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CMMCOK COKPALLEHMN

MMCO — racTpouHTecTUHanbHas CTpoMarsibHasa onyxosib

XKKT — »Xenyao4yHO-KULLIEYHbIN TPpaKT

NUI'X — NUMMyHOIrMCTOXMMUYECKOE NUCCriegoBaHne

KT — komMnbtoTepHasa ToMmorpadus

MW - MUTOTHUYECKNI NHOEKC

MKB-10 — MexayHapogHas knaccundukaumnsa 6onesHen 10-ro nepecmoTpa
MPT — MarHMTHoO-pe3oHaHCHasa ToMmorpadus

MN3T/KT - MNO3UMTPOHHO-IMUCCUOHHAs ToMorpadusi, COBMeELLEHHAA C KOMMbIOTEPHOM
TomMorpadwuen

TKWN — TMPO3UHKUHA3HbIE MHIMOUTOPbI

Y3W — ynbTpasBykoBOe uUccregoBaHue

9IrAC — a3odaroractpoayogeHocKonus

KIT — peuenTtop cTBOMOBOro hakTopa pocTa

PDGFRA — peuenTop A TpoM6ouuTapHoro ¢akTopa pocTta
SDHB - cy6beanHuua B cykunmHaTaerngporeHasbl

UICC — MexxayHapoaHbIin cOto3 o 60pbbe C pakom

WT — aukuin Tun (wild type)
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1. OBLLIWE CBELIEHA 0 TUCO

FacTpOMHTECTMHANbHblE CTpoMasbHble onyxonu (kKopoTko ‘MTMCO”) npeactaBnsoT cob6oi
3/10Ka4YeCcTBEHHbIE OMyXOJsIM U OTHOCATCA K rpynne capkoMm. OHM pasBMBalOTCA M3 crneuunanbHbIX
HeMpOMbILLEYHbIX KeTok (kneTkn Kaxana), KOoTopble MHAYUMPYIOT aBTOHOMHYHO NEpPUCTanbTUKY
XenyaouHo-kuweyHoro Tpakta (XKKT) (cM. pucyHok No1).
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PucyHok N21. lNMuweBapuTesibHbIA TPAKT

MuuieBapuTeNbHbIA TPAaKT COCTOMT U3 6 OpraHoB: NULLEBOA, Xenyaok, [BeHaguaTunepcTHas
KMLUKa, TOHKas KULLKa, TONICTaa U npamMas KULWKKU. OCHOBHble hYHKLUKN NULLLEBAPUTENBHOIO TpaKTa
ABNAIOTCA NUEeBapeHMe W BcacbiBaHMe NUTATeNbHbIX BeELWEeCTB B nuMdy W  KPOBb.
HenepeBapeHHble 0CTaTKM BbIAENAOTCA U3 OpraHn3mMa B BUJEe KasfloBbiX Macc.

TMCO pacTyT W3 CTEHOK MNULEBAPUTENIbHOIO TPaKTa, Ha4YMHaloLWerocs MuULLEBOAOM U
3aKaHuYmMBatloLerocs aHycom. Yale Bcero cTpoMasbHble ONyXosu loKanusytoTesa B xenyake (60—
70%), pexxe B TOHKOW Kuwke (25—35%), aBeHaguaTunepcTHoin kuwke (5%), TONCTON U NpsiMoi
kuwwke (5%), nuwesoge (1—5%). B 5% N'MCO He MMelOT OpraHHyt NPUHAANEXHOCTb — BHEOPraHHble
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MMCO. OnucaHbl KasyucTuyeckue cryvyaun CTpPOMasibHbIX OMyXosien MOoAXKeNnyAoO4YHON >Xenesbl,
anneHaukca, MaTku, npegctatenbHon enesbl. [MCO BCTpeyarOTCA OTHOCUTENIbHO pPefKo.
3aboneBaemMocTb B Mupe coctaBnseT 10 — 20 cnyyaeB Ha 1 MAH. HaceneHua B rog. Hanbonee
BblCOKasi 3abonieBaeMoCTb OTMeyaeTca B Bosdpacte 50 - 60 net, vawe y MyxXuuH. B
negmatpuyeckon npaktmke N'MCO BCTpeyaroTCa NUCKNHOUYNTENBHO PeaKo.

Kak nosiBnsietcs onyxoJib

Haw opraHuam coctouT u3 6onee 30 TpSH. KNeTok. Kaxaasi KneTka XuUBeT U GyHKUUOHMPYeT
Mo 3asIoXXeHHbIM B Hee 3aKOAMPOBAHHLIM MHCTPYKUMSAM. TakuMe 3aKoAMPOBaHHblE WHCTPYKLMU
Ha3sblBalOTCsA reHamu. 'eHbl — 3T0 He6onblme yyacTku AHK (ae30KCMpUOOHYKIEMHOBOM KUCNOTbI),
obpasyloliMe CNoXHble CTPYKTypbl, Ha3blBaeMble XpoOMOCOMaMu. B HopManbHbIX KeTKax
MPOUCXOAST HeXenaTesbHble CTPYKTYpPHble W3MEHEHWs reHoB (MyTauuu), KoTopble MpuBOAAT
TpaHcdopMaLMn HoOpManbHOM KNETKU B ONyxosneBoi. MpuunHbl, NpUBOASALLME K MyTaLMsiM B reHax,
[0 CUX MOp ABNSATCA NPeAMETOM MHOMOYMCNEHHbIX UccnefoBaHUiA. CyLlecTBYHOT TPU OCHOBHbIX
NpU3HaKa, KOTOpble OT/IMYAlOT OMyXONeBble KIETKM OT HOPMasibHbIX: HEKOHTposMpyemast
nponudepauus, MHBasus (BpacTaHWe) COCeAHUX TKaHei M pacnpocTpaHeHue B Apyrue opraHbl
(MeTacTasupoBaHue).

CyLecTBYOT TPU OCHOBHbIX MPU3HaKa, KOTOPble OT/INYaIOT
OryxoJieBble KIETKU OT HOPMaJsIbHbIX: HEKOHTPOJIMPYyeMas
nponungepaunsi, HBasusi (BpacTaHne) CoCeAHUX TKaHel u
pacrnpocTpaHeHue B pyrue opraHbl (MeTacTasanpoBaHue).
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Mpn TUCO B 70 — 80% cnyyaeB MyTauuMm pasBMBAaIOTCA B FeHe KOAMPYHOLLEro peuentop
tdakTopa pocTta ctBonoBbix knetok (KIT). Pexxe B 10 — 15% MyTauuMm BCTpeyaTcsi B TreHe
kogupytowero peuentop A dakTopa pocta TpombouutoB (PDGFRA). B Hopme peuentop
cBsi3blBaeTcs ¢ nuraHaom (peuentop KIT co cTBonoBbiM akTopoM pocTa, peuentop PDGFRA - ¢
TpoM6ouMTapHbIM (aKTOPOM pocTa) U TakKUM 06pa3oM aKTUBMPYeTCs mnpouecchbl nponudepaumm,
AnddepeHLMpPOBKM KU pocTa KieTok. MyTUpOBaHHbI pelenTop HaxoguTcss B MNOCTOSIHHOM
aKTMBMPOBaAHHOM COCTOSIHUKM, 6€e3 CBA3bIBaHMA C JMraHgoM, 4YTO MPUMBOAWUT K aKTuBauuu
nponudepaunn, HEKOHTPONUPYEMbIM POCTOM U HapyweHun anddepeHUMpPoOBKM KIeToK (CM.
prUCyHOK N22).

HOpMa.‘IbHaﬂ KJIEeTKa OIII}"XOJ'[GB}IH KII€TKA
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PucyHok N°2. OnyxoneBbivi natoreHes TMCO

NoHMMaHue 6uonornym onyxoam NO3BOJSINIIO NMEPECMOTPETb NOAXOAbI K IEYEHU GOJIbHbIX C
MCO. B HacTosiee BpemMsa NpuUMeHstOTca cneumduyeckme (TapreTHble) npenapaTtbl, KOTOpble
6nokupytoT peuentopbl KIT n PDGFRA. OgHuM 13 nepBbix nHrnéutopos peuentopos KIT u PDGFRA,
KOTOpPbIA Nokasan BbICOKYtO apdeKTUBHOCTb B nedeHun naumeHtoB ¢ NMCO, aBnseTtcsa npenapart
NMaTUHUG. VIMaTUHUG CBA3bIBAeTCA C BHYTPUK/IETOYHbIM [OMEHOM peuenTopa v 6nokupyeT
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nepefavy BHYTPUKIIETOYHOrO CUrHana, TeM CaMbIiM Bbli3blBas WHAKTUBALMIO Mponudepauun u
pOCTa OMyXxosieBbiX KNETOK (CM. pucyHok N23).

PucyHok N23. MexaHn3m gevicTBus uMaTuHn6a

Mopdonornyeckn BbIAENAKTCA TpU NOATUNA TaCTPOMHTECTMHAsNbHbIX CTPOMasbHbIX
Onyxonemn: BepeTeHOKNETOYHbIN, ANUTENTMOUAHOKIETOUYHbIAN U CMELUaHHbIN.

®EAEPANbHbIA NPOEKT
«b0PbBA C OHKONOM HYECKHMM 3
3ABONEBAHUAMUN



2. CTAIMPOBAHWE I ACTPOUHTECTUHANBHBIX CTPOMAJIbHbIX
ONYXONEN

NMpoBoas cTagmMpoBaHue, Bpayu OLLEHUBAIOT, HACKONIbKO pacrpocTpaHeH onyxosieBbl npouecc. B
OCHOBe OLEHKM CcTaguMpoBaHuUA OMyxosieBOro npouecca Jexart pesynbTaTbl NpoOBeAeHHbIX
ANArHOCTMYECKUX MWCCNefoBaHU. Bpaunm BbIOMPAOT TaKTUKY JIeYEHUS B 3aBUCMMOCTU OT
pacrnpocTpaHeHna  onyxoneBoro npouecca. [OnAa cragupoBaHUs  racTpPOUMHTECTUHaNbHbIX
cTpoManbHbIX onyxonen npumeHsetca TNM knaccudukauusa npefnoxXeHHasa MeXayHapOoAHbIM
npoTuBOpakoBbIM coto3oM (International Union Against Cancer). Bykebl T, N 1 M ncnonb3syemble B
AaHHON Knaccu@uKkauuMm oueHMBaloT pasHble KpUTepuu ornyxoneson nporpeccuun. pu oueHKu
CTagupoBaHNA Y4uUTbIBAlOTCA BCe YCTaHOBJIEHHble 3HayeHUA Bcex Tpex kKputepueB T, N n M.
CtagupoBaHne HeobxoAUMO AN OLlEeHKW MPOrHo3a M Bbibopa OMNTMMAanbHOrO MeToAa NeyvyeHus
60NnbHbIX. BnepBbie cTagnpoBaHne ctpoManbHbix onyxonen XXKT no cucteme TNM paspaboTaHa B
7-n Bepcun TNM knaccudwmkauum UICC B 2010r. C 2019 ropa crtagupoBaHue MnaHUpyeTcs
npoBoanTb No cucteme TNM 8-ro nsgaHus. OCHOBHbIMU NporHocTudeckumm haxktopamu npm NMCO
ABNAKOTCA MUTOTUYECKUN MHAEKC, pa3Mep U flokannsauyus onyxonu. B ocHoBy ctagupoBanus T'MCO
NOJIOXEHbI pasMep ONyxosu U MUTOTUYECKUINA UHLEKC.

Cumeon T - onyxonb (Tumor) - oLeHMBaeTCs B 3aBUCUMOCTM OT Pa3MepPOM OMYXOJIu:

T1 - onyxonb He 60nee 2 CM HanbosbLLEM U3MEPEHUN

T2 - onyxonb 6onee 2 CM, HO He 6osiee 5 CM B HaMH0bLLEM U3MEPEHUN
T3 - onyxonb 6onee 5 cM, HO He 6onee 10 cM B HaNbONbLLEM N3MEPEHUM
T4 - onyxonb 6onee 10 cM B Hanb0bLLEM U3MEPEHUU

CumBon N - nopaxeHue numdatudeckux ysnos (Nodes) — nokasbiBaeT Hanvuve unu
OTCYTCTBME OMyX0JIeBOr0 MeTacTasMpoBaHUA B TMMQaTUYECKMX y3nax.

NO — HeT MeTacTa30B B permoHapHbIX MIMMdaTUYeCcKnx yanax

N7 — ecTb MeTacTa3bl B permMoHapHbIX TMM@aTUYeCcKux ysnax

CumBon M - meTacTasbl (Metastases) — nokasblBaeT Ha/Myme OnyxosieBbiX KNETOK B Apyrue
opraHbil.

MO — HeT oTAaNneHHbIX METACTa30B
M1 — ecTb oTAaNeHHbIE MeTacTasbl

MNpu onpepeneHnn ctaguu 3ab6onesaHmsa npu [UCO, kpome kputepmeB TNM, Takxe
YUMTbIBAKOTCA U MUTOTUYECKUA WHAEKC, U NOKanusauuio onyxonn. MuToTUYECKUn UHAEKC WK
nponudepaTnBHas aKTUBHOCTb OMYXOSIM OLEHMBAETCSA BpayoM MOP(OSOroM Kak BbiCOKas W
Hu3kKas. B cBsi3n ¢ 6onee 6NaronpuUATHbIM NPOrHO30M MpPKU JlIoKanu3auumn onyxosnu B Xenyake Bce
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FMCO paspaeneHbl Ha ABe rpynmbl: XXeNy04YHble U BHEXENyAo4YHble OMyXonu, a pacrnpeneneHume no
CTaAusAM NpPOBOAUTCA OTAENbHO AN CTPOMasbHbIX onyxonen xenyaka (cMm. Tabnuuy N21) u
OCTanbHbIX okanuaauui (cM. Tabnuuy N22).

Ctapgusa T N M MutoTudeckunmn
NHAEKC
Ctagusa IA T1,T2 NO MO Huskunmn
Ctagusa IB T3 NO MO Huskunmn
Cragusa ll T1,T2 NO MO Bbicokum
T4 NO MO Huakuni
Cragusa llIA T3 NO MO Bbicokum
Ctagusa llIB T4 NO MO Bbicokum
Cragusa IV Jlrobaa T N1 MO JTrobom
obaa T ob6asa N M1 JTrobow

Ta6bnuua 1. PacnpegeneHne cTpoMasibHbIX OMyXoJiei xesyaKka rno cTagusam

Ctaausa T N M MuTtoTHn4ecknmn
NHOEKC
Craausa | T1,T2 NO MO Hunskunmn
Cragusa ll T3 NO MO Huskum
Cragusa llIA T1 NO MO Bbicokumn
T4 NO MO Huskuin
Ctagusa llIB T2,173,T4 NO MO Bbicokumn
Cragua IV Jlobaa T N1 MO JTro6oi
Jlrobaa T Jlo6aa N M1 JTlro6o1

Tabnuya 2. PacnpefeneHne CTpPOMasbHbIX OryX0J1el BHEXEyA0YHOM JIOKaIN3aLmm rno cTagusm

Momumo NTM knaccudukauum u pacnpegesieHne no ctaaMaM Mnpu nokanunsoBaHHbIX (Npu
OTCYTCTBUM OTAANIeHHbIX MeTacTtazoB) [MCO oueHMBaeTcs elle OAWH KpUTEPUA — puUCK
nporpeccupoBaHus  3aboneBaHus. Puck nporpeccupoBaHus 3aboneBaHUs OLEHWBaeTCs B
3aBMCMMOCTM OT 4 KpuUTepueB: NoKanusauuu, MUTOTUYECKOW aKTUBHOCTM, pasMepoB paspbliB
Kancynbl onyxonu. CywecTBYIOT pasHble CXeMbl OLIEHKW puUCKa MpOorpeccupoBaHusa 3aboneBaHus,
HO Hambonee onTUMalsbHble ABNAKOTCA CXeMbl NpeanoXeHHole M. Miettinen u J. Lasota B 2006 r
(cm. Tabnuuy N23) n H. Joensuu B 2008 r (cM. Tabnuuy N24).
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<2cM
< 5 MUTO30B Ha
>2<5cM o
50 nonei 3peHus
>5< 10 cM x 400
>10

<2cM
22 <5om > 5 Ha 50 nonen

» S 9 € 3peHus x 400
>5< 10 cM

>10 cM

Tabnuya 3. Cxema oL€eHKM pUckKa rnporpeccupoBaHnsi 3aboseBaHns B % npeasioxeHHass M.

Miettinen n J. Lasota B 2006 r

BblaeneHHble OpaHXeBbiM U KpaCHbIM LIBETaMU 0603HavatoT rpynnbl yYMEPEHHOI0 U BbICOKOIO
pucka nporpeccunpoBaHud 3aboneBaHus, KOTOPbIM H606XO,D,VIM K0M6VIHVIpOBaHHbIl7I noaxon K

Ne4yeHuto.

Puck peunpumea Pasmep MuTtoTtuyeckui uHpekc | Jlokanusaums onyxonu
Onyxonu, cM
OueHb HU3KUI <2 <5 Jltob6an
Huskunn 2.1-5.0 <5 Jlrobas
MpomexyToyHbin | 2.1-5.0 >5 Xenypnok
<5.0 6-10 Jlrobas
5.1-10.0 <5 Xenypok
Bbicokui JTro6on JTro6on PaspbiB onyxonu
>10 Jro6on Jlrobas
Jrobon >10 Jlrobas
>5 >5 Jlrobas
2.1-5.0 >5 BHe >xenyaka
5.1-10.0 <5 BHe xenyaka

Tabnunya 4. [porHocTuyeckme rpynmbl raCTPOMHTECTUHASIbHBIX CTPOMAasIbHbIX onyxosne (H.

Joensuu, 2008 r.)
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3. GOCTABJIEHWE NJIAHA 0bCNEN0BAHKA

B pmaHHOM pasgene onucaHbl MepOMNpUSTUS, KOTOpble AOMKHbl COCTOSITbCA A0 Havana
neyeHus. [na oLeHKM pacnpoCcTpaHeHHOCTH 3abonieBaHmsa U GYHKUMOHANbHbBIN CTaTyc 60/IbHOMO C
nocneayowmmM Bbl6OPOM TaKTUKM NeYeHUst He0H6XO0AUMO NPOXOANTb KOMMeKC obcnenoBanns. Ha
OCHOBaHWWM pe3ynbTaTOB MNPOBOAUMbBIX MWCCNeAOBaHMA BpPayYeObHbIM  MYyNbTUANCLMUMIMHAPHbBIM
KOHCWUJINYMOM COCTaB/IAETCA MNJaH JIe4YeHUs.

OvarHocTuyeckue uccnepoBaHusa

NnaH obcnepoBaHWA COCTaBNSETCS BpayoM B 3aBUCMMOCTM OT NOKanusauuu nepBUYHOMN
onyxonu. [lepeyeHb [MArHOCTUYECKUX MUCCNeaoBaHUM npuBogutca B Tabnumue N°5. Otm
nccnefoBaHUA MO3BOMINMT OLEHUTb PacrnpoCTPaHEHHOCTb OMnyxosieBoro npouecca (KAMHUYECKYHo
cTaguio 3abofieBaHusl), OOWMIA  (PYHKLMOHANbHbIA CcTaTyc 60MbHOMO W OUEHWTb Aapyrue
XapaKTepPUCTUKM OMyXOan, NO3BONASAIOLLME NEPCOHANN3NPOBATb NOAXOA K JIEYEHUIO.

Ha3BaHue uccnepoesaHusd Komy NnoKa3aHbl 3TU uccnegoeaHusd

C6op aHaMHesa, B TOM YMCe CEMENHOIO Bcem naumeHTam c noboi ctaguen TMMCO

®dunsunkanbHbIN OCMOTP Bcem naumeHTam c noboi ctaguen T’MCO

06LLMI aHanns Kpoew Bcem naumeHTam c no6oi ctaguen TMMCO

Broxumuyecknin aHanms Kposu Bcem naumeHTam ¢ ntob6oi ctagmen FTMCO

9HAO0CKONMYecKoe nccnegoBaHme TonbKo 60/1IbHBIM C NTIOKanM3aLmen onyxonu B NULWEBOAE, XXeNyaKe,
(racTpockonus, KONOHOCKOMMS) ABeHaauaTUNepCTHOM M TONICTON KMLIOK

Y3W opraHoB 6pHOLLHOWM MOSIOCTU U Manoro Bcem naumeHTam c nroboin ctaguen M’MCO

Tasa.

KT opraHoB 6ptoLLHOM NonocTu u Manoro Tasa | KT opraHoB 6ptOLLIHON MOSIOCTU C B/B KOHTPACTUPOBaHMEM
C B/B KOHTPacTUpOBaHUEM

YpecKoy)kHast MyHKLMOHHAas 6UOMNCKs Onyxosnu MokasaHa TosIbKO 60/1bHbIM, KOTOPbIM MaHUpPyeTCA

nop Y3W nnu KT HaBurauuen npegornepaumoHHOe iedeHe UMaTUHUOOM U C MeTacTaTUYECKOMN
60/1e3HbI0

MPT BbinonHAeTcA B OCHOBHOM Y NauUWEHTOB C Jlokanusauuen onyxosnu B
Ma’sioM Tasy.

MNaT KT BbinonHseTcsa ans oueHkn Metabonumyeckoro addekTa nedeHus, a

TaKXe MOXXeT NPUMEHATbCA NPU COMHUTEJIbHbIX pe3y/ibTaTax KT

Mopdonornyeckoe noaTBEpPXXAEHMNE AMarHosa Bcem nauueHTam ¢ no6on ctaguein T’MCO

UMMyHOrncToxumMmueckoe nccnefoBaHue Bcem nauueHTam c no6oi ctaguein T’MCO
6UonNcunHOro MaTepuana u/wnm yaaneHHom

Onyxonu

UccnepoBaHne MyTaLMOHHOIO cTaTyca reHoB Bcem naumeHTam ¢ no6oi ctaguein T’MCO
KIT u PDGFRA

Tabnunya N25. [MepevyeHb HeObX0A4MMbIX nccaegosaHuii npm MMCO
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AHaMHe3

TwaTenbHbIn CO0pP aHaMHe3a MNO3BONSAET Y3HaTb K/IWMHUYECKME CUMMMTOMbl 3abosieBaHus,
CBeeHnss O COMyTCTBYHOWMX 3aboneBaHusIX, CBeOEHUs O JIeKapCTBEHHOW MNEepeHOCMMOCTH,
anneprmuyeckmx peakuusax. CobpaHHas MHdopMauuMs No3BOSSAET BpayYaM OLEHUTb BO3MOXHOCTb
XUPYPruyeckoro WAM neKapCTBEHHOro JsevyeHusi. HeobxoauMo Takxke TwaTeNbHO cobupaTb
CeMeNHbIN aHaMHe3 ANa UCKKYEeHNA HacneacTBeHHOro cuHgpoma M’NCO.

MeauuuHckuin (pusnkanbHbI) OCMOTP

Kak npaBuno, ocyLiecTBnsieTcs BpayoM BO BpeMs cbopa aHaMHe3a. MeauLMHCKUA OCMOTP
3ak/ftoyaetTca B (PuamMyeckoM obcnefoBaHUM f[s BbiBNEHUS Npu3HakoB 3aboneBaHus. B
pesynbTaTe OCMOTpa Bpay u3mepseT TemrepaTypy, apTepuanbHoe [aBfieHue, nysbc, 4YacToTa
AblxaHusa, Maccy Tena. [anee Bpay NpoBOAWUT aycKynbTauuio (Nerkux, cepaua, KULWEYHWKa) u
nanbnayuto xupota. [lpn TUCO 6Gonbwmux pasMepoB YacToO NanbiUPYHOTCS OMNyxosieBble
obpasoBaHus, NpU 3TOM OLEHNBAETCH 6ONE3HEHHOCTb, MOABMXXHOCTb U KOHTYPbI OMYXOJIN.

O6wumit aHann3 KpoBM MPOBOAUTCA C MOACYETOM JSieMKoLuMTapHoOM GopMyinbl U Konnyectsa
TPOMOGOLIUTOB, YypOBEHb FreMOrI06UHa. B pesynbTaTe Xenya04YHO-KULLEYHOrO KpoBOTeUYeHUs (caMblit
yacTblt cumnToM npu TUCO) y 6G0NbHbIX OTMEYAETCS CHMXXEHWE YPOBHSA remMornobuHa w
KONinyecTBa apuTpPOLUTOB.

Buoxummnuyeckum aHanums KpoBU

PesynbTaTbl 9TOr0 aHanM3sa [faroT BaXKHYHO MHDOPMaLMIO COCTOAHMU DYHKLMU NeYEeHU, NoYeK
N Apyrux opraHoB. B pesynbTaTe npoBeAeHUss GBUOXMMWYECKOro aHanmsa KpoBM OMpepensrtTcs
ypoBeHb TpaHcaMuHa3s (ACT v AJTT), MOYEBUHbI U KpeaTuHuHa, LD, anekTponutoB (Kanus, HaTpus,
XN0PUAO0B, KanbLus), FHOKO3bl U APYrux nokasaTenen.

JHpOCKOoNUYyecKas AMarHocTuka

930d¢aroracTpoayoaeHOCKONUA — METO/, NO3BOJIAET 3HAOCKOMOM BMU3YyalIM3npoBaTb BEPXHUE
oTAeNbl MNULEBApUTENIbHOrO TpakTa (NWUWEBOA, XenyAokK W [BeHaguaTUnepcTHas Kullika) co
CTOPOHbI CIM3UCTON 060/104KM. NOMUMO BU3yanu3aumm Yepes 3HAOCKOM BO3MOXHO BbIMOJSIHEHNE
oéuoncum onyxonu. M'MCTonornyeckoe NOATBEPXKAEHME AMArHo3a Heo6XOAMMO ANA NPaBUSIbHOMO
Bbl60Opa TaKTUKM NiedyeHus. Mpu Heo6XOANMOCTU BbINOJHAETCS 9HAOCKONUYECKOe YbTPasBYKOBOE
nccnegoBaHue. MeTof, OCHOBaH Ha MCMOJIb30BaHME 3HAOCKOMA B COYETAHUM C Y/bTPasBYKOBbIM
AATYMKOM Ha KOHUe (3HAocoHorpadwusl) U No3BONAET OLEHWUTb pasMepbl U CTPYKTYpPYy OMyXOoJw.
TakXke C NOMOLbD 3HAOCKOMA C YNbTPa3BYKOBbIM [AAaTYMKOM BO3MOXHO BbINOJSIHEHNE
MYHKLUUOHHON 6MOMCUN OMyXOJIM, MOCKOMbKY YPECcKOoXHasi 6uoncua NnpoTMBONoKasaHa 13-3a pucka
pa3pblBa KancyJsibl ONyX0Jin.
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KonoHockonus — MeToj NMO3BOJISAET KOJIOHOCKOMOM BWU3yann3vMpoBaTb TOJICTYHO KULIKY Npw
TMCO nnn “HBAsWMM ee CTEHOK CTPOMAasibHbIMU OMyXONAMM APYrux nokanusauuin. Takxe yepes
KOJIOHOCKOMN BO3MOXHa 6MOMCUA  OMyXonuW WAM  MYHKUMOHHas 6Morncus  Mof  KOHTPOJieM
aHAocoHorpadum.

B TeyeHue ofHOro-Tpex AHeln nepep npoLeaypoi Heo6X0ANMO OrpaHUUYUTLCA TONbKO YKUAKOW
nuuier. BeyepoM HakaHyHe UCC/efoBaHUA HEO6XOAUMO MPUHUMATbL CcnabuTenlbHoe WU Npwu
Heo6X0AMMOCTU chenaTb OYUCTUTENbHYI Knuamy. Mocne npoueaypbl 60/bHOW HaxXoAWUTCA B
K/IMHUKe nop HabnoAeHue Bpaya elle Ha yac. B no6om cnyyae nMoHaAo6buUTCA COMPOBOXXIEHWE,
YTO6bl OTBECTM AOMOM. [pu NOABNEHUN CUNTbHON 60U, KPOBU B Kasne Unn cnabocTh HeEo6X0AUMO
CBAA3aTbCA C BPA4OM.

ﬂyquaﬂ AWarHoOCTUKa

MeTopbl nyquon ANarHoCTMKM No3BOJIAKOT OUEHUBATb KaK JIOKaJIbHYHO paCI'IpOCTpaHéHHOCTb
onyxosieBoro rnpouecca, Tak U Halnyne otaasieHHbIX MeEeTacTa3OB. B s3aBucuMmocTn OT cTagumu
3a60/1eBaHus Bpayn COCTaB/IAIOT MJjaH neyvyeHuns.

KomnbioTep Tomorpadus (KT) ¢ BHyTpUBEHHbIM U NepopasibHbIM KOHTpacTMpoOBaHUeM

MeTon sBnsieTcs  Hambonee WHPOPMATMBHBLIM  METOAOM, KakK nNpu  NEepBUYHbIX
NTOKaNIM30BaHHbIX OMyXOJAX, Tak U Npu MeTacTaTuyeckon 6onesHn. KT ¢ KOHTpacTUpOBaHWEM —
nccnepoBaHue, npegnosiaratollee UCNosib30BaHNWE PEHTreHOBCKOro WU3y4eHUss B MUHUMAaIbHbIX
Jo3ax, a TakXe COMpoBOXAalolleecs BBeAEHVWEM CreunanbHOro BelecTBa AN YCUIEHWUS
KOHTPACTHOCTM 3[0POBbIX M MaTOSIONMYECKN W3MEHEHHbIX TKaHel. BOonblMHCTBO onyxonew,
OCOGEHHO, 3/I0KAYECTBEHHbIX, KPOBOCHAaGXalTCA Jlyylle, 4YeM 3[0pOBble TKaHW, MO3TOMY
KOHTpACTHOe BeLLeCTBO OyAeT HaKanaMBaTbCA B HUX, AaBas KapTUHY OTIMYMSA OT MPOYMX TKAHEN.
Kpome Toro, KOHTpacT HeO6X0ANM AN1Sl U3YUYEHMSI KPOBOCHAGXEHUS OMYXOJIM U OLLEHKM OMyXOneBOW
MHBaA3MM cocynoB (BeH M apTepuit). Ha cHuMKax KT KOHTpacT 6yfeT BblAensitbCsi 6e/biM LiBETOM,
YTO NO3BOJIUT XOPOLLIO U3YYUTb STOT Y4aCTOK (CM. pUCyHOK No4).

PucyHok N°4. KT ckaHupoBaHue
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MeTton KT ckaHWpoBaHMS C BHYTPUMBEHHbIM KOHTpPaAcTUPOBaAHMEM MO3BOJIAET OUEHUTb
nokanusauuto, pasmepbl, KpOBOCHabXXeHne, ToKanbHYK pacnpoCcTpaHEHHOCTb ONYyXOsU U Hanuuue
OoTAaneHHbIXx MeTacTa3oB. Takxke KT ¢ B/B KOHTpacTUpoOBaHWEM SABASETCA MeTOAOM Bbibopa B
OUEHKN 3h(EKTUBHOCTM JSIeKAPCTBEHHOIO JNieyeHus. O6bIYHO AN oueHKU 3h@PEeKTUBHOCTU
NIeKapCTBEHHOIO JIeYEeHUS 3/10KaYeCTBEHHbIX OMyXOoJsien NMPUMEHSIETCA TakK HasblBaeMble KpUTepum
oLieHKM oTBeTa conunaHblx onyxonein (RECIST ot aHrn. Response evaluation criteria in solid tumours).
970 Habop CTaHAAPTU3MPOBAHHbIX KPUTEPUEB, UCNONb3YEMbIX AJ1S1 OLEHKN YMEHbLUEHUS pa3MepoB
onyxonu B oTBeT Ha nposogumyto Tepanuio. [lpu TUCO npumeHeHne RECIST kputepues
HeaddekTnBHo. B 2004 roay cneumanbHo ans MTMCO 6b1nm paspaboTaHbl Apyrne KpUTepmum OLEHKU
addekTuBHOCTM — KpuTepum H. Choi. Kputepun Choi npaktnyeckn nonHoCTbio naeHTuyHbl RECIST,
32 WUCKJIIOYEHMEM Hanuuua [OOMOJSIHUTENIbHOro rnapameTpa OUeHKWM — cpefHen MJIOTHOCTH
onyxoneBon Maccbl. CpefHAss MAOTHOCTb OMyXONeBOM Maccbl u3aMepsieTcs (B eauMHMLAX
XayHcdhunga) Ha BeHosHOM dase KT uccnepoBaHusi ¢ BHYTPUBEHHbIM KOHTpacTUpoBaHuWEM. (CM.
Tabnumuy N26).

Tun oTBeTa OnpegpeneHune

MonHbI OTBET - NCYE3HOBEHME BCEX OMNYXOJIEBbIX 06pa3oBaHUi
- BCe MaTosIornyeckme y3nbl fO/MKHbl YyMeHbWKNTbCA <10 MM No
KOPOTKOW OCY B aBCOIFOTHOM 3HaAYEHUU

YacTu4HbIN OTBET - 210 % ymMeHbLUeHne pa3MepoB onyxonun n/mnmn =15 %
YMeHbLLEeHWe cpefiHen NIOTHOCTU onyxosieBon Macchbl npu KT
- HET HOBbIX 06pa30BaHN

[NporpeccupoBaHue - 210 % yBENMYEeHMe CyMMbl HanbONbLLMX Pa3MeEPOB OMyXOJeBbIX
3a60/1eBaHus o6pa3oBaHuit
- He OTBeYaeT KPUTEpPUsIM YaCTUYHOIO OTBETA CO CTOPOHbI
NNOTHOCTU
- NOSIB/IEHME HOBbIX Y3/10B UK YBENTUYEHME Ppa3sMePOB
UMEKLLMXCSA
Crabunuaauus 3abonieBaHus - BCE Npouue cny4vau

Tabnuya 6. Kputepum oyeHKn oTBeTa Ha nposogumMoe nedeHne no Choi

MPT c B/B KOHTpacTUpoBaHuemM

Metoa MPT (mMarHuTo-pe3oHaHcHasi ToMorpadusi) ocCHoBaH Ha MCMoJSib30BaHME MarHUTHOro
nons n paguoBONH ANs nonyvyeHus nsobpaxeHun. MNpun TMCO meTop mMcnonb3yeTca peako, Kak
YTOUYHSIIOLWMIA MeToq B OCHOBHOM npu MTMCO TasoBoi nokanusauun (TMCO npsAMON KULLIKU 1/vnu
MeTacTa3oB B MaJIOM Tasy) U METACTaTUYECKOro NMOPaXXeHUs NeYEHMU.
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N3T-KT

Metoa M3T (NO3UTPOHHO-SMUCCUOHHAs Tomorpapusa) B codyeTaHum ¢ KT OCHOBaH Ha
ncnonb3oBaHWe pacTBopa [OKO3bl C paguoakTUBHOW MeETKOW. PacTBop BBOAMTCA NauueHTy
BHYTPUBEHHO C MOCNEAyOWMM CKaHMPOBaHNEM BCero Tesia nauuneHTta. YunTbiBas 605iee BbICOKUM
MeTabonnam, onyxoneBass TKaHb nyywe HakanauBaeT paauodapmnpenapaT U aydwe
BbICBEUMBAIOTCA Mpu ckaHupoBaHuMU. C nomouibto MI3T MOXHO O6HapyXXUTb o4arn paxe O4YeHb
MarneHbkux pasmepos. [Npn TMCO meton MNIT-KT pyTUHHO He NPUMEHAETCA U BbINOMHAETCA AN
OLeHKM MeTabonmyeckoro addekTa neyeHuns, Ui npu COMHUTENbHbIX pesynbTaTax KT.

McTonornyeckoe uccnepoBaHue

MNepen BbLIGOPOM TaKTUKM NleyeHuss HeobxoguMMo Mopdonormyeckass MOATBEPXKAEHUSA
anarHosa [UCO. Mopdonoruyeckoe wuccnegoBaHve 6uontata nMb60 yAaneHHOW Onyxonam
NPOBOAMTCS OMbITHbIM BpayoM-MOP(ONOroM 1 B 3aKIHOYUTENIbHOM MMCTOIOMMYECKOM 3aKIHOYEHNN
06513aTeNIbHO AO/MKHbI ObITb YyKa3aHbl padMep OMNyxonu, fokanusauus, Mopbonornyeckmi noaTun
(BEPETEHOKNETOYHbIN, 3NUTENMOUOHOKNETOYHbIA W CMELIAHHbI), MWTOTUYECKUA UHAEKC
(konnyecTBO MUTO30B B 50 NOJISIX 3peHMs NpY 6OJIbLLIOM YBEMYEHUN), HANMYME paspbiBa Kancybl
onyxosnu (ecnvm TakoBoe MMeno MecTo).

MMMyHoructoxumuueckoe uccnegoeanue (Urx)

NMMyHOrMcToxMmMmyeckoe muccnefoBaHne pekoMeHAyeTcs BCEM MauueHTam, KOTOpbIM Mpu
rMCTONONMYEeCKOM uccnegoBaHnn nopospesaetca [UMCO. KnrwoueBor ocobeHHocTbto [TUCO
SIBNAETCA aKCrpeccusi TMpo3nHKnHasHoro peuentopa KIT (CD117), koTopass HabnogaeTcs 6osee
yeM B 95 % cny4daeB. B 5% cny4yaeB T'MMCO He akcnipeccupytoT peuentop KIT u B gnMarHocTuke
ncnonbaytoTca apyrne mapkepbl: DOG1 (akcnpeccupyetcss o 98% cnydvaee npu N'MCO n peako
BCTpeyaeTca npu  Apyrux onyxonax); CD34  (aHTureH remMaTonoaTUYECKUX  KJIeTOK-
npeaLecTBeHHNKOB), BcTpeyaeTca B 80 - 85% cnydyaee npu M’MCO xenyaka, B 50 % npu T'MCO
TOHKOW KUWKKU 1 B 95 — 100% cnyyaes npu M’MCO nuweBoaa u NpssMo KULKWU; BUMEHTUH (8o 80%),
rnaaKoMbiLeyHbln akTuH (8o 40%), H-KongecMOoH, KONMOHMH U pexe AecMuH (A0 5%); B MeHbLUEN
CTENEHN IKCMPECCUPYOT HelporeHHble creunduyeckne Mapkepbl S-100 npoTeuH (mo 5%),
XPOMOrpaHuH A, HelipoHcneunduyeckyto aHonasy (1-5%), cMHanTopu3anH U HeMpodUnamMeHTbl.

Mpu TUCO, y KOoTOpbIX OTCYTCTBYHOT MyTaumm B reHax KIT u PDGFRA Heobxoammo UMX c
onpefeneHMeM 3KCMpeccuu cykuuHataermpporeHasbl B (SDHB). OtcytcTBMe akcnpeccuu
CBUAETENbCTBYET 0 HapyweHun ¢yHKLMM reHa SDHB. Y aTux onyxonsx Apyron MexaHusm pasBuTuUs
N nevyeHne UMaTUHUOOM 3TUX 6ONbHbIX HE3(hEKTUBHO.

MNpu CD117 n DOG1 oTpuuaTenbHbix onyxonsax, koraa UIMX nccneposaHue He MHPOPMaTUBHO,
Ana gnarHoctukm N’MCO Heo6xoaMMO NpoBeAEeHNE MOJIEKYNIAPHO-TEHETUYECKOE UCCTIeOBaHMeE.

MoneKkynspHo-reHeTUYeCKoe ucciegoBaHue
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KntoueByto ponb B natoreHese M'MCO urpatoT mytauum B reHax KIT (ak30Hbl 9,11, 13, 1 17) nnu
PDGFRA (3k30Hbl 12, 14, 18). Bnepsble KIT MyTauun B cTpoMasnbHbIx onyxonsix XXKT 6b1av onucaHbl
AanoHckumu aBTtopamu Y. Kitamura u S. Hirota B 1998. Mo gaHHbIM nuTepaTypbl, okono 85%
cTpomarsbHbIx onyxonen umeroT KIT mytaumm, 3 — 18% - PDGFRA myTtaummn n B 10 - 15% cnyyaeB
'MCO He onpepenstoTcs MyTauun B reHax KIT u PDGFRA — HopMasbHbIi (AUKWUIA) TUN reHoB (aHrn.
WT - wild type). WccnepoBaHue MyTauMoHHOro npodunas OMyxonnm WMeeT OrpoMHYH
NMPOrHOCTUYECKYHO, AMAarHOCTUYECYKYIO 3HaUYEHME, a TaK)Ke UrpaeT BaXKHYIO posib B Bbibope TaKTUKU
fleyeHuns, NoaToMy ornpepeneHne MyTauuMoHHoro ctaTtyca onyxonum B TMCO Takxe saBnsetcs
obsi3aTenbHbIM. B cny4yasnx, koraa UMX HemHdopmMaTMBHO nccnefoBaHne MyTauuMoHHOro npoduns
rmomoraeT yCTaHOBUTb AnarHo3 M'MCO. N3BecTHO, YTO ToYeYHble 3aMeHbl U AynavKauumn (BCTaBKN) B
11 ak3oHe KIT accoummpoBaHHbI ¢ 60s1ee 61aronpuUsiTHbIM MPOrHO30M, YeM aeneunn (NoTeps YacTu
reHa) B 11 ak3oHe KIT 1 gynnukaumm B 9 ak3oHe KIT.

B Mupe npoBefeHbl nccnefoBaHus, B KOTOpPbIX NoKasaHo, YTo 3PPEeKTUBHOCTb MMaTUHMOA
3aBUCUT OT TuMa W nokanusauunm MyTtaumin. Hambonee Bbicokas 3¢h@PeKTUBHOCTb MMaTMHMOA
oTMmeyvaetcss npu FMCO ¢ mytauusmm B 11 ak3oHe KIT - yacTtota o6bekTMBHOro oteeta (H00)
pocturaet 85%. Xyxe npu 9 ak3oHe u reHe PDGFRA. lMpu mMyTauum D842V (TouyeyHan 3amMeHa
aMWHOKUCNOTbI acnaparMHasa Ha BasiMH B 842 nokyce reHa PDGFRA) nMaTMHUG He addeKTUBEH.
MNpu MmyTaumax B 9 ak3oHe KIT Hambonee Bbicokasas aPPEKTUBHOCTb NEYEHUSA [OCTUraeTcsa npu
npuemMe ABONHOM A03MPOBKM MMaTMHMOaA - 800 Mr B AeHb.

Ocoboe BHUMaHue npeactaBnsaT NMCO ¢ gmkmm Tmnom reHoB KIT m PDGFRA. 3710
cobupaTtenbHbIl TEPMUH U COCTOUT U3 Heckonbko noarpynn N'MCO Hecywme myTaumm B ApPYrux
reHax: SDH, KRAS, NRAS, BRAF, NF1, ROS1. llpu BRAF wn ROS1 mytupoBaHHbix [UCO
paccMmaTpuBaeTCs NPMMEHeHNE COOTBETCTBYHOLMX TapreTHbIX MHIMOUTOPOB.

MynbTUAUCNIMHAPHDBIA KOHCUTUYM

JleyeHnem 6onbHbIXx ¢ TMCO 3aHMMaeTcsa uenas rpynna cneuunanucTtoB. Bce npodunbHble
creunanncTbl cCobMpalroTCs U COCTaBNANT MNaH JlieyeHusa 60nbHbIX. B rpynny cneunanvcros,
KOTOPble y4acTBYIOT B JledeHumn 605bHbIx ¢ TUCO, MOryT BXOAUTb:

e Bpay XUPYPr-oHKONOr — crneuuanncT, 3HaKWMN BCe OCOBEHHOCTU XUPYPruyeckoro
neyeHus 6onbHbIX ¢ F'NCO;

e Bpay XxumMuoTepanesBT — cneymannct no NPOTUBOOMNYXOSIEBOM JIEKapCTBEHHO Tepanuuy,

e Bpay natomopdosior — creuuanuct, KOTopbli uccregyeT OGMONOrnMYyeckme TKaHW, C
Lesiblo yCTaHOBKU AMarHosa;

e Bpay peHTreHonor -— cneyuanuct nNo pacwndpoBKe PEHTreHONOorn4yeckmnx
nccnenoBaHui;

e Bpay 3HAOCKOMUCT — cneumanunucT no aHAOCKONMYECKON AnarHocTuku onyxonen XKT,

e MOJIEKYNIAAPHbIN  6Monor —  cneumannucT, KOTOpblA WUccneayeT  MOJEKYNSPHO-

reHeTn4eCckne Mytaumum B onyxoneBon TKaHW,
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e Bpay Jly4eBON TepaneBT — CneunanucT no siy4eBon Tepanuu;
e Bpay rno cMMNTOMaTUYeCKOM Tepanuu — creunanmnuct, KOTOpbIA 3aHMMAETCA NleYeHUeM
No yNyylleHUM KauyeCcTBa XN3HU OOSIbHbIX;

Takum o6pasoM, Ha MynbTuancumniInHapHomMm KoOoHcuinyme B 3aBUCUMOCTM OT CTaguu,
MOﬂeKyﬂﬂpHO-6VIOﬂOFI/I‘-IeCKVIX 0ocobeHHoCTeNn onyxoJin CocCTaBNIAeTCA MH,D,MBMJJ,yaﬂbeIVI nnaH
neyvyeHus gNAa KaXaoro nauyueHTa. Takue xe KOHCUJTNYyMbl CO6I/IpaI-OTCF| N B ripouecce ne4yeHna n rno
ero 3aBeplieHund, and O6C}')K,D,€HVIF| OOCTUTHYTbIX pe3ynbTatoB WU COCTaBJIEHUA hanbHenwen
TAKTUKKN NneveHn4d.

Ha MynbTuagncuunInHapHOM KOHCU/INYME B 3aBUCUMOCTM
OT CTaauu, MOJSEKYSIPHO-6MOSIOrMYECKMX OCOBEHHOCTEMN
OMnyXo0/IN COCTaBJ/IIETCA WMHANBUAYANbHbIA M71aH JIeYEHUS
AJIS1 KaXK0ro naymeHTa.
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4. 0630P METO/10B NIEYEHWA

B aTOM pasfgene onucaHbl MeTOAbl, KOTOPbIe MPUMEHSIOTCA B ledeHnn 6onbHbix ¢ FTMCO. Onsa
Ka)[oro nauueHTa COCTaBNAETCA MHOMBUAYaAlIbHbIN MfaH JIeYeHUS U MO3TOMY He BCe MeTOAbl,
NnepeyvncneHHble B laHHOM pasgene, 6yayT NPUMEHATLCA KaX40oMy 60/1bHOMY.

Xupypruyeckoe neyeHue

Y 60/bHbIX C NEPBUYHbIMU JTOKAIM30BAHHbIMW OMNYXONSIMU XMPYPruyeckoe yaaneHme onyxonu
AIBNISIETCA OCHOBHbIM METOJOM fieyeHus. Npu MeTacTaTUYecKoin 60/1€3HM OCHOBHbIM METOAOM
neyeHUs ABNSAETCH JIEKAPCTBEHHbIW, U XMPYPrUYECKOoe fleyeHne paccMaTpuBaeTcs U Kak onuus
OTAeNbHbIM MauuMeHTam. B oTniMuMe oT anuTenmnanbHbIX 3/T0KAYECTBEHHbIX OMNyxonsx (paka) npu
rMco Heo6xoaAnMo paccMaTpuBaTb BO3MOXHOCTb BbINOJIHEHMUS 9KOHOMHbIX
(opraHocoxpaHsitolmMx) pesekuuit (B npegenax 340poOBbiX TKaHel) 6e3 nuMmdoanccekumm
(yganeHun pervoHanbHbIX NMM@aTUYecKMx YsnoB M cocydoB). BakHo 3HaTb, YTO BO BpeMms
orepauun HYXXHO NpeaoTBpPaTUTb paspbliB Karcysbl OMNyxXosu, MOTOMY YTO HapylleHwWe Karncysbl
OMyxonM MOXeT TMpUMBECTM K AUCCEMMHALMM omnyxoneBoro npouecca. 0Ocob6oe BHUMaHUE
npeactaenaoT MCO Tak HasblBaeMble CJ/IOXHble Jiokanusauuu (nuuwieesopa, MULLEBOAHO-
XKenyao4yHoro nepexoja, ABeHaAUATUMNEPCTHOW M MPSAMOM KUWOK). [Mpu 3TUX nokanusaumsax
Heo6XxoAMM OYeHb 60JblIOA O6bEM  XMPYPruyeckoro BMeLLATeNbCTBa, MNPUBOAALWMN K
WHBANMAU3auMmn 60JbHbIX. [103TOMYy 3TUM 60/IbHbIM HEO6XOAMMO PacCLUMPUTb MOKAa3aHUs K
npoBeAeHNO NpeaonepaunoHHON NEKapCTBEHHOM Tepanuu C LeSiblo MaKCUManbHO YMEHbLUUTb
pa3Mepbl OMyXoJiM co3AaTb YCNOBMA AN BbINO/IHEHUS 9KOHOMHbIX onepauuii. B 3aBMCMMOCTU OT
NoKanuaaumm onyxosnmn NpUMEHSOTCA pasHble 06bEMbI ONepaTUBHbIX BMeLLAaTe NbCTB:

- TUCO nuweBoga — peseKkums nNuueBoaa C NAacTUKOM Xenyao4HbIM cTebnem;

- TUCO xenypka - aTunuuyHas (KNUHOBWAHAS), AWCTaNbHas U MPOKCMMalnbHaa pe3ekuuu
XXenyaKa, racTpakToMus;

- TMCO pBeHaguaTUNEPCTHON KULLKKW aTUNW4YHasA, AUCTanbHas, AucTanbHass cerMeHTapHas u
npoKcMMarnbHas pesekunn ABeHapuaTUNepCTHOW KULIKKW, NaHKpeaToCOXpaHHas Ayo[eHIKTOMMUS,
ractponaHkpeatogyoaeHaktomus (MMAP).

-TCO TOHKOM KULLKK — pe3eKLnA TOHKOM KULLKW;
-TCO 060404YHOMN KULLKK — KOJTIKTOMMUSA
-TCO npaAMOn KNLWKKN — pe3eKLna 1 SKCTUpnaumsa NpsiMomn KULKMN.

- BHeopraHHble [NCO — yganeHne BHeOpraHHOM OMNyxosu.
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MpM MeCcTHO-pacnpoCcTpaHeHHOM Mpolecce (/T0KasbHOM BpacTaHUW OMyXONM B COCEfHUE
opraHbl) O6bEM XMPYPruyeckoro BMellaTeNbCTBa MOXET 6biTb pacluMpeH. Xupypruyeckoe
BMeLLATeNIbCTBO MNPOBOAUTCS NoA O6WMM HapKo3oM. [lpeaBapuTenbHO nepen onepauuen
npoBOAMTCA MOAroToBKa 60MbHOr0. B AeHb onepauuMum 60NbHOMY HeNb3A ecTb, MPOBOAUTCS
ouncTUTeNbHasA Knnama. B 3aBucUMOCTH OT 06bEMa onepauna MOXET AAnTbcs OT 2 Ao 6 Yacos. B
nocneonepauMoHHOM rnepuoae 60bHOM HaXoAUTCS B CTaLMOHape 40 MNOSHOW peabunuTauum.

MeTopabl xu PYypruyeckoro emMewlartesnibCtea

CylLlecTBYIOT pasHble MeToAbl BbIMOSIHEHUA XUPYPrUYECKUX BMeELLATENbCTB: OTKPbITbIN,
NanapocKonUYeckuin 1 po6oTU3UPOBaHHbIN.

OTKpbITbI CcMoco6 — MO6WUIM3aUMA U yAaneHUsl pe3eLMpoBaHHOIO OpraHa C OMyXoJibko
BbINMOJIHAETCA 4epe3 6onblWOW pa3pe3 B 06/1acTM  XuWBOTa. JlanapoCKOMUYECKUn U
pPO60TU3NPOBaHHbIe CMOCO6bl BbIMOMHAKTCA 4Yepe3 HebosnbluMe paspesbl, 4epe3 KOTOpbIX
cneuunanbHbIMU MHCTPYMEHTaMM BbINOJIHAETCA MO6UM3aLUMA U yaaneHue TKaHel. Ms-3a Toro, 4To
orepauumn BbINOJIHAIOTCS Yepe3 MasieHbK1e paspesbl OHM Ha3blBalOTCS elle U ManouHBa3MBHbIMU
onepauuaMu.

MeTacTasakTomus

YpaneHvne otaaneHHbIX MeTacTas3oB HasblBaeTCA MeTacTasakTtomus. OHa BbIMONHAETCA UK
OAHOBPEMEHHO C I'IGpBVI‘-IHOVI onyxoJsibto Uan B pa3Hble 3Tallbl. OpHako He BCeM MauueHTam
NnokKasaHO BbINOSIHEHNE MeEeTacTa3aKTOMUU. ITO 3aBUCUT OT MHOIMUX d)aKTopOBI KOJINYECTBO,
JIoOKaJin3auusa n ceBA3b C OKpy>XaroLLMMUN TKaHAMU MeTaCTaTU4YECKUX Y3J10B.

Mo6ouHble addeKTbl XMpypruyeckoro BMelLaTenbCTBa

Kak 1 npu no60M XMPYpPruyeckoM BMELLATENbCTBE CyLWECTBYOT PUCKU PasBUTUSA
OCNOXHEHWW, TaKUX KaK MacCUBHasi KPOBOMOTEpPs,, WH(PEKUMO3HbIE OCNOXHEHUs, WHPapKT
MUOKapZa, pa3sButne TpoM6030B 1 TPOMOBO3IMOONINN NIErOYHbIX apTepuin. [locne pesekuuin opraHoB
NULLLEBapUTENBHOIO TpakTa, Kak npaBuno, GOpMUPYHOT COEAMHEHUS AN BOCCTAHOBMEHUS €ro
HenpepbIBHOCTU. B OTAENbHbIX Crydasax MOXET pa3BMBaTbCs HECOCTOATENIbHOCTb UK pybLOBbIe
CY)XE€HUsi COefuHEeHUA. B Takmx cuTyaumax HeobxoAWMbl MOBTOPHbie onepauum B IKCTPEHHOM
nopsake. B naHHOM pasgene nepeyncrieHbl He BCce N0604YHble 3 (EKTbI XUPYPrMyecKoro neyeHus.
[lo onepauuun Bpay xupypr NnpoBoAuT 6ecefly C NaUMEHTOM U OMUCbIBAET BCE BO3MOXKHbIE PUCKUN B
KaXXAO0M MHAMBUAYaNIbHOM Cry4yae.

“" Bpaun xvpypru npoBoAsT NpoduiakTUYECcKoe fieyeHne U MpPUHUMAKOT Bce

Mepbl AJ1s1 NpeAoTBpaLLEHUS BCEX PUCKOB.
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HeKapCTBeHHoe neyeHue

[0 BHeApeHWss B NpakKTWUKy TapreTHon Tepanuu nporHo3 6o0fbHbIX ¢ TUCO 6bin O4YeHb
HebnaronpuaTHbIW, MOCKOMbKY JflyyeBas U xumuoTepanus  HeaddekTuBHbl.  KnroyeBow
ocobeHHocTblo TMCO aBnsieTcs runepakcnpeccus (95%) peuentopa CD117, KoTopas cBsi3aHHa C
pa3BuTneM MyTauuii B reHe KIT (kogupyrowmin peuenTtop dakTopa pocTa CTBOJIOBbIX KNETOK) U
PDGFRA KIT (kogupyrowuin peuenTtop ¢akTtopa pocTa TPOM60UMUTOB). MyTUpOBaHHbIN peuenTop
HaxoguTCs B MOCTOSIHHOM aKTMBMPOBAHHOM COCTOSIHUW, 6e3 cBsi3biBaHWA C nuraHgom (SCF -
CTBOJIOBbIM (hakTopoM pocTa M PDGF - Tpom6ouuTapHbii ¢akTop pocTa), YTO NPUBOAUT K
akTMBauuu nponudepaymm, HEKOHTPOMPYEMbIM POCTOM U HapyweHun auddepeHUMpPoBKN KNETOK
(cM. pucyHok N92).lToHMMaHue 61MoNorMn Oonyxoaum MO3BOJIUIO WCMOSIb30BaTb chneunduyHbie
(TapreTHble) npenapaTbl, KOTopble 6nokMpytoT peuenTopbl KIT 1 PDGFRA.

OaHuUM mn3 nepBbix MHrnMémutToposB peuentopoB KIT u PDGFRA, KoTOpbli nokasan BbICOKYHO
abdeKTMBHOCTL B JfiedyeHun naumeHtoB ¢ MCO, aBnsetca npenapat MMaTUHUG. NMaTuHMG
CBSA3bIBAETCS C BHYTPUKIIETOUYHbIM JOMEHOM peLienTopa u 6110KMpyeT nepegady BHYTPUKIETOUYHOIO
CUrHana, TeM caMbIM BbI3blBas MHaKTUBaUMIO nponudepaumm n pocTa OMyXONeBbIX KNETOK U
aKTUBaUUKM NporpaMmMmpyemMor cMepTh (annonTo3a) onyxoneBbix KNeToK (CM. pucyHok N23).

OnTumanbHaa [o3upoBKa MMaTuHWGa siBnsietca 400 Mr (4 Tabnetkn no 100 Mr) B CyTKM.
MMaTnHmM6 cnepyeT NpuHMMAaTb BHYTPb 3a OAMH NpPWEM BO BpeMsi eabl (BMEcTe C HEeXWpHOM
nuwien), sanuBasi cTakaHoMm Bogbl. [pu nokanusauum mytauuin B 9 ak3oHe KIT onTumanbHas
L03npoBKa uMmatunHmnba asnsetcs - 800 mr B cyTkn. Hanbonee Bbicokasa apHeKTUBHOCTb UMaTUHNOA
oTMe4yeHa npu M'MCO ¢ myTtauyuamm B 11 3k30He KIT ¢ 4acTOTON 06bEeKTUBHOIO OTBETA Ha JieYeHue
Ao 70—-85 % cnyyaeB. MeHblias addekTuBHOCTb Habnoganacb npu MNCO ¢ gynnukauymsamm B 9
9k30He KIT n aukum tunom KIT n PDGFRA c yactoTton oTBeToB [0 48-50 %. TepaneBTMYeCKUN
OTBET MMaTUHMOGa oTcytcTByeT npu TMCO c mytaumen D842V B 18 3sk3oHe PDGFRA. Takxe
NMaTUHNOM HeadPeKTMBEH M NMpu nokanudauun Mmytauun B 13 n 17 ak3oHe KIT, HO 3Tn MyTauum
BCTPEYalOTCA KpanHe peako B NEPBUYHbIX OMYXOssX, OHWM pa3BMBAOTCA, KakK NpaBuio, Ha GoHe
neyeHUs UMaTUHMO0OM (BTOPUYHbIE MyTaLMMN).

B npouecce neyeHuMsas UMaATMHMOOM, KakK MpaBWIO, Pa3BMBAIOTCA BTOPUYHbIE MyTauuwy,
KOTOpble MNPUBOAAT K PasBUTUKO PE3UCTEHTHOCTM OMNyxonu K npenapaTy. B Takux cnyuvas,
onTUMarsibHee BCero ABMAETCA U3yyeHMe MeXaHU3MOB PasBUTUS PE3UCTEHTHOCTU U NPUMEHEHMUE
TapreTHbIX MpenapaTtoB OJIOKMpyOLWME [aHHble MexaHu3Mbl. B HacTosiee Bpems yxe
3aperncTpupoBaHbl 3 npenapata (3 NMHUK nedyeHnn) ansa nedeHuss 60nbHbiXx ¢ TMCO: UMaTUHKG,
CYHUTUHMG U peropacdeHun6. Mpenapatbl 2-# U 3-i TMHUKN (CYHUTUHMG U peropadeHn6) UMeroT 6osee
LUMPOKUIN CNEKTP BO3AENCTBUSA Ha pasfiMyHble MONEKYsbl, BAMAIOWME Ha nponudepaumto n poct
OMNyXO0sieBbIX KNETOK — My/NbTUTapreTHble NnpenapaTbl.

CYHUTUHMG sABNSIeTCA MyNbTUTApPreHTHbIM MpenapaTtoM, KOTOPbI MOKasan BbICOKYHO
3P HEeKTUBHOCTb BO 2- INHUW neyeHus (nocne pasBUTUA PE3UCTEHTHOCTM OMyXOJIeBbIX KNETOK K
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UMaTUHNGY). CYHUTUHNG NPUHUMAETCS UuKnamn B gose 50 Mr exxelHEBHO B TeYeHue 4 Hefenb C 2-
HeAenbHbIMU MHTepBanamu (pexum 4 Hepenu / 2 Hepenun). CYHUTUHUG MPUHMMAETCA BHYTPb 3a
OAWH NPUEM HE3aBUCUMO OT NPUEMA MULLIN.

MNpu Bblpa)KeHHbIX NO60YHbIX addekTax AOMNYCTUMO CHUXEHUEe [03bl CyHUTUHM6a o 37,5
MI/CyT. ANbTEPHATUBHbLIM PEXWUMOM JleYeHUs ABASETCA CYHUTUHWO 37,5 Mr exefHeBHO 6e3
nepepbiBa. [laHHbIN peXWM nevyeHus obnafaeTr MeHee BbIpaXXEHHONW TOKCUMYHOCTbIO Mpu
conoctaBnmMomn apdekTuBHocTu. Hanbonee Bbicokas aPHEKTUBHOCTb CYHUTUHMOA OTMeYaeTcs npu
N'MCO c mytaumamm B 9-m 3ak3oHe KIT n WT, xyxxe — ¢ mytaunamm B 11 3ak3oHe KIT. JleyeHune
CYHUTUHNMOOM NPOBOAMUTCS A0 NMPOrpeccMpoBaHus 3aboneBaHnsa UM HENPUEMIEMON TOKCUYHOCTH
K npenaparty.

PeropadeHnb naBnsetca MynbTUTaApreTHbIM MNpenapaToM, KOTOpbIA MoKasan BbICOKYHO
2 PeKTUBHOCTb B 3-i1 NMMHUK (Y 6ONbHBIX CUMATUHUG U CYHUTUHUE PE3UCTEHTHBbIMU OMYyXONAMM).
PeropadgeHn6 npumeHsieTcss UuKnamum B fose 160 Mr/cyT. exefHeBHO B TeuyeHue 3 Hepesnb C
nepepbiBaMu B 1 Hepgento. JledeHne NpoBOAUTCSH OO MNpPOrpeccupoBaHusa 3abosieBaHUSA WK
HernpueMieMoin TOKCMYHOCTU K npenapary.

KnuHunyeckue uccneposaHusa

Mpn pa3BUTUM PE3UCTEHTHOCTU U K peropadeHnby 60SIbHOMY MOXET ObiTb MPEAIOXKEHO
yyacTue B KIIMHUYECKMX NCCliefoBaHNAX HOBbIX TapreTHbIX NpenapaTos..

Bce HoBble MeTOoAbl AMArHOCTUKM U NeyeHus npoxoadaT CHa4dasla [OOKJIMHU4YeCcKue, noTtomM
KJINHNU4YeCKne wuccrnegoBaHund, nocne 4ero npenapar winm Metoa npoxoauTt perncrtpauuto.
KnuHuyeckne uccneposaHus — Hay4dHble uccnenoBaHmA C y4vyacTtuem nogen, HanpaBJ/ieHHblE€ Ha
n3y4yeHne HoBbIX METOO0B JIEYEHUA.

B xo4e KIMHUYECKMX UCCNefoBaHui n3yyatoT ahPeKTUBHOCTb, TOKCMYHOCTb M 6€30MacHOCTb
HOBbIX METOJIOB ANArHOCTUKU U nedeHus. KnmHuyeckne nccnegoBaHms NpoBOAATCA B HECKOJIbKO
aTanoB (CM. Tabnuuy HUXe).

| pasa Ha aTom 3aTane npoBOAUTCA OLEHKA MEPEHOCMMOCTM, 6e30MacHOCTY,
TepaneBTUYECKOro addekTa, hapMaKOKMHETUYECKUX n
hapMakoAnMHaAMUYECKUX XapaKTePUCTUK npenaparTa.

Il hbasa Ha aTom aTane oueHunBaeTcs apPeKTUBHOCTb M MEPEHOCUMOCTb NpenapaTa
Npu KOHKPETHOM 3abofieBaHMMW, OMNpefensaTca TepaneBTUYECKUN YPOBEHb
[031MpOBaHMA.

[l hbasa Ha aTom aTane noatBepxaaetca 3(PEdEKTMBHOCTb M 6e30MacHOCTb
npenapaTta u cpaBHMBAaETCA CO CTaHOapTHbIMU CYLLECTBYHOLWMMU MeTo4aMu
neyeHus

IV dasa Ha aTOoM 23Tane npoAos/mKaeTCA OUeHKa YXe 3apernctpMpoBaHHbIX
npenapaToB Yy 60/IbHbIX C Pa3/IMYHbIMU BUAAMM OMyXOsen.
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YyacTve B KIIMHUYECKUX WUCCnefoBaHUAX paet paa npeumMmyulecte: AOCTyn K CaMbIM
nepenoosbiM MNpoTUBOOMyXosieBbIM MpenapataM, WUcCcriegyemoe JeyeHne C 60nblION ponen
BEPOATHOCTU MOXXET TMPUHECTU MOJ1b3y, 60MbHbIMW 3aHUMatOTCA Bpa4yn 3KCMNepTHOro Kiacca. C
p,pyroﬁ CTOPOHDbI, y4aCcTne B KIIMHNYECKUX UCCnefoBaHUAX COMpPAXXEHO C Ol'lpeﬂ,efléHHblMVI puckamm:
npopeneHHoe fie4yeHne MOXXET He MPUHECTU HUKaKOMN MOSb3bl; JIeYEeHNEe MOXeT conpoBoXxaaTbCA
NOBGOYHbIMU AENCTBUAMM; AOMONHUTENIbHOE MOCELLEeHNE KIMHUKU U O(bOpMJ'IeHVIe pa3/INYHbIX
OOKYMEHTOB. I'Iepe,u, ydyactmemMm B KIJ/IMHUYECKUX UCCIeA0oBaHUAX HeobxoAMMO nognucaTb
MHd)OpMaLI,VIOHHOG cornacue. B gaHHOM OOKYMEHTE I'IO,D,pO6HO onuncaHbl BCe Aetasin KNMHNYEeCKOoro
ncecnenoBaHmMA U BO3SMOXXHblE PUCKU, U NMOTEHLIMaJTbHaA NOJib3a.

B HacTosiee BpemMsa NpoBOAATCA MHOMMe KIAMHUYECKWE WUCCNefOoBaHUA Mo WU3YYeHUto
9¢pPEeKTMBHOCTU HOBbIX TapreTHbIX MpenapaTtoB. HekoTopble W3 HUX MOKasanu BbICOKYHO
9pPEeKTUBHOCTb U B GAMXKaNLIee BpeMA OXWAAETCA MX perncrpauus npu nevyeHuum 60MbHbIX C
MMCO. Tak)xe 607IbHOMY MOXXET 6bITb NPeAsIoXEeHO NOBTOPHOE Ha3HaYyeHMe MMaTuHnba. [axke npu
dbopmanbHon HeahPEKTUBHOCTU, UMATUHNO MOXKET 3aMef IATb POCT OMYXOJN.

Mo6ouHble ad¢eKTbl TapreTHON Tepanun

Mo6o4Hble addekTbl 3aBUCAT OT MHOrMX ¢GakTopoB: OT Tuna npenapaTa, [Ao03bl,
NPOAOC/IKUTENIbHOCTU  JIEYEHUS U WUHAMBUAYANbHbIX OCO6EeHHOCTel opraHuamMa. [lo6oYHble
ANEVACTBUS pasBMBAlOTCA He Yy BCEX MauMeHTOB. Y HEeKOTOpbIX 60JIbHbIX BO3HUKAKT TAXKeEsble
HeXenaTesbHble 3pheKTbl, KOTOpble MOTYT NMPUBECTU K MPEKPALLEHUIO NIeYeHUs, y APYruX fedeHne
NpoXoAuT rnaaKo, 63 No60YHbIX peakLuii.

Mo6ouyHble 3bhdeKTbl NeYeHUs CBSI3aHHbl C TOKCUMYECKUM CUCTEMHbIM BO34eNCTBUEM
npenapaToB Ha opraHuaM. K 06bl4HbIM MO60YHbIM 3P heKTaM OTHOCATCH: OTCYTCTBME anneTuTa,
TOLWIHOTA, PBOTA, AMapesi, cnabocTb, HegoMoOraHue. B pesynbTtaTe BO34eNCTBUS NEKAPCTBEHHbIX
npenapaToB Ha CUCTEMY KPOBETBOPEHUS MPUBOAUT K CHUKEHUIO KONIMYECTBA KJIETOK KPOBWU
(nekouuTOMEeHMsl, TPOMOOLMTOMEHMUSl, aHeMUs, naHuuToneHus)). Takxe MOXEeT pasBuBaTbCA
rmeyeHoyHas, nMoyeyHaas U  cepaeyHass  HeAOCTATOYHOCTb, OTekM  (NMpenMyLLecTBEHHO
neprvopéuTanbHbIX 0651acTell), KOXHaA CbliMb, TMnepkepato3 (YCUSIEHHOE OPOroBEHME) KOXMW
nagoHer n nogowe u ap. Npu pa3BuTUM NO6OYHLIX BPayoOM HasHayaeTcs COMpoBOAUTENbHas
Tepanus, Npy1 HeEO6XOAMMOCTU CHUXAETCA A03a NpenapaTta A0 ero OTMEHbI.

JlyyeBasa Tepanus

OuctaHunoHHasa nyyesas Tepanua npu TMCO HeaddekTmBHA. lNpu MeTacTasax B neyeHu
MOXEeT NMpUMEHATbCA rmnodpakumoHasa cTepeoTakcmyeckas nyyeBsas Tepanusa. CTtepeoTakcuyeckas
nyyeBas Tepannsa OCHoBaHa Ha TOYHO pPacCYMTaHHOM BO3[ENCTBUM Ha OMyXO0Jib BbICOKUMU J03aMuU
$OTOHHOro n3nyyeHus. Kypc nevyeHus npoBOAMTCH MPUMEPHO 3a MNATb ceaHCcoB. KaxAabl ceaHc
MoXeT npogonmkatbcd A0 10 MuH. TIpy MHOXXECTBEHHbIX MeTacTa3oB B [MEYEHU MOXeT
NPUMEHSITbCA KOMOUHUPOBAHHOE MPYMEHEHUN METACTa33KTOMUN U CTEPEOTaKCUYECKOWN Jy4yeBoOW
Tepanuu.
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PaguouacToTHasa TepMmoabnsauusa (PYTA)

NMpumeHeHne PYTA BO3MOXHO MNpU HEOOMbLUMX MeTacTaszax nevyeHW. MeTopn OCHOBaH Ha
NnpMMeEHeHne pagmMoBOSIH C BbICOKOW JHEpPrnen Ana HarpeBa U YHUUYTOXEHUSA OMyXOSiEBbIX KNETOK.
CneunanbHbIMU MYHKUMOHHBIMU UINlaMuX C PagNOBOJSIHOBbIM AaTYMKOM Ha KOHLE Urbl NPOBOAUTCSA
nyHkums noa KT HaBuraumen n TepMmoabnsaumna MetTacTaTM4YeCcKoro oyara B nevyeHn. Abnaumst MoXeT
NPUMEHATLCA KaK CaMOCTOATENIbHbIN MeTo NlIeYeHnU, Korga onepaunuto HEBO3MOXKHO BbIMOJTHATD,
NN B KOMBUHALMMN C XUPYPTrUYECKUM JIEYEHNEM.

A9mMb6onusauyus

MeTop, npeacraBndeTr pasHOBUAHOCTb SH,D,OBaCKyﬂﬂpHOVI Tepanuu. MeTog, Takxe
npuMeHdeTca AnAa JnedeHnAa oTAesSIbHbIX MeEeTacTa30B B TMEYEHMWU. ‘-Iepes 6enpeHHy+o apTepuro
BBOAUTCA KaTeTep U nNpoBoAUTCA B apTepuUto nuTarollad MeTacTaTuyeckuin oyar B neveHun. Korga
OOCTUraeTcqa HYy>KHOEe MEeCTO, Yepe3 KaTeTep BBOAUTCA BELWECTBO, 3aKpbiBatoLLLlee NMPOCBET apTepun
nutarowiee onyxorsb. bes NMPUTOKa KpPOBWU oOlyxoJjieBble KNETKU normnéatorT. NHorpa 3M60ﬂM38LI,MI-O
npoeoanMTtca C UCNoOJZIb3oBaHMEM BeLWECTBa, coAepXXawune XnMnotepanesTnv4eckne wJin
pagnoakKTuUBHDbIE MpernapaTbl.
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8. GIPABOYHWUK N0 METOAM NEYEHUA

Nokanu3soBaHHble (HeMeTacTaTuyeckue) F’MCO.

B paHHOM pasgene npuBefeHa WHopMaumss MO MeToAaM JleyeHuss 6OJSbHbIX C
NOKANIM30BaHHbIMU U MECTHO-pacnpocTpaHeHHbIMK TUCO. Bbl6op TaKTUKWU NIeYEHUSs 3aBUCUT OT
CTEMEHW pucka MporpeccupoBaHns 3abosieBaHus (CXeMbl OLIEHKM puUcKa MporpeccupoBaHus
3aboneBaHua NpuBegeHbl B Tabnmuax N23 n N24).

OueHb HU3KUI U HU3KUI PUCK NPOrpeccUpoBaHusA 3aboneBaHus

Y 60MbHbIX C HeanuTenuanbHbIMWU OMYXONAMU MeHee 2 CM C floKanusauumemn B Xenyake U
ABEeHaaLaTMNepCTHOM KULIKE peKoMeHAyeTCa ANMHaMuUyeckoe HabntogeHue. BonblUIMHCTBO TakKux
onyxonen npeactasneHbl NTMCO ¢ HU3KUM PUCKOM MNPOrpeccupoBaHUsA, KIIMHMYECKOEe 3HaveHue
KOTOPbIX A0 KOHL@ OCcTaeTcs HeACHbIM. [10 AaHHbIM NuTepaTypbl 3TU ONYXOJSI UMEIOT TEHAEHLNIO K
perpeccuun. [Npu BbISBNEHUM YyBENUYEHUA OMNYXOSM B pasMepax B Mpouecce [UMHAMWUYECKOro
Habno4eHNA MOKa3aHO Xupypruyeckoe nedveHue. Mpu nokanusaymm onyxosum B TOHKOM, TONCTON
UNM NPAMON KULWIOK CTaHAapTHbIM MOAXOLOM SABASAETCA JlanapoOCKOMUYecKoe WM OTKPbITOe
yaaneHue onyxosnu, NocKONbKY PUCK MPOrpeccupoBaHUA y 9TUX MaLMeHTOB 3HAUYUTENbHO BbiLLeE.
BceM nauueHTam C pasMepoM onyxonu 6onblie 2-x CM MNoKasaHO XUPYPruyeckoe re4veHue.
MOoCKONbKY YpecKoXXHas NyHKUNoHHasa émoncus nog Y3W nnun KT HaBuraumen npoTMBoMnoKasaHa, u
9HAoCKOMMyeckass 6uoncusa 3aTpygHuTesibHa, 3TUM 60JIbHbIM PEKOMEHAOBAHO XUpypruyeckoe
neyeHme  6e3  MOpP(PONOrMYECKOro  MNOATBEPXAEHUA  AnarHosa. MNocneonepaunoHHoe
NPOTUBOOMNYXOJSIEBOE NIEKAPCTBEHHOE IeYeHNE 3TUM 6OJIbHBbIM He MOKa3aHo.

MpoMeXXyTOoUHbII 1 BbICOKUIN PUCK NpOrpeccupoBaHuns 3a6oneBaHus

OCHOBHbIM  METOAOM  NleyeHuss 60nbHbIX € fokanusoBaHHbiIMM  [UCO  aBnsaetcs
XMPYPruyeckuin. B oTnnume oT anuTennasnbHbIX 3/10KaYeCcTBEHHbIX onyxonsax (paka) npu T'MCO
Heo6X04MMO paccMaTpuBaTb BO3MOXHOCTb BbIMO/IHEHUS 3KOHOMHbIX (OPraHOCOXPaHSOLLMX)
pesekuuin (B npegenax 34opoBblXx TKaHel). OCHOBHbIM KpUTEPUEM pagMKanbHOCTM onepauuu
AAB/IAETCA OTCYTCTBME OMYXONEBbIX K/ETOK MO JIMHUN pe3eKuumn. Jykneauusa onyxoaun He sBNseTcA
afeKBaTHbIM 06HEMOM XMPYPruyeckoro BMeLlaTenbCcTBa U He AO/MKHA npumMmeHsatbea npu MTNCO.
Jinmdoamccekumsa BbINOMHAETCA TONbKO NPU NOAO3PEHMM HAa MeTacTasbl B InMdbaTMyYeCcKnx yanax.
Jlanapockonuyeckoe ypaneHue BO3MOXHO TMpW COGMOAEHUN OHKOJIOMMYECKUX MPUHLMMOB
abnactuku  (NpepoTBpalleHMe paspbiBa  Kancylbl  OMNyXxonn) WU KBanuduuupoBaHHOM
aHJOoCKoMNnyeckon 6puragoin. MNpu BbISBEHWM OMYXONEBbIX KNETOK Mo Kpato pesekumn (R1),
pPEKOMEeHAYeTCA BbIMOSIHEHNME MOBTOPHOM oOnepauMm yunTbiBass BECb CMEKTP KIAMHUYECKUX
tdakTopoB nporHosa. Y yHKUMOHaANbHO HeonepabenbHblXx 60MbHbIX (Ha GoHe TaAXenon
COMyTCTBYIOLWEA NATONOMMK) pPEKOMeHAyeTcs MpoBeAeHMe MasMaTUBHOIO JIEKAPCTBEHHOMO
neyeHma nmboO cuMNTOMATUYeCKOM Tepanuu. [lpu  OCNOXHEHHbIX ¢opmax 3aboneBaHus
(>KenypoyHo-KMWeYyHoe WAM  BHYTPUOGPIOLWLIHOE KPOBOTEYEHUE, KULIEYHAs HENpPOXOoAMMOCTb)
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PEKOMEHAYETCA XMPYPrUYECKOe JieYEHUE MO IKCTPEHHbIM MOKasaHuAM. [pu 3TOM MpPUHLUMMDI
XVPYPruYecKoro ieYeHunst 60/bHbIX C OCNTOXHEeHHbIMU hopmamu TMICO npoBoaATCs No cTaHAapTam
nevyeHns IKCTPEHHOW XUPYPIum.

YunTbiBass BbICOKMIA PUCK MpPOrpeccuMpoBaHus 3aboneBaHUss W HU3KME TMoKasaTenwu
BbIXXMBAEMOCTU 3TUM 6OJIbHbIX HEO6XOAMM KOMOWHMPOBAHHbIA MOAXOA K JIEYEHUIO C
NpUMeHeHWeM nocneonepaLnoHHol (aabtoBaHTHOWM) Tepanmein UMaTUHUOOM.

CornacHo npoBeaeHHOMY pPaHAOMM3MPOBaAHHOMY uccnegoBaHuio (Scandinavian Sarcoma
Group — SSGXVIII) apbroagbtoBaHTHas Tepanua B TeyeHuMe 3 NeT [OOCTOBEPHO YhydllaeT
nokasaTesIn BbDXXMBAeMOCTHU NO CPaBHEHUIO C aAbloaZlblOBaHTHOM Tepanuen B TeyeHue 1-ro roga 'y
60/bHbIX C BbICOKMM PUCKOM MporpeccMpoBaHusa 3aboneBaHus. [loaToMy cTaHgapToM B
HacTosiLee BpeMs ABNsIETCA Tepanusa uMaTnHMoom B ao3e 400 Mr B cyTKuM B TeyeHune 3 net. B CLUA
npoBefeHo HepaHAoMuanpoBaHHoe wuccnegosaHne PERSIST-5, B KOTOpoM nokasaHo, 4TO
afbloBaHTHas Tepanua MMaTUHMOOM B TeyeHue 5 neT yny4yllaeT nokasaTenn BbDKMBAEMOCTU MO
CpaBHEHUIO C TpexsieTHUM nepuofoM. [lo3TOMy B HacTosilee BpeMs MNPOBOAUTCH elle OfHO
paHaoMM3npoBaHHoe uccnegoBaHune SSG XXII B KoTopon 6yaeT npoBefeHa cpaBHUTENIbHAs OLeHKa
9¢pPEeKTMBHOCTN afblOBaAHTHOM Tepanuu B TeyeHun 3-X U 5 net. lNpenBapuTesnbHble pe3ynbTaTbl
3TOro uccnenoBanusa oxunaatrores K 2023 ropa.

MecTHo-pacnpocTpaHeHHblii npouecc

Y 60/IbHbIX C MECTHO-pacrnpoCTpaHeHHbIM MPOLECCOM U MMraHTCKUMWU pasMepamu Oonyxonu
(paamepbl 6onee 10 cM) MoKas3aTeNnu BbDKMBAEMOCTW HU3KWE, @ PUCK MPOrpeccupoBaHUs
3aboneBaHusA OYeHb BbICOKWUIA, MO3TOMY 3TUM 60NbHbIM HEOBXOAUM KOMOBUHMPOBAHHbIV NOAXOA K
NeYyeHnto ¢ NpUMeHeHWeM npefonepalmMoHHON (HeoaabloBaHTHOW) WM afblOBaHTHON Tepanuven
NMaTUHUOOM. YuuTbiBass BbICOKYO 3(h(EKTUBHOCTb MpPeAonepaLmMoHHON Tepanuu MMaTUHUOOM
9TUM 60MbHbIM AOMNYCTUMO MpPOBEAEHME MYHKUMOHHOMW 6MOMNCUMM C LeNblo MNOATBEPXKAEHUS
AMarHosa v npoBefeHnss nedeHus. HeoapbtoBaHTHas Tepanua MMaTUHMOOM HanpaBfeHa Ha
YMeHblUeHWne pasMepoB U [AeBUTanuMsauyuu Onyxosin, YTO MO3BOJSIAET YBENYUTb YacToTy
pagukanbHbix onepauui ¢ 50% fo 87 % pesekumn v ynydlwnTb NokKasaTesv BbIXXMBAEMOCTU Y STUX
60NbHbIX. XUpPYpruyeckoe nevyeHne Lenecoobpa3Ho BbIMOMHUTbL Ha MakKcuManbHOM addekTe
HeoaZblOBaHTHOM Tepanuu, KOTOpbIN AOCTUraeTcs B cpefHeM 4yepe3 6—12 mMecsAueB JieyeHus C
nocnenyroLwmm NpoaoHKEHNEM JleYeHU He MeHee 3 neT.

MeTacTaTuyeckuit npouecc

[lo BHegpeHVs B MpaKTUKy TapreTHoW Tepanuu nporHo3 6osbHbix ¢ TMCO 6bin o4veHb
He6NaronpuATHbINA, MOCKONIbKY TpaAULUMOHHAA JfyyeBas W XxumuoTepanuss HeahPEKTUBHBI.
TapreTHaas Tepanua BbicOKO3apdekTMBHA y 6onbHbix ¢ [UCO. B HacTosiwee Bpems
3aperucTpmpoBaHbl yXke 3 TMHWUW NEeYEHNS: UMATUHWUG, CYHUTUHUG 1 peropadeHun6.

Xupypruyeckoe neyeHue
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Xupypruyeckoe nedeHuve (UMTOPEAyKTUBHblE oOnepauun) 60/bHbIX C MeTacTaTU4YecKoW
60Me3HbI0 pacCMaTpMBaeTCsl KaK Onuwus, HanpaBfieHHasi Ha YyAasieHWe OMyXOJeBbiX KJIOHOB, B
KOTOPbIX Pa3BWIMCb BTOPWYHbIE MYTaLUMU Pe3UCTEHTHble K MpenapaTty, TeEM camblM Yynydlias
NPoAOC/IKUTENbHOCTE  3D(EKTUBHOCTM  TapreTHoW Tepanuum U ynydlleHue MokasaTenen
BbIXXMBAEMOCTU. XMpypruyeckoe fieyeHme nokasaHo He BCeM nauueHTam. MokasaHus K onepaumm
3aBUCAT OT PacnpOCTPAHEHHOCTW OMNyXONeBOro npouecca U 3hdHeKTUBHOCTU TapreTHOW Tepanuu.
Xvpypruyeckoe BMeLLaTe/IbCTBO BbIMNOIHAETCS HA MOMEHT AOCTUXEHUA MakcMMasibHoro addekTa
TApPreTHOM Tepanuu M HYXXHO CTPEeMUTbCA K yJaNleHWo BCeX MeTacTaTuyeckux odvaros. [pwu
Hea(hHEeKTMBHOCTM TapreTHoW Tepanuu onepaTUBHOE JieyeHWe He MPUBOAUT K YIyYLLEHUIO
nokasaTtesieil BbDKMBAEMOCTU. TaKXe LMTOpPedyKTMBHble ornepauuu nokKasaHbl Mpu JIOKaJbHOM
nporpeccuMpoBaHmmn (MporpeccupoBaHMe OAHOrO OMyXoJieBOro ovyara Ha ¢oHe 3h(eKTUBHOCTH
neyeHNs ocTaNibHbIX MeTacTaTMYeckKux ovaroB). B Takux cryyasix OCHOBHOW Lenbio onepauuu
ABNAeTCA YyAasieHMe MpOrpeccUpyolMx 04YaroB C MaKCUMMasbHbIM  yAaneHUMeM OCTalbHbIX
MeTacTa30B, KOTopble OTBEYalOT Ha fledeHune. Ho, Mpu 3ToM He06X0AUMO BbINOSIHUTD MakKCUMasbHO
OpraHocoxpaHsitoLLue onepawluu.

I'Ip|/| HEBO3MOXHOCTU  BbIMNOJIHEHUA  MOJIHOM untTopeaykumm  MOXHO paccMaTpuBaTb
BO3MOXXHOCTb KOM6VIHVIpOBaHVIFI XnUpyprunyeckoro neyeHna ¢ MeTogamMu NoKasibHOM OECTPYKUUN
onyxoJsu (CTGpGOTaKCW—IeCKaﬂ nydyeBad Tepanuad, pagmno4actoTHas TepMoa6ﬂﬂLl,Vlﬂ, 3M60ﬂVI3aLI,MFI).

Mporpamma Ha6niogeHus

3apaden HabnwoAeHUs SABNSETCA paHHee BbISAB/IEHWE MPOrpeccMpoBaHus 3aboneBaHus C
Lenbto paHHero Havana neyenusi. O6¢cnegoBaHne NPoOBOAUTCA Kaxable 3—6 MecALeB B nepsble 1-2
roga, Ha cpoke 3-5 net — 1 pa3s B 6—-12 Mmecaues. lNocne 5 neT ¢ MOMeHTa onepaunuu BU3KUTbI
NPOBOAATCA €XXEerogHo NN Npy NOSIBEHNN XKanoob.

0O6beM ob6cnefoBaHuUs:

—

AHaMHe3 1 dusunkanbHoe obcnefoBaHme.

2. ©rgcC wnu konoHockonus npu FMCO xenygka v ABeHagUaTUNEPCTHON KULIKW UK
060404YHON U NPAMOM KULWKW Kaxpable 3-6 MecCc. B 3aBUCMMOCTM OT pucCKa
nporpeccupoBaHuA.

3. Y3WM opraHoB 6ptoLWHOM MOSIOCTU M MaNoro Tasa Kaxpable 3—6 Mec. B 3aBUCUMOCTU OT

pucka nporpeccupoBaHus.

PeHTreHorpacdus opraHoB rpy4HOM KNeTku Kaxxable 12 mec.

KT opraHoB 6ptOLLIHON MOMIOCTM U Masioro Ta3a ¢ B/B KOHTPACTUPOBaHMEM Kaxzble 6—12

MecC. B 3aBUCUMOCTM OT PUCKa NPOrpeccnpoBaHus.
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