HCCIIEIOBAaHUN TKAHU COJIEpKAIleil KIETKH pabJOMHUOCAPKOMBI OIIPEIENIIOTCS
cnienn(UUecKue MBIIICYHbIE NMPOTEUHBI, TaKHe Kak: ajb(a-akKTWH, MHO3MH, AECMUH, MHOrIoOuH. [Ipu
CUHOBMAJIBHOM  CapKOME HMMYHOTMCTOXMMHMYECKH  ONPENENAeTcs JKCIpeccHs K  BHMEHTHHY,
mutokepatuny, S100 nporenny, CD-99, EMA. BonbmMHCTBO citydaeB 3a00J€BaHUs CAapKOMaMM MSTKHX
TKaHEll HOCHT CHOPaJUYeCKUi XapaKTep, HO TaKKe MOTYT OBITh CBS3aHbI C CEMEHHBIMU CHHIPOMaMH,
TaKUMH, Kak HelpopuOpomaro3 uiau cunapom Jlu-Opomenu. PMC Ttak ke ommcaHa Npu CHHAPOME
beksuti- Baiinemanna. AnbBeossipHas paOZoMHOCApKOMa XapaKTEepU3yeTCs HAIWYMEM TpaHCIOKaluu
Mexnay FKHR resom  xpomocomsel 13 u PAX3 resom  xpomocomsl 2 ( 70% ) mnu PAX7 renom
xpomocomel 1 (20 %, Oornee OnmarompusTHBI BapHaHT ). OMOpHOHaJIbHAs pabaoMuocapKoMa

XapaKTepu3yeTcsl yTpaToi cuenu(puyeckoro reHeTHYecKoro MaTepraia KOpOTKOro rieda XpoMocoMsl 11.

IIpu cragupoBaHuMM CcapKOM MSTKHX TKaHEM B HACTOSIEE BPEMsI MCIONB3YIOT  MEXAYHAapOIHYIO
knaccudukanuio omyxosiei mo cucremeTNM, knaccudukanuio, npemiokeHHyro VHTepHalMoHaIbHON
IpYMIIOi 1o uccnenoBanuio pabnomuocapkomsl ( IRS), a Tak ke kmuHMYeckue knaccudukanuu. BaxHbiM
MPOTHOCTUYECKUM (PaKTOPOM, BIHSIOIIMM Ha TeUeHHE 3a00JIEBaHUS U BBKMBAEMOCTD, SBIISICTCS CTETICHB
3JI0KAYECTBEHHOCTHU OITYXOJIH, OMPEACISIOMAsACS MpU MOP(OIOTHIECKOM HCCIEIOBAHUH 1O KOJHYECTBY
MHUTO30B B OITyXOJIH.

I-uu3kas crenens, II- cpennss, 111- Beicokad. B mapte 1986 r, OHkosornueckas neguaTpudeckas rpynmna
(POG) BbIenuia 3 cTeneHu 3JI0Ka4eCTBEHHOCTH TaK e JUIs OIyXOJIeH, OTIMYHBIX OT Pab10MHOCApKOMBI,
Ha OCHOBAaHMM KJIMHMYECKOIO TEUYEHHUs OIYXOJel MATKMX TKAaHEW, XapakTepHblx s aeredd. K rpynme
BBICOKOTO PHCKAa OTHOCATCS: pa3Mepbl omyxouiu Ooniee 5 cM., HAIMYME OTAAJICHHBIX METAcTa30B MpHU
MOCTAHOBKE TUArHO3a, JOKAJIM3alKs OIyXOJIM Ha TYJIOBHILE M KOHEYHOCTAX, OCOOCHHO MPOKCUMAIBbHBIX
OT/eNax, aIbBEOJIIPHBII BapuaHT pabIOMUOCAPKOMBI, CHHOBHAJIbHASI CAPKOMA, IEPBUYHO HeoTepadenbHbIe
OIlyXOJIH, T.€. MECTHO PacpOCTPAHEHHBIN POLECC, PELIUANBBI CAPKOM MATKUX TKAHEH.
HHTepHanOHAIBHON TPYIIION MO MCCIEOBAHUIO Pa0OMUOCAPKOMBI BBIICISIIOTCS BE POTHOCTUYECKUE
I'pyNIbl B 3aBUCUMOCTH OT JIOKAJIM3aLUH Mpoliecca:

- rpynma OJaronpusiTHOIO MPOTHO3a: JOKaau3alus B 00JacTH OpOUTHI, MapaTeCTHKYJSPHOM 30HHI,

MMOBCPXHOCTHBIC 30HBI T'OJIOBBI U ICH, BJIarajJvilic, ByJibBa, MaTKa



- Tpymma HeONarompusATHOTO IMPOTrHO3a: TYJOBHILE, KOHEYHOCTH, MOYEBOH Iy3bIpb, NIpeAcTaTeNbHas
xKenes3a, 3a0prolnHHast 30Ha, OPIOIIHAS U IPyIHAs MOJOCTH, TITyOOKO PAaCHOIOKEHHBIE OIYXOJIH TOJIOBBI U
LIEU.

Jlokanu3zanys CHHOBHAIBHOM CapKOMBI B 00JAaCTH HIKHMX KOHEYHOCTEH CUMTACTCS MPOTHOCTUYECKH
HEOIaronpusITHOM.

Y nereii OOBIYHO BCTpPEYAETCS BBICOKAS CTENEHb 3JI0KAYECTBEHHOCTH, OOJbIIasi CIOCOOHOCTh K
METaCTa3UPOBAHUIO, HO BBIIIE YYBCTBUTEIBHOCTh K xumuoTepanuu (16). Eme 20 net Ha3ag OCHOBHBIM
METOJIOM JICYECHHUSI CAPKOM MATKUX TKAaHEH CUHTaNCs XHPYPrUYECKH METOM, HO M3JIeUMBAIOCH HE Ooiee
10% neteii. B Hacrosiiiee BpemMsi  METOAOM BbIOOpa NMPHHATAa KOMIUIEKCHAs TEpamus, BKIIIOYArOIIas
pa3NuYHbIe PEXUMbl HE0AbIOBAHTHOM XUMHOTEpANUH Ui TMAIMEHTOB C IMEPBHUYHO HeonepaldenbHOM
OITyXOJIbIO, JIMOO TEPBUYHOE XHPYPrHYECKOE BMEILATENBCTBO, B Clydyae OMNepabeIbHOCTH OITyXOJIH,
JY4YEBYIO0 TEPANHIO TOCJIE THUCTOJOTMYECKOTO MCCIEAOBAHMS M OLEHKHM paAUKaIbHOCTH olepanuu. B
HaCToOsIIIee BpeMs OTIAeTCs MPEeANoYTeHHE OPraHOCOXPaHSIOIIEMY OlepaTUBHOMY JeueHHio. B pabortax
Rosenberg et al. u Pisters et al. moka3zano, 4yro Oe3penuAWBHAS BBIKHUBAEMOCTh MAIEHTOB TIOCTE
PaCHIMPEHHONW PE3EeKLUUU B COYETAHUM C aJEKBATHOM JIy4eBOM Tepaluei SKBHUBAJICHTHA TAaKOBOW IIpU
aMITyTallid, HO C 3aMETHO 0oJiee BBICOKMM KauyeCTBOM XH3HH. Pollb aablOBaHTHONW XMMHUOTEpANUU B
HACTOAILEE BpeMs AaKTHUBHO M3ydaeTcsi. 3aMEU€HO, 4YTO aJbIOBAHTHAs XUMHUOTEpAlMs YIIydIIaeT
BBDKMBAEMOCTh OOJIBHBIX C HEOIAarompuATHBIM IPOrHO30M.  M3nedeHue OOJIBHBIX MPOTHOCTUYECKU
OnaronpuATHBIME (POpMaMH MATKOTKAHBIX CApPKOM JOCTUTAETCSI IO JTaHHBIM Pa3IMYHBIX aBTOPOB B 81-96%
CIIly4aeB, C PeIKUMHU OTJAJICHHBIMHU MOOOYHBIMU 3 dekTamu. BepkrBaeMoCTh OONBHBIX, OTHOCSIIUXCS K
Ipynne BBICOKOTO PHUCKa, HE CMOTpPsI HAa MPUMEHEHUE arpeCCUBHOM TepamnuM, OCTAETCsl KpailHe HU3KOMH.
OnHaxko, psin uccaenoBareseii nojaraet, uro nHTeHcupukanys [IXT npu pacpocTpaHEHHOM OITyX0JIEBOM
IpoIlecCe MOXKET MOBBICUTh MHTEHCHBHOCTH KOMIUIEKCHOTO JICUEHUS, TaK KaK TYMOPOLUAHBIA 3¢ ekt
XMMHOIIpenapaTa BO3pacTaeT IPONOPLIUOHAIBHO YBEIIMYEHHIO €0 KOHIIEHTPALUH B KyJIbTYPAJIbHOU CpeJie.
CornacHo Teopuu 'onaun —KonaMeHa, onTUMalbHON cTpaTeTuell JIEYEHHs 3J0Kaue€CTBEHHBIX OIyXOJeH
MO>KHO CUHMTATh MCIIOJIb30BaHNE KOMOMHAIMI HECKOJIBKUX , HE MMEIOIINX MEPEKPECTHYIO PE3UCTEHTHOCTh
IIPENapaToB B MOJHBIX TEPANEBTHUECKUX J03aX U C MAKCHUMaJbHOW 4acTOTOM, ITOCKOJIbKY COBMECTHOE
BO3JCHCTBUE BCEX AKTUBHBIX KOMIIOHEHTOB MOJKET IpPENOTBPATUTH IOSBICHUE JIEKAPCTBEHHO
PE3UCTEHTHBIX KJIOHOB KJIETOK, CHOCOOHBIX JaTh HA4ajI0 PEeLUANBY 3a00I€BaHHS.

B HacTosiee BpemMsi pas3HblE MCCIEN0BATENbCKUE I'PYIIBI IEMOHCTPUPYIOT PE3YbTaThl KOMIIJIEKCHOTO
JICYEHUSI CAPKOM MSATKHUX TKaHEH y JETeH NpHU HCIOJb30BAHHUU PA3IMYHBIX CXEM IMOJIUXUMHOTEPANUH.
Bonbmie, yem 25% mnamueHTOB MpU MOCTAHOBKE JMArHO3a OTHOCATCA K TpyNNe HeOIaronpusiTHOrO
IIPOTHO3a, B CBSI3M C HAIMYUEM Y HUX OTIJAJIEHHBIX MeTacTa3oB. Yaiie BCero ONpenenstoTcs
METAaCTaTHYECKOE IMOPAKEHUE JIETKUX, 3aTEM MeTacTa3bl B KOCTH, KOCTHBIH MO3r W JuM(paTuueckue

y31b1.(20;45) OObrunas Tepanus y HUX He umeet 3¢dexra. [IpuMeneHne npenapaToB «pe3epBay, TaKUX Kak



C49 310xavyecTBeHHOE HOBOOOPa30BaHMe IPYTUX THIIOB COCIMHUTEIbHON H

MATrKHX TKaHeil
C49.0 3HO coeqnHUTENBEHON U MITKUX TKAHEH T'OJIOBEL, JIMIA U IIIEH
C49.1 3HO coeuHUTENbHON U MATKUX TKaHEW BEpXHEW KOHEYHOCTHU
C49.2 3HO coeqnHUTENBLHON B MATKMX TKaHEH HKHEH KOHEYHOCTH
(C49.3 3HO coeauHUTENbHON U MATKUX TKaHEHN rpyJHON KIETKU
C49.4 3HO coeanHUTENBLHON U MATKMX TKaHEH KHBOTA
C49.5 3HO coequHUTENBLHON N MATKMX TKaHEH Taza

C49.6 3HO coeauHUTENpHOM W MATKMX TKaHEH TYyJIOBHIIA HEYTOYHEHHOMU
JIOKaJIM3aluu

C49.8 IlopaxkeHre COCAMHUTEIBHOM U MSTKUX TKaHEW, BBIXOISAIIMX 3a MPEIEbl
BBIIICYKA3aHHBIX JIOKATN3aIUN

C49.9 3HO coennHHUTENbHON U MATKUX TKaHEW HEYTOUHEHHOM JOKaIU3aluu

BeMe3u1, KapOOIUIaTHH MOKET CIIOCOOCTBOBATh YIIYUIICHHIO pe3ynbTaTroB JiedeHus. CormacHo IRS-IV,
BBDKMBAEMOCTh ~ NAIlMEHTOB M3 TPYNIbl  BBICOKOTO pUCKAa MpPU TNPUMEHEHUH KOMOMHAIUU
udpochamua\aronosua cocraBuna 31%. Y nanuueHToB ¢ 3MOPHOHATIBHBIM BApHAHTOM PabOMHUOCAPKOMBI U
He Oosiee 2 JOKamU3alMii METACTaTUYECKOTO MOPAXKCHHS] BBDKHBAEMOCTh HECKONBKO BbImie — 47%.
KomOunammu 1wmknodpochamMuia ¢ TOMOTEKAHOM\ HPUHOTEKAHOM  OCOOEHHO 3((EeKTUBHBI TpHU
aJIbBEOJISIPHOM BapuaHTe pabJIOMHOCAPKOMBI, PELUANBHBIX, PE3UCTEHTHBIX U METACTaTHUECKUX CAPKOMAX
MATKHX TKaHed. Jlpyrue pexumbl, IMOKa3aBIIME 3HAYUTEIbHYIO AKTHBHOCTb NPU PE3UCTEHTHBIX U
PELMIMBHBIX CAPKOMAax MSTKHX TKaHEH, BKIIOYAIOT KOMOWHAIMM KapOOIUIaTHHA C 3TOMO3UIOM WIH
KapOOIJIaTHHA C ATOMO3UAOM U HochamMuom.

Kox nmo MKB 10 npexncraBnens B Ta0 1

OBCJIEJOBAHHE:

ANTOPUTM JUArHOCTHYECKOTO IMOMCKA MPH MOCTAHOBKE MUAarHo3a Ui ONpPENEICHUsT KPUTEPHEB pHCKa
CIEAYIOLIUNA:

- (hu3MKaTBHBIN OCMOTP U UCTOPUS 3a00JIeBaHUS;

- Mop(osorndeckoe (IMCTOJOTHYECKOE, UMMYHOTUCTOXUMHUYECKOE) MCCIIEAOBAaHUE OHOMNTaTa OIyXOJIH;
OIIpENICICHUE  MOJICKYJIIPHO-OMOJIOTHUECKUX ~ MAapKepOB  OIMYXOJM,  MOJIEKYJIIPHO-TEHETUYECKOE
UCCIIeIOBAaHKE, OTIpE/ICIICHUE

- TPAHCJIOKAINH, XapaKTepHOH /7151 SMOPHUOHAIBHOM 1 aJIbBEOJISIPHOM pabOMHUOCAPKOMBI;



- PEHTI'CHOJIOTUYECKOE HCCIIeIOBaHUE OOJIACTH TMEPBHYHOTO oyara M o0JIacTel, MOJO3pUTEIbHBIX Ha
HaJu4ue METacTa3oB

- KT nepBu4yHOro oIyxojeBOoro ouyara u 00JacTel, MOJO3PUTEIbHBIX HA HAJMYUME METAcTa3oB (TpU
Heobxomumoctu [19T-KT)

- MPT niepBHYHOIO OITyXOJIEBOTO OYara u 00JacTei, Moi03pUTeNbHBIX Ha HAIMYHE METaCTa30B

- KT rpynnoii knetku

- Y31 nepBUYHOTO O4ara u 001acTei, oJO3pUTEIbHBIX HAa HATMUNE METACTa30B

- Y3U OpromHo# oaocTu

- cuuHTUTpadus KOCTEH U MATKHX TKaHE! C MpernaparaMu paaloaKTHBHOTO TEXHELUS;

- cuHTUTpadus MATKUX TKaHel 1 TMM(OY3JIOB ¢ IpenapaTaMy paJuoaKTUBHOTO TaJlIus;

- IYHKIOHA KOCTHOT'O MO3ra.

CoctosiHue OOJNBHBIX TMEpeA Ha4daloM JIEYCHHs: OTCYTCTBHE KaKOW-TMOO OpraHOTOKCUYHOCTH,
npesblatonie Il crenens u oxxunaemasi IpOAOIKUTEIBHOCTD KU3HU 00J1ee 0JTHOTO Mecsa. st oueHku
COCTOSTHUSI JKU3HEHHO BaXXHBIX CHUCTEeM W (YHKIMI OpraHM3Ma B Hayajle CIENHATbHOTO JICUCHUS
HEO0XOIUMO MTPOBECTH:

- Onpenenenue rpymibl KpoBH, pe3yc GakTopa, ucciaenoanus Ha renatutsl B, C, RW, BUY - undexunu;
OOmmii ananu3 kposu; Koarynorpamma; Omnpenenenue conepkaHust Oenka, OuaupyOuHA, MOYEBHHBI,
kpeatunura, ACT, AJTT, JIAT, LI{®, Na, K, Ca, C1 B ceiBopoTtke kpoBu; DKI' 1 9XO-KI'; O6mumit ananmu3
Moun; OCMOTp CTOMATOJIOTa, 0(hTaTHEMOIIOTa, OTOPUHOIAPHHTOJIOTA.

[lepen xaxapIM MOCIEAYIOMNUM KypPCOM XUMHUOTEPAIIUHU:

1. OOumii aHaM3 KPOBH;

2. Onpenenenue coaepxanus Oenka, ounmupyouHa, moueBuHbl, kpeatununa, ACT, AJIT, JIAT, LD, Na,

K, Ca, C1 B cbIBOPOTKE KPOBH;
3. OOmuii aHaIU3 MOYH;

4. OKIT', nepen nposenenuem XT aHTpanuKiIvHaMU,

5. OGOcnenoBanue nepBUYHOTO omyxojieBoro ouara (Y3U, pearrenorpadus, KT, MPT);

6. OO6cnenoBanue Bcex Meractaruueckux o4aroB (Y 3U, pearrenorpadus, KT, MPT);

7. CumnTHrpadus KOCTHOM CUCTEMbI U MATKHX TKaHeW 1o MOKa3aHUsAM, HO He pexe 1 pasa 3a
3 kypca XT;

8. KT opraHoB rpyHOH KJIETKH IIPU HAJIMYUY TIEPBUYHBIX METACTAa30B MOCIEe KaKIO0ro Kypca,

9. KT opraHoB rpy1HOH KJIETKH IIpY OTCYTCTBUU METACTa30B He pexke 1 pasza B 2-3 Mec.

OcHOBHBIE 3Tallbl IPEACTABIEHBI B TA0. 2

O6cnenoBanue [epen B 6 19 34 OxoHuaHue
JICYCHUEM | TCUEHUE | HeAens | Hemens | Hemenms | nedenust (54
Tepanuu Hezeus)
PKT rpyaHoii kieTku X X X x! X




OKTI u 9x0-KI cepaua X [Tepen KaKIbIM OUKJIOM c|x
Hokcopyounmmaom(DOX0O) (19 u 34
HEN)

MPT wmu PKT mnepBuunoit | x X X X X

onyxonu®

PKT wmu Y3U neuenu (s | x x! x! X1 x! x!

OITyXOJIH OpIOIIHOM

ITOJIOCTH/MAJIOTO Ta3a)

MPT wmu PKT ronoBHoOro | x2 x! X1 x! x!

MO3ra

PKT unu MPT 3abprommHHOrO | X x! X! x! x!

Mp-Ba/lIEUEHU IS HUKHHUX

KOHEYHOCTEH, TOJIBKO OITyXO0JIEN

MOYEIIOJIOBO  C-MBI, MAaJIoro

Ta3a ¥ OPIOIIHON MOJOCTH

Cuunturpagus xocreit X x! X x! x!

KPUTEPUU DOPPEKTUBHOCTHU JIEYEHUSA

Hoanwiii 3¢pdext (I13): MOXKET OBITH yCTAHOBIICH JIMII ITOCIIE TOTAIBHOTO YalECHHS OITyX0JIeBOI0 0Yara,
MOP(OJIOTHUECKU TMOATBEPKICHHOM JieueOHOM maTtoMopdo3e onmyxoiu 4 creneHu (T.e. MPU OTCYTCTBHU
KHU3HECTIOCOOHOM OIyX0JIeBOM TKaHW) U OTCYTCTBUHU OTHAJICHHBIX MeTacTa3oB. OTCyTCTBHE B MaTepHae
OTKpBITOM Ouorcun (WM B MeTepuasie TPEmaHOMONTaTa) OIMYXOJIEBBIX KIETOK HE TapaHTHPYeT HUX
OTCYTCTBHE BO BCEM 00BEME OIMYXOJIEBBIX Mace, a JIUIIb CBUJCTEIBCTBYET O BHIPAXKEHHOM KIMHHYECKOM
addexre.

BoipaskeHHblil KIuHnYeckuii 3¢dext (BI): perpeccus omyxomu Gonee 80%, Mcue3HOBEHHE BCeX
PETMOHAPHBIX U OTAAJICHHBIX OMYXOJIEBBIX 0UaroB.

YacTuunblii Kauanvyeckuii 3¢pdext (UI): penykuus 6onee 50% o0myxoiaeBoil MacChl O CPAaBHEHHIO C
NePBOHAYAILHO JUATHOCTHPOBAHHBIM 00HEMOM MPOAOKUTEIBHOCTHIO HE MeHee 2 Henellb. OTCYyTCTBYIOT
HOBBIE OITyXOJIEBBIE OYarH.

Craonamsanus 3adosesanus (C3): penykuusa < 50% wnm yBenuueHue < 25% oOT nepBOHAa4YaJIbHOTO
00BbEeMa OITyXOJIU JIJIsl BCEX U3BECTHBIX OYaroB.

IIporpeccus 3a6oseBanus (I13): yBenmmuenue > 25% OT mepBOHAYAILHOTO 00BEMa MOPAKECHUS HITU
MOSIBJICHHE HOBBIX METACTa30B.

HccnenoBanue Mop(doJIoru4eckoro mMarepuaja oONYXO0JH IOCIe ee YyAaJeHHusl BKJIYaer
onpeaeeHue:

HO30JIOTHYecKOi (hOpMBI, BapHaHTa CTPOCHHUS; BBIPAXKEHHOCTH Je4eOHOro maromMopdosa OmyXxonu ¢
OTIpeIeIeHUEM >KU3HECIIOCOOHBIX OIyXOJIEBBIX KIIETOK B THCTOTONOrpaduyeckux cpesax: I crenenp —
HEe3HAuuTeNbHOE WM TojHoe orcyTcTBHe 3(ddekra; II cremenr — ot 50 mo 95% Tkanu omyxonu

HekpoTu3upoBaHo; III cremenb — Oomee 95 % oOmMyXomum HEKPOTHU3UPOBAHO, BCTPEUAIOTCS JIUIIb



HeOobIMe (POKYCHI KUIHECTIOCOOHOI OIyX0JieBoi TKaHu; [V cTeneHb — OTCYTCTBHE KM3HECTIOCOOHOM
OIyXOJIEBOW TKAHH.
CTAAUPOBAHHE
[IpaBunbHOE cTagUpPOBAaHUE YTOUHSET IPYIIy PUCKAa HA OCHOBAaHMM KJIMHUYECKON CTaauy, KIMHUYECKOU
IpymIbl 1 MOPOJIOTHYECKOTO BapHAHTA OIYXOJIH.
TNM  KkIuHMYECKas/maTooruiecKas KiacCupUKays: TpeOyeT ONMMCaHUs MOJHOLEHHON KIMHHUYECKON
KapTHUHBI, TaOOPAaTOPHBIX M AMATHOCTHMYECKUX METOJOB HccienoBaHus. O0sA3aTeNbHO THCTOIOTHYECKOE
MOATBEPKCHUE AUArHO3a. YKa3aHUEe TOYHBIX Pa3MEpOB: BHEIIHUMU U3MepeHusMH, fqaHnHeiMu MPT nnun
KT B 3aBucHMOCTM OT JIOKQIM3alMM OIyXOJH. MeTacTaTuueckoe NOpakKeHHEe MOTYT HOJITBEPAWUTH
HEKOTOPBIE METO/IbI TyUEBOM TNAarHOCTUKHU.

T 1 - omyxonb orpaHMu€Ha OPraHOM U TKaHbIO B KOTOPOM BO3HHKJIA (OrpaHMUYEHa aHATOMUUYECKUM
Y4aCTKOM IPOUCXO0KICHU)

a. MeHblle UM paBHa 5 ¢cM B HAUOOJIbILIEM U3MEPEHHH;

b.>5cMm

T 2 — pacipocTpaHeHe Ha OKpYXKarol1e TKaHU WX OpraHsbl

a. MeHbllle UM paBHa 5 cM B HAUOOJIbILIEM U3MEPEHHH;

b.>5cMm

PernonapHoe metactasupoBaHue

NO pernoHanbpHbI€ y3/1bl HE BOBJIECUYEHbI

N1 pernonanbHble y3/1bl KIMHUYECKHA BOBJIEUEHBI B IIPOLIECC

NX HET IaHHBIX O MOPAKECHUHU TUMPATUUECKUX Y3II0B

OTtnaneHHOe MeTacTa3supOBaHUE

MO oTnaneHHbIE METACTa3bl HE BBISBIICHBI

M1 umerorcs OTHAJICHHBIC MCTAaCTa3hbl

pTNM naroJsioruyeckas Kjiaaccupuranus

pT, pN u pM - kareropuu coorercTBYIOT T, N 1 M kareropusm

CTAANPOBAHUE CMT (TNM 7, 2010) Ta6. Nel

Craaus Tokanu3armst TNM (Cé)eHeHB 37I0KaYeCTBEHHOCTH|
OpOuta T1la NO MO Huskas

TA ["osioBa wim mes*
MoueronoBasg* * T1b NO MO Huzkas




bUIIHAPHEIH TPaKT T2a NO MO Huskas
1B
T2b NO MO Huzkas
MoueBoii TTy3BIph T1la NO MO Bricokas
1A [Ipocrara
KOHEYHOCTH T1b NO MO Bricokas
[lapaMeHHUHIeanbHON
1B Ipyrom™** T2a NO MO Bricokas
MoueBoli 1my3kIpb T2b NO MO Bricokast
[Ipocrara
111 Koneunoctu
[lapameHHMHTreaIbHOM Ulro6as T N1 MO UTro6as
prroﬁ***
1A% UTro6as Ulro6as T Jlro6as N M1 UTro6as

Kiannuveckue rpynmnsi:
Kiannunveckas I'pynna I:

Jlokanu3oBaHHAs OIyXOJIb TIOJIHOCTBIO YyJAajeHa, HET METacTa3oB B PETHOHAPHBIC JI/y3/bl, YTO
MOJTBEPKIECHO THCTOJOTHYECKUM HCCIIEIOBAaHUEM - OMOMCHS J1/y37la WIM JAUCCEKIUS, 32 HCKIIOYCHUEM
OIlyXO0JIeH rojioBsl U 1men. OrpaHMYeHa OPraHOM WM MBIIIIEN, U3 KOTOPOM OHA Pa3BUBAETCS.

HMeroTcss MUKPOCKOIIMYECKHUE TIPU3HAKY PACIIPOCTPAHECHMSI OIYXOJIU 3a MPEEibl OPraHa UM MBIIILBI, U3

KOTOPOW OHA UCXOMUT.

IIpuMeyaHue: eciu MO3XKE BBIABISETCS MOPAXKEHUE JI/Y3JIOB, MAIMEHT MEPEBOIAUTCS B KIMHUYECKYIO

rpyny II b unu II ¢ (Cm. Huke).

Kiannunveckas I'pynna II:

Bonpmast omyxonp, ynaneHHas € MHUKPOCKOIHMYECKUMH BBISBICHHBIMH OCTaTKaMH OITyXONH, 0e3
METacTa30B B perHOHAIBHBIE J1/Y3JIbI (XUPYPT HOJaraeT, 4TO OH YAAJIHI BCIO OMyX0JIb, HO TATOJIOT0aHATOM
HAXOJUT OITyXOJIb MO KPal0 PE3eKILNH, a JOTOIHUTENIbHAS PE3CKIHs, YTOOBI JOCTUTHYTh PaJUKaIbHOCTH,

HEBO3MOKHA). bonbluas omyxosib yJaleHHas IOJHOCTBIO, IPU KOTOPOM MMEIOTCS MeTacTasbl B

peruoHabHbIe TUM(OY3IIbI U/ WK UIMEETCS TEPEXO/]] €€ Ha COCETHUE OpTaHbI.

bonbpmas omyxoisb, yAaJeHHas C MHMKPOCKOIMYECKMMH IIPU3HAKAMU HEpPAAUKAJIbHOM OIllepalud U

HaJIMYUECM MCTACTAa30B B PCTUOHAJIBHBIX .III/IM(bOy&]IaX.

Kannunveckas I'pynna I11:

HepanukaneHas onepariyst ¢ 60JIbII0H OCTATOYHOM OMmyXoubio ToJIbKO mocie GHONCHH

[Mocne wactuyHoTroO ymanenus omyxonu (> 50 %), ¢ MeTactazamu wiu 6€3 B perHOHATBHBIE JI/Y3TIbL.

Kiannunveckas I'pynna IV:

C oTnaneHHBIMH MeTacTazaMu (JIeTKue, e4eHb, KOCTH, KOCTHBIM MO3T, TOJIOBHOM MO3T, MSTKHE TKaHU U

auMdatudeckue y3ibl) MpU NEPBUYHON AMArHOCTHKeE. [IpHUCYTCTBHE OMYyXOJEBBIX KJIETOK B JIMKBOPE,




TUIEBPAJIbHON MJTM aCHUTHYECKON KMIKOCTH, a TaKKe HAJIMYKE OITyXOJEBOr0 0OCEMEHEHUs IJIEBPHI WIIH
OpIOIIMHBI, TO3BOJISIOT BKJIIOYUTH MAIMEHTA B KIMHUYECKYIO rpymnmy V.

I'ucrosiornyeckoe ucciaeroBaHue:

Onyxonu AOKHBL OBITH KIacCU(UIMPOBAHBI B COOTBETCTBUM ¢ MexayHapogHoi — Paboueit
Knaccudukanumeit Pabmommocapkom (cmotpu cebuiky: Newton W.A. et al., Classification of
rhabdomyosarcbmas and related sarcomas. Pathologic aspects Rhabdomyosarcoma Study, CANCER,

1995; 76: 1073-85).
B 3aBuCHMMOCTH OT KJIMHHMYECKONl Ipynmnbl IUIAHUPYETCS MpoBeAcHUE puck-agantuBHou IIXT mo
HU3KOMY, CPEJTHEMY U BBICOKOMY PHUCKY.

Tab. Ne3

I'meronorus Kuannnyeckas Cragusn Bospacr Puck
rpymnmna

DOMOpHOHATBHAS LI, III 1 1-18 Huzknit
LII 2,3 1-18 Huzkuit
11T 2,3 1-18 Cpenuuit
1A 4 <10 ner Cpenuuit
v 4 > 10 ner Bricokuii

AunbBeodisipHas LIL III 1,2,3 1-18 Cpenuuit
v 4 1-18 Bricokuii
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OBIIASA KOHIENIIUA JJEYEHUA

Bricokuii puck npezacrasieH B Ta0.Ne4

Ta06. Ne4

Kypc 1 2 3 4 5 6
Henenu | 1 2 3 4 5 6 7 8 9 10 |11 |12 |13 |14 |15 |16 |17 18
vV |V |V vV |V |V vV |V |V
D | D | D |
C E C E C E
Onenka 3¢ dexra. JlokanpHbINH KOHTPOIIH (omeparus w/wnu JIT).
Kypc 7 8 9 10 11 12
wenenu | 19 |20 |21 |22 (23 |24 |25 |26 |27 |28 {29 |30 |31 |32 |33 |34 |35 |36
vV |V |V |V |V |V vV |V |V V|V A%
Ir Ir | D | D
Radiation Therapy E C E C
Ounenka 3¢ dexra
Kypc 13 14 15 16
HEOEIU 37 38 39 40 41 42 43 44 45 46 47 48
A% A% A% A% A% A% A% A%
A A A A
C C C C
+ onepanusn «second look»
Kypc 17 18
HeJenu 49 50 51 52 53 54
A% A% A% A%
Ir Ir
V-IRIN VDC 1IE VAC
V = Vincristine V= Vincristine I = Ifosfamide V = Vincristine
IR = Irinotecan D = Doxorubicin E= Etoposide A = Dactinomycin

C = Cyclophosphamide

C = Cyclophosphamide
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Cpeanmnii puck npeacrasieH B Ta0.NeS

Ta6. Ne5
Kypc 1 2 3 5
Henenu | 1 2 3| 4 5 6 |7 |8 |9 10| 11| 12| 13| 15
V]V V|V \Y% V|iV|V | V|V |V | Evaluation
A A
C C C C C
Radiation Therapy
Kypc 6 7 8 9 10
genemm | 16| 17 18 19| 20| 21| 22| 23| 24| 25| 26| 27 28 | 30
\Y viv |V | V]|V, VIV \Y Evaluation
A A A A A
C C C C C
Kypc 11 12 13 14
Henenu | 31 32| 33| 34| 35| 36| 37| 38| 39| 40| 41| 42 43
V ViV |V VIV |V A% Evaluation
A A A A
C C C C
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Cxema jieyeHHsI: HU3KUH PUCK, moarpynma A tad. Ne6

Tab. Ne6
Kypc 1 2 3 4
Henenu | 1 2 3 4 5 6 7 8 9 10 11 12
v A% v A% v v A% vV |V
D D D* D
Radiation Therapy
Kypc 5 6 7 8
Henenu | 13 14 15 16 17 18 19 20 |21 22 23 24
\Y \Y \Y \Y \Y \Y \Y vV |V
D D D D
Kypc 9 10 11 12
Henenu | 25 26 27 28 29 30 31 32 133 34 35 36
\Y \Y \Y \Y \Y \Y \Y vV |V
D D D D
Kypc 13 14 15 16
Hegenu | 37 38 39 40 41 42 43 44 | 45 46 47 48
\Y \Y \Y \Y \Y \Y \Y vV |V
D D D D

Bunkpuctun 1,5 Mr/kB.M (MakcuManbHast 103a 2 MT)
JaxtuaomunuH 0,045 Mr/kr (MakcuMalibHas J103a 2,5 Mr)

D* - na 7 negene JIaKTHHOMHUIIMH HCKIIIOYAIOT
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Cxema JieyeHHUs1: HU3KHI pHUCK, noarpynna B npencrasiien B Tad.Ne7

Tab. Ne7
Kypc 1 2 3 4
Henenu | 1 2 3 4 5 6 7 8 9 10 11 12
v v A% v v A% v V|V
D D D* D
C C C C
Radiation
Therapy (KI' 1I
niu 11T)
Kypc 5 6 7 8
Henenu | 13 14 15 16 17 18 19 20 |21 22 23 24
\Y \Y \Y \Y \Y \Y \Y vV |V
D D* D* D
C C C
Radiation Therapy+
Kypc 9 10 11 12
Henen | 25 26 27 28 29 30 31 32 |33 34 35 36
\Y \Y \Y \Y \Y \Y \Y vV |V
D* D*
C C C
Radiation
Therapy++
Kypc 13 14 15 16
Henenu | 37 38 39 40 41 42 43 44 | 45 46 47 48
\Y \Y \Y \Y \Y \Y \Y vV |V
D D D D
C C C

Bunkpuctun 1,5 Mr/kB.M (MakcuManbHast 103a 2 MT)

JaxtuaomunuH 0,045 Mr/kr (MakcuMalbHas J103a 2,5 Mr)
Muknodocdan 1,2 r/kB.m ¢ MESNA

D* - JIakTHHOMHIIH HCKJIIOYAIOT
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JIT+ manueHTH! ¢ NEPBUYHOM OITyXOJBIO BIArajlviia U ¢ MOpaxeHueM J1/y wid npu | craauu 3a0oneBaHus
KT III (xpome mopaskeHust opOuTHI)
JIT++ manueHTsl ¢ TEPBUYHOM OIyXOJIbIO Baranuiia u 0e3 mopaxxeHus i/y

J103bI MpenaparToB MpeacTaBieHbl B Ta0. Ne§

Ta6. Ne§
V Bunkpucrux BO3pacT J103b1
BBOJIUTCS nepesu 5
HPHHOTEKAHOM >3 ner 1,5 mr/m” x 1 (Makc. 2 mr)
>1 roma u <3 et 0,05 mr,xr x 1(maxkc. 2 Mr)
<1 roma 0,025 mr/kr x 1
Irin UPUHOTEKAH 50 mr/m” (maxc. 100 MT B JIeHB) eXeHEBHO X 5 1Heit
I Ndochomun >1 rona: 1800 mMr/™” x 5 mHeit
<1 rona ucnonb3ytot 50% OT pacCUMTaHHOU JJO3bI HA M
E STOIO3U/ >1 roma: 100 mr/M> X 5 mHeit
<1 rona ucnonb3ytot 50% OT pacCUMTaHHOU JJO3bI HA M
D JOKCOPYOUIIUH >1 rona: 37,5 MI/M” X 2 1S (mostHas mo3a 75 Mr/Mz)
<1 rona ucnonb3ytot 50% OT pacCUMTaHHOU O3Bl HA M

IIpu BeIpaK€HHON TOKCUYHOCTH PEKOMEHIYETCS CHHU3UTH 103y A0 75% OT moiHoi (Ha
25%)

C ukinopochamua >3 ner 1200 mr/m” x 1
<3 ner 40mr/kr x 1

A JTAKTUHOMULIMH >1 rona 0,045 mr/kr x 1 (makc. 2,5 Mmr)
<1 roma 0,025 mr/kr x 1

MecHa ucnonb3yercs ¢ ukiopochamMuiom u upochamMuiom

Jlo3bl TpernapatoB MOTYT H3MEHSATHCSI C POCTOM pEOCHKAa M TEepPECUUTHIBAIOTCS B
CIIEYIOILEM KypCe.
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Tepanus BTOpOM JIMHUH

Tepanuu BTOpPOW JTMHUU MOIJIEKAT MAUEHTHI, ¢ 00BEMOM COKpAIlleHHUs] OMYXOJH IOCJe NEpBBIX 4
KypcoB xumuoTtepanuu meHee 50%, ManueHTsl ¢ MporpeccupoBaHreM Ha (OHE Tepamuu, U OOJIbHBIC, Y
KOTOPBIX HE OTMEYEHO U3MEHEHMI CO CTOPOHBI pa3MEpOB OIMYyXOJIM. Tepamnus ManueHTOB JaHHOW IPYIIIbI
BKJIIOYAaeT TMPOBEACHUE KypCOB XHMMHOTEpAalMM IO CXeMe TONOTeKaH-KapOOIUIaTHH, TONOTEKaH-

ukiodochamu, KapOOIIIATHH-ITOO3H]T B AIBTEPHUPYIOIIEM pexkumMe (puc. ).

Pesxknm Topo-Carbo

Topo Topo Good Topo VP16 Topo VP16
Carbo Carbo Response Cyclo  Carbo Cyclo Carbo

16

s

HeneTH 1 - 1y 7 10 1

OLE€HKA OTBETA OITyXOJH

Tonorekan: 2 mr/m2/nens 1,2,3 nuu (oOmias n1o3a 6 Mr/m2/kypce) B Teuenue 30 MUHYT.

Kap6omnarun: 250 mr/m2/nens, B Tedenue | daca, 4 U 5 THU C TOMOTEKAaHOM, | ¥ 2 JHHM C STOMO3HIOM
(obmas no3a 500 mr/mM2/kypc).

Huknodocdan: 1500 mr/m2/nens, 1 u 2 qau (odmas go3za 3000 Mr/mM2/kypc) B TedeHHE 4 4acoB.

Oronosun: 100 mr/m2/nens, 1,2, 3 nau (obmmast mo3a 300 Mr/mM2/kypce) 6 meuenue 2-4 yacos.
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KOHTPOJIb
BBICOKHU PUCK.

1. Heo0xogumbie (00si3aTe/ibHbIE) 00C/I€I0BAHUS:

OO6cnenoBanue [Tepen B 6 19 34 OxoHuaHue
JIeYeHHEeM | TEYCHHE | Hexends | Henens | Henens | jgedenus (54

Tepanuu HeJIeIs)

PKT rpyaHoi kineTku X X X x!' X

OKI" u Ox0-KI" cepaua X Ilepen KaKJIbIM LIUKJIOM c|x
Hokcopyounmmaom(DOX0O) (19 u 34
HEJ)

MPT wmu PKT nepBuuHO# | X X X X X

onyxonu’

PKT wmu Y3U nedenm (s | X x! x! X! x! x!

OITyXOJIH OpIOIIHOM

MOJIOCTH/MAJIOTO Ta3a)

MPT wmm PKT ronoBHoro | x* x! X! x! x!

Mo3ra

PKT wnu MPT 3abprommnuOro | X x! X! x! x!

Ip-Ba/MeUeHN Ui HWKHUX

KOHEYHOCTEH, TOJIBKO OITyXO0JIEHN

MOYEIIOJIOBO  C-MBI, MAaJIoro

Ta3a ¥ OPIOIIHON MOJOCTH

Cuunrurpadus kocrei X x! X x! x!

'- TOJIBKO ecyii 0OHapY>KEHBI H3MEHEHUS TPU MIEPBUYHOM 00CIIEJOBAHUH UM €CITU KIIMHUYECKH BBISIBIICHBI
2~ TOJBKO €CIM €CTh KJIMHUYECKHE TIOKAa3aHWsS WIM MAIUEeHThl ¢ MapaMeHUHTHaTbHBIMUHM (0e3
MHTPAaKpaHUAJIbHOI'O KOMIIOHEHTA) U NMapacMHAIBHBIMU Oy XOJISIMU

3~ MaIMeHTHl ¢ U3MEHEHUSAMHU Ha CIMHTUrpaduu ckesera (deperna, HO3BOHOYHHKA), AIIMEHThI ¢ HATMYUEM
napacnrHaJIbHBIX/IAapaBePTEOpaIbHBIX O00bEMHBIX 00pa30BaHUIl JODKHBI TMPOWTH  00OCiIeI0BaHUE
TOJIOBHOTO MO3Ta M/MJIH MO3BOHOYHUKA U TAIMEHTHI, IEPBUYHO BKJIIOUEHHBIE B HCCIICOBAaHUE

2. Kpurepuu otBeTa.

3TO HccleI0BaHUE UCTIONB3YET 00beMHbIe NToka3aTend (0,5 yMHOXKUTH Ha MPOU3BEICHHE TPEX HAaHOOJIBIINX
NEPIEHANKYISAPHBIX Pa3MepOB) MEPBUYHON OMYXOJIM OBAIBHOM (IUNTHYECKOW) (HOPMBI ISl OLIEHKU
OoTBeTa Ha HeoanploBaHTHY Tepanuto. Kpurepum RECIST Takke MCHONB3YIOT OLIEHKY pa3MepoB
M3MEPUMBIX METACTa30B, BKIIIOYAs METACTa3bl B J1/y3JIbL.

2.1. OneHka nepBUYHON OMYXOJIH

2.1.1 Texumnka niasg PKT

1. Bce nccnenoBanus 10JKHBI 0TBedaTh npuHuunaM ALARA o HauMeHbIIeH J1y4eBOi Harpy3Ke

2. Tonmmuna cpe3a npu PKT 5 MM unu menbie.

3. dunametp «u3MepUMBIX» 00pa30BaHU TOJDKEH OBITH HE MEHBIIIE TBOMHON TOJIIMHBI CPe3a Ha «CHIPHIX)
n3o0pakeHusix. OOpa3oBaHUsI MEHBILETO AMAMETpa MOTYT OBITh OOHApPYKEHBI, HO OYIYT CUMTATBHCS Kak
«HEU3MEPUMBIEY.

4. UccnenoBanue NOJKHO COJEPKATh JIETOYHOE OKHO, OKHO ISl IEYEHHU M KOCTEH, M 3allMCaHO Ha JUCK B

dopmate DICOM.
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2.1.2. Texuuka aasa MPT

1. JomxHbI OBITH MPOU3BEICHBI AKCHANBHBIN CPe3 U KaK MUHHUMYM €Ille OJIHA MPOEKIIHS, UCTIONB3Ys KaK
MUHUMYM JIBe mocienoBaTenbHoctr, Bkimtovatompe T1, T2, STIR wmm FLAIR. Tlpu nHeoOxomumocTu
JOJDKHBI JOJDKHO OBITh MPOW3BENCHO KOHTPACTHOE HCCienoBaHue. [Ipu u3MepeHUH MOJDKHBI OBIThH
WCIIOJIb30BaHbl HECKOJBKO IOCIEAOBATEIbHOCTEH, B KOTOPBIX JIydllle BCErO BHJHA OIYXOJb, IS
MOCJIEIYIOIIETO0 CPABHEHHUS.

2. TonbKkO aKcCUalbHBIE CPE3bl MCMOJB3YIOTCS Il M3MepeHus omyxoyid. KpaHuo-kayaanbHBINH pa3mep
paccuuthiBaetcs mo cieayromieit popme: KKP- 310 muctanmmsi Mexay camMbiM KpaHHAIBHBIM U CaMbBIM
KayJaJlbHbIM cpe3oM + 1 TommumHa cpe3a (WM TOJIIMHA cpe3a + pacCTOSHUE MEXIY Cpe3aMH), WU
KOJIMYECTBO CPE30B, HA KOTOPBIX BUJIHA OMYXOJIb, - | PACCTOSTHUE MEXKAY CPE3aMH.

I/IBMepeHI/IH JOJIDKHBI OBITE BBIITOJIHCHBI, KAK ITOKAa3aHO Ha PUCYHKC!

A, B, C, D, E — nocienoBaTenbHbIe TapauienbHbIe Cpe3bl (0OBIYHO aKCHaTbHBIC) C H300paKEHUEM Oy XOJH
W u T — makcuManbHbIe IEPICHINKYIISIPHBIE IMaMETPhl OIyXO0JIM Ha Cpe3e ¢ ee HaubOJIbIINM Pa3MepoM
JHnuna oryxoinu (L) — mepneHauKymsp K npoeKuuu X-Y MOKEeT ObITh pacCUMTaHa KaK a) AUCTAHIIUA MEKIY
caMbIM KpaHHAJIbHBIM U CaMbIM KayAaJbHBIM cpe3oM + 1 tommmHa cpesza. Mnu kak 6) mpousBeneHue
(TonmmHa cpe3a + paccTOSHUE MEXIY Cpe3aMU) M KOJUYECTBO CPE30B, HA KOTOPBIX BHJHA OIyXOJjb, - |
paccTOsIHUE MEX]y CpE3aMHu.

Kpurepun BO3 ucnonssyror TxW

RECIST kputepuu ucnonab3yoT Haubonpmuii u3 auameTtpos (T uau W), B nanHOM cityyae 3to W.
Dnunrraeckas Moaelb: 00bemM= 0,5xLxWxT

OnuH ¥ TOT e croco0 U3MEepeHus! TOHKHBI ObITh PUMEHEH U B MOCIIEIYIOIIEM.

Kpurepun orBera:

RECIST(aunamerp) | BO3(TxW) | O6sem
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OTtser CHixeHue Cumxenne | CHIKEHHE
30% 50% 65%
50% 75% 87%
[IporpeccupoBanue | [loBbiieHHE [ToBbiienue | IloBeienue
12% 25% 40%
20% 44% 73%
25% 56% 95%
30% 69% 120%

KonTponbHble 00Opa3oBaHusi B Hadaje HCCIEAOBAaHUS IOJKHBI OBITH Oombine lcm. OOpa3oBaHus C
pazmepamu MeHee 1 cM TpeOyIOT OCTOPOKHBIX W3MEPEHUH, T.K. MUHMMaJbHbIE U3MEHEHHS B pa3zMepax
MOTYT OBITh O0YCIJIOBJIEHBI TIOIPEIIHOCTHIO MPU U3MEPEHUsAX. [Ipu HanUYMKM MHOKECTBEHHBIX TEPBUYHBIX
00pa3oBaHMIi MJIM METAaCTa30B BCE OHU JOJDKHBI OBITh yuTeHbl. HecMOTps Ha 3T0, HE Ooiee 5 KOHTPOJIBHBIX
00pa3oBaHMi JOJKHBI OBITH U3MEPEHBI IPU IIEPBUYHOM H B ITOCIEAYIONINX UCCIICAOBAHUIX, UCTIOIB3YS TOT
’KE METOJ] U3MEPEHHUSI.

OTBeT NepBUYHOM ONYX0JH (10 00BEeMY):

IHoanblii oTBeT (complete response CR): nmoiHOe HCYE3HOBEHHE OITyXOJIH uepe3 4 HeAelu

YacruuHslii oTBeT (partial response PR): cumxenue Ha 64% u Gonee o6bema

IIporpeccupoBanmne (progressive disease PD): mosrienue Ha 40% u 6onee oobema

Craéunnuszanus (stable disease SD): HeT kputepues, coorsercTByromux PR unu PD.

2.2. U3mepeHnne MeTacTa3os.

MertacTaTuyeckye OIyXoJd JAEATCS Ha U3MEPHMbIE U HEU3MEpHMBIE:

- U3MEPHUMBIE - 3TO T€ 00pa30BaHMs, KOTOPbIE MOTYT OBITh U3MEPEHBI U pa3Mep KOTOPBIX COCTABISET HE
MeHee IByX pa3mepoB TonmuHel cpe3a Ha PKT uinu MPT. Ouu Ha3bIBaroTCs «KOHTPOJIBHBIE 00Pa30BAHUY.
[Tpu pacrpocTpaHEeHHOM Ipolecce HeOOXOAUMO U3MEepUTh He MeHee 10 Takux MeTacTa3oB U HE MeHee 5 B
uccineayemMoM oprane. CymMma HauOOJBUIMX IMAMETPOB BCEX KOHTPOJBHBIX METACTAa30B JIOJKHA OBITh
paccurTaHa ¥ UMEHHO OHA JIOJKHA CPaBHUBATHCS B MOCTIECIYIOILIEM.

- HEM3MEpHUMBIE — 3TO BCE Te 00Pa30BaHUs, KOTOPbIE HE SBISAIOTCS KOHTPOJIBHBIMH (HanOOIBIINI pa3mMep
KOTOPBIX MEHBIIIE JIBYX pa3MEpOB TOJIIIMHBI CPe3a UM BCE T€ MPOILIECCHI, KOTOPbIE B ACHCTBUTEILHOCTH HE
MOTYT OBITh HM3MEpeHbl, TaKHe Kak OOpa3oBaHMs KOCTEH, JENTOMEHWHTHAJbHbIE OYark, acIur,
TUIEBPAJIbHBIN/TIEPUKAPAUANBHBINA BBINOT, TUM(AaHTUT/TyIbMOHUT, KUCTO3HbIE 00pa30BaHusl.)

[Ipu olEeHKE H3MEHEHWH JOJDKeH NPUMEHSTHCS OAMH M TOT JK€ METOJ| HCCICAOBAaHUS B Hayale
00CIIeZIOBaHMS U B TCUCHHE JICUCHHUSI.

2.2.1. OTBeT MeTACTATHYECKOI OIYyXOJIH.

HN3mepumele:
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CR — uCc4e3HOBEHHE BCEX KOHTPOJIBHBIX METACTA30B.

PR — nonmwxkenue Ha 30% cyMM 1MaMeTpOB BCEX KOHTPOJBHBIX 00pa30oBaHUM

PD — noBeimenne Ha 20% CyMM AMaMETPOB BCEX KOHTPOJIbHBIX 00pa30BaHMA WM TOSBICHUE OJTHOTO WIIN
HECKOJIBKMX HOBBIX METACTA30B.

SD - "Het kputepueB, cooTBeTcTBYIOMUX PR mmu PD.

Heusmepumbie:

CR - uC4€3HOBEHHE BCEX HEM3MEPHUMBIX METACTa30B.

PD — 3aBUCHT OT HOBBIX HEM3MEPUMBIX METACTA30B

SD — coxpaHeHHe HEN3MEPHUMBIX METACTa30B 0€3 BOSHUKHOBEHHS HOBBIX 0YaroB.

2.3. O0muii 0TBET OIYX0JIM HA JeYeHHe.

[lepBuunas omyxouns | M3mepumsie mTc | Hensmepumbie mtc | HoBbie ouarn | OOmmii oTBeT
CR CR CR HET CR
CR CR SD HET PR
CR PR/SD CR/SD HET PR
PR CR/PR/SD CR/SD HET PR
SD CR/PR/SD CR/SD HET SD
PD JIFOBOM JIFOBOM JIFOBOM PD
JIFOBOM PD JIFOBOM JIFOBOM PD
JIFOBOM JIFOBOM PD JIFOBOM PD
JIIOBOU JIIOBOU JIIOBOU A PD

3. UccaenoBanmus.

3.1. UccaenoBanne nepBU4HOM OMyX0JIH.

MPT — merox BbeIOOpa MpH JAMArHOCTHKE NEPBUYHON OIyXOJIM, OCOOCHHO 3TO Kacaercsl OIyXoJsel
KOHEYHOCTEH 1 mapameHuHruainbHoil oonactu. PKT nmpuemiemslii MeTos U1 OLIEHKU TIEPBUYHOM OITyXO0JIn
I'PyAHOHN KJIETKH, OPIOIIHOM MOJIOCTH WM Mayoro Tta3a. OIMH U TOT K€ METOA AOJDKEH MPUMEHATHCS IS
NoCTeyIoIuUX uccieaoBanuii. IlepBudHas omyxoip 10JKHA OBITH U3MEPEHA B TPEX IIOCKOCTSX.

3.2. UcciienoBanue MeTacTasos.

Cuunrurpagus xocreit ckenera, PKT rpynnoit xierku, PKT wnmu MPT obGnacreli meracTarndeckoro
MOpa)keHUs coraacHo Tadnure 1.

3.3. HccaenoBanne meractra3oB ¢ nomombio II9T (He Tpedyercsi BKJINYEHHS B HCCJIeJOBaHMeE,
Heo0s13aTeJIbLHO).

[13T MoxeT 0OHapyKUTh U3MEHEHHUS B KOCTAX, HE BhIABIsieMble ITpu cuuHTHrpaduu ckenera, PKT umm npu
TpenanoOuncuu. Bee BeisiBisiemble n3meneHus Ha I19T nomKHBI OBITH MOATBEPHKACHBI C TOMOIIBIO JPYTUX

MeronoB Buzyanmuzauuu (MPT wiu PKT) wnm rucronormvecku. Ecnu BbISIBICHHBIE M3MEHEHHUS HE

20



MOJTBEPXK/IEHBI KaK METAaCTaTHUECKUE C MOMOIIBIO JAPYTUX METOOB, TO OHU HE OYIyT paccMaTpHBaThCS
KaK METacTas3bl.

CPEITHUM PUCK U HU3KWH PUCK:

1.1. U3MepeHue U OLIEHKA PerHOHAPHBIX MeTACTATHYECKHUX J1/y3J10B.

[ToMrMO NIEPBUYHOM OMYXOJIH CIIEAYyeT 00CIe10BaTh YBEIHMUCHHbBIC PETHOHAPHBIE J1/y37bl. JI/y31bl JOIKHBI
OBITh U3MEPEHBI B AKCHAJIBHOM IJIOCKOCTH (HE MCIIOIB30BaTh MPOJOIBHBIN pa3Mep, Jake €Clii OH OOJIbIle
YeM B aKCHAJIbHOU IJIOCKOCTH) U €CJIM HAauOOJIBIINKA TUaMeTp B 3TOH IUIOCKOCTH > 1 ¢M, TO Takue J1/y3Jbl
CUMTAIOTCS MATOJIOTMYECKMMHU M JIOJDKHBI OBITh BKIIIOYEHBI B HCclenoBaHue. VcciemoBarenb IOIKEH
o0crieioBaTh HE MeHee 5 Takux Ji/y31oB. Eciiu Takux M3MEHEHHBIX JI/y3JI0B 0OJblle 5, TO B JalbHEHIIEM
JOJDKHBI OBITH 00CIIEZIOBaHBI HAMOOJIEE JIETKO H3MEpUMBIE. JI/y3I1bI H3MEPSIOTCS B ABYX MEPIEHIUKY IS PHBIX
IJIOCKOCTSIX (MEPIEHAUKYIISP K aKCUATbHOMY pa3Mepy).

1.2. Ouenka oTBera J1/y3J10B

OTBer Ha JeuyeHHE J/y3JI0OB OCHOBBIBACTCS HA CTAaHAAPTU3MPOBAHHBIX KPUTEPUSAX OTBETA IPHU
HEXOJKCKUHBIX JTUM(pOMaX.

IHoanblii oTBeT (complete response CR):

1.Bce 11/y3mb1 < 1,0 cMm.

2.Bce 1/y31bl ¢ HanOOoNIbIUM auaMeTpoM 1,5 cm cramm menbme 1,5cm, n/y3mer 1,1-1,5¢cM ctanu MeHbIe
1,0cM.

3.60mb11e yeM Ha 75% yMEHbIIWIACh CyMMa MPOU3BEICHUN IBYX AruaMeTpoB kaxaoro ji/y3ia (CIT SPD)
YacTuunslii oTBet (partial response PR): cunxenue na 50% CILJ] SPD

IIporpeccupoBanue (progressive disease PD): nossimenue na 50% CII SPD

Craéunnusanus (stable disease SD): HeT kpurepues, coorsercTBytoumx PR nmu PD.

1.3. O0mmii OTBET ONYXOJIH Ha JIeYeHUe

[lepBuunas omyxounb | JI/y31e1 | HoBele ouarn | OOmumii oTBET
CR CR HET CR
CR PR/SD HET PR
PR PR/SD HET PR
SD He-PD HET SD
PD JIIOBOM | JIIOBOM* | PD
JIIOBOU PD JIIOBOW* | PD
JIIOBOU JIIOBOM | JIA* PD

*- MOIO3pUTENLHBIC COTUTAPHBIC, MaNIeHbKHE (<1 cM) M KOCTHBIE 00pa30BaHUS JOKHBI OBITH TIOJIBEPTHY THI
OHOIICUH.
2. UccaenoBauus.

2.1. UccaenoBanne nepBU4HOM OMyX0JIH.
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MPT — metox BbeIOOpa MpH AMArHOCTHKE NEPBUYHON OIyXOJIM, OCOOCHHO 3TO Kacaercsl OIyXoJsel
KOHEYHOCTEH 1 mapameHuHruanbHoil oonactu. PKT mpuemiemslii MeTos U1 OLIEHKU IEPBUYHOM OITyXO0JIn
IPyJIHOU KJIETKH, OPIONIHOM MOJOCTH WM Majioro taza. OAMH U TOT K€ METOJ JTOJHKEH MPUMEHSTHCS IS
NoCTeyIOIuUX uccieaoBanuii. IlepBudnas omyxoip 10JKHA OBITH U3MEPEHA B TPEX IIOCKOCTSX.

2.2. UcciienoBanue MeTacTa3os.

Cuunrurpagus xocreit ckenera, PKT rpynnoit xierku, PKT wnmu MPT obnacrelt meracTarndeckoro
nopakeHus cornacHo tadmuie. [TaruenTs ¢ pacipocTpaHeHHBIME (OpMaMu O0JIE3HH, KPOME PETHOHAPHBIX
METacTa30B, HE OTHOCATCS K JAHHOM TPYIIIE CPEIHErO PUCKA.

B nauane uccnenoBanus, Ha 15 u 30 Hexensx W MO OKOHYAHMIO JICUEHHS JTOJDKHBI OBITH BBIOJIHEHBI
cinenyromue uccnenaopanus: MPT wnmmu PKT nepBuunoii onmyxonu u PKT rpynnoit knerku. B nHauane

HCCIIeIOBAaHMS TaKXKe He00X0AUMa CIIMHTUTpadus CKenera.
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JlydyeBasi Tepanus.
queBaH TCpanrd JJid MTaHUCHTOB MOXKCT BBIIIOJIHATHCA TOJIBKO B YTBCPIKIACHHBIX OCHAIICHHBIX

panuonoruueckux yupexaeHusx. [InmanupoBanue oOnydeHus: 06s3aTeabHO TpeOyeTcss Ha OCHOBE 0O0beMa.
[TpocTble TEXHUKH, TAaKKUE KaK MapaJljiebHbIE POTUBOJIEKAIIUE OIS HITH OJUHOYHBIHN 3JIEKTPOHHBIH ITy40K
MOTYT OBITh TpPHUMEHEHBl TPU HEOOXOOUMOCTH, HO IUIAHUPOBAaHHE JOJDKHO OBITh CHENIAHO C
UCToib30BaHueM 3-MepHoil Tomorpaduu (00bryHo KT ckanupoBaHMs), Tak 4YTOOBI OBUIO BO3MOKHBIM
CO3JIaHHE THCTOTPaMM J103a-00beM.

K rpynmne GoJbHBIX BBICOKOTO PHUCKA, UMEIOIIUX 4 CTaauio, 4 KIMHUYECKYIO TPYIINY; METaCTaTHYECKYIO
(ImcceMUHUPOBAHHYIO) pabJJOMHOCAPKOMY MM SKTOME3EHXHMOMY.

K rpynne 60sbHBIX CpeHEro pucKa, SMOPHOHATIBHYIO MU OOTPOHIHYIO pablOMHOCAPKOMY, UMEIOIIUX 2
win 3 craauio, 3 KIMHUYECKYIO Tpymmy (ImapaMeHHHTea bHas, MOYEBON My3bIpb, IPOCTATa, KOHEYHOCTH
MIPOMEKHOCTH, 3a0PIOIIMHHOTO IIPOCTPAHCTBA)

K rpynne Huskoro pucka:

[Moarpymnmna A (3mOpuonanbHas wim 6otpuongHas PMC)
Cranus 1, knmuanueckas rpynmna LI (NO): mauueHTs! ¢ O1aronpusTHOM JoKanu3anueil omyxonu (opoura,

rojoBa, IlIesd HENapaMEHUHIMAJIbHOM JIOKAIM3allM{; MOYENOJIOBas CHUCTEMA: KPOME MOYEBOrO Iy3bIps,
IpocTaThl W OWIMApHOTO TPAKTa; OIMYXOMH JIIOOBIX pa3MEpoB paJAMKaIbHO yNAJCHHBIE WIH
MHUKPOCKOIIMYECKH OCTaTOYHAsI OIMyXO0JIb (JI'y KIMHUYECKU HETaTUBHBIC)

Cranus 1, xnunaudeckas rpynmna I (NO) Tonsko PMC opOuThl: GraronpusTHas JIOKAIA3aLuUs, OMyXO0Jb
Pa3NIUYHBIX Pa3MEpOB, OONbIIASE OCTATOYHAS OIYXOJb TOJIBKO OPOUTHI (J1/y KIMHUYECKU HETaTUBHBIC)
Cragus 2, knuanueckad rpynna I (NO, Nx):

HEOJIaronpusTHbIC JIOKAIN3AUH (BCE JIOKAJIM3AIUHN, KpoMe OJIaronpusTHBIX, YKa3aHHBIX BBIIIE), OMTyXOJb
MEHee 5 cM B AuameTpe, MoaHoCThio ynaneHHbie (NO min Nx)

[Monrpynmna B (smOpuonansnas uinu 6orpuonanas PMC)

Cranusa 1, xnmunanyeckas rpynna II (N1): OnaronpusitHas JoKajd3anusi, OMyXojidb Pa3IUYHbIX Pa3MEpOB,
MHUKPOCKOIIMYECKH OCTaTOYHAs! OMYyXO0JIb (JI/y KIMHUYECKU TTO3UTUBHBIC)

Cranus 1, xnunaudeckas rpynmna III (N1) Tonsko PMC opOuThl: GnaronpusTHas JIOKaIW3aLus, OMyX0Jb
Pa3NIUYHBIX Pa3MEPOB, OOJbIIAsE OCTATOYHAS OMYXO0Jb (JI/y KIMHUYECKU TTO3UTHUBHBIE) TOIBKO OPOUTHI
Cramus 1, kmuanueckas rpynma III (NO,Nx,N1) Tonsko PMC opOutel: OmaromnpusiTHas JTOKaTIu3aIus
(kpome OpOHTBHI), OITYyXOJIb Pa3IMYHBIX Pa3MepoB, Oobias octarouHas omyxoib (NO mim Nx wim N1)
Cramus 2, xmuauyeckass rpynma II (NO, N1): HeOnarompusTHas JIOKanuW3auusi, HEOOJBIINE pa3Mepbl
OIlyXOJIH (MEHEE 5 CM B IMaMeTpPe), MUKPOCKOIIMYECKH OCTAaTOYHAs! OITyX0JIb

Cramusa 3, ximnudeckas rpymma | wim II (NO, Nx, N1): HeGnaronpusTHas JIOKalIn3auusi, HeOOIbIINE
pa3Mepsl OIyXoiu (MEHee 5 CM B JuaMeTpe) ¢ MopakeHue JI/y wiM Ooiblias omyxoib (6osee 5 cMm B
IMaMEeTpPe) HE3aBHUCUMO OT MOPaXKeHHUs J1/y, HO OJTHOCTBIO YIaJeHHAs WIM MUKPOCKOIIMUYECKH OCTaTOYHAs

OIyXO0JIb
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[TanMeHTsI ¢ METACTATUYECKUMU OITyXOJISIMU [IAPAMEHUHI €AJIbHOM JIOKAIN3aL MU TAKKE BKIKOYAIOTCA B 9TOT
IIPOTOKOJL.

Bogneuennble oTaieHHBIE TUM(pATUYECKHE Y3IIbl, KOTOPBIC ONPEACISIOTCS Kak 4 CTasusl.

Bce nmanueHTs! JOKHBI OJIyYUTh KOHCYJIBTALMIO JIy4€BOr0 TeparieBTa Ha MOMEHT BKJIFOUECHMS [TALIMCHTA B
MPOTOKOJI, YTO MOKET IMOMOYb B 00€CHEUEeHUH HAJISKAIIEMy CTaIHMPOBAHUIO/TPYNIUPOBKE MAIMEeHTa, U
aJICKBATHOCTU HCXOJHBIX AUArHOCTUYECKHUX MCCIIEIOBAHUU Ul IOCJIEAYIOLIErO JOKAJIbHOIO JIy4eBOIO
JICYCHUSL.

I[osa O6J'Iy‘IGHI/ISI NCPBHUYHBIX U MCTACTATUICCKUX o01acTeil Ha MOMEHT ITOCTAHOBKHU JuarHosa

Hoza (I'p)
COJ - 50,4
BCE JIOKQJIM3AIIUH, UCKIII0Yasi opouTy
Opb6ura 45
Ecnu pesenmpoBanHble Kpasi 0€3 IPU3HAKOB OIyXOJIHU
AnpBeoJisipHasi TUCTOJIOTUS 36
OMOpHOHAIbHASL THCTOJIOTHSI 0
MHUKpPOCKOTIMYECKH OCTAaTOYHasi OIyXoJb, JI/y3mbl 0e3 | 36
MOpa’KEHUs
MUKpPOCKOTIMYECKH  OCTaTOYHas  OMyxojb,  J/y3iusl | 41,4
MOpaKEHBI

B cnywsae Toxcmunoctu III wim IV creneHu yBeOOMHUTH NpEeACTaBUTENs JydeBoM Tepanuu. OTBeT,
OCHOBAHHBIN Ha JaHHBIX TTOBTOPHOU XUpypruueckoit pesekiun (second look operation) He pekomeHyeTcst
s 4 cranuu, 60JIBHBIX 4 KIMHUYECKOW rpymmbl. Ecnu oTcpoueHHas omepanus paccMaTpUBaeTCs, ee He
CIIeqyeT HCI0JB30BaTh 1O 6 MECSIEB IOCIE JIydeBOM TEpaluu WIA OKOHYAHUS 3allJIaHUPOBAHHOU
XUMHOTEPANUUA. PEKOMEHIYyEMBIM JIEUEHUEM JUJISI MECTHOTO KOHTPOJS Y NAlMEHTOB 4 CTaJuU SIBISAETCS

JIydeBasi Teparusi.
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XHpypru4yeckui 3Tain Jie4yeHus

1. Bce nanHble 10 Havana JIeYeHUs, MOKa3aHMs K ONEepalnu, JPyTrue XUpyprudeckiue 0cCoOEHHOCTH JOIKHBI
OBITHh pPAacCMOTpPEHBI OTBETCTBEHHBIM Xupyprom u mpenacrtasieHsl B HUM JIOI' nmnst cormacoBaHust
XUpYprudeckoit Taktuku. Xupyprudeckuit komurer HUU JIOI nomkeH OLEHUTh CTaauio 3a001eBaHus 10
JIe4eHUs, NPUHAJICKHOCTh COOTBETCTBYIOUICH KIMHUYECKOM TIpYyIIe, aHATOMUYECKOE PaCIOJIOKECHUE
IIaTOJIOTMYECKOT0 IIPOLIECCa U MIPEACTABUTh KAUECTBECHHBIE XUPYPIUUECKUE PEKOMEHIALINH.

2. Kinuanueckue cTaanuy 00 JIEUEHUS

Knuanyeckoe craaupoBaHne OCHOBAHO Ha JIOKAIM3ALUH OIYXOJIH, €€ pa3Mepax, KIMHUYECKOM ITOPaXKEHUN
pPETMOHAPHBIX J/y W HAJIMYUHM WM OTCYTCTBUHM OTAAJCHHBIX MeTacTa3oB. KimMHHYeckoe cTaaupoBaHHE
JOJKHO OBITH BBITIOJTHEHO OTBETCTBEHHBIM XHPYPIOM H JIOJKHO ONUPATHCS HA JAHHBIE ITPEI0TIePalliOHHbBIX
METOZIOB BH3yalIM3allMd U (PU3HKaIBbHOrO OocMOTpa. WMHTpaomepaunoHHble W/ WM MOP(HOIOTHYECKUe
HaXOJKH HE JIOJDKHBI MEHSTh CTaJuio, HO MOTYT H3MEHUTh KIMHMYEeCKylo Tpymnmy. Hampuwmep,
TuM(aTHYeCKuid  y3ell, KOTOpPbIM ompeAenseTcs KIMHHUYECKH, MOXeT ObITh Mopdosnornyecku
oTpHLATeNbHBIM, ABNseTcs N1. OqHako, ManueHTsl ¢ 00HAPYKEHHBIMU MIPH ONIEPALUHU JUCTAHIIHOHHBIMHU
MeTacTa3aMu, JOJDKHBI OBITh KJIACCH(PHUIIMPOBAHBI KaK cTaaus 4 U KIMHUYecKas rpymnmna [V.

Pa3zmMepsl TOMKHBI 0TOOpaXkaTh (PaKTHUYECKHE pa3Mephl OMyXOJU MpH (PU3MKATFHOM OCMOTpPE U METOoJax
BU3yanu3anuu. Jlokamuzamuss MOXET H3MEHHUTh CTaJWI0 M TaKTUKy JiedeHMs. TImaTenpHas OLIEHKa
KIMHUYECKUX  JAHHBIX  W/MIM  JaHHBIX  METOJOB  BH3yalM3allMM  JOJDKHA  MPEIIECTBOBATH
MYJIbTHIUCIMIUTMMHAPHOMY OOCYXKICHHIO M Jy4Illle BCErO 3TO MOXET CJAelaTh XHUPYpPr, OCOOCHHO B
CJIO’KHBIX CUTYaIUSX.

3. Xupypruuecku-mopdonornueckue (KIMHAYECKHAE) TPYIIIIL

[ToHsITHE KIMHUYECKOW TPYIIbl 0a3upyeTcss Ha HHTPAOMEPAIIMOHHBIX JAaHHBIX M TOCICONEPAIMOHHOM
MopdororuueckoM craryce ¢ 00s3aTeIbHOW OKOHYATEIHHON MaTOJIOrOAHATOMHYECKOW BepuduKarueit
KpaeB pE3CKIMH, OCTAaTKOB OMYyXOJI, METACTATUYECKUX J/y, IUTOJIOTHYECKHM HCCIIeIOBaHUEM
TUICBPATBLHON U IEPUTOHEATLHOM KUAKOCTH MTPH HEOOXOIUMOCTH.

4. XI/IDYDFI/I‘-IGCKI/IQ MNPUHOUIBI OCHOBAHBI Ha MHWPOKOM U IIOJIHOM YIAJICHHUU HepBH‘IHOf/'I OITyXOJI1 B

Ipeeiiax OKPY’KAIOIIMX HOPMAJIBbHBIX TKAHEW, YTO MOJDKHO BBIIIOJIHATBCS BCErJa IPU IMEPBUYHBIX U
MOBTOPHBIX ONEPAIHX, €CIH 3TO BO3MOXKHO. DTOT MPUHLUT 00Jiee MPUMEHUM MPH JIOKATU3AIMH OITyXO0JIN
Ha KOHEYHOCTSX M TYJIOBHILE, YeM B OOJIACTH TOJIOBHl W II€HM, HO aJE€KBATHO YIAIUTh OIYyXOJIb C
OKPY’KaIOIIMMHU TKaHSIMH, CBOOOJHBIMH OT OIYXOJIHM, HEOOXOIUMO, €CIIH 3TO TEXHUUECKHU BBIITOJTHIUMO U HE
NPUBOAUT K HENOIMyCTHMMOH morepe (QyHKUUH opraHa. MckimoueHHEM K JaHHOMY IOAXOIY SIBIISIOTCS
NEPBUYHBIE OITYXOJIH OPOUTHI U HEKOTOPHIE YPOTEHUTAIIBHBIE OIYXOJIH, KOTAa OIyX0JIb UCXOIUT M3 MBIIIIII,
TO yJaJieHHE BCEH MBIIIIIBI WM BCETO MBIIICYHOTO KOMIUIEKCA MOXKET OBITh HeoOs3aTenbHbIM. OIHAKO,
HY>KHO CTPEMUTBLCA K aJE€KBAaTHOMY OIIPEACIICHHUIO M JaJbHEHIIEMYy MCCIECIOBAHUIO KpacB pe3ekuuu. B

CJIydac OTCYTCTBU: OITyXOJIM B Kpac pC3CKINU U OCTaTOYHOM OITYyXOJIX BBICTABJIACTCA KIIMHUYCCKAA IpyIIia
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I, npu HanmMYMM MUKPOCKOIIMYECKHUX IIPU3HAKOB OIYXOJIM B Kpae pe3eKUUU — KiauHudeckas rpymma I,
MaKpOCKOIIMYECKH OIpeelsseMasl OCTaTO4YHast OIyX0JIb — KiuHudeckas rpymnmna III.

4.1. Kpas.

Xupypr IOMKEH IOMETHTh BCE Kpas pe3eKUUH YAAJICHHOM OIyXOoNW M OpPUEHTHPOBATH OOpa3Lbl
OTHOCHUTEIILHO ONIEPAIIMOHHOTO MOJIS, YTO HEOOXOAMMO JJIs1 TOYHOM MOP(OIOruYecKor OIIEHKU. Y3KHe Kpast
pe3eKIMN HEeM30eKHBI B HEKOTOPHIX CIIy4asx (rojoBa M IIes), B 3THX CIIydasX XUPYpPr IOJKEH B3SThb
MHOYECTBO OT/EIBbHBIX KyCOUYKOB HOPMAJbHBIX TKAaHEH BOKPYT KpaeB pPE3EKLUHU, U OHU JIOJKHBI OBITh
OTMEYEHBI M MPEJCTAaBICHBl OTAEIBHO JUIsi Mopdoioruueckoro ucciepaoBanus. Cea3b ¢ Mopdororom
o0s3aTenbHa, 4TOOBl yOEOUThCS B TOYHOCTU pe3yJIbTaTa MCCIEAOBAaHHS KpaeB pesekuuu. Omyxoib He
JOJDKHA OBITH pa3/iesieHa MMoMoJIaM UiTH pa3/ielieHa Ha YacTu 10 PEA0CTaBICHH TaTojioroanaToMy. JIroooi
MOJIO3PUTENIFHBIA  yY4aCTOK MM MaKpPOCKOIMHMYECKHM OCTAaTOYHasl OIyXOib JOJDKHA OBITh OTMEYEHa
CKpETIKaMU JJIsl TOCIISAYIONIeH TOYHON pa3MEeTKH MoJiei 00TydeHHs..

4.2. JIumdoauccexnus.

JloikHa OBITH BBITOJIHEHA KIMHUYECKasl U/WIIK C TIOMOIIBI0 METO/I0B BU3YaJIH3alMH OIICHKAa PETHOHAPHBIX
7/y OTBETCTBEHHBIM XHUPYPrOM JI0 OIEpaluu, YTO OueHb BaxHO. HeobOxoaumo mopdosorumueckoe
MOJTBEPXKICHUE KIIMHUYECKU TOJ03pUTEIBHBIX HAa MEeTacTasbl J1'y. PekoMeHtyercs oTKpbITasi Ouorcus, Ho
1ocje JIOTIOJIHUTENBHOTO OOCYXKACHUS MEXIY XHPYProM M MOP(}OJIIOrOM MOKET OBbITh JOCTaTOYHA
acripanuoHHas ouorncus. Mopdosoruueckas oleHKa KIMHUYECKH HEBOBJICUCHHBIX JI/y TpeOyercs mpu
JIOKAJIM3aIMK OITyXOJIM HAa KOHEUYHOCTSX U Y MAIbYMKOB B Bo3pacte 10 u GoJiee J1eT ¢ mapaTeCTUKY IS PHBIMU
ormyxonsiMu. [lyis OONBIIMHCTBA JIOKAIM3alMii Hanbojee OMpaBIaH METOJ XUPYPrHUECKOW OLIEHKH /Y.
[Tpodpunaktuueckas paguKanbHas JAMGOIUCCEKIMS HCIONb3YETCs MPH JIPYTUX 3JI0KaueCTBEHHBIX
HOBOOOpPA30BaHUAX, HO He sABNsgeTca HeoOxomumoil mpu PMC y gereil, Kpome ManUEHTOB C
NapaTeCTUKYIAPHBIMU OIyXOJIIMU. PaaukanpHast ABYCTOPOHHSS JTUM(OAMCCEKUUS MPUMEHSETCS TpU
HEKOTOPBIX JIPYTHX 3JI0KQUeCTBEHHBIX TECTHUKYJSPHBIX OIYXOJSAX, HO HE SBIAETCS HEOOXOAMMON u
yMecTHOH npu TecTukyisspHod PMC y nereii. OgHako, OTHOCTOPOHHEE HIICUIIATEPAIIbHOE (HA CTOPOHE
NEPBUYHOM OMYXO0JIN) YAAJICHUE PETPOIEPUTOHEATbHBIX J1/y TpeOyeTcst y Bcex MainbuukoB 10 jieT u crapie
1 y nauueHToB mutazie 10 jget ¢ BoBIeueHHBIMH /Y y3maMu 1o faHHbiM KT.

5. IloBTOpHOE YAAJICHHE OIYXOJH JI0 Hadaja JCUCHHU.

[lepBuuHast omepanus (Ouorcus WM yJaleHHE Kak MpH JOOPOKAaYeCTBEHHOH OMYyXOJIM) MOXET OBbITh
BBINOJIHEHA JI0 YCTAaHOBJICHUS TUarHo3a 1\ WU 0 PUBJICUEHHS] KOMaH bl OHKOJIOTOB, YTO MOXET IPUBECTU
K CHUTyalusiM, IpPH KOTOPBIX OIpelensercs Oonblias OCTaTOYHAs OINyXOJb WM BbIBIAIOTCS
MHUKPOCKOIIMYECKH ITOPAKEHHBIE OIIyXOJIbIO Kpasi PE3EKIUU UIIU OTCYTCTBYET YBEPEHHOCTh OTHOCUTEIBHO
YUCTOTHI KPAEB PE3CKLUU U HAJTMYUSI OCTATOYHON OITyXOJIH.

Ecnu oneparust 1 Mop¢oJIorHuecKkoe UcCie0BaHNE HE BBIMOJIHIOCH, KaK ONMKCAHO B pasaene 4, TO HeT

YBCPCHHOCTU B PAAUKAIBHOCTHU OIICpAllMU, HAKC CCJIU Kpasd PC3CKIHUU CUHUTAIOTCA YHUCTBIMH. HpI/I BCEX
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00CTOSITETLCTBAX MOBTOPHOE YJAJICHUE OIyXOJIH JIOJKHO OBITh MPUMEHEHO BE3[IE, I/I€ OHO BBIOJIHUMO,
€CJIM €r0 HE CUMTAIOT HEJOMYCTUMBIM U €CJIM OHO HE MPHUBOIUT K (PYHKIIMOHAIBHBIM HapYIIEHUSM. ITO
MPEIoJIaraeT MHPOKOE UCCEUCHHUE OIyXOJH B TPeJenax 3J0POBhIX TKaHEH C OEpeKHOM MapKUPOBKOU U
THIATENFHBIM HMCCIEOBAHUEM KpPaeB PE3eKIUU. ITOT TMOAXOA OCOOCHHO MPHUMEHHM K OIYXOJSM
KOHEYHOCTEH U TYyJIOBUINA, HO JOJKEH OBITh MpUMEHHM Be3ne. Omnepainio HeoOXOAMMO BBITIOIHATE 10
O0JTy4YeHHS] 1 XUMUOTEPATTHH.

Knunudeckas rpyrina onpeaensercss Ha OCHOBE MOP(OIOTHIECKOT0 3aKIFOUCHHUS TTOCIIE OTIePAIIHH.
Jannyto omnepaiuio (MOBTOPHOE yAAJICHHE OIMYyXOJW A0 Hauaja JICUEHUs) CIEQyeT pacCMaTpUBATh Kak
pacmMpeHHy OWOICHI0. B 3akioueHuu, MOBTOPHBIC OINEpAIMM HE JKENaTelbHbl U UM JOJIKHBI
MPEIIIeCTBOBATh MYJIbTHAUCIUIUTMHAPHBIC OOCYKICHHS U BCE TTOKa3aHUs K BMEIIATEIbCTBY JTOJKHBI OBITH
PacCMOTPEHBI U BBICITYLIAHBI HA XUPYPIrUYECKOM KOHCUIIMYME.

6. ITosTopusie oneparuu (SLO - second look operation) MM 0OTCpOUYEHHEIE IEPBUYUHBIE.

IloBrOopHas omnepauus, Ui ONPEIEICHUS OTBETa HA TEPANMIO Ul KIMHW4YecKoW rpynnsl III, mocne
MOBTOPHBIX JAMAarHOCTHYECKUX METOJOB BHU3yajH3alMU. Te MalueHTHl, Y KOTOPBIX €CTh KIMHUYECKU
MOJHBIA WMJIM YaCTHYHBIA OTBET HA JICUCHHE W HEKOTOphIe MAIMEeHThl C OTCYTCTBHEM OTBETa WU
crabmim3anuei 3a0oneBanus— kagauaatel Ha SLO. V manueHToB ¢ MOJHBIM OTBETOM Ha JieueHue SLO
MOKET UMETh OTpaHMYeHHYI0 poib. Llens SLO — moATBepAUTh KIMHUYECKUN OTBET, OLIEHUTH CTETEHBb
neueObHOro maroMopdo3a U yJaluTh OCTATOUHYIO OMYXO0Jb, YTOOB! JOCTUTHYTh JIOKQIBHOTO KOHTPOJIS HaJl
OITyXOJIbIO.

JUis Hapy>XKHBIX JIOKQIM3alMi, TaKUX KaK TYJIOBHUINE, MPOMEXKHOCTh M KOHEYHOCTH JOJDKHO OBITh
BBINOJIHEHO TOJIHOE YAAJCHHE OCTaTOYHOU omyxonu. Kpast pe3ekuuu JODKHBI ObITh MapKUpPOBAHBI, KakK
yKazaHo B 11.4.1.

MoryT noTpeboBaThCsl JOCKYTHl Ha MUTAIONIEH HOXKKE W/ WM TpaHCIUIAHTAThl. J[IsI PEeKOHCTPYKIMH U
3aKpBITUS PaHbl, YTO 0COOEHHO BAXKHO MPH 0OTYUYESHHUU.

[Tpu OTCYTCTBHM KIMHUYECKUX JAHHBIX 33 HAJTMUME IPU3HAKOB 3a00JIeBaHMsL, TIOKa3aHa OMOTICHS TKaHEeH 13
00JIaCTH NMEPBUYHOMN JIOKATU3AIMH OITyXOJH JUI MOATBEPIKICHHUS KIMHUYECKON OIEHKH. J[JIs MOIOCTHBIX
JIOKaJMM3alid, TaKUX Kak OpIOIIHAas M TpyAHas MOJOCTh — JIalapo- WM TOPAKOTOMHUS M B HEKOTOPBIX
CIIy4asiX TOPAKO- WIIU JIaapOCKONUs HeOOXOUMBI IJIsl OIICHKH 3P QeKTa JIeueHus, a OleHKa JOJKHA ObITh
HACTOJIBKO MOJIHON, HACKOJIBKO 3TO BO3MOKHO.

Omnpenensiemas METOJaMH BU3yaJIH3allMy U KIMHHYECKU OCTATOYHAS OITYXO0JIb IT0/IBEPTaeTcsi ONOIICHH, €CITU

MOJTHOE YAaJICHUE HEBO3MOXKHO U BCE HAXOJAKH OEPEKHO TOKYMEHTHPYIOTCSL.

Tepanus nanueHTOB ¢ APYrUMH capKkoMaMu MATkuX TkaHeil (JICMT)

O0ciienoBanue, KOHTPOJIb JIeYeHHs, CTaAupoBaHue aHajsornyuo PMC
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CuHoBHaJIbHasI cCApKOMA

IRS rpynna I, <5 cM — TOnBKO onepanus

IRS rpynmna I, > 5 cm — I[FO-DOXO x 4

IRS rpynmna II, <5 cm — [FO-DOXO x 3 - RXT 50.4 I'p

IRS rpynmna II, > 5 cm — IFO-DOXO x 3 —IFOx2 + RXT 54 I'p - IFO-DOXO x1

IRS rpynma III/IV — [FO-DOXO x 3 —nokansHas tepanus (S/RXT + IFO x2) + [FO-DOXO x1
JACMT

IRS I'pynmna I, <5 cm — onepauus

IRS I'pynma I, > 5 cm

— G1 — onepanus

— G2 — RXT 50.4I'p

— G3 - [FO-DOXO x 3 —IFO x 2 + RXT 50.4 I'p — IFO-DOXO x 1

IRS rpymma II/ NO

— G1 — onepanus

— G2-G3,<5cm — RXT 54 Tp

—G2,>5cm — RXT 54 I'p

— G3,>5cm — [FO-DOXO x 3 —IFO x 2 + RXT 54 I'p — [FO-DOXO x 1

IRS I/ IV — IFO-DOXO x 3 — nokanpHas tepanus (S/RXT + IFO x 2) + [FO-DOXO x 2

udochamun 3r/mM2/nens, Ha 3 aHA + gokcopyOuruH 37,5 Mr/mM2/nenp, B TeueHue 2 nHei

Kaxknple 21 aneit 3, 4 unu 5 UUKIOB B COOTBETCTBUU C TPYNIONA PUCKA

+ onuH udochamun 3 r/mM2/neHs 3, B TedyeHUe 2 IHEW, €CIU MPOBOJUTCS OJHOBPEMEHHO C JIyueBOM

Tepamnuen
MaKCUMaJlbHasi KyMYJISITUBHAS 71032 JOKcOpyOuraa = 375 mr/m2

MaKCUMallbHasi cyMMapHast o3a upochamuaa = 57 r/m2

Crnenyetr OTMETUTD, UTO XUPYPrus siBisieTcsi ocHOBOM sieuenus npu JJCMT. KauecTBo onepauuu siBisiercs

KPUTHYCCKUM IIOKA3aTCIICM JIs1 BBDKUBACMOCTH.
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