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[aCTPOUHTECTUHA/bHbIE CTPOMasibHbie onyxoan (TMCO) — peakne Me3eHXMMa bHble HOBO-
obpasoBaHuA cyacToTomn BcTpeyaemocTn 10-15 cnyyaes Ha 1 MAH. HaceneHus. Hanbonee yacto
ONyXoNu 0KanusyTca B wenyake (60%) n ToHKoi kuwke (30%), a TakKe B ABEHAALATU-
MepCcTHOW W NpAMON KUlWKe. Pegkne nokanmsaumm — nuwesos, o60404Has KulKa, 601blWon
ca/IbHUK, Bpbixelika, 3abpilolnMHHOE NPOCTpaHCTBO. K/lo4eBbIM MeXaHN3MOM Pa3BUTUA OMYXON
asasetca myTtauma B rede C-KIT (80%) nan PDGFRA (10%). MporpeccuposaHme npoasaserca
MeTacTasaMmu B neyeHu u/uam no 6prowmnHe. Tepanna MHTM6UTOPaMU TUPO3UHKUHA3 — OCHOB-
HOW MeTo/ NevyeHnn MeTacTaTuyeckol 6onesnun, XT HeadpdeKkTUBHa.

1. KIACCUODUKALMNA N ONPEJENEHUE CTAAUN

CraguposaHue TMCO c 2019 r. nposognTca no cucteme TNM 8-ro nsganHma. OCHOBHbIMYU
NMPOrHoCcTUYeCKMMM paKTopaMu ABAAIOTCA MUTOTMYECKUIN UHAEGKC, pa3Mep U oKann3auns
onyxonun. B ocHosy ctaguposanmna [MCO nonoxeHbl pa3mMep 0NyX0an U MUTOTUYECKUIA MHAEKC.

T— nepeuyHasa onyxosab

TX — nepBMYHas OnNyXo/b He MOXeET 6bITb OL,eHEHa

TO — nepBMYHas ONyXoNb OTCYTCTBYyET

T1— onyxonb He 6osiee 2 cM Hanbo/blLeM U3MEPEHUN

T2 — onyxosb 6onee 2 cM, HO He 6onee 5 ¢M B Hanbo/ibleM U3MEPEHUN
T3 — onyxosb 6onee 5 cM, HO He 6onee 10 cM B Hanbo/ibleM U3MEpPEHUN
T4 — onyxonb 6onee 10 cM B HanbobleM U3MEpeHUM
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N — pernoHapHbie AMMpaTnyeckue ysnbl

NX — pernoHapHble 1MMdOY3/bl He MOTYT 6bITb OLLeHeHbl"
NO — HeT MeTacTa30B B pernoHapHbix AMMdaTUYeCKMX y3aax
N1 — ecTb MeTacTasbl B pervoHapHbix AMMdaTUYeCKnX y3nax.

M— oTAaNneHHble MeTacTas3bl

MO — HeT OTAaNeHHbIX MeTacTa3oB
M1 — ecTb OTAa/NeHHble MeTacTasbl.

MuToTUYECKUIA UHAEKC

HU3Knit MUTOTUYECKNIA MHAEKC — He 6onee 5 MMTO30B B 50 nosiAx 3peHuns
BbICOKMIA MUTOTUYECKNI MHAEKC — 60s1ee 5 MUTO30B B 50 MosiAx 3peHus.

MuToTuyecknit unaekc ana NMCO onpesenatoT No KOANYeECTBY MUTO30B B 50 NoAX 3peHun
(Ha obwen naowasmn 5 MM2) Npy 60/1bLWIOM YBENNYEHUU MUKPOCKONA, UCMO/b3YS 06beKTUB X40.

B cBA3M c 60n1ee 671aronpuMATHLIM MPOrHO30M MPU 0KaAMU3aLMN ONYXONUN B XKeNysKe BCe
TMCO pasaeneHbl Ha Be FPYNMbl: KeNYAO4HbIE U BHEXEY/A04HbIE ONYX0/N, @ pacnpeseneHue
no CTagnAM NPOBOANTCA OTACNBHO ANA CTPOMA/IbHBIX OMYXONEN XeNy/AKa N OCTaNbHbIX NOKa-
nusauunii. [pynnmMpoBKa no cTaguaM npeAcTaBaeHa B Tabn. 1u 2.

Ta6nuqa 1. prnnmposxa no CTaAMAM raCTpPONHTECTUHA/IbHBIX CTPOMA/IbHbIX onyxoneﬁ Henyaka
U caZibHMKa

Cragusa T N M MUTOTUYECKNI UHAEKC
Cragusa IA T1, T2 NO MO Huskuit
Cragwsa IB T3 NO MO Hu3kui
Cragusa ll T, T2 NO MO BbicoKkuit
T4 NO MO Huzkuin
Cragusa A T3 NO MO Bbicokuit
Cragwmsa llIB T4 NO MO Bbicokuit
Cragua IV Nobaa T N1 MO Jlro6oit
Jiobana T Niobas N M1 Joboi

T [lpu T’MCO Memacma3ssl B pe2uoHapHbIX AUMPOY31ax BCMpeyaromca pedko, N03IMOMy CAy4qau, Koada cma-
myc numMpoy3n08 He Moxem bbiMb OUeHeH KAUHUYeCKU u Mopgonoauyecku, paccmampusarom kak NO sBmecmo Nx
unu pNx.
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Tabnuua 2. Pacnpegenienne No CTagnaM raCTPOUHTECTUHANBHBIX CTPOMAsIbHbIX ONyXo/ei
BHEXeNyA04HOW oKanm3sauum'’

Cragusa T N M MUTOTUYECKNI MHAEKC
Cragmsa | T1, T2 NO MO Huskun
Cragmsa ll T3 NO MO Huskuin
Cragus A T1 NO MO BbIicokuin
T4 NO MO Huzkuin
Cragmsa llIB T2, T3, T4 NO MO BbICOKMI
Cragua IV Jlobaa T N1 MO JNoboit
JNiobaa T JNiobasa N M1 JToboi

" Kpumepuu cmadupoBaHus onyxoneli MOHKOU KUWKU NpUMEHSAOMCA 048 nepsudHbix MCO ocmanbHbix
BHEXENYOOYHbIX NOKaNU3AUUU.

2. AMATHOCTUKA

JlnarHos yctaHaB/MBaeTCA Ha OCHOBAHWUMW AiaHHbIX OCMOTPa, Pe3y/IbTaTOB UHCTPYMEHTab-
HbIX MeTOA40B 06CNe0BaHMA N NATOMOPHOIOrMYECKOTO 3aKNI0YEHUS.

MepBuYyHOe obcnefoBaHMe AOMKHO 6bITb MPOBEAEHO 40 BCEX BUAOB eYebHbIX BO3jen-
CTBWIA U BKAKOYaeT B cebn:

+ cbop aHaMHe3a 1 OCMOTP;

+  06wWwwnit aHas M3 KPOBYM C MOACHETOM JIeKOLUTAapPHON GOPMY/Ibl U KONMYECTBa TPOMOOLMTOB,
YPOBEHb reMornobunHa;

+  6MOXMMUYECKUI aHaNU3 KPOBU C onpegesieHNeM nokasaTtenet GyHKLUMN nevyeHn, noyek,
yposHAa W®, Kanbumna, raoKos.l;

+  3HAockonuyeckoe obcneposanme: IIAC; snaoY3U npu STAC ABnseTca npesnoyTUTENb-
HbIM, T. K. TO3BO/IAET 06 EKTUBHEE OLLEHUTb Pa3Mepbl ONYXO/U U ee CTPYKTYPY;

+  Y3MopraHos 6ptoWwHON NoN0CTU M Manoro Tasa. KT opraHoB 6poLWHON MONOCTM C B/B KOH-
TpaCcTUpoOBaHMEM ABAACTCA ONTUMA/IbHBIM METOAOM KaK NPV NEPBUYHbBIX ONYX0NAX, TaK
M Npu MeTacTaTuyeckow 6ose3Hu; Y3 opraHoB 6ptolLHO NONOCTU MeHee MHPOPMATUBHO
no 60/NbWIUHCTBY NOKaszaTesei (OLeHKa pa3MepoB, NJIOTHOCTH, KONMYECTBA OYAroB; BO3-
MOMHOCTb XpaHeHUs UHGOPMALLMM) U BbINOHACTCA B KAYeCTBE MUHUMANLHOTO 06beMa
ob6cnengoBaHus;

+  Mopdosioruyeckoe nccaefoBaHune brontarta Mbo yganeHHOM OMyXoin; B 3aKJOHUTEIBHOM
rTMCTONOrMYECKOM 3aK/IOHEHUM JO/MKHBI ObITh YKa3aHbl pa3Mep ONyXou, J0Kannsauus,
MOPHONOTrUYECKUI BUA, MUTOTUYECKUIA MHAEKC (KONMYeCTBO MUTO30B B 50 NonAX 3peHus
npv 60NbWOM YBEAUYEHNM), HANUYME Pa3pbIBA KaNCyabl ONyXxoau (€CaM TakoBoe UMeno
MecTo);

+  WUIXwuccneposaHnue conpegenenneM skcnpeccun CD117 u/unn DOGT aBnseTca Heobxoamn-
MbIM NPV NOATBEPXAEHNM AMarHo3a; Npn oTcyTcTBMM MyTauun B rede KIT nam PDGFRA
(Avkui TMN) uenecoobpasHo BhinoaHeHMe MITX nccae0BaHMA C ONpeAeieHneM SKCrpeccum
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CyKuuHaTaernaporeHassl B (SDHB), oTcyTCTBME 3KCNPECCUM CBUAETENLCTBYET O HApYLIEHWUM
byHKUMYM reHa;

*  MOJIeKYNIAPHO-TeHeTUYeCKNIA aHann3 MoxeT noMoyb B cnydae CD117 n DOGT HeraTuBHBIX
onyxoneii (80 3-5% Bcex onyxoneit); Npu N0KaNM3aLum ONyxXou B KeNyAKe SHAOCKOMNN-
yeckas npegonepaunoHHas 6uoncua NpejnoYTUTEIbHE® YPECKOKHOW;

*  NPUHEBO3MOXHOCTM BepUUKaLUK ANarHo3a n ybeAnTeNbHbIX KAMHUYECKNX M SHAO0CKONM-
YeCKUX NpU3HaKax nokannsosarHbix opm NMCO npegonepayoHHoit Mopdosornyeckomn
ANArHOCTUKOM MOXHO NpeHebpeyb, €CAN He NJaHMPYeTCA NpejonepaynoHHan Tepanua
MMaTUHUGOM;

*  Y3WM Manoro Tasa npu 10KanuMsaLmm onyxosam B ManoMm Tasy (onyxoau npamMom Kuwwkm); MPT
OpraHoB Manoro Tasa cC B/B KOHTPaCTUpPOBaHMEM ABAAETCA ONTUMaNbHbIM U 60/1ee TOYHBIM
MeTOAO0M ANarHOCTUKMY;

+ 3T BbINONHAGTCA ANA OLEeHKM MeTabonnyeckoro 3¢ dekTa Ne4eHUs, a TaKKe MOXKeT Npu-
MEHATLCA NPU COMHUTENbHbIX pe3yabTaTax KT;

- onpegeneHue MyTauuii B reHax KIT (sk3oHbl 9, 11), PDGFRA (3k30HbI 12, 14, 18, D842V)
WU KOHCTaTalma UX OTCYTCTBUA B yKa3aHHbIX reHax (AWKuit TUn). MaToreHes passutus
CTPOMa/IbHbIX ONYX0/1eli XenyaKa B cocTaBe Tpuaabl KapHea n cuHgpoma KapHesa-CrpaTa-
Kuca cAsaH c AepnuUnTOM epMeHTa CyKLMHaATAETMAPOreHasbl. Tepanuay Takmx 60N1bHbIX
Mano3pPeKTUBHA. Y 601bHbIX C AUKUM TUMOM MOTYT BbIABAATLCA MyTaLumn B reHax SDH,
KRAS, BRAF, NRAS.

B cnoxHbIX cnyvasx (TPYAHOCTM B yCTaHOBKEe MOPPONOTMYECKOro NN MONEKYNAPHO-
reHeTUYeCKoro AnarHosa, bosbHble ¢ Tpuagoit KapHes, cungpomom Kapres-CrtpaTtakuca uam
C AVKUM TUMOM) YTOYHSIOWYIO AMArHOCTUKY U Ie4eHe Lesecoo6pasHo NPOBOAUTL B Crieyma-
NIN3UPOBAHHbLIX OHKONOTMYECKMX YUPeXAEHUAX.

Jlenenne TMCO Ha NpOrHOCTMYECKUE FPyNMbl B 3aBUCMMOCTM OT pa3Mepa, N0Kaansaumu,
MUTOTUYECKOrO MHAEKCa 1 ¢paKTa pa3pbiBa Kancynbl NpeAcTaBAeHO B Tab. 3.

Ta6aunua 3. MpOrHOCTUYECKME FPYNMbl FACTPOMHTECTUHANBHBIX CTPOMANbHBIX OMyX0/eN
(no H. Joensuu, 2008 )

Puck peungusa Pa3smep onyxonu, cM MuTtoTu4eckmii MHAeKC Jlokanusaymsa onyxonu
OueHb HU3KWMIA <2 <5 Jioban
Huzkuin 2,1-5,0 <5 JNobasn
MpoMeXyTOuHbIA 2,1-5,0 >5 Xenyaok

<50 6-10 Jlrobas

5,1-10,0 <5 Henypaok
Bbicokuit Joboi JNiobon Pa3pebis onyxonu

>10 Joboit Nobas

Jioboit >10 JNiobas

>5 >5 Jioban

2,1-5,0 >5 BHe »enyaka

5,1-10,0 <5 BHe »enyaxa
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MyTaLMOHHbIV CTaTyC TakKe 061a4aeT NPOrHOCTUYECKNM 3HaYeHNeM: MaLMeHThl C ToYey-
HbIMUK MyTaUUAMU, AyNanKaumamu B 11 ak3oHe reHa KIT v rene PDGFRA (kpome D842V) nyywe
oTBeYaloT Ha 1eyeHne 1 obnagatoT 61aronprUATHLIM MPOrHO30M.

3. IEMEHUE

OCHOBHbIM METO/,0M /leHeHNA JIOKaNM30BaHHbIX U MECTHOPACNpoCTpaHeHHbIx opm MCO
ABNAGTCA XMPYPruyecKoe neveHune, a npu peLnavBe N MeTacTaTu4ecko 6on1e3Hn — TapreT-
HaA Tepanua MMaTUHUOOM.

3.1. lokannsosaHHble GOpMbI

3.1.1. Mpwu He6ObLWNX pa3Mepax OMyxo/u, MeHee 1-2 CM, HQ OCHOBAHWUW KAMHUYECKON KapTUHbI
A0NYyCTUMO AWHaMUYecKoe Hab/loAeHne, 04HaKO HeO6XOANMO NPUHMMATbL BO BHUMaHWe
NoTeHLMaNbHbIA PUCK MPOrpeccMpoBaHMA C YH4E€TOM pe3y/bTaToB MOP$ONOTrNYeCcKoro
uccnegosanns (GakTOpoB pUCKa) Npy OTKase OT aKTUBHOM XUPYPrUYECKON TaKTUKM.

3.1.2. Mpu pa3mepax onyxosim 6o/ee 2 CM NOKasaHO onepaTUBHoe ieveHune. lonycTMMo BbINOHEHWE
3KOHOMHbIX pe3eKLMin C OTCTYMNAeHUEM OT Kpas onyxoau Ha 1-2 cM. JlIumbageHsKTOMUA
peKoMeHAyeTCA Npu Onyxoasax ¢ AedULUTOM PpepMeHTa CyKLMHATAErMAPOreHasbl, B APYrux
cnyyasx — He LiesecoobpasHa. Jlanapockonuyeckye onepaLyn MOryT BbINOHATLCSA NPY HEGO/IbLIMX
pasMepax OMyxoJ/iM B BbICOKOCMELNAAN3NPOBAHHBIX YHPEXAEHUAX MPU MUHUMANbHOM pUCKe
MHTPaonepaLMOoHHOro pa3pbiBa Kancy/bl. lMpodunakTuyeckasn pesekuuns 60bWOro caibHUKa Kak
OCHOBHOWVI /IOKaNM3aL My NepUTOHEeaNbHbIX METaCcTa30B OnpaB/aHa, OAHaKO PaHAOMU3MPOBaHHbIX
MccaeJ0BaHNI, NOCBALLEHHBIX OLleHKe 3$PeKTUBHOCTU MPOPUNAKTUHECKON OMEHTIKTOMUM, He
NPOBOAMAOCH. DHAOCKOMNUYECKMe OMNepaLMmn Npu oKaan3aLum B Keny/Ke He LesecoobpasHsl
B CBAI3 C COMHUTE/IbHOW BO3MOXHOCTbIO PafUKabHOTO NCCEYEHUA KHOXKU» onyxosu. Mpu
HepaavKkanbHoit onepaumm (R1, R2) cregyet paccMOTpeTb BOMPOC O BbINOJIHEHUM MOBTOPHOM
onepauun. Npu HEBO3MOXKHOCTU ee BbINOJIHEHWA NMOKa3aHO AUHaMUYecKoe HabalogeHve unm
npoBe/eHne TapreTHON Tepannu MMaTUHUGOM.

3.1.3. [pu 1oKkanM3aL MM Onyxou B NULLEBOAE, KapANabHOM OTAENE KeNyAKa, ABeHaALaTUNEepPCTHOM
1 NPAMOW KULLIKE MoKasaHa npejonepalunoHHas Tepanus C Le/blo YMeHbLIEHWsA ee pa3MepoB
1 noceAytoLeit MomnbITKN BbINOJIHEHWUA OPraHOCOXPaHAILLEN onepaLuu.

3.1.4. [py COMHUTENbHO pe3eKTabeIbHOCTM ONYXONW LienecoobpasHo npejomnepaLoHHoe fedeHne
MMaTUMHUO0OM B TeyeHne 6-12 Mec.

3.1.5. Mocne pagukanbHoit onepauum:

* NPV HU3KOM pUCKe NPOrpeccMpoBaHUA NOKas3aHo AMHaMMyecKoe HabaogeHne;
*  NPUNPOMEXYTOYHOM U BLICOKOM PUCKe NPOrpecCcMpoBaHMA NOKasaHa aAbloBaHTHanA Tepa-
nMa MaTMHNG0OM B TeyeHue 3 feT.

|_|pI/I Ha3Ha4yeHUn aA'bIOBaHTHOﬁ Tepanuu uan nev4eHnn Heonepaéeanblx nmeTacTaTn4eCKmnx
onyxoneﬁ u,enecoo6pa3Ho NpoBOANTbE MONEKYNAPHO-TeHeTUYeCKOoe nccaefoBaHne Ana UCKNO-
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yeHua FTMCO, pe3ncTeHTHbIX K TapreTHol Tepanuu (MyTauma D 842V B reHe TpoM60OLMTApHOrO
dakTopa pocTa, BCTpeyalowancs MeHee YeM B 5%cayyaes). [pu BbISBAEHUN NOTEPY SKCMPECCHM
SDHB B onyxosnun npu UMX uccnegosanunv agbloBaHTHas Tepanua MMaTUHN60M HelenecoobpasHa.

Mpun peunamnse 6one3HM NoC/e afbOBaHTHOM Tepannmn NokasaHo BO306HOBeHMe NpreMa
MMaTuHU6a. AITOpUTM NledeHns nokanusosaHHbix FTMICO npeacTasaeH Ha puc. 1.

3.2. HepesekTabenbHble ONyxo0/1u, peLuamnBbl, MeTacTasbl

3.2.1. | nvHuA Tepanumn

+ [punHepe3sekTabesbHbIX ONYXONAX, PeLUANBE NN MeTacTa3ax OCHOBHON MeTO/ NeyeHns —
TapreTHas Tepanua uMaTuHU60M 400 Mr/CyT. 40 NPOrpeccMpoBaHna AN HenpreMaeMon
TOKCUYHOCTM.

«  [pu MyTauum B 9-M 3Kk30He reHa KIT pekoMmeHAoBaH MMaTUHUG 800 Mr/cyT. (cTatucTuye-
CKW 3Ha4YVMO yBeNM4YMBaeT BpeMA [0 NPOrpeccMpoBaHuna 6e3 CyleCcTBEHHOMO yAyYlWeHns
o6Lieil BBKMBAEMOCTH).

+  Mpu gurom tune TMCO c gedpuuntom SDH (B ToM Yncae npu TMCO B cocTase Tpuagbl KapHes
v cuHapoma KapHes-CrpaTakuca) Npuém nMaTnHu6a He peKOMeHAYeTCs; B | IMHNM peKOMeH-
AYeTCA NpueM CyHUTUHMGa 50 Mr/cyT. B TedeHune 4 Heg,, 2 Heg.— nepepbiB (1160 37,5 Mr/cyT.
eXeAHEeBHO) Unu peropadernba 160 Mr/cyT. B TedeHue 3 Hega., 1 Hegens — nepepsis.

+  MpumyTtaymm reHa D842V B 18 3k30He reHa PDGFRA B | AnHNM ne4eHNA BO3SMOXHO Npu-
MeHeHWe gaszaTuHuba 140 Mr/cyT. exxeHeBHO.

+  Tpu NCXOAHO He pe3eKTabenbHbIX ONYyX0NAX y 60nbHbIX C 3G PeKTOM B pe3ynbTaTe Te-
panuu LenecoobpasHa oLeHKa BO3MOXHOCTU PaZiMKabHOIO XUPYPruYecKoro neveHuns
yepes 6-12 Mec. nocae Havana Tepanuu.

+  [IpM M30AMPOBAHHOM MNOPAXKEHUMN NEYEHM BO3IMOXHO BbiNOAHEHMe PHA, pe3eKuna neveHn,
aMbonunsauma, xumMmnosmbonmsaums, anbo ctepeoTakcmyeckan /1T yepes 6-12 Mec. nocne
HayYana Tepanuu.

+  TpuMynbTMPOKaNbHOM NPOrpecCcMpoBaHNMN XUPYPrUYECKOe e4eHNe He yAyYLlaeT BbXKK-
BAE€MOCTb MO CPaBHEHMIO C IEKAPCTBEHHbIM IeHeHUEM.

+  Tp1IOKabHOM NPOrpeccUpoBaHnm (yBenueHne OTAEIbHbIX METACTA30B NPU COXPaHAI0-
weMcs 3bpeKTe CO CTOPOHbI APYrHX METACTa30B) KOHCUANYMOM MOXET BbiTb PACCMOTPEH
BOMPOC O XMPYPrUYeCKOM yAaneHnn OTAe bHbIX 04aroB, 60 NCNONb30BaHNM Pa3ANYHBIX
MeTO/ 0B /I0KaNbHOIO BO3AENCTBMUA (3MB0AMU3ALMUA, XUMUOIMB0AN3ALMSA, CTEPEeOTaKCUYe-
ckas 1T).

+  XT,IT, aTakxe gpyrue BuAbl 1eKapCTBEHHOTO Ne4eHnA HeapeKTUBHbI.

+ /T MoXeT 6bITb Ha3HaYeHa NpKU MeTacTasax B KOCTAX C NaAANaTUBHON Lie/bio.

+ TpUXMPYPruUyecKnx OCTOKHEHUAX TeHeHUA 601e3HM (Pa3pbiBe OMYXO/M, KUILEYHOMN Henpo-
XOAUMOCTH, KPOBOTEYEHUM) BLIMOHAIOTCA OBLLENPUHATLIE XUPYPTrUYeCKue MepONpUATHUSA
C NPOAO/IKEHNEM TapreTHoW Tepanuu.
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3.2.2. Il nvHuna Tepanum

+ lpunporpeccupoBanuu Ha poHe npuema nMatTuHnba B 403e 400 Mr/CyT. nOKasaHa ackana-
LA A03bl npenapaTa 4o 800 Mr/cyT., neYeHne — 4,0 NPOrpPeCccCMPOBaHUA UM HeNpueMaeMoi
TOKCUYHOCTHU.

+ [lpy HenepeHOCMMOCTU MMaTUHMGA NAU NEPBUYHOW PE3NCTEHTHOCTM NOKa3aHa Tepanua
CYHUTUHUOEOM 50 Mr/cyT. eXXeHEBHO B TeyeHue 4 HejeNb, 2 HeJleNn NepepehiB, anbTep-
HaTWUBHBIN pexuM npuéma — 37,5 Mr/cyT. exesHeBHO 6e3 nepepbiBa, NeYeHne — A0 Npo-
rpeccupoBaHuUA AW HeNpueMaeMoi TOKCUYHOCTH. Mpy BbipaxeHHbIX NO60UHbIX 3 PeKTax
AONYCTUMO CHUXKEHUe A03bl CyHUTUHMGa A0 37,5 Mr/cyT., 4 Hegenu, 2 Hejenun nepepeis,
cnepylolWwmnin 4030BbI ypoBeHb — 25Mr/cyT. 4 Hegenn, 2 Hegenu nepepbiB. MeanaHa
BPEMEHM /10 NPOrpeccMpoBaHMNA NPM TAKOM BapuaHTe e4YeHna cocTaBaneT 6 mec.

+  TIpMOKaAbLHOM NPOrpeccMpoBaHum (yBeNnyeH1e OTAe/IbHbIX METacTa30B Mpu COXPaHsALeMcs
3¢pdeKTe CO CTOPOHbI APYTUX METACTa30B) KOHCUANYMOM MOXET 6biTh PACCMOTPEH BOMPOC
0 XMPYPru4eCcKoM yaneHnn oTAebHbIX 04aros, 160 UCNO/b30BAHUN Pa3NINYHbIX METO/0B
JIOKaNbHOrO BO3AeNCTBUA (3ME0AU3ALMSA, XMMMOIMBOAMU3aLMsA, CTepeoTakcuyeckas JIT).

3.2.3. lll nMHuAa Tepanun

+ [pu nporpeccupoBaHuun 6one3Hn Ha GoHe Nprema MMaTUHUGa U CyHUTUHNOA ANBO nX
HemepeHOCMMOCTM NoKasaHa Tepanua peropadpeHnbom 160 Mr/cyT. exesHeBHO B Teye-
Hue 3 HeA., nepepbiB — 1 HeJ., fe4eHne — A0 NPOrpecCUpoBaHNA AN HENPUEMEMOMN
TOKCMYHOCTU. MeanaHa BpeMeHM 40 NPOrpeccMpoBaHna cocTasdeT 5 Mec.

+  Tpwv aoKanbHOM NpOrpeccpoBaHnu (yBeanUeHNe OTAE/IbHbBIX METACTa30B MPU COXPaHAIoLLEMCA
3$ppeKTe CO CTOPOHBI APYrMX METACTA30B) KOHCUAMYMOM MOXET 6bITb PACCMOTPEH BOMPOC
0 XMPYPru4ecKoM y/JaseHnN OTAe/IbHbIX 04aros, IM60 MCNONb30BaHUM Pa3NNYHbIX METOA0B
NoKabHOro BO3AeicTBUA (3ME0AM3aLUS, XMMUO3IMBOIU3aLNSA, CTepeoTakcuyeckas JIT).

+  PekoMeHpayeTcsA TecTMpOBaHue onyXonun Ans BoiasaeHns MSI-H, dMMR; B ciyyae nx BbisfiB-
NeHnA HeobxoAMMO paccMOTpeTb HazHaveHve neMbpoansymaba.

+  TNpunHespPeKTUBHOCTM/HENEPEHOCUMOCTU Tepanun CyHUTUH60M/peropadpeHn6om Bo3-
MOXHO PacCMOTpeTb MOBTOPHOE Ha3HayYyeHWe uMaTnHnba B f03e 400 Mr/cyT.

3.2.4. lononHUTenbHbIe NeKapCTBEHHbIE NpenapaTtbl A8 NeYeHUA
MeTacTaTuyeckon ¢opmbl FTMCO

BO3HMKHOBEHME PE3UCTEHTHOCTM K CTaHAaPTHLIM NPOTUBOOMYXO/I€BbIM SIEKAPCTBEHHbBIM
npenapaTtam 06yC/0BJI€HO MOABNEHNEM BTOPUYHbLIX MyTaLlWi1, B CBOIO O4epe/b HyBCTBUTE/IbHbIX
K APYrvM TapreTHbiM npenapaTam (copadpeHunt, 4a3aTUHUG, HUNOTUHUG, MOHATUHME, Kabo3aH-
TUHUG).

Mocne nporpeccMpoBaHmnA Ha TPEX TMHUAX NeYEHUA BO3IMOXHO NPUMeHeHne KoMBUHaLum
nmatuHnba 600 Mr/cyT. n 3Beponnmyca 2,5 Mr/cyT.

Mpu BbisBAeHUN MyTauun VE6OOE B reHe BRAF BO3MOXHO Ha3HayeHne komMbuHaumum BRAF
uHrnbuTopos (BeMypadeHunba nam gabpadpernba) c unrnbutopamm MEK (kobumeTuH60M Uan
TpaMeTUHU60M).
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MpuMeTacTasax B KOCTAX PEKOMEHAYETCA MPUMEHEHME 0CTEOMOANDULMPYIOLLVX NPenapaTos:
30/1eipoHoBan KucnoTa 4 Mr B/B uan geHocymab 120 Mr n/k oguH pas B 28 gHeil.
AnroputM neyeHns HeonepabesbHbIX M MeTacTaTu4decknx popm NMCO npeacTasieH Ha puc. 2.

4. HABJIIOAEHUE N OLLEHKA DD PEKTA

Mocne paguKanbHbIX ONepaLuii C Lienblo paHHEro BbIABNEHUSA METacTa3oB U OLEHKU 3¢-
$EeKTMBHOCTM Tepanuu MeTacTaTU4eckoi 601e3HM Heobxo4MMO BbinosiHeHWe Y3 6pioluHoM
nonoctun/manoro taza. ONTUManbHEIM ABAAETCA NCNonb3oBaHne KT/MPT opraHos 6ptowWwHoM
MONOCTU U Manoro Tasa ¢ B/B KOHTpacTMpoBaHueM. Y3/ MOXeT NPpUMEHATLCA ANA OLEHKM
NofABAEHNA HOBbIX 04aroB NPV HEBO3MOXHOCTM BbiNOAHeHUA KT, HO He ABAAEGTCA HAAEKHBIM
MeTO/0M MOHUTOPUHIa 3G GeKTUBHOCTYM Tepanumu MeTacTaTu4eckon 6onesHn. Mpu KT gonxHsl
6bITb OLlEHEHbI HE TO/IbKO pa3Mepbl OMYX0EBbIX 04aroB, HO U UX NIOTHOCTb: GOpMasbHOE yBe-
MYeHne pa3MepoB ONyxo/in 6e3 OLleHKM MJI0THOCTU He BCerja o3HavyaeT NporpeccrpoBaHue.

T'MCO kpaltHe pegKo MeTacTasupytoT B nerkme, noatomy KT rpysHON KNeTKu Heleneco-
obpa3Ha, o630pHas R-rpadus B npAMoi 1 60KOBOIN NPOEKLUAX ABAAETCA AOCTATOYHBIM METOZAOM.

YactoTa o6cnegosanus (KT) nocae pagukanbHblix Onepaumnii 3aBUCHUT OT FPYMMbl pUcKa:

* NPV HU3KOM pUCKe nporpeccmposanma — 1 pa3 B 6-12 Mec. B TeyeHue 5 fieT;
*  MPW NPOMEXYTOYHOM U BLICOKOM PUCKE MPOrpeccupoBaHmna — Kaxjble 6 Mec. Ha npo-
TAXEeHUM 5 ner.

M3T BbinonHAeTCA ANA OUEeHKN MeTaboAnMYeCKo aKTUBHOCTH nemequﬁ onyxonn nauv
MeTacTa3oB, HO He ABNATCA PYTUHHbBIM METOAOM.

5. MPO®UNAKTUKA U ANCINAHCEPHOE HAB/IFOAEHUE

CyyeToM pegkovi BcTpeyaemocTu TMCO He npoBoAATCA.

S YMepeH- AAblOBaHTHaA Tepanua

O JIOKaNbHbIN _ > HbIl/ } MMaTUHUGOM

E —>> > BbICOKUI 400 Mr/cyT. exefHeBHO
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5] =

x
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a npouecc obbema onepauumn

7} Pesekuus

C —>| R1 ;2 —>| /lekapcTBeHHOe neyeHne
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PucyHok 1. AiropuTM neveHmns onepabenbHbiX $OPM racTPOMHTECTUHA/bHBIX
CTPOMa/IbHBIXOMYXOeN.
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MpakTuyeckme pekoMeHAauum

RUSSCO

YMeHbLlueHne
onyxonm

>

> Crabunusauusa

OueHKa BO3MOXHOCTH
PpaanKanbHoro
XUPYPriYeCKoro neyeHus

|

Heonepa- npouecca
6enbHble
v MeTacTatu- [
veckue
Mporpeccupo-
> BaHue

MpogomxeHune Tepanun Mporpeccuposatue
MMaTUHUEOM 3a6onesanma
Onepauus A
ABnsuna
Xumuosmbonusauus

Crepeotakcuyeckan /IT

YBenuyenue 403bl
nMaTuHnba Ao 800 Mr/cyT.

| “1K3/1W Q0% WOQUHNLEWM BMHIh3/ |

" TeHepa/m3auma npouecca |—>|

YBennieHue 403bl MaTUHNGa Mporpeccuposatue
A0 800 mr/cyT. 3a6onesanus
CyHUTHHNG 50 Mr/cyT.

B TeyeHue 4 Hej.
C nepepeIBoM 2 Heq.

Mporpeccuposanine
3a6o/eBanma

Peropadenu6 160 mr/cyT.
B TeyeHue 3 Hea.

C nepepbiBoM 1 Hea.

PucyHok 2. ANropuTM neyeHns HeonepabenbHbIX U MeTacTaTUYeCKUX GOPM raCcTPOMHTECTUHA/bHBIX

CTPOMa/IbHbIX onyxoneﬁ.
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