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Onpenesienue

Pak mapeHxumbl MOYKM (IMOYEUHO-KIETOUHbIM pak, nanee — I[IKP) — rpymma
3JI0KQYECTBEHHBIX HOBOOOPA30BaHUM TMOYKH, PA3BUBAIOMIMXCA U3 DAIUTEIHS

MIPOKCUMAJIBHBIX KaHAJIBIEB WK COOMpPATEIbHBIX TPYOOUEK.
ITHOJIOTUHA

DTHONO0THs paKa MOYKU HEONHOpoAHA. JlokazaHO yBennueHue pucka passurus [IKP
0 Mepe YBEJIUYEHHSI MaccChl Tena U Bo3pacTta. [IpeanonoxkureabHbIMU (pakTopaMu
pucka 3a0oseBaHus ABISIOTCA KypeHUe U apTepuaibHas runeprensus (naisee — Al).
Onucan  psig HaclneACTBEHHBIX  BapuaHTOB  paka  nouku.  Hawubonee
pacrnipoctpaneHHbIM U3 HuX sBisgeTcs [IKP, accomuupoBanHubiil ¢ 60me3HbI0 (POH
Immnens—JIluamay (VHL) wu  0o0ycnoBiaeHHBIH ~ ayTOCOMHO-AOMHHAHTHOMU
repMUHaNbHONM MyTtanuen reHa VHL, pacrionoXeHHOro Ha KOpPOTKOM ILIeye
XpoMocoMbI 3 (Jiokyc 3p25-26), npuBOAIISH K pa3BUTHIO cBeTIoKIeTouHOro [TKP

(cIIKP) u psima npyrux npoiudepaTUBHBIX COCYAUCTHIX MOPaKEHUN
ONMUINME0JI0r usl

Pak mouku 3anumaer 14-e Mecto mo 3a00€BaEMOCTH CpPEAM 3JI0KAUYE€CTBEHHBIX
onyxojneid. B 2018 r. Bo BceM mupe 3apeructpupoBaHo okojo 400 ThIC. HOBBIX
cnyyaes  IIKP. HauGomee  BbiCOKas  3a00JIeBAEMOCTh  PAaKOM  ITOYKH
3apeructpupoBana B benmapycu, JlatBuu u JIutBe, HauMmeHbIass — B ABCTpPAJIUU,

benbruu u Cunramype.

B Poccun B cTpykType 3mokaduecTBeHHbIX HOBooOpaszoBanwmii [IKP coctasnser 4,0 %
(4,8 % B myxckoi, 3,4 % B xeHckor monymsmuu). B 2017 r. B Poccun 6bu10
3aperucTpupoBaHo 13 556 HOBBIX Ciy4aeB paka MOYKH, CTaHIAPTU30BAHHBIN
nmokasarenb 3aboneBaemoctu jgoctur 16,9 wa 100 Teic. Hacemenwms. [Ipupoct

3aboneBaemoct 3a epuoA ¢ 2007 mo 2017 r. coctasun 24,1 %.*

1 3n0KauecTBeHHbIE HoBOOG pasoBaHua B Poccum B 2017 rogy (3abonesaemocTb  cmepTHOCTb). Mog, pea. A.[. KanpuHa, B.B. CtapuHckoro, I.B.
MNetposoii. M.: MHUOWU um. N.A. TepueHa — dunman ®rey «HMUL, paguonorun» MuHsgpasa Poccun, 2018. 250 c.



3a 2017 r. or paka nouku B Poccum ymepin 5180 nauueHTOB, CMEPTHOCTh COCTaBUIIA
5,71 na 100 TeIC. Hacenenusa. CmeptHOCTh OT IIKP 3a mepuox ¢ 2007 mo 2017 r.

cHu3mwiack Ha 1,5 % (nuHaMuka mokazaresns CTAaTUCTUYECKU HE3HAUYNMA).
CraaupoBanmue

CrangupoBaHue paka MOYKU OCYIIECTBIISIETCS B COOTBETCTBHUM C KiacCU(UKAIIUEH

TNM UICC 8-ro nepecmotpa (2017 r.).2

T — nepBMYHas OMYXOJb

Kpurepnii T:

e TX — epBMYHAs OMYXOJIb HE MOKET OBITh OLICHEHA.

* TO — HET MOATBEPKACHUI HAIMYHS TIEPBUYHOM OITyXOJIH.

* T1 — onmyxonb <7 cM B HAMOOJBIIEM H3MEPEHHH, HE BBIXOIUT 34 MPE/ENIbI IOUKH:
o Tla — omyxoib <4 cM B HaMOOJIBIIEM U3MEPEHHH, HE BBIXOMT 3a MPEIEIbI TIOUKH;

o Tlb — onyxons >4 cMm, HO <7 cM B HauOOJIbIIEM U3MEPEHUH, HE BBIXOJHUT 3a

peaeIIbl MOYKH.
* T2 — ommyxoiib >7 cM B HauOOIBIIIEM U3MEPEHUH, HE BBIXOJIUT 32 TIPEACIIBI TOYKH
o T2a — onyxonb >7 cM, HO <10 cM, HE BBIXOJIUT 3a MPEECIIbl IOYKH;

0 T2b — omyxonb >10 cM, HO HE BBIXOJUT 3a MPEAEIBI MTOYKH.

T3 — omyxonmp pacmpocTpaHsieTCSi B KPYIHBIE BEHbI WIH TapaHeppaibHYIO
KJIETYaTKy, HO HE B WIICWJIATEPAIbHBIA HAAMOYEHYHUK WA 3a TMpeAenbl (Gaciuu

I'epoTsr:

0 T3a — onmyxoJib pacupoCTpaAHSAETCS HA NOYEUHYIO BEHY WJIM CETMEHTAapHbIE BETBU
MOYEYHOW BEHBI JHOO OMMyXOJdb MPOpAcTacT B MEPUPECHAIbHBIC TKAHU W/WIU
KJIETYATKY TOYEUHOT'0 CUHYCA (B KJIETYATKY, OKPYKAIOIIYIO MOYEYHYIO JIOXaHKY), HO

HE BBIXOJUT 3a npeaesnsbl paciuu ['epoTsr;

2 MexxayHapoaHasa Knaccudukauma 6onesHenn 10-ro nepecmotpa. Bepcua 2019. JoctynHo no: https://mkb-
10.com/.



o T3b — omyxoap MakpOCKONMYECKH PacCHpOCTPAHSAETCS B HIXKHIOIO MOJIYIO BEHY

(nanee — HIIB) Hue ypoBHs quadparmel;

o T3¢ — onyxonp Makpockonuyecku pacnpoctpansercss B HIIB Beime ypoBHs

nuadparmel wiam npopacraet crenky HIIB.

* T4 — omnyxonb pacmpocTpaHsercs 3a npenensl (acuuu ['epoTsl (BrIIOUas

BpacTaHUe B UIICWIIATEPATbHBIA HAITOYEYHHUK).

N — perunonapusie nuMdaTtudeckue y3ibl (qanee — JIY)

* Nx — peruonapusie JIY He MOTYT OBITh OIICHEHHBI.

* NO — oTcyTCcTBHUE METAacTa30B B peruoHapHbix JIY.

* N1 — Mertacrta3bl B perioHapHbIX JIY.

M — ornaneHHble MeTacTasbl

* Mx — oT/ajieHHbIe METacTa3bl HE MOT'YT OBITh OIIEHEHBI.
* MO — oTCyTCTBHE OTAAIEHHBIX METACTA30B.

* M1 — oTnaneHHbIE METACTA3bI.

Ctaguna Kateropua T KaTeropusa N Kateropua M
| 11 NO MO
I T2 NO MO
1l T3 NO MO
T1,T2,T3 N1 MO
\% T4 N nroboe MO
T ntoboe N2 MO
T noboe N nroboe M1




JAuarvocruka

Henbto obOcnemoBanus mnpu [IKP  sBasercs oleHka  JoKalu3aluu U
pacrpocTpan€éHHOCTH mporecca. CTaHJApTHBIM METOJIOM OOCIJIEIOBAHUS C IICJIbIO
nuarHoctuku u ctaaupoBanus [IKP sBnsercs cnupanshas KT 3a0prommHHOrO
MIPOCTPAHCTBA, OPIOIIHON W TPYIAHOM TMOJOCTEeN ¢ B / B KOHTpacTupoBaHueMm. [lpu
HUIMYUMA  CHUMIITOMOB, TIOJO3PUTENBHBIX B OTHOIIEHWM METACTaTUYECKOrO
MOPAXKEHUS KOCTEH, BBITIONHSIETCS CLIMHTUTpAadUsi KOCTEH CKeJieTa C MOCIeAYOIIUM
PEHTreHOJ0rnuecKuM uiu MPT-KOHTpoJIEM 30H MOBBIIEHHOrO HakomieHus: POIIL.
[TarimenTam ¢ 00111€MO3TOBBIMH W/WJIM OYArOBBIMHU HEBPOJIOTHUECKUMU CUMIITOMAMU
noka3zano MPT ronosuoro mosra. Jluarnoctuueckast a¢ppexruBnocts [I1IT-KT npu
[IKP He wu3ydeHa, METOJl HE PEKOMEHAYETCS K MPUMEHEHUIO B PYTUHHOMN
KIIMHAYECKON MPAKTHUKE B BUIY €r0 HE BBICOKOM YYBCTBUTEIBHOCTH MPHU JAHHOM

3200JIEBaHUM.

Mopddonorndeckyro BeprUPHUKALUIO TIEPBHYHOTO OOPa30BaHHUS WM OTHAIEHHBIX
METAacTa30B BBITIOJNHSAIOT C IIEJBI0 YCTAaHOBIEHHS THCTOJIOTMYECKOTO BapHaHTa
OITyXOJIA TIepe]i Ha3HAYCHWEM CHCTEMHOW MPOTHUBOOITYXOJICBOW Teparuu, a TaKxKe
nepes TpPHUMEHEHHWEM aOJIATUBHBIX METOJOB JICUCHUS WIH JHUHAMHUYECKOTO
HAOMIOJIEHUST B OTHOIICHUHM OOJBHBIX C HEOOJBIIUMH pasMepaMy IEePBHYHOTO

o0Opa3zoBaHus.



JleueHnue

KinHuyecku JIOKaJIHM30BaHHbIE W MECTHO-PACHPOCTPAHEHHBIE CTAAUM

3a0oseBanus (T1-4N0-2MO0)

OCHOBHBIM METOAOM JIEUEHUS NpPH KIMHUYECKH JIOKAIU30BAHHOM M MECTHO-
pacnpoctpanéaHom [IKP (cT1-4NO / +MO) sBusieTcss XUpYyprudyeckuil MeETO[I.
CraHIapTHBIM MOJIXOJOM MpHU KIWHMYECKH Jjokanu3oBaHHOM [IKP (cT1-2)
ABIgeTCs pe3ekuus noyku. HepskroMus BBIMOMHSAETCS MalMEHTaM C OMYXOJSMHU
cT1-2, Tnokanu3aumss W  pa3Mepbl  KOTOPbIX  JIENAIOT  BBIIIOJIHEHHUE
OpPraHOCOXPAHAIOIIETO JICYEHUS TEXHUYECKH HEBO3MOXKHbBIM, a TAKXKe JIJIsi OOJIbHBIX
[IKP cT3-4. Jlumpoauccekuust Tpu KIMHUYECKH HEraTUBHBIX JuM@oy3iax (cNO)
He sBiserca oO0s3aTtenbHOM. [Ipy  HanWuMKM  yBETWYEHHBIX 3a0pPIOIIMHHBIX
auMdoysnoB (cN1-2) BeIoNHAETCS paciiupeHHas duMdoauccexiys. AOISTUBHbBIE
Meroasl B craHaaptel jedeHus [IKP He BXOOAT M MOTYT paccMaTpUBAThCS Kak
aNbTepHATUBA XUPYPTUUECKOMY JICUCHHUIO HApSAy C JUHAMUYECKUM HaAOIOJCHHEM
IpU MaJIbIX MepudepUIECKU PaCIIOIOKEHHBIX OIMYXOJISIX MOYKU Y OONBHBIX C KpaiHe
BBICOKMM ONEpAIMOHHBIM pHUCKOM. Ilocie xupyprudeckoro jseueHus 10-nmeTHss
BBDKMBAEMOCTh OOJIBHBIX B 3aBUCHUMOCTH OT cTaguu BapsupyeT ot 30 % mo 85 %.
Ilocne paanKambHOrO XHPYPrHUYECKOIO JICUEHHS BHE 3aBUCHMOCTH OT CTaJuH
agbloBaHTHas JiekapctBeHHass w/wnu JIT He TpoBOASTCS, TOCKOJIBKY HE

CIOCOOCTBYIOT YIIYUIICHUIO O0IIel BBKUBAEMOCTH OOJIBHBIX.
JAuccemunupoBanHasi craaus (M1)

BreimosniHeHne 1UTOPEYKTUBHON (MAUTMATHBHOW) HE(PPIKTOMUU 10 Hauaja
TapreTHOW Tepanuu MoKa3aHo O0JIbHBIM rpynbl Xopoiero nporuosa (no IMDC unu
MSKCC) ¢ mnoTeHUHabHO pe3eKTa0ebHOW MNEePBUYHON OMYyXO0Jbl, KOTOPHIE
COCOOHBI ~ TEPEHECTH  XUPYPrUUYEeCKOe  BMeENIATeNbCcTBO. B rpymmax
MIPOMEKYTOUYHOTO U HEOIArOMPUATHOIO MPOrHO3a HIUTOPEAYKTUBHAS HEDPIKTOMMUS,
BBITIOJIHEHHAs J0 Hayajla TapreTHOW Tepamnuu, He YJydlllaeT MoKa3zaTeaud oOuien
BBIKMBAEMOCTH U MOKET BBITIOJIHATHCS TOJIBKO MallMeHTaM C HaJTu4ueM He Ooiiee 3-x

¢dakTopoB pucka no mkaiae IMDC. BeinojiHeHre HUTOPEIYKTUBHON HEDPIKTOMUHU



BO3MOKHO IIpH YI'PpOXarOmUX JKHU3HU COCTOAHHAX, CBS3aHHBIX C HaJIWYUCM

NEPBUYHON OMYXOJIH (reMaTypus, TOKCUKO-aHEMUYECKHI CUHIIPOM H JIp. ).

PanukanpHoe ynajeHue COJNUTAPHBIX M E€AUHUYHBIX METACTa30B  MOXKET
paccMaTpUBaThCS B KAdeCTBE BO3MOYKHOTO JIEYEOHOTO MOAXOAA Yy OTAENIbHBIX
60apHBIX [IKP ¢ OnaronpustHeiM mporHo3om no kpurepusiMm IMDC 1 HHI0JIEHTHBIM
TeYeHHEeM 00Jie3HU. AJTBIOBAHTHAS T€panus Mocie paJuKaJbHOTO XUPYPrUuecKoro
yIAJIEHWsT METacTa3oB HE YJIydlllaeT pe3yJbTaTbl JICUCHUS U €€ IPOBEICHUE HE

ITOKa3aHO.

queBaﬂ TCpanus MOXKET OBITH MCIIOJIb30BaHa C MTaJUTHaTHBHOU CJIbIO TIPU HAJIMYUHU

00JI€BOTO CUHAPOMA MTPU METACTATUYECKOM MOPAKEHUH KOCTEH.

B Hacrosmiee BpeMs i1 KIMHUYECKOTO HCIOJB30BaHHMS PEKOMEH]IOBAHBI
CIIeIyIOIIMe Tpenapathl: copadeHnO, CYyHUTHHUO, TEMCHPOJIIUMYC, OeBalm3yMmad B
koMmOuHaimu ¢ M®Ho, mazonanunO, akCUTHHHO, JIEHBATHHHO B KOMOMHAIIUH C

HBEPOJIUMYCOM, HUBOJyMa0b MM KOMOWHAIMSI HUBOJIyMa0a ¢ UIMMUITUMyMaboM.

VEGFR-1-3

MpenapaT pynna Pe>xum neuyeHun
CyHUTUHWG TUPOSKHKMHAa3HBIA MHTMEUTOP 50 mr/cyT. BHYTpb 1-4 Hea,, 2 Hea. nepepbiB MK
VEGFR-1-3, PDGFR, c-KIT, FLT-3 50 mr/cyT. BHYTPb 1-2 Heg,, 1 Hed. nepepbis’
Copadpenntd TUPOSKHKMHAa3HBIA MHTMEUTOP 800 Mr/cyT. BHYTPb eXeAHeBHO
VEGFR-2, RAF-kuHazbl, c-KIT
Temcuponnmyc NHrmbéutop m-TOR 25ur B/B 1 pas B Heg,
SBEpPOANMYC WMHrnéutop m-TOR 10 mr/cyT. BHYTPb exefHeBHO
MNasonanwnb TWMpO3KHKMHAa3HBIA MHTMOUTOP 800 mMr/cyT. BHYTPb exXefHeBHO
VEGFR-1-3, c-KIT, PDGFR
AKCUTUHMG? TUposKHKMHAa3HBIA MHTMOKUTOP 5 mr x 2 pasa/cyT. BHYTpb exegHeBHO

beayusymab +
NH®-a

AHTU-VEGFR MKA

beBaumaymab 10 mr/kr 8/ 1 pas B 2 Heg. + W®Ha 3-6 maH.
Ea. n/Kk 3 pasa B Heg.

Hueonymat

AHTL-PD-1 MKA

Husonymab 3 mr/kr B/B kanensHo 1 pas B 2 Heg,.

Husonymab +
UnuaMMymabs

KomBunaums aHtu-PD-1 1
aHTK-CTLA MKA

Husonymab 3 mr/kr B/B + ununumymat 1 mr/kr /8 1 pas
B 3 Hej. 4 BBejeHunA, Janee — MOHOTepanua Hueoaymabom
3mr/kre/e 1 pas .2 Hega,

B xauectBe Tepanuu | nuHUM TTpH 11000M MPOTHO3E 1I€IeCO00Pa3HO MCTIOIH30BAThH
CJIEIYIOIINE TapreTHhIE MpenapaThl: CyHUTHHUO, mazonanuo, 6esamu3zymad + MHD
o. JlJs DanMeHTOB C MNPOMEXKYTOYHBIM WM HEOJAronmpHUsITHBIM MPOTHO30M
BO3MOKHO Ha3HayeHUWE KOMOMHAIIMM HUBOJyMad + unuiauMymad (1O peuieHuro

BpaueOHON kKomuccuu). Ilpu uCnonb30BaHMM JAaHHOW KOMOMHAIMK 4YacToTa



MMMYHOOIIOCPEIOBAaHHBIX HEXENAaTeNbHbIX sIBIeHUH (3—4 cT.) yBenuuuBaeTcs 10 46

%. TeMcupoaMMyC Ha3HA4YaeTCs TOIBKO OOJIBHBIM C HEOJIArONPHUATHBIM IIPOTHO30M.

[Ipu  mporpeccupoBaHuu  3a00J€BaHUA  MOCIE€  TEpaNMM  HWHTHOUTOpaMu
TUPO3UHKWHA3 (CYHUTUHUOOM, copadeHuOOM, Na30NaHuOOM) PEKOMEH0BaHO

Ha3HAYCHHE CICAYIONINX MPernapaToB:
* HUBOJIyMa0

* AKCUTUHUO

* JIGHBaTUHUO + IBEPOJIUMYC.

YactoTa HexenaTteNnbHbIX SIBICHUH 3—4 CT. MpPU HUCIMOJIb30BAaHUM KOMOWHAIIUU
«1eHBaTUHUO + 3BeposuMyc» MoxeT gocturath 30 % u TpeOyeT THIaTeNIbHOTO

MOHHUTOPHHI'a ICPCHOCUMOCTHU TCPAIIUU.

[Ipu mporpeccupoBanuu 3ab6osneBanus nocie repanuu MHO-a wnm ucnonb3oBaHus
KoMOuHamu «OeBaruzymad + HMH®-o» BO3MOXKHO Ha3HAYeHHUE WHTHOUTOPOB

TUPO3WHKHWHA3 (1Ma30MaHnu0, CYHUTUHHO, akCUTUHHO, copadeHuo).

D} heKTUBHOCTH TepalUK OLICHUBACTCS KaXKable 2—3 MecC. OT Havalsia JCYCHUS WU

paHbllle B Cllyyae IOSABJICHUS KIMHUYECKUX IIPU3HAKOB IPOrPECCUPOBAHUSA

3aboneBanms.’

3 Hocos [. A., Anekcees b. 1., Bonkosa M. W., Thagkos 0. A., Monos A. M., Xapkesuu . 0. Mpaktnueckune
peKomeHAaunm No NeKapCcTBEHHOMY SIeYEHUIO NOYEYHOKNETOYHOro paka. 3/10KaYeCTBEHHbIE OMYXO/N:
MpaKTnyeckue pekomeHgaumm RUSSCO, 2020 (tom 10)
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