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OHKOJIOI' A « PEKOMEHOALI

Capkombl MA2KUX mKaueil

KnuHuko-npakrtuueckoe pykosoacrso O6wieHaumoHanbHou cetu no 6opb6e npotus paka (NCCN) CLLA, 2012 .

IIponomkenne. Hauano B Ne 5-6/2012

Pemponepumoneansibie/uHmpaaégoMunanbible CapkoMbl
MAZKUX MKaHeii
Xupypruyeckoe AeyeHue

Xupypruyeckasi pe3ekius JOKAIM30BaHHOM OMyXoJau
C MaKpPOCKOTIMYECKN HETAaTUBHBIMU KpasMH OCTaeTCs
CTaHAApPTHBIM, MOTEHILMAIBLHO M3JIEUUBAIOIIMM METOIOM
Tepanuu perponeputoHeabHbix CMT. Ha otnanenHyro
BBII Gosbliiee Bcero BAMSIET CTATYC MOCIEONepallMOHHbIX
KpaeB. B KpymHeuIeM OTHOIIEHTPOBOM HWCCIIEIOBAaHUU,
BkounBiieM 500 manyMeHTOB, MelrdaHa BBLDKMBAEMOCTHU
coctraBwia 103 Mec Mpu MOJHOM PEe3EKIIMU C MAKPOCKOIH-
YeCKU HeTaTMBHBIMU KpasiMU U Bcero 18 mec mpu HemoJ-
Hoit pesekuuu (Lewis et al., 1998).

JnddepeHIMaabHblid IMarHO3 PETPONEePUTOHEATbHOM
a0IOMMHAILHOM MSITKOTKAHHOM MacChl BKJIIOYAeT 3J10Ka-
YyecTBeHHbIe HOBOOOpa3oBaHus (apyrue capkombl, GIST,
JIMM@OMBI, SMOPUOHABHBIE OITYX0JIN), IECMOUIBI U 100-
poKayecTBeHHbIe omyxoJiu. PeleHue o nmpoBeaeHUn 61o-
TICUM OJKHO OCHOBBIBATHCSI HA CTETICHU ITOMO3PECHUS
KJIMHULIMCTa OTHOCUTEIbHO BEPOSITHOCTU IPYTOro 3J10Ka-
JEeCTBEHHOTO HOBOOOpa3oBaHms. [lepem HasHaueHUEM
npenonepaurorHoin XT wim JIT Heo6xonuMo MOATBEP-
JUTh TUCTOJIOTUIECKUI THUI OIyXOJW C TIOMOINBIO OMO-
MCUU; TIOCTENHIO XeJaTeJbHO MPOBOIUTDL MOA KOHTPO-
sem KT, ucnonbssyst urny c¢ cepaueBuHoi. Llens aToii ctpa-
TEruM — U30eXKaTh HEHYKHOI OOIIMPHON PE3EKIIUU IPYTHUX
OTIyXOJIeH, TaKMX KaK WHTPaabmoOMUHaIbHAS JuMbomMa n
9MOpUOHANIbHASL OMyXoJb. Eciu peTrpomnepuToHeasbHas
capkoMa ObITa OOHapyKeHa CIyJaifHO BO BpeMsI JIallapoOTO-
MUU, IPOBOAUMOM 110 APYTUM IMOKa3aHUAM, IYHKIIMOHHA
OMOIICHST OCYIIECTBIISICTCST U YCTAaHOBJICHUS MUArHO3a,
ONnpe/esieHUs] TUCTOJIOTMYECKOTO TUIA U CTENeHU pUcKa
OTIyXOJIM. BITOCIIENCTBMM MOXKHO BBITIOJTHUTH ONTHMAIIh-
HYIO PE3eKIINIO.

PesektabeAbHoe 3aboAeBaHME

HecmoTpst Ha TO 4TO omepalus SIBISIETCS CTaHAAPTHBIM
JIEYeHUEM DETPOINEePUTOHEATbHBIX a0JOMUHATBHBIX Cap-
KOM, ToJIHasl (MaKpOCKOTIMYECKast) XMpypruyeckasl pe3ek-
IIMSI MOXXET OBITh TOCTUTHYTa MeHee YeM Y 70% TMmalueHToB
C MEPBUYHBIMU PETPOIEPUTOHEATLHBIMI CapKOMaMU, TaK
Kak IMOoCJIeAHME YacTO PacIoaraloTcsl psiioM ¢ KU3HEHHO
BaXXHBIMU CTPYKTYpaMu. JIOKaIbHBIM PEIUINB 1 MPOTPeC-
cUpoBaHue 3a00JIeBaHUsI TTPOUCXOAST Y OOJIBIIIMHCTBA TMa-
LIMEeHTOB. M3-3a BHICOKOI YaCTOTHI JIOKAJLHOTO PeIIANBA
1 HEBO3MOXHOCTHU TMOJYYEHMSI HETaTUBHBIX KPAeB Pe3eK-
LIAM JIEYeHUE PETPOTIEPUTOHEATBHBIX CAPKOM, KaK MpaBH-
JI0, SIBJISIETCSI MYJBTUMOAAIBHBIM. B paHmOMU3MpOBaHHOM
uccienoBanuu 111 ¢aser (EORTC 62961) nodasnenue PI'T
K HeoanbioBaHTHOU XT mo cxeme EIA accouumpoBanoch
CO 3HAYMTEJIbHBIM yJIyulleHueM BbDkuBaemoctu (Issels et
al., 2010). Y naumenTtos, nonydaBmux PI'T + EIA, mocie
MeauvaHbl HaOmoaeHus 34 Mec 2-JeTHHe oKa3aTeau 0e3-
PELUMAVMBHON BBDKMBAEMOCTUM M BBDKMBAEMOCTU 0€3 JIo-
KaJIbHOTO IporpeccupoBanus coctaBuin 50 u 64% coor-
BETCTBEHHO. Y OOJbHBIX, KOTOPHIM Ha3zHayajlaChb TOJbKO
XT mo cxeme EIA, st mokasarenu cocraBwin 33 u 45%
cooTBeTcTBeHHO. [IpenonepannonHass XT MoOXeT MMeETb
MperMyIIecTBa Tepea IMOCIeONnepallMOHHON, OJIHAKO
B PaHIOMU3MPOBAHHBIX KJAMHUYECKUX HCCIEIOBAHUSIX
3TOT BOMNpPOC He usydaics. KoMmOMHMpoBaHHOE MpUMEHe-
Hue JIT u XT npaktuuyecku He u3ydaiaock. PereHue o mpo-
BEJIEHUU aIbIOBAHTHOM Wi HeoaabtoBaHTHOU JIT mnu XT
MPUHUMAETCS TI0 YCMOTPEHUIO KIMHUIIMCTA.

Buornicust ocymiecTBisgercss TOJbBKO B Caydasx, KOTIaa
IJIAHUPYeTCs TpeaonepaloHHasl Tepanusi. DHIOCKOMM-
yeckas OMOTICHSI PEKOMEHAYeTCs IpU IOMO03PEHUM Ha
GIST. Y nauueHToB ¢ pe3eKTadeIbHBIMU OITYXOJISIMU, IO/~
BEPTIINXCS TUArHOCTUYECKOM OMOTICUU, TIEPBUYHBIM Me-
TomoM JieueHust siBnsieTcst onepanus = MOJIT (3a uckito-
yeHueM GIST u necmounoB). B kauecTBe ajibTepHATHUBBI
MOXeT ObITb HazHaueHa MpeaornepalroHHas Tepanus
(JIT umu XT) ¢ mocnenyromeit oneparueit = MOJIT. Eciu
Ouorcus He MPOBOAMIACH MU HE Oblla IMarHOCTUYECKOI,
B KaueCTBE MEPBUYHOIO METOMA JICUSHUS OCYIIECTBIISIETCS
omnepauusi. MOJIT B Takux ciiyyasx MOKHO IIPOBOIUTD IIPU
YCIOBMHM, 4YTO WHTPAOMEPAIMOHHOE TATOJOTUYECKOe
HccaeI0BaHUE 3aMOPOXEHHBIX cpe3oB uckimouwio GIST
1 IeCMOUIBI. BONBIIMHCTBO MAIMEHTOB C PETPOIIEPUTOHE-
aJlbHbIMU capKoMaMu (MOCAeAHUE YacTo SBJSIOTCS

JINTIOCAPKOMAaMM) MOTYT IOJydaThb XUPYprudeckoe Jieue-
Hue = MOJIT, ogHako BO3MOXHO NMPUMEHEHUE U IPYruX
METOJIOB, 0OCOOCHHO IPU BEICOKOI BEPOSITHOCTH HEITOJIHOM
pPE3EKIUM.

Bri6op BapuaHTa IocjieonepaloHHOTO JeYeHMST 3aBH -
CUT OT pPe3y/IbTaTOB OMepallyi U KIMHUYECKUX WK MaTo-
JIOTUYECKUX MAHHBIX, IOJYYEHHBIX IIOCTE pPE3eKIIUH.
[MocneonepaunonHast JIT MoxeT mpuMeHSITbCS (€Cd He
Ha3Havajach Tepe ornepamueii) BceM malueHTaM ¢ MUK-
POCKOIIMYECKN TO3UTUBHBIMU Kpasmu (peszekiust R1),
a TaK>Ke HEKOTOPBIM O0JIbHBIM (HAITpUMeED, C TaTOJIOTUIeC-
KUMU MPU3HAKaMU OITyXOJIM BBICOKOTO pUCKa, 04€Hb 00JIb-
IIMMHA HOBOOOPA30BAHUSIMU, TPU Y3KUX XUPYPTrUUECKUX
KpasiX, BBICOKOM PUCKE PeLMIMBa) C HETaTUBHBIMU Kpasi-
Mmu (pe3exkuus R0). B kauecTBe anbrepHaTUBBI y TALMEHTOB
C MUKPOCKOMUYECKM TMO3UTUBHBIMU KpasiMM (pe3eKLiust
R1) moxer ucnosb3oBarbest 0ycreprast JIT (10-16 Ip). Be-
JIEHWEe MaKpPOCKOMUYECKU MO3UTUBHBIX KpaeB (pe3eKius
R2) Takoe xe, Kak 1 Hepe3eKTabeIbHOTO 3a00JIeBAHUSI.

HepesektabeabHoe 3a60AeBaHME MAK 3ab0AeBaHME
IV ctaauun

PerponeputoHeasibipie CMT cuuMTaioTcs Hepe3eKTa-
OeJbHBIMU, €CJIM OHU PACIpPOCTPAHSIOTCS Ha HepeseKTa-
OelbHBIE KM3HEHHO BaXXHbBIE CTPYKTYphl WJIM HE MOTYT
OBITh yIaJieHbl 0€3 HeMPUEMJIEMBbIX MOCIEACTBUIA IS 3/10-
pPOBbI TarMeHTa. Y OOJIbHBIX C Hepe3eKTa0eIbHbIMU WU
METacTaTUYECKUMU PETPONEePUTOHEATbHBIMU CapKOMaMu
JI0 Havaja JIIo0OTo JICUeHMS PEKOMEHIYETCSl BBITTOJHUTH
Oouoricuio. BapuaHThl MEPBUYHOIO JIEYEHUS] MAl[MEHTOB
¢ Hepe3eKTabebHBIM 3aboJjieBaHMEeM / 3a00JieBaHUEM
IV craguu Bkmovatot HeoanboBaHTHYO X T wmm JIT (¢ 1e-
JIBIO YMEHBIIUTH CTAIUIO OIyXOJIH Tepe pe3eKIneii), Ha-
omoneHue (y 6ECCUMITOMHBIX OOJbHBIX), MaIMATUBHYIO
Tepanuio (IUIsk KOHTPOJISI CUMIITOMOB) M JIyYIIUIA TIOIIEP-
JKMBAIOIIWI yXo. Y alneHToB ¢ 3a0oseBaHueM 1V cragun
BCerjga CJeAyeT paccMaTpuBaTh BO3MOXHOCTH PE3eKIIMU
pe3ekTabeIbHbIX METACTa30B.

Hepe3sekTabeabHbie OMyX0JI1, CTaBIINE Pe3eKTa0eTbHBI-
mu nociie nepsuuHoit XT wim JIT, caenyeT BecTu Tak Xe,
Kak M pe3ekrabeapbHoe 3a0oaeBaHue. Ecim mocie mepBud-
HOTO JieueHMs 3a00JieBaHUE MPOrPecCUpOBAIO WU OCTa-
JIOCh HECTAOMJIBbHBIM 0e3 YMEHBIIIEHHWSI CTaIuM, NadbHek-
1as TaKTMKa BEAEHUST 3aBUCUT OT HAJIMYUSI CUMITOMOB.
BeccuMnTOMHBIM TallMEHTaM IMOKa3aHO HaOJIoneHue,
a y OOJIbHBIX C CUMITOMAaMU MCIOJb3YIOTCS METOMBI Tep-
BUYHOTO JICYCHUsI Hepe3eKTabeJbHOro 3a00JieBaHUS WU
METacTa30B.

Peunans

IManurenTam ¢ pesekTadbesbHbBIMU, Hepe3eKTa0eIbHbIMU
WU TMCCEMUHUPOBAHHBIMU PELMAMBAMU PEKOMEHIYETCS
TaKoe Xe JIeUeHNe Mocjae OMOICUU, KaK 1 TIPU TIEPBUYHOM
3aboseBanuu. [IpenonepanmonHas JIT u/unu XT nipu pe-
LIMIMBAX PEKOMEHIYIOTCS B CIydae, €CJIM OHM He TIPOBOIU-
JIUCh paHee. AJIBTEpHATUBHBIMU BapHaHTaMU, KOTODBIE
cieayeT o0CyKIaTh C CUMIITOMHBIMU OOJTbHBIMU, SBIISTIOT-
csd TMaJJIMaTMBHAs Tepamnus [JIsi KOHTPOJS CUMIITOMOB,
JIYYIIAI TIOIIEPKUBAIOIINI YXOI U y9acTHe B KIMHUYEC-
KUX UCCeT0BAHUSIX.

HabaoaeHune

[MTanmmeHTaM C YCHENMIHO YHAJCHHBIMH OIYXOJISIMU
HU3KOTO pHCKa IMoKazaHo (U3MKaIbHOE OO0CIeI0BaHUE
¢ Busyanusaruer (KT rpynHoW KiIeTKu/XWBOTa/Ta3a)
Kaxapie 3-6 Mec B TeueHue 2-3 JIeT, 3aTeM eXeroaHo. boib-
HBIE C YCTICTITHO yAaJIeHHBIMU OITyXOJISIMUA BBICOKOTO PHCKa
HYXIaloTcsl B 00jiee yacToM HaOMoAeHUU: (HU3MKATbHOE
oocnenoBanue ¢ Busyanuzanue (KT rpynHoil kiet-
KU/XWBOTa/Ta3a) y HHUX IPOBOIUTCS Kaxmble 3-6 Mec
B TeueHHe 2-3 JIeT, Kakable 6 Mec Ha IIPOTSKEHUN CIIEIYIO-
IIMX 2 JIeT U 3aTEM €KETrOTHO.

[acmpounmecmuHanbHble CMpPOManbHbIE ORYXONU

GIST — naumbosee 9acTo BCTpeyaloIIMecs Me3eHXH-
MaJIbHBIE OIYXOJM TaCTPOMHTECTUHAIBHOTO TpaKTa, pas-
BUBAIOIINECS BCICACTBUE aKTUBUPYIOIIUX MYyTAlldil B OJI-
HOIT U3 perenTopHbIX TUpo3uHKKMHA3 (KIT, Takxxe uzBecT-
Hoit kak CD117). bonpmmucTBo (95%) GIST sBnsrorcs
KIT-no3utuHbiMu. Hekoropsie KIT-HeraTuBHBIE OITyXO0-
JIA HECYT MYTalliM T€HOB, KOAUPYIOIINX PELENTOP TPOM-
oorutapHoro dakrtopa pocta oo (PDGFRA), u npu atom

SKCIIPECCUPYIOT HEOOJBIIOe KOJTMYECTBO WIM BOOOIIE HE
skcnpeccupytor KIT. Takum o6pazom, HeBbisiBieHre KIT
He uckiovaer auarHoda GIST s omyxosei ¢ THMUYHON
MopdoJiorueii.

GIST MoryT Bo3HMKaTh Ha JIOOOM YYacTKe TacTPOMH-
TECTUHAJILHOTO TpaKTa, OJHAKO HauboJiee 4acThIMU Tep-
BUYHBIMM JIOKAJU3ALUIMU SBJSTIOTCS Kenyaok (60%)
u ToHKast kumika (30%). Ha ocHOBaHWM pe3yJIbTaToB TN -
TeJIbHOrO HabOJogeHus: Oosiee yeM 600 mMmamreHTOB
Miettinen n coaBT. (2006) MpemTOXUIN METOH OLIEHKHU
pucka nepBuuHbIX GIST, oCHOBaHHBIII HA MUTOTUYECKOM
WHIEKCe, pa3Mepe U JoKaau3aluu onyxoiu. B coorBercT-
BUU C 3TUM MeToaoM xkenynouHbie GIST pasmepom >2 cm
C MUTOTUYECKUM MHIEKCOM >5 (KOJIMYECTBO MUTO30B Ha
50 nosieit 3peHust TpU MUKPOCKOIUHU C yBeauueHuem >400)
CUMTAIOTCSI TIO CYILECTBY J0OPOKAYECTBEHHBIMU, OJHAKO
HOBOOOPA30BaHUS KPyITHEe 2 CM C TAKUM XK€ MUTOTHUYIEC-
KWMM MHIEKCOM MOTYT peliMIMBUpPOBaTh. [lanMeHThl ¢ mo-
nospeHreM Ha GIST moryt uMeTh pa3HOOOpa3HbIE CUMII-
TOMbI, TaKME KaK ObICTpasl HAChIIIAEMOCTb, TUCKOMMDOPT
B XXKMBOTE BCIICACTBUE OO MIJIA B3MYTHSI, BHYTPUOPIOIITIH-
HO€ KPOBOUBJIMSIHUE, FTACTPOMHTECTUHAILHOE KPOBOTEYE-
HUe, 00111as1 c1aboCTh BCAeACTBME aHeMUM U 1p. Hanbosee
YaCThIMU KIMHUYECKUMU MPOSIBIEHUSIMU 3TUX 37I0KAYECT-
BEHHBIX HOBOOOPA30BaHUI SIBJISIFOTCS METACTA3bI B ITEUEHU
U/WIU TUCCeMMHAIMS TI0 OPIONTHOM MmosocTu. MeTacTasbl
B JUM(bATUIECKNX Y3J1aX BCTPEYAIOTCS MCKITIOUYUTETHHO
penKo, a MeTacTa3bl B JIETKUX U JAPYTUX 3KCTPaabIOMU-
HaJTbHBIX OpraHaX HaOJTIOMAIOTCS TOJBKO B 3aITyIICHHBIX
cyyasix.

MpHHLMINbI GUONCHUM M MATOAOTMYECKOTO MCCAEAOBAHUS

GIST — markue u Xpynkue ornyxoyiu. bUorncusi Moxer
BbI3BATh KPOBOTEUEHME M3 OMYXOJIW U MPEANOIOKUTETbHO
TOBBINIIACT PUCK TUCCEMUHANMM. PereHne o HeoOXomm-
MOCTH OUOIICHUM JOKHO OCHOBBIBATHCS HA MPOTSKEHHOC-
TU 3a00JIEBaHUS U CTENIEHU TIOMO3PEHUST KIWHUILIMCTA OT-
HOCUTEJIBHO APYTUX 3J10KaYeCTBEHHBIX HOBOOOPA30BaHUIA.
Ecnu omyxosb MOXHO yIaTUTh IyTEM PE3eKIINH, OUOTICHS
He TpebyeTcs. OnHaKo OMOTICUIO CIEeAYeT MPOBECTU B CIIy-
yasx, KOrja MokKazaHa TpelorepalnoHHas Tepanus mpu
Hepe3eKTabeJbHbIX MJIM TMOTPAHUYHO Pe3eKTaA0ETbHbIX
OMyXOJIsIX. BUOTICHST TI0[ KOHTPOJIEM 3HIOCKOIIMYECKOTO
VIIBTpa3ByKoOBoro uccienoBanust (BY3M) Gonee mpeamno-
YTUTEIbHA, YeM UYpeckoxHas. Sepe u coanT. (2009) cuuta-
0T, YTO [JIsI YCTAHOBJEHMSI OKOHYATEJbHOIrO JAMarHos3a
GIST HeoO6XoAMMO MOJYYUTh TKAHb MYTEM TOHKOWUTOJIb-
HOI1 acniMpaluu mnoa KoHtpouem DY3U.

Jnst nonTBepxkaeHus KiuHuueckoro auardo3a GIST He-
00xoauM MOpPGhOJOrMYECKUA AUarHo3, OCHOBAaHHBIM Ha
TIIATEIbHOM MUKPOCKOTIMYECKOM HCCIIEIOBAHUY aIeKBaT-
HOIi OMyX0JIeBOW TKaHU. B maTonornyeckoM 3akaoueHUn
JTOJDKHBI YKa3bIBAThCSI aHATOMUYECKAsT JIOKATU3AIUS, pa3-
Mep U MUTOTUYECKMI MHIEKC, U3MEPEHHbI B Haubosee
MpoTrhepupyroNiell 30He OTYyX0JIM U yKa3aHHBIN KaK KO-
JIMYECTBO MUTO30B Ha S50 moJieit 3peHust ¢ yBeIMYEHUEM
>400.

Huddepennmanbhbiii guario3 GIST mpoBomutcs co
BCEMU CapKOMaMU IracTPOMHTECTUHAIBHOTO TPAKTa, a TaK-
Ke JIIOOBIMU IPYTUMU WHTPAaabJOMUHATbHBIMU CapKOMa-
Mu. [lo BO3MOXHOCTM TalMEHTA CJEAyeT HaIlpaBUTh
B KJIMHWYECKUI LIEHTP C OMBITOM BEAECHUST CAPKOM, UMEI0-
X CJIOXHBIE WM HEOOBIYHBIE THUCTOTATOJIOTHYECKUE
npusHaku. JuarHoctupoBareh GIST momoraror MMMyHO-
TMCTOXMMMYECKOE UCCIeAoBaHue i oueHku cratyca KIT
U MOJIEKYJISIPHOE TEHETUYECKOe TECTUPOBAHME JUISI UIEH-
tudukanuu mytauuii reHoB KIT u PDGFRA.

Oxkoo 10-15% GIST He UMEIOT BBISIBISIEMBIX MYTAIIHIA
KIT u PDGFRA (GIST «muxkoro» tuna — WT-GIST).
OrcyrcTBUe MyTauuii He uckimodyaeT auarHosa GIST. Ilo
npenaBaputeabHbIM AaHHbIM, GIST He3aBUCMMO OT TN
myTtaiuu skcrpeccupyioT DOG1 — 6enok, aeicTBYOMMi
KaK KaJbIMI3aBUCUMBIN DPELENTOPAKTUBUPYEMBINA XJIO-
punHblii KaHan. Dkcnpeccuss DOG1 He oTanyaeTcst Mexxay
GIST ¢ myranusymu KIT/PDGFRA nu WT-GIST, onHako
HaOII0MAETCs YETKOE pa3anyue MeXI1y OMyXOJIsIMU ¢ MyTa-
musiMu KIT u PDGFRA: GIST ¢ myrauusmu PDGFRA
XapakTepusytorcs Hu3Koi akcrnpeccueid KIT u Beicokoit —
DOGI1, 4TO MOXHO WHCIIOJIb30BaTh IJIsI JUATHOCTUKU
KIT-HeratuBHBIX oIyxoyieil. MUMMYyHOTMCTOXMMUYECKOE

IIponosnkenue Ha cTp. 22.
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IIpoaomxkenue. Havano na ctp. 21.

uccienoBanue Ha DOG1 mojie3HO MPOBOAUTH MTPU OMYXO-
JISIX, KOTOpble Helb3sl oTHecTH K GIST Ha ocHOBaHUYM MM-
MYHOTHCTOXMMUYECKOTO uccienoBanus Ha CD117 u tec-
tupoBaHusg Ha mMytauuu KIT u PDGFRA. OgHoBpemeH-
Hyto oneHky DOGI1 u KIT pexkomeHmyeTcss BbIIOJHSTH
B TPYIHBIX CIyYasix, KOTJa HEOXUIAaHHO OOHApyKMBaeTCs
KIT-no3utusHbii unu KIT- HeraTuBHBIM cTaTyc.

MpUHUMNbI XMPYPrUYECKOrO AeYeHHUS

Omnepaliust — IEpBUYHOE JIeYeHWE BhIOOpA JUISl MalleH-
TOB C JIOKAJM30BaHHBIMM WJIM TOTEHIIMAJIbHO pe3eKTa-
oenpHbIMU GIST. Jlmst GOMBHBIX ¢ MeTacTaTUYeCKUMU
GIST nepBuuHOIi Tepanueil SIBISIETCS UMAaTUHUO, OTHAKO
orepanusi MOXeT ObITh IToKa3aHa MPU MECTHOPACIIPOCTpa-
HEHHOM WJIM paHee Hepe3eKTabeabHOM 3a00JeBaHUM TIO-
CJe XOpONIETO OTBETa Ha MperonepanyMoHHOE JieUeHue
MMaTUHUOOM, a TaKKe MPU OrpaHUYEHHOM MTPOrPECCUPO-
BaHUM 3a00JieBaHUS HA (POHE CUCTEMHON Teparuu.

U3-3a xpynkoctu Bce Manunyasuuu ¢ GIST cnemyer
MPOBOAUTH C OCTOPOXHOCTBIO JIJISI TIPEIOTBPAICHUS pa3-
pbiBa omnyxoiu. Llenblo gBisieTcs [OCTUXEHKWE TTOJIHOU pe-
3eKIIMK BUAMMOI OIyXOJIM C MHTAKTHOM MBEBIOKATICYJIOM.
[Tocne ynaneHnus mo0bIX HOBOOOPAa30BaHUI C TTOI03PEHM-
eM Ha GIST mis monTBepXaeHUWsT TMarHO3a HEOOXOIUMO
MocJjieonepalioHHOe MaTOJOTMYeCKOoe MCCeloBaHMeE.
Yacro jutst moTydyeHusI TUCTOJIOTMYECKH HEeTaTUBHBIX KPaeB
MOAXOAUT CEKLIMOHHAs WJIM KIMHOBUAHAS DPE3EKIIuS.
YuuThiBasi HU3KYI0 yacToTy MmeractazoB B JIY, numdane-
HIKTOMUSI 0OBIYHO He TpeOyeTcs. Pesexius q1ojkHa ObITh
MWHHUMAaJIbHO JOCTATOYHOI; KOMIUIEKCHBIX MYJIBTUBUCIIE-
pPaJIbHBIX pe3eKIuii chaenyeT u3deratb. Eciau, Mo MHEHUIO
XUpypra, TpeoyeTcsi CIIOXXHOE XUPYpPruueckoe BMelllaTeib-
CTBO, HEOOXOAMMA MYJBTUAUCIUIIIMHAPHAS KOHCYIBTALIMS
OTHOCUTEJILHO 1I€JI€CO00PA3HOCTU MpPenonepaluoHHOro
HaszHaueHus mmaruHuOa. [Ipu GIST racrposzodareaib-
Horo coeauHeHusi U pektadbHbiX GIST pekoMeHayroTCs
MUILEBOA- U CHUHKTepcOeperarole onepaliu COOTBET-
CcTBeHHO. Ecnu 1151 mosryuyeHust HeraTUBHbBIX KpaeB HEO0XO0-
IMMa abJoMMHOTIepUHealbHasl Pe3eKIlus, Mocjie ornepa-
1IUM PEKOMEH/IyeTCsl Ha3HAYUTh UMAaTUHUO.

B HacTosiIee BpeMsi yBeJIMUMBAETCSl POJb JamapoCcKo-
nuu B xupyprudeckom jgeueHun GIST. KpyrHbie npocrek-
TUBHBIE MCCIIEIOBAHUSI HE MPOBOAWINCH, OMHAKO aHAIU3
HEOOJIbIINX CepUiA HAOIIOCHMIA U PE3YJIbTaThl PETPOCTIEK-
TUBHBIX UCCIEIOBAHUI CBUAETENBCTBYIOT O TOM, UTO Jara-
POCKOIUYECKUE U JIATAPOCKONMMYECKU aCCUCTUPOBAHHBIE
PE3EKIIUK HE TOJBKO OCYIIECTBUMbBI, HO U aCCOLMUPYIOTCS
C HU3KOM YaCTOTOM PEeLIMIANBOB, KOPOTKMUM MEPUOAOM ITpe-
ObIBaHMSI B CTallMOHApe M HM3KOM cMepTHOCThIO. Jlama-
POCKOMUYECKUI METOI MOXET MCIOJIb30BATHCS MPU HEKO-
topbiXx GIST ¢ G1aronpUITHBIM AaHATOMUYECKUM PACIIOJIO-
JKEHMEM, TaKMM KaK MEepeaHsIsl CTEHKa XXeayaKa, TOIas 1
MOAB3A0IIHAs KullKa. Bo Bpems namapockonuu Heo0Xo-
IUMO COOJIIOIaTh T€ XK€ XUPYPruyeckue MPUHIIATILI
MOJIHOM MaKpOCKONMMUYECKON pEe3eKIMU, B TOM UYUCJIE CO-
XpaHEHME TCEeBIOKAINCYJbl M MPeaoTBpalleHuEe pa3pbiBa
ONyXOJIM. YIaJeHHBI MaTepual HOKEeH U3BJIEKaThCs U3
OPIOIIHON MOJIOCTU B IMJIACTUKOBOM MEIIKE JJIsl MPenoT-
BpallleHUs] YTeUKM M JUCCEMMHALMM OIMyXOJW B Jiamna-
pocKonmuyecKux moprax. Jlamapockonuyeckasi oneparusi
MOXET OBbITh OCYIIECTBUMOI U MPU APYTUX JOKATU3ALIMSIX
ornyxoiu (Hampumep, HeOousbiue pekTtanabHbie GIST),
OJTHAKO J0Ka3aTebHas 6a3a TAKMX BMEIIATEIbCTB HA Cero-
JTHSI OTpaHMYeHa.

TapretHas Tepanus

GIST otnnyaroTcsl pe3UCTEHTHOCTBIO K TPaaAULIMOHHOM!
XT. B 1o xe Bpemsi B 6oabiiuHcTBe ciydaeB GIST umeer
mecto aktuBanus KIT. Tepanus, HampaBiaeHHAss HA UHTU-
oupoBanHue KIT, HapaBHE C XUPYPrUYECKUM JI€UEHUEM
B HACTOSIIIIEE BPEMSs COCTaBJISIIOT OCHOBY BeIEHMSI TAlleH-
toB ¢ GIST.

Nmatunn6a Me3WnaT — CeJeKTUBHBII MHTUOUTOP TUPO-
s3uHku3aHbl KIT — obecrieunBaeT 3HaUMMBble KJITMHUYECKUE
MPEUMYIIECTBA U 00BEKTUBHBIN MTPOTUBOOMYXOJIEBBIM -
ekt y 6onbimHcTBa nanueHToB ¢ GIST. B uccinenoanu-
ax II u III ¢asbl y maimueHTOB ¢ Hepe3eKTabeIbHbIMU
n/mmm MetactatmdeckumMu GIST HabGmromamach BBICOKAS
yacToTa OTBETa MpU OYEHb Xopoluux Iokaszareisx BBII
(Demetri et al., 2002; Blanke et al., 2008; Verweij et al.,

2004). B depane 2002 . FDA omobpuio umaTuHUOa Me-
3uIar 11 jedeHus naiueHToB ¢ KIT-mo3uTuBHBIMU He-
pe3eKTabeTbHBIMU W/WJIM METACTATUICCKUMM 3JI0KAYeCT-
BeHHbIMU GIST. OtnaneHHble pe3yabTaThl UCCIEIOBAHUS
B2222 (147, pannomMu3upoBaHHbIX Ui TostydeHus 400 wiu
600 Mr UMaTUHUOA B CYTKH) MOATBEPAMIIN, YTO UMATHHUO
00ecTieuyrBaeT XOPOIIMii KOHTPOJIb 3a00I€BaHMSI Y TTAIi-
eHToB ¢ GIST mo3guux craguii (von Mehren et al., 2011).
PacueTHblii mokazatenb 9-netHeir OB B 1ie0M cocTaBui
35% (38% 1ipu IMOJTHOM WIIA YaCTHYHOM OTBeTe 1 49% mpu
crabunmsanuy 3a00eBaHus). MEHbIIN UCXOMHbIA pa3-
Mep OIyXO0JId ObUI MPEAUKTOPOM OoJiee UIMTETbHOTO Bpe-
MEHU [I0 MporpeccupoBaHus u ayunieit OB.

VY nanueHToB ¢ MO3AHUMU CTAAUSIMU/METaCTaTUIeCKU-
mu GIST nanmuue u tun myrauuu KIT niu PDGFRA sB-
JISIIOTCS MPEAMKTOpaMU OTBETa Ha Tepanuio UMaTUHUOOM.
Myrauuu B 1okcrameMOpanHoMm aomeHe KIT (sx3oH 11)
BcTpevaloTcs Hauobouee yacto npu GIST mro0bIx JoKamm-
3aIMii, B TO BpeMsI KaK MyTallid BHEKJIETOYHOTO JTOMEHa
KIT (sk30H 9) sBisitoTcst crielubUIHbIMU 1151 TOHKOKH-
meyHbix GIST. Myrauuun PDGFRA yacto HaGmogaroTcs
npu GIST xenynka, mpu 3ToM OOJBIIMHCTBO MYyTallMiil 3a-
TparuBaT 9K30H 18 nomeHa 2 TMpo3nHKUHA3bl. B paHmo-
MM3UPOBAHHBIX KIMHUYECKUX MCCAEIOBAHUSX Y MallUeH-
ToB ¢ MytauusiMu B 9k30He 11 KIT mokaszarenn 4acToTbl
otBeta, BBIT 1 OB GbutM Jyyliie o CpaBHEHUIO ¢ TAKOBBI-
MU y 00JIbHBIX ¢ MyTalusiIMU B 9K30He 9 KIT u y yuactHu-
koB 6e3 mytauuii KIT u PDGFRA.

HakoruieHHBIE Ha CETOMHS TaHHBIC IMOATBEPXKIAIOT 3¢h-
(bekTMBHOCT M 0€30MacHOCThL MMaTUHUOA B [103€
400 Mr/CcyT B KauecTBE CTAHOAPTHOM MO3BI IUIS JOCTIIKE-
Hus orBera (Heinrich et al., 2008; Debiec-Rychter et al.,
2006). B ciryuae mporpeccupoBaHus 3a001eBaHMs Ha (poHe
nprueMa umatuHuoa 400 Mr/cyT no3a MOXeT ObITb MOBbI-
meHa g0 800 mr/cyr. Kpome Toro, mpuem MMaTHHMOA
800 Mr/cyT peKOMeHIyeTcs MalueHTaM ¢ MyTalusIMU B 9K-
30He 9 KIT n 6ompaeiM T UCT mo3pHUX cTagnid.

IIpenonepanuonnoe HazHaueHnme uMaTHHHOA. Dddex-
TUBHOCTH M 0€30ITaCHOCTD MPEIOIePAIlMOHHOTO Ha3HAYe-
HUSI MMaTHHUOA y mauueHToB ¢ mepBuYHbIMU GIST u
y O0JIbHBIX C pe3ekTadenbHbIMU MeTacTaTudeckumu GIST
OLIEHUBAJIKUCH B IBYX PAHIOMU3UPOBAHHBIX UCCIETOBAHU-
ax 11 dassl. B uccienoBanuu RTOG 0132/ACRIN 6665
u3yvyain 3(MhEeKTUBHOCTh MPeaoNepalMoOHHOT0 MpueMa
uMaTuHrba (600 Mr/cyr) y MalnuMeHTOB ¢ MOTEHIIMATbHO
pe3ekTabeIbHbIMU IepBUYHBIM 3a00j1eBaHeM (n=30) Jiu-
00 TIOTEHIIMATHHO DPE3eKTa0eTbHBIM METacTaTHYECKUM
MO0 peluauBHBIM 3aboieBaHueM (n=22) (Eseinberg et
al., 2009). Cpeau nauueHToB ¢ nepsuuHbiMu GIST uvac-
TUYHBIM OTBET OBLT MOJIy4YeH y 7% W cTabuin3anys 3a00-
JieBaHus 1ocTurHyta y 83%. CooTBEeTCTBYIOIIME MTOKa3aTe-
JIU Cpeau OOJIbHBIX PEeUMAMBHBIMM/METACTATUYECKUMU
GIST cocraBumm 4,5 u 91%. Pacuetnas OB cocraBuia 93
u 91% [Id MalMeHTOB ¢ MEPBUYHBIMU WM PELVIUBHBI-
mu/MetactatmdeckuMu GIST cooTBeTCTBEHHO, 2-JIETHSS
BBIT — 83 u 77% cooTBeTCcTBeHHO. B paHIOMU3MPOBaH-
HOM WCCJICMOBaHWM, IIPOBEACHHOM B  KIMHHKE
M.D. Andersen Cancer Center, 19 nanuueHTOB nepes mpo-
BEICHNEM XUPYPTHUECKON PE3eKIIMU PaHIOMU3UPOBAIN
TSI TIOJTyYeH sl Ha MPOTSKeHUM 3, S wiiu 7 IHei mpenore-
palMOHHOW Tepanmuu uMmatuHUOOM (600 Mr/cyr)
(McAuliffe et al., 2009). YactoTta oTBeTa, OLEHEHHas IO
nanHbiM KT B nmuHamuke u [19T ¢ dTopaesokcurioko-
3011, coctaBmia 71 u 69% cooTBeTcTBeHHO. MennaHa 6e3-
PEUMANBHOI BEIKMBAEMOCTH Y OOJBHBIX, TEPESHECITNX X1~
PYPIMYECKOE JIEYEHUME C MPENOINEPalMOHHBIM MPUEMOM
nMatuHnOa, cocTBmia 46 mec. IlpennKTOpoM peluanBa
Ha (oHe mocieonepauoHHON Tepanuu UMaTUHUOOM ObLIT
pa3Mep OIyXOJIu.

Hecmotpst Ha TO UTO pe3yabTaThl ATUX ABYX UCCIeI0Ba-
HUI TPOAEMOHCTPUPOBAIO 3Gh(MEKTUBHOCTL W Oe3omac-
HOCTb MpenonepallMoOHHOr0 Ha3HaYeHWsT HMMaTUHUOAa
OOJTHHBIM, TIOABEPTAIOIIMMCS XUPYPTUIECKOM DPE3EKIINH,
OLIEHUBATh BIUSIHUE HEOATbIOBAHTHOM Teparuy Ha BbIKU-
BaeMOCTh He TIPEACTABIISIETCST BO3MOXKHBIM, TaK KaK yJacT-
HUKU 000OUX HCCASTOBAHUI TOJyYaJyd MMATUHUO Tocie
oTiepaIiy Ha MPOTSIKCHWH 2 JIeT. AHATN3 JaHHBIX, TTOJTY-
YEHHBIX B XOJ€ JOJTOCPOYHOrO HaOJIOACHUS MallMeHTOB
B uccnenoBanu RTOG (0132, BbIsSIBUII, UTO OTMEHA 2-J1€T-
Heil mocyiieonepalMoHHON Tepanuyu UMAaTUHUOOM TIPUBO-
IIVJTa K BBICOKOM YacTOTe TIPOTPECCUPOBAHNS 3a00I€BaHMSI
(Wang et al.,, 2011). B HacTosiee Bpems pelieHUE

0 Ha3HAYeHWW TPeIoIepallMOHHON Tepaluy TaldeHTaM
¢ pe3eKkTabeIbHBIMU MEePBUYHBIMU U MECTHOPACIIPOCTpa-
HeHHbIMU GIST pekomeHmyeTcss MpyUHUMAThb HA WHAWBU-
JlyaJIbHOW OCHOBE.

IToceonepanonHoe HA3HAYEHNE WMATHHHOA. XWPYPTH-
YECKOoe JIeYEHUE HE MOXET rapaHTUpOBaTb M3JIeUeHHUe
GIST. IMonHas pe3eKIust OCyIIeCTBUMA MpUMepHO Y 85%
MalMEHTOB ¢ MEPBUYHBIMU omyxoisiMu. [1o kpaitHeit Mepe
y 50% 5THX GOJBHBIX OyIET TUAaTHOCTUPOBAH PEIIVINB MK
MeTacTaTU3MPOBAHUE, MPU 3TOM S-JIETHSISI BIXKMBAEMOCTb
cocTtaBUT 0K0JI0 50%. MeanaHa BpeMeHH 0 PEeLuanBa Mo-
cie mosiHou pesekuuu nepBuuHbIX GIST BbicOKOro co-
CTaBJISIET OKOJIO 2 JIET.

OHKoJornyecKasi Tpyrmna AMEpUKaHCKON KOJIJIETUN X~
pyproB (ACOSOG) B x0i¢ MHOTOLIEHTPOBOTO MCCJIeA0BA-
Hug Il ¢assl n3yyana ahheKTUBHOCTD MOCIEONEPALIMOH-
HOI Tepanuu UMaTUHUOOM y 106 GOJbHBIX TEPBUYHBIMU
T'NCT, KIMHUKO-IATOJOTMYECKME MPU3HAKU KOTOPBIX
yKa3bIBaJI Ha BBICOKMIA pUCK penmanBa. Ha mpotsskeHumn
1 roma mamueHTHl Mojydyaad uMaTuHuo 400 wmr/cyr
(Dematteo et al., 2005). B aTomM MccienoBaHUM Teparus
MMaTUHUOOM, Ha3HavYaeMasl IocJie MOJTHOM Pe3eKIIUu, YBe-
JMIMBajia 0e3peMANBHYIO BBIKMBAEMOCTh M aCCOLIMMPO-
Bajiach ¢ ayuineit OB 1o cpaBHEHUIO C UCTOPUIECKUM KOH-
TPOJIEM.

B 2002 ACOSOG uHuIIMUpoOBajia paHAIOMU3UPOBAHHOE
JIBOITHOE CIIETIOE TITaIe00 KOHTPOIMPOBAHHOE MCCIIeI0Ba-
Hue 11 dazbr Z9001, B KoTOpoM UMATUHUO U3yJalcs y ma-
IIMEHTOB, TEPEHECIINX PE3eKINIO MEPBUYHBIX JIOKAIN30-
BaHHbIX [MCT. [TaneHTOB paHAOMU3UPOBAIMN IJISI TIPU-
ema umatuHuoa 400 mr (n=359) unm miame6o (n=354).
ITpoMexXyTOuHbIN aHaIu3 MoKasaj, YTO aJablOBaHTHAs Te-
panys IMaTHHUOOM YJIydInaeT Oe3pelIuINBHYIO BEDKIBAE-
MocTh (Dematteo et al., 2009). DToT aHaIU3 BKIIOYWI TaH-
Hble 713 manueHToB, MoayJaBux jedyeHue B 230 KIMHU-
YeCcKMX LIEHTpax ¢ MeauaHoi HabmoneHus 19,7 mec. OauH
rOJI JIeYeHUs UMAaTUHUOOM 3aBepiumiy 67% 0osbHbIX. bes-
pelMaNBHAS BBDKMBAEMOCTh 4epe3 rof cocTaBmia 98%
B TpymIe nMatuan6a u 83% B rpymie 1miamnedo (pasinuve
cratucTuuecku 3Hauumo). [lo OB rpynmbl He pasznuya-
quck. [Ipy ipoBeIeHNM aHaIM3a MIOATPYII OBIIIO YCTAHOB-
JIEHO 3HAYUTEJbHOE MPENMYILECTBO B 0€3pELIMANBHOM BbI-
JKMBAEMOCTH B ITOJIb3y MMartnHuba (96 vs 67-86% mipu Jie-
YeHUH Iaanedo) B MOATPYMIE MAlUEeHTOB C OMyXOJsSIMU
BBICOKOTO prcka (>6 cM B auamerpe). IIpomokaromieecs
HabJIoNeHNe 3a MalMeHTaMU TMO3BOJUT YTOUHUTh TaKue
MOMEHTbI, KaK ONTHMajbHasl JIMTEJIbHOCTb JIEYEHMUSI,
a TakKe BIMSIHUE Pe3UCTEHTHOCTU K UMAaTUHUOY U TeHETH -
YECKMX MyTallWii Ha NCXOMBI aIbIOBAaHTHOM Tepanuu. B ne-
kabpe 2008 r. FDA Ha ocHOBaHUU pe3y/IbTaTOB UCCIIEI0Ba-
Hust ACOSOG Z9001 onoOpuiio npuMeHeHUue MMaTuHK0a
B TOCJIEONEePallMOHHON Tepamuu B3pOCJbIX MAI[MEHTOB,
nepeHeciux pesexkiuo KIT-nmosutusHoit GIST.

PesynbraThl HeTaBHO 3aBEPIIEHHOTO PAHIOMU3UPOBAH-
Horo uccienoBanuss SSGXVIII/AIO cBUIOETEILCTBYIOT
0 TOM, UTO Y MAllMEHTOB C BHICOKMM PUCKOM IOCIeornepa-
LIMOHHOTO PeIMANBA aIbIOBAHTHAS TEPAMs UMAaTUHUOOM,
HasHayaemas Ha 36 Mec, yaydimaeT nokasarenu bPB 1 OB
MO CPAaBHEHUIO C TAKOBBIMU MPU MIpUeMa IMpernapara B Te-
yeHue 12 mec (Joensuu et al., 2011). B aTom uccnenoBaHuu
00JibHBIX ¢ BhicOKMM peruauBoM GIST mocne onepauuu
(omyxosb >5 ¢M C BBICOKMM MUTOTUYECKUM MHOCKCOM —
puck pemummBa >50%) paHmoMm3upoBasm Ha 12 Mec
(n=200) wu 36 mec (n=200) axbIOBAaHTHOW TepaIiy MMa-
TUHUOOM. Menuana HabaoaeHus: coctaBuia 54 mec. bPB
1 OB GbLIM BBILIIE B IpyIIe 36 MeC M0 CPAaBHEHUIO C TPYII-
moit 12 mec (5-nerusit BPB 66 vs 48% cooTBETCTBEHHO,
p<0,0001; 5-nmetHsass OB 92 vs 82% cCOOTBETCTBEHHO,
p=0,019).

Benenne nmo0ounbix 3¢dekToB MMaTHHHOA Me3WIaTa.
Haunb6onee yacTbiMu 1oOOYHBIMU 3 heKTaMu UMaTUHUOA
Me3uiara SIBJISIIOTCS 3aePXKKa XKUAKOCTHU, Tuapesi, TOITHO-
Ta, 0011ast c1ab0CTh, MBIIIEYHbIE CIIa3Mbl, 00JIb B XMBOTE 1
chllb. [1o Mepe Tpoao/KeHus JeueHUs podib MoOou-
HbIX 3(D(HEKTOB MOXET yaydlaThes. TSKesble TPOsSBICHUS
TOKCUYHOCTH, TaKUE KaK OTKJIOHEHUS TIEUEHOYHBIX (DYHK-
LIMOHATBHBIX MPOO, OCIOXHEHUSI CO CTOPOHBI JIETKMX,
YMEHbIIIEHUE colepKaHusl (POPMEHHBIX 3JIeMEHTOB KpPOBU
U TaCTPOMHTECTUHAIbHBIE KPOBOTEUEHMSI, BCTPEUYAIOTCS
PEenKo M, KakK MpaBUI0, pa3pellaloTcs MpU OTMEHe UMaTH-
HuOa. JlerouHble OCIOXHEHMSI Pa3BUMBAIOTCS MEHEE YeM
y 5% mnanueHToB. [Ipu pa3BUTUM XKU3HEYTPOXKAIOIIUX
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MoO6OYHBIX 3((HEKTOB, KOTOPbIE HE MOAAAIOTCS KOPPEKIIUU
MOANEePKUBAIOIIMMY TIperiapaTaMu, CJIEeIyeT OTMEHUThb
MMATUHUO U PAaCCMOTPETh BOBMOXHOCTb Ha3HAYEHUs CYy-
HUTUHUOA.

HenaHo ObUT onucaH cityuyaii pa3BUTHUSI 3aCTOMHOM cep-
JIEYHOM HETOCTATOYHOCTHU KaK MOTEHIIMATbHBIN TOOOUYHBIIM
addekT nmatuHuOa. TeM He MeHee peTpPOCIEKTUBHBIN
aHanu3 219 maiumeHToB, MOJyYaBIIMX 3TOT Iperapar, Mo-
Kazajl, 4YT0 KapaIuOTOKCUYHOCTb 3-4 CTerneHu, OTMevaBIia-
sgca y 8,2% OONBHBIX, YCIEIIHO KOPPUTMPOBAIACh C II0-
MOIIBIO JIEKAPCTBEHHOM Tepanuu, Mpy 3TOM CHUXXKEHUE 10-
3bl WJIM OTMEHAa MMAaTHMHHOA TpPeOOBaJUCh OYEHb PEIKO
(Yamaguchi et al., 2002). ApuTMKUH, OCTPIii KOPOHAPHBII
CUHIPOM U ceplevHasi HeA0CTaTOYHOCTh Pa3BUBAINCh Me-
Hee 4yeM y 1% manmeHToB. ABTOPHI aHaIM3a IIPUIILIN K BbI-
BOJLY, YTO KAPIAUOTOKCUIHOCTD HE ABJISIETCS 3HAUUMMBIM T10-
00uYHBIM 3(pHeKTOM MMATUHUOA U UTO BCE KApAMOBACKY-
JISIPHBbIE HEOJAronpusiTHbIe COObITHSI, HAOJIIOIaBIIIMECS Ha
(oHe neyeHus1, ycrneuHo noaaaBaiuch jJeyeHuo. B To xe
BpeMsI TIALMEHTHI C 3aJePKKOU XUIKOCTH, IMOIyJaloniue
MMAaTUHUO, HYXIAIOTCSl B OoJiee TIIATeJbHOM O0CIen0Ba-
HUM.

PesucrenTHOCTH K MMATHHHOA Me3unaTy. UMaTuHUO mpu-
HOCUT KJIMHUYECKYIO TOJIb3Y OOJBIIMHCTBY IMAIIUEHTOB C
GIST, onHaKO y HEKOTOPBIX O0JIbHBIX pa3BUBACTCSI PE3UC-
TEHTHOCTh K mpemapaty. [lepBUuYHasi pPe3UCTEHTHOCTD
onpesesisieTcsl Kak MpU3HaAKUW KJIMHUYECKOTO MPOrpeccu-
pOBaHMsI, MPOMU3OIIEIIIErO B IIEpBbIe 6 MEC OT Hayaja Te-
panuy MMaTMHUOOM, U Yallle BCEro HabitoaaeTcs y naim-
eHtoB ¢ mytauusiMu B 9k30He 9 KIT, sk3one 18 PDFGRA
n'y 6oabHbIX GIST «irkoro» Tumna. BropuuHast pe3aucTeHT-
HOCTb TMPEIIOJIOKUTETbHO 00YCIOBIEHA TIOSIBJICHUEM HO-
BbIX MYTallMii B KWHA3aX U OMpeessieTcsl Kak Mporpeccu-
poBaHUe y MallMEHTOB, TOJYYaBIIMX UMATUHUO Ha MPOTSI-
XKEHUU >6 Mec, Y KOTOPBIX HaOIoIaIcsl IIEPBUYHBIN OTBET.
DTOT TUI PE3UCTEHTHOCTU Pa3BUBAETCSI B OCHOBHOM
y OOJIbHBIX C BTOPUYHBIMU MyTamusamu B 3k3oHe 11 KIT.
Pe3ncTeHTHOCTh K MMAaTUHUOY MOXKHO TIPEOI0JIeBaTh ITy-
TEM TMOBBILIEHMS TO3bI IMOO MepeBoaa Ha CYHUTUHUO.

Cynurutnbda manar (paHee n3BecTHbIN Kak SU11248) —
myasTutapretHbii UTK, crnocoOHBIE WHAYLUMPOBATH
OOBEKTUBHBIN OTBET M KOHTPOJMPOBATH IPOrPeCCUpOBa-
HUe 3a00JeBaHMs Y TALMEHTOB C UMAaTUHUOPE3UCTEHTHDI-
mu GIST. B paHnoMu3upoBaHHOM IL1a11e00 KOHTPOJIUPO-
BaHHOM ucciaenoBanuu I11 daspl cyHUTHHUO obecreunBal
CTOKUIA KnHu4YecKuit adgdexr y 6oabHbix GIST, pesuc-
TEHTHBIX WM MHTOJEPaHTHBIX K uMatuHuOy (Demetri et
al., 2006). Y mauueHTOB ¢ MaTMHUOpe3ucTeHTHBIM GIST
CYHUTUHUO acCOLIMMPOBAJICS CO 3HAYMTEIbHBIM YJIy4dllle-
HUEM MeAWaHbl OO IporpeccupoBanus (27,3 vs 6,4 Hem)
u pacuetHoit OB. JleueHne MMAaTUHUOOM MHIYLIMPOBAJIO
YaCTUYHBIN OTBET y 14 manueHTOB (6,8%) 1 CTa0MIN3aLINIO
3aboneBanus y 36 (17,4%); B Tpymme miane6o YacTUIHBINA
OTBET HE PETUCTPUPOBAJICS, a CTAOMIM3AIMs OblIa JOCTUT-
HyTa TOJIbKO y 2 601bHBIX (1,9%). B TpyIime nammeHToB, He
MEePEHOCIIINX UMaTUHUO, Y 4 13 9 GOJbHBIX, pAHAOMM3M-
POBaHHbBIX Ha CYHUTUHUO, HAOIIOAAJICSI YaCTUUHBIN OTBET,
MpU 3TOM IPOTpPecCUpOBaHKe 3a00JIEBaHUSI MPOU3OIILIO
TOJILKO Y 1 GOJbHOrO; B TO XK€ BpeMsl B IpyIle Ianedo
YaCTMYHBIX OTBETOB He OBLIO 1 3a00JIeBaHUE ITPOTPECCUPO-
Basio y 3 u3 4 yyacTHUKOB. [lepeHOCMMOCTh CyHUTHMHUOA
B 11eJIoM ObLTa Xopotieii. B sinBape 2006 T. cyHuTrHMGa Ma-
nat 6611 onodpeH FDA nst neuenust GIST npu nporpeccu-
poBaHUM 3a00JieBaHMS Ha (hOHE Tepanmuyu MMaTUHKOA Me-
3UJIATOM WU MPU €r0 HEMEPEHOCHMOCTH.

Db HEKTUBHOCTD M 6€30TACHOCTh CYHUTUHMOA MPU eKe-
JTHEBHOM ITpueMe B 103€ 37,5 MI OLIEHUBAIUCh B OTKPHITOM
MHOTOIIEHTPOBOM PaHIOMM3UPOBAHHOM HCCAEIOBAaHUN
IT da3zbr y manmentoB ¢ GIST nozgHux cranuii, paHee mo-
nydaBimmx umaTuHuo6 (George et al., 2009). BonbHBIX paH-
JIOMU3UPOBAIM IS ITpueMa cyHuTuoa (37,5 Mr/cyt) yrpom
WM BedepoM Ha mpoTskernu 28 mHeit (1 muki). [lepBud-
HOI KOHEYHOM TOYKOM ObLIa YacTOTa KIMHUYECKOMN MOJb-
36, OmpeaensieMass KaK IPOIEHT MalMEeHTOB C IIOJI-
HbIM/YaCTUYHBIM OTBETOM WJIM CTaOMIM3alMeln 3a00eBa-
HMS B TeueHue >24 Hen o kputepusim RECIST.

O01m1as 9acToTa KIMHUIECKOW ITOJIB3bI cocTaBmia 53%
(y 13% vactuunbiii otBeT 1y 40% crabunu3zaiius 3a60J1eBa-
Hus), meauanbl BBIT u OB — 34 1 107 Hen cOOTBETCTBEH-
Ho. HaubGonee yacteie mobouHble 3(PGhEKThI, CBI3aHHbIE
c JleyeHHeM (muapesi, 001Iast cjaboCcTh W TOIIHOTA), ObUIN
TaKUMU Ke, KaK U MPU MHTEPMUTTUPYIOLIEM TTPUEME CY-
HUTUHUOA.

AT 1 runoTupeos, CBsiI3aHHbIE C JieueHueM (HabJroaa-
Juch y 28 n 12% manmeHTOB COOTBETCTBEHHO), YCIICIITHO
KOHTPOJIMPOBAJINCH COOTBETCTBYIOIIMMHU IperapaTaMH.
BT mo6ouHbIe 3 GHEKTH TaKXKe PErUCTPUPOBAIUCH MIPU
JUTUTEILHOM TIpUeMe CYHUTUHHMOA B MHTEPMUTTUPYIO-
meM pexume. PesynbraTbl HacTOSIIETO UCCAEIOBAHMS

CBUIETEIbCTBYIOT O TOM, UTO y 001bHbIX GIST, pe3ucreHT-
HBIX WJIM WHTOJIEPAHTHBIX K MMATUHUOY, €XeTHEBHBII
MpYeM CYHUTUHUOA siBasieTcs: 9 (HEeKTUBHOM albTepHATHB-
HOW cTpaTerueit ¢ mpruemiaemMoi 6e30MacHOCTbIO.

Heinrich u coaBt. (2008) ycTaHOBWIM, YTO KIIMHUYECKAS
AKTUBHOCTb MpU uMaTuHUOpe3ucTeHTHbIX GIST B 3Hauu-
TEJbHOM CTENEeHW 3aBUCUT OT MEPBUYHBIX M BTOPUYHBIX
mytanuii KIT. CyHutnHu6 accounnpoBacs ¢ 00Jiee BbICO-
KO# 4acTOTO# OTBeTa y MallMEHTOB C MEPBUYHBIMU MyTa-
uusimMu B 3k30He 9 KIT mo cpaBHEHUIO ¢ TaKOBOM y 00JIb-
HBIX ¢ MyTanysaMu B 9k30He 11 KIT (58 vs 34% cootBeTcT-
BeHHO). Kpome Toro, y maiueHToB ¢ MyTallusIMA B 9K30HE
9 KIT 6bu1n 3HauuTenbHo Jydine BBIT u OB. Y 60ibHbIX
¢ mytaiusiMu PDGFRA (B 3k30Hax 12 u 18) kinHnueckas
0J1b3a OT JIEYEHUSI CYHUTMHMOOM OTCYTCTBOBAJIA. Y Mallu-
eHToB ¢ myTauusamu B 9k30He 11 KIT mokasarenu BBII u
OB ObuIM JTyullle, YeM Y OOJbHBIX C BTOPUUYHBIMU MYyTallv-
SIMU B 9K30He 13.

Benenue no6ounbix 3gdekTo cynuTunnda manara. [1po-
SIBJICHUSI TOKCUYHOCTM CYHUTMHMOA MajiaTa BO MHOTUX
CJyyasix MOXXKHO YMEHBILIWUTb MyTeM CHWXXEHUsS M03bl WU
MpepbIBaHUS Tepanuu. B KIMHUYECKUX HCCIeI0BAHUSIX
JIO30JIMMUTUPYIOIIUMU MOOOYHBIMU 3D(HEKTaMU CYHUTH -
0a ObuIM OO1Iasl caadboCcTh, TOIIHOTA W pBoTa. K apyrum
YacThIM MOOOYHBIM 3GdeKTaM OTHOCATCS FeMaTOTOKCHUY-
HOCTb (aHEMMSI, HEUTpOIeHus ), auapesi, 00Jib B XXUBOTE,
MYKO3HUT, aHOPEKCUS U AeMUIMeHTalus KOXu. CyHUTUHUO
ACCOILIMMPYETCS] CO 3HAYUTETbHBIM PUCKOM PA3BUTHUS Jia-
noHHOo-nonomBeHHoro cuHapoma (JITIC). IlocnenHuii
MOXHO TPEAOTBPaTUTh IyTeM DPYTMHHOIO IMPUMEHEHUS
yBIaXHS01IMX J10choHOB. [Tpu Tskenom JITIC moxeT mo-
TPeOOBaThCSI CHIKEHUE O3BI.

ApTepuajibHasi TUNIEPTEH3US SIBJISIETCS €llle OIHUM I10-
00UYHBIM 3(PHEKTOM, KOTOPHII YaCTO BHISBISIICS B KIMHU-
YECKMX UCCAET0BAHUSIX CYHUTUHUOOM, UTO CBSI3aHO C BJIM-
saueMm npenapara Ha VEGE Opnako puck passutusi Al
BbILIE y MALIMEHTOB C MOYEYHOKJIETOUYHOH KaplIMHOMOI 0
CPaBHEHMIO C OOJbHBIMU, UMEIOIIMMU JIPYrue HOBOOOpa-
3oBaHus. HemaBHO ObUIM MOJyYeHbl YKazaHMSI Ha TO, YTO
CYHUTHHUO TaKKe aCCOILMUPYETCS C KAPAMOTOKCUYHOCTBIO
U TUIIOTUPE030M. PeTpocnekTuBHbIN aHaIn3 JaHHbIX, MO-
JIy4eHHbIX B KiauHMueckux ucciaenoBaHusix II-111 aswr,
MokKasaji, YTO KapAMOBaCKYJISIpHbIE HapylleHUs pa3BUBa-
quch y 11% nanueHToB, B T. 4. 3aCTOMHAs cepAevHast HeI0-
cratouHocts — y 8% (Chu et al., 2007).

[TanmeHTel, MOMyYalOIIMe CYHUTMHUOA Masiat, HyXX/aa-
I0TCSI B TOCTOSIHHOM MOHUTOPUHTIE apTepuaibHOTO JaBJie-
HUS U (pakMM BbIOpOca JIEBOrO Kejyaouka (0COOeHHO
MpY HATMYMU (HaKTOPOB KapAMOBACKYJISIPHOTO pUCKa U 3a-
0oJieBaHMUIA cepala B aHAMHE3€) U MEPUoJMIEcKoM (pa3 B
3-6 Mec) KOHTPOJIe YPOBHS TUPEOTPOITHOrO TopMoHa. [1pu
BO3HUKHOBEHUM THUIIOTUPEO3a JOKHA OBITh Ha3HaueHa
3aMeCTUTEIbHAs TOPMOHOTEpanus, npu pa3Butun Al —
AHTUTUIIEPTEH3MBHbBIE TTPEMapaThl.

MepBuuHOoe o6cAeAOBaHME

OOcnenoBaHue MmanueHToB ¢ mpeanonaraemoit GIST
BKJIIOUaeT cOOp aHamHe3a, (pu3uKajabHOE 00CeA0BaHUE,
KT ¢ xonTpactupoBanueM u/uam MPT xuBoTa 1 Ta3a, Bu-
3yaJn3al1I0 TPYIHOU KJIETKU, MPU HAUIMYUU TTOKA3aHUN —
OY3U 1 5HI0CKONMIO, a TAKXKE MaTOJIOTMYECKOe UCCIeI0-
BaHMeE.

Busyanuzupylonye ucciaenoBaHus UCTOJIb3YIOTCS s
JMMATHOCTUKU, TIEPBUYHOTO W IMMOBTOPHOTO OMpeneIeHUS
cTaauu 3a00JeBaHUs, MOHUTOPUHTA OTBETA HAa TEPaIUIO
1 HaOJIOMEHMS C 1eJIbI0 paHHE! MTUarTHOCTUKU BO3MOXK-
Horo peuuauBa. KT ¢ KoHTpacTMpoBaHUEM SIBISIETCS
VCClieIOBaHMEM BBIOOpA MUIST OMUCAHUSI HOBOOOpa3oBa-
HUI OPIOIIHONM MOJIOCTH, a TaKXe ISl OLEHKU MPOTS-
SKEHHOCTH OITYXOJIM W HaJW4Yusl WU OTCYTCTBUS MeTa-
crazoB npu GIST, BepudULMPOBAHHOK C MOMOIIBIO
ouoncuu. [NOT momoraer nuddepeHIMPOBaTh AKTUB-
HYI0O ONYyXOJb OT HEKPOTUYECKOW WJIM HEaKTUBHOM
pYOIIOBOI TKaHM, 3I0KAYeCTBEHHYIO TKaHb OT T0OpOKa-
YEeCTBEHHON U PeLIMAUBHYIO OTTYXOJb OT Hecrelubuyec-
KUX N0OpoKauyecTBEHHbIX M3MeHeHuil. [1OT obiamaer
3HAUYUTEJbHBIMU MPEUMYIIECTBEHHBIMU IO CPABHEHMIO
co crangaptHoit KT, Tak Kak u3MeHEeHUSI B MeTaOOIM-
YeCKOW aKTMBHOCTHIO OIYXOJM YacTO MPEealIecTBYIOT
aHatomuuyeckuMm usMeHeHusiMm Ha KT. Tem He meHee
19T nHe 3amensier KT, a ucnonb3yercs It YTOUHEHUS
coMHuTeabHbIX pe3yabTraToB KT nau MPT. Ha cerogus
OTCYTCTBYIOT yOeauTelabHbIe HoKa3aTeabcTBa, uto [IOT
MOXET TPEAOCTaBUTh IOIMOJHUTEIbHYIO WHMOpMAILIWIO
y MalKMeHToB, KOTOpbIM Obula mpoBeaeHa KT ¢ BHyTpu-
BEHHBIM KOHTpacTUpoBaHueM. Ecii MOHUTOPUHT Tepa-
MUY TUIAHUPYETCSl OCYLIECTBIAATh ¢ moMolnbio 19T, no
HayaJia JieueHus ciaeayeT noayduTh ucxoaubie [19T-cka-
HOTPaMMBbl.

PesekTabeAbHoe 3ab0AeBaHMe

VY Bcex nanueHToB ¢ pe3ekTadbenbHbiMu GIST pazmepom
>?2 CM NEPBUYHBIM JIeUeHEM BbIOOpA SIBJISIETCS OTepalsl.
B To xe Bpemsi eniMHBIX peKOMEHIALUii OTHOCUTENbHO Be-
JIEHUST CIIyJailHO OOHapyXeHHBIX 6eccumMnToMHBIX GIST
<2 cM B IMaMeTpe Ha CEerofHs HeT.

VY manueHToB ¢ MOTrpaHUYHO pe3ekTabenbHbiMu GIST
ISl yMEHbIIIEHUST Pa3MePOB OIYXOJIU CIEeIYeT PACCMOTPETh
BO3MOXXHOCTb TPEIOTIePAllMOHHOTO Ha3HAYeHUsI MMAaTH-
HuOa. B Takux ciaydasx HE0OXOAUM MOCTOSTHHbI MOHUTO-
PUHI, TaK KaK HEKOTOPbIE OITyXOJIM MOTYT OBICTPO MepeiTh
B KaTeTrOpHUIO HEPE3eKTa0eJbHbIX; MPU HAIMYUU KPOBOTE-
YeHUS W/APYTUX CUMIITOMOB PEKOMEHIYETCSI OTlepallusl.
Jlo Havyasia Tepanuyd UMaTMHUOOM CJIeAyeT IMOJYyYUTh KC-
xonHble KT- + MPT-gannbie. Tak Kak onTuMalibHasl IIpo-
JOJKUTEJIbHOCTh MPEeNonepallMOHHON Tepanuu He ycTa-
HOBJICHA, Y MallMeHTOB, OTBETUBIINX Ha JICUCHHUE, TIPUEM
MMaTUHKMOA CclenyeT MpOAoIKaTh M0 MOJYyYeHUsT MaKCH-
MaJIbHOTO OTBeTa (OMpPeneasIeMOro Kak OTCYTCTBUE Hallb-
Hefero ynydmeHust mexay 2 KT-ucciegoBaHusiMu, po-
BEIICHHBIMU ¢ MHTEpBajoM 6-12 mec). Tem He MeHee st
MPOBENEHMS ONepallMu XIaTh MAaKCUMaJIbHOIO OTBETa He
o0s3arenbHO. [1py OTCYTCTBUM ITPOrpecCUupoOBaHMs IO BO3-
MOXHOCTU ITPOBOAMTCS pe3ekiius. B ciyyae mporpeccupo-
BaHMSI, TOATBEPKAeHHOTO 1Mo faHHbIM KT, pekoMeHmyeTcs
orneparusi mocjie OTMEHbl UMaTUHUOA.

Y manmMeHToB, MOJyYalolIuX UMAaTUHUO Tpeaoreparm-
OHHO, Mpernapar MOXHO OTMEHUTb HEMOCPEACTBEHHO Me-
pen omnepalyeil 1 BO30OOHOBUTh TEPaIuio, KakK TOJbKO IMa-
LIMEHT CMOXET MPUHKUMATh NepopalibHblE CPEACTBA MOcie
BMeEIIATeIbCTBA, HE3aBUCUMO OT COCTOSIHUSI XUPYyprudec-
KuX KpaeB. Eciu pesekiius He obecrieuna ynajieHue Beei
MaKpPOCKOITMYECKOM OIMyXOJIM, CIEAYEeT PacCMOTPETh BO3-
MOXHOCTb TTOBTOPHOTO XMPYPTMYECKOIO BMEIATEbCTBA.
ITocae mMoOBTOPHOI pe3eKIMU He3aBUCUMO OT XUPYprudec-
KHUX KpaeB JieueHe MMaTUHUOOM PEKOMEHIYETCS TIPOA0-
JKaTh 0 MPOTPECCUPOBAaHUS 3a00JIeBaHNSI.

Ha ocHoBaHMU pe3yabTaToB paHIOMU3UPOBAHHOIO UC-
caemoBannst SSGXVIII/AIO (Joensuu et al., 2011) mocie-
ornepalyoHHas Tepanus UMaTUHUOOM JJIUTETbHOCThIO HE
MeHee 36 mec pekomeHayetcs naientam ¢ GIST Bwico-
KOTo pucKa (OMyXoJsIMH >5 CM B IMAMETPE C BBHICOKUM
MUTOTUYECKUM MHAEKCOM). OmnpeaesieHe CTereHu pucka
MOoCJie XMPYPrMYECKOro BMEIIATeIbCTBA ITPOBOAUTCS
C YY4EeTOM pa3MepoB, JIOKAJIU3ALMU U MUTOTUIECKON aK-
TuBHOCTU omyxonu. Gold u coaBt. (2009) pazpaboTanu
OCHOBaHHYIO Ha 3TUX TpeX MOKa3aTeIsiX HOMOTpamMmmy, To-
3BOJISIIONIYIO POTHO3UPOBATh 0€3pELIMINBHYIO BbIKUBAE-
MOCTh TOCJIe PEe3eKIMU JIOKATU30BAHHBIX MEPBUYHBIX
GIST.

MertactaTuyeckoe, HepesekTabeabHOe UAM PELLUAMBHOE
3ab0AeBaHMe

3amnyiieHHble hOpMbl, Hepe3eKTabeJbHbIe U MeTacTa-
tnyeckne GIST MMe0T o4eHb BBICOKYIO BEpPOSITHOCTh
MOJIyYeHUsT KIMHUYECKOM MOJIb3bl U TOJOXKUTEIbHOIO OT-
BETa Ha Tepamnuio nMaTUHNOOM. [laneHThI ¢ Bepuunupo-
BaHHbIMM HepesekTabeabHbiMU GIST mnu guccemuHuUpo-
BaHHBIM METACTaTMYECKUM 3a00JIeBaHUEM, a TaKxkKe 00JIb-
HbIE, Y KOTOPbIX PE3EKIMs MOXET MPUBECTU K TSLKEIOMY
rocJjieonepalmoHHOMY (YHKIIMOHAIBHOMY JIe(UIIUTY,
JIOJDKHBI TI0JyYyaTh MUMATUHUO TMpenonepaluoHHo. B mpe-
JIenax 3 Mec OT Hayaja Teparnuv MMaTUHUOOM MmalyeHTa
HEeo0X0nMMO 00CIe10BaTh /151 TOBTOPHOM OLIEHKU PE3eK-
TabeJbHOCTU. B HECKOJIbKUX MCCIIENOBAHUSIX U3Yy4alloCh
BJIMSIHME HUTOPENYKTUBHBIX XUPYPIUUECKUX BMEIIATE b~
CTBa Ha BbkuBaeMocTh nmauueHToB ¢ GIST mo3gHux cra-
NI, ToyyaBIIMX UMATUHUO. TeM He MeHee Ha CerofaHs
He J0Ka3aHO, YTO XMUpyprudeckas pe3eKIus YIydllaeT
KJIMHUYECKME MCXOAbl B gomosHeHue K Tepanuu MTK
y TAaIMeHTOB C pe3eKTaOeJbHBIMU METAaCTaTUYECKUMU
GIST.

IIpr HEBO3MOXHOCTU TPOBEACHUS PE3CKLIMU JIeYCHUE
MMAaTUHUOOM CJIefyeT MPOMOJKUTh. B HacTosiiee Bpemst
HeNpPEPBIBHBIN MTPUEM UMAaTUHMOA PEKOMEHIYETCS IIPU Me-
tactratuueckux GIST go mporpeccupoBanus. [lamumeHT
JTOJKEH TIPUHUMATD TIperapar B TOM XKe 03¢, U ee He Clie-
JIyeT MOBbILIATh, €CJU 3200JI€BaHUE OCTAETCSI CTAOUIbHBIM
0e3 MpU3HAKOB MporpeccupoBaHusi. OTMEHa Tepanuu
nmatuHuooM y 6onbHbIX [UCT, pedpakTepHbIX K JaHHO-
My TIperiapary, BbI3bIBAET PE3KYI0 aKTUBU3ALMIO OITyXOJIH;
9TO O3HAYaeT, YTO Jaxe Mpu 3a00jeBaHUM, TPOTPECCUPO-
BaBIlIeM Ha (hOHE Teparnuu UMaTUHUOOM, B OPrTaHU3ME CO-
JIEPXKAThCSl OIMYXOJIEBbIE KJIETKH, COXPAHSIONIME YYBCTBU-
TETBHOCTh K UMATUHUOY.

Pertunus, pa3BUBIIMICS TOC/E MOJHONM PE3eKIIMU, Ce-
JIyeT BECTH KaK Hepe3eKTabeIbHOe MM MEeTacTaTUIeCKOe

IIponomkenue Ha cTp. 24.
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IIponomxkenue. Havano ua ctp. 21.

3a00JIeBaHNE, TaK KaK OH IIPEICTABIISIET COOOI IOKOPETHO-
HapHOE METacTaTHMYeCKOe MM MH(UIBTPATUBHOE pac-
IIPOCTPaHEHNE 3I0KAYECTBEHHOM OITyXOJIU 1 B 1IEJIOM NMe-
€T TaKOil 3Ke IMPOrHO3, KaK U OTHaJICHHbIC METACTa3bI.

MporpeccupoBatue 3aboreBaHMst

[IporpeccupoBanue ompeaesieTcsi Kak MosiBIeHUe HO-
BOTO OITyXOJIEBOTO Ovyara MW YBEJIWYEHHE Pa3MEpOB Cy-
IIECTBYIOIIETO U MOXET ObITh IMarHOCTMPOBAHO C MTOMO-
mwpio KT i MPT ¢ yuetoM KIMHMYECKUX MPOSIBJICHUM.
[Ipu HeomHO3HAYHBIX PE3yJbTaTax 3TUX BU3YaTU3UPYIO-
IIMX METOIOB MOXET Mcmosb3oBatbes [1DT. YV nmamumeHToB
C OrpaHMYEHHBIM MPOrPECCUPOBAHUEM, A TaAKXKE y OO0Jb-
HBIX C JUCCEMUHUPOBAHHBIM CUCTEMHBIM 3a00JIeBaHUEM U
XopouM GyHKIMoHaIbHbIM cocTosiHueM (0-2 mo ECOG)
BapyMaHTaMM JIeYeHUsT SIBJISIOTCS TPOMODKEHHUE TpuemMa
MMAaTHHUOA B TOM Xe 103€, MOBBIIIEHWE 103bI (MPU XOPO-
1Iei MepeHOCUMOCTH) WU TiepeBoj Ha cyHUuTuHuo. [lepen
MOBBIIIEHUEM J103bl UMATUHMOA WJIX 3aMEHOI €T0 Ha CYHU-
TUHUO CIeIyeT OLEHUTh MPUBEPXKEHHOCTD MallMeHTa K Te-
panuu uMaTuHUOOM. [Tpu Jierko pe3eKTadebHBIX CIydasx
OTPaHUYEHHOTO MPOTPECCUPOBAHUSI MOXET OBITH BBITIOJ-
HeHa XUpypruyeckasi pe3ekiius. AJbTepHaTUBHBIMUA Bapu-
aHTaMU BEICHUS MPOTPECCUPOBAHMUS SIBJISIOTCS panuovac-
TOTHAsl abusiuus U aMooau3anus. [Ipu KOCTHBIX MeTacTa-
3aX (BCTpEYaloTCs OYE€Hb PEIKO) C MaJIMaTUBHON LIEIbIO
MoxkeT rpoBoauthest JIT.

VY maumeHTOB, 3a00J1€BaHKE KOTOPBIX IIPOTPECCUPOBAIO
Ha ¢doHe Tepanuu UMATUHUOOM U CYHUTUHUOOM, aKTHB-
HocTh TposiBisitor UTK BTOoporo mokosieHust, Takue Kak
copadeHnO, HUIOTUHUO 1 1a3aTUHUO.

Mpoaonrxenue Tepanum UTK

OnrtuManbHas aauTeabHocTh Tepanuu UTK y manueH-
TOB C OTBETUBIIMM WJIM CTaOWJIbHBIM 3a00J€BaHUEM HE
ycTaHoBJIeHa. Pe3ynbTaThl MPOCMEKTUBHOIO MHOTOIEHT-
poBoro paHgoMusupoBaHHOro wucciaemoBanusi I dasbr
(BFR14) mokaszanu, uro y 60abHbIX GIST mo3gHux cranuii,
3a00JIeBaHME KOTOPbIX MPOJEMOHCTPUPOBAIO OTBET WU
CTaOMIM3UPOBATIOCH Ha (DOHE MMATUHMOA, OTMEHA MOCIIE/I-
HEro 3HAYMTEJbHO IOBBIIIAET PUCK MPOTPECCUPOBAHUS
(Le Cesne et al., 2010). B aToM nccaenoBaHUM MAlIUEHTOB,
MOJy4YaBIIMX MMATMHUO Ha TPOTSLKEeHMU 3 JieT 0e3
MpoTpeccUupoBaHUs 3a00JIeBaHMS, PAHIOMU3UPOBAIN IS
MPOIOJIKEHUST WK MPEKpalleHUs Tepanuu; mocjie Meama-
HbI HAOJIOAEHMS 35 MeC ¢ MOMEHTA paHIOMU3ALNNY 2-JIeT-
Hs1st BBIT cocraBmra 80 m 16% coorBeTcTBeHHO (Le Cesne
et al., 2010).

[TanreHTaM peKOMEHIYeTCsl MPOMOJKATh Teparnuio
HWUTK po Tex mop, moka OHM IMOJYYarOT KIMHUYECKYIO
MmoJib3y (OTBET MM crabwiam3auusi 3adoneBaHwmst). Jlist
JIOCTUKEHUST ONTUMAJIBHOTO KJIMHUYECKOTO pe3yjbTaTa
BaXXKHO MOJAJIEPKMBATh HA3HAYEHHYIO CYTOUHYIO 103y Tpe-
napaTa. OIMHaKO KOpOTKME TepephiBbl Ha 1-2 Hel He OKa-
3bIBAIOT OTPULIATEILHOTO BIMSIHUSI HA KOHTPOJIb 3a00J1eBa-
HMS U IPYTHE UCXOMIBI.

Habaoaenne

Y nmaumMeHToB ¢ yaajdeHHBIMU JIoKaau3oBaHHbIMU GIST
Kaxzple 3-6 Mec MpOBOIAT cOOp aHaMHe3a, (PM3UKAITBHOE
oocnenoBanue u KT xxuBorta u Taza. Takasi ke TaKTUKa Ha-
OJIIOICHUS] MCIIOJIb3YeTCS M Y OOJIbHBIX C pe3UAyalbHbIM
Hepe3eKTabeTbHbIM MaKPOCKOITMYECKM 3a00JIEBAHUEM.

JlecMoughbie onyxonu [fiubpomamo3sbi)

JlecMOUIHBIE OIMYXOJU (IECMOMIBI), TAaKKe M3BECTHHIE
KaK arpeccuBHble HrUOpPOMaTOo3bl, — YHUKAJIbHbIE ME3EH3U-
MajbHble HOBOOOpPa30BaHUsI, KOTOPHIE YacTO Ha3bIBAIOT
«100pOKAYECTBEHHBIMU 37I0KAYECTBEHHBIMU OITyXOJISIMU».
OTHU HEOIUIa3UM MPEICTaBISIIOT OO0 arpecCuBHYI0 (huod-
pPOIUIACTUYECKYI0 MPOaKnGEPAIIMI0 XOPOIIO OTTPAaHUYEH-
HOI JIOKaJIbHO MHBa3MBHOM nu(depeHIIMpoBaHHOM (Huro-
pO3HOM TKaHM. JIoKanu3aius u KIMHUYECKKUE MTPOSIBICHUS
JIECMOUIOB MOTYT OBITh pa3HOOOpa3HBIMU. AOTOMUHAIb-
HbIE IECMOUIbI MOTYT ObITh OJHUM M3 TIPOSIBIEHUI ceMeii-
Horo ameHomarosHoro monumno3a (CAIl). ¥V manueHToB
¢ CAIl, nepeHectmx Mpo@uIaKTUYECKYIO KOJ3KTOMMUIO,
JIECMOMJIBI B HACTOSILIEE BPEMSI MPEACTABIISIIOT 0oJiee 3HA-
YUMYIO MPoOJIeMy, YeM pak ToJCTON Kuiiku. HecmMoTpst Ha
OTCYTCTBUE TMCTOIMATOJOTUYECKUX MPU3HAKOB, KOTOPHIE

MO3BOJISIM OBl OTHOCUTh MX K capkomaM, Ie€CMOUIHbIE
OITYXOJIA YACTO MPEICTABISAIOT TPYIHYIO KIMHUYECKYIO 3a-
Jlayy BCJIEJCTBME OOLIMPHOCTU HEOOXOAMMOTO JJIsS ONTH-
MaJIBHOTO KOHTPOJISI XMPYPTUIECKOT0 BMEIIIaTeILCTBA, BBI-
COKOIi YaCTOTBI PEIIUANBOB U TUTELHOIO €CTECTBEHHOTO
TedeHUs. JIeCMOMIBI YacTO OTHOCAT K capKoMaM HU3KOTO
pUCKa M3-3a UX BBICOKOI CKJIOHHOCTH K JIOKAJIbBHOMY pe-
LIMMBY MOCJE PE3EKIIUU.

JlecMOUIHBIE OTYXOJM YacTO OBIBAIOT JIOKAJIBHO MHBA-
3UBHBIMH, OTHAKO METACTa3UPYIOT UCKITIOUNTEILHO PEIKO.
BobIIMHCTBO MAIIMEHTOB YMUPAIOT OT IPYTUX MPUYMH.

Lazar u coaBt. (2008) ycTaHOBWIM, YTO MyTalluU B 9K30-
He 3 rena CTNNBI, koaupyroiero -kareHUH, 0OHapy-
xuBaloTcsa B 85% mecMoumoB. TpH pa3iIMIHBIX MYTaIlAH
41A, 45F u 45P 60Ut uaeHTHGULIKMPOBaHbI B 59, 33 1 8%
CJIyJaeB COOTBETCTBEHHO, IIPW 3TOM S-JICTHSS Oe3peru-
NIBHAS BBDKMBAEMOCTHL cocTaBmiia 57, 23 u 68% cooTBer-
ctBeHHO. [To manHbiM Domont u coast. (2010), MmyTamuu
B-kaTeHMHA IPUCYTCTBYIOT y 87% MAlIMEHTOB C 9KCTPaad-
JTOMWHAJIBHBIMHA JTECMOUIHBIMU OITyXOJSIMU; B 3TOM HC-
CJIeIOBAaHUM S-JIETHSISI Oe3peliMIMBHAS BBIKMBAEMOCTh Obl-
JIa 3HAUYMUTETBHO XyKe Y OOJBbHBIX ¢ MyTamsMu (49 vs 75%
y MalMEeHTOB C IECMOUIAMU «IUKOTO» THUTIA).

O6cAepoBaHMe

JMarHoCTUYeCKMI aJIFTOPUTM MPU TECMOUIHBIX OIyXO-
JISIX BKJIIOYaeT cOop aHaMHe3a U (hU3MKaJIbHBI OCMOTP
(c oOcrenoBaHMEM Ha Hajauuue cuHapoma lapnHepa), Bu-
3yalli3alnio IpyIHOM KJIETKU 1, IO MTOKa3aHUsIM, TTEPBUY-
Horo oyvara ¢ nomouipto KT nnu MPT. st moarBepkae-
HUS IMarHO3a MTPOBOAUTCS OMOIICHS TTIOAO03PUTEIbHBIX HO-
BOOOpA30BAHUI; €CIM TJIAHUPYETCS IMOJHAs pPe3eKIus,
ouoricust Heobsi3aTenbHa. JuddepeHIanbHblli TUarHo3
JIECMOMJIOB 3aBUCUT OT JIOKAJIM3AIMK U BKJIIOYAET APYyrue
CapKOMBI, IPYTHe 310KaYeCTBEHHBIE, a TAKXKE JOOpoKavec-
TBEHHbIE HOBOOOpa3oBaHMsl. JlecMOUIbl IPYIHOM Kele3bl
TpynHO AucGEepeHIIMPOBaTh OT KapIIMHOM M3-3a UX KJIU-
HUYECKOTO U PaaruoJIOrMYECKOro CXOICTBA.

PesekTabeAbHble OMyXoAu

ITepBUYHBIM METOIOM JICUEHUSI PE3eKTA0ETbHBIX IECMO-
WUJHBIX OIMYyXOJeH SBISETCS MOJHAsg MaKpOCKOIMYecKast
XUpypruyeckasi pe3ekiusi. Pe3yabraTbl OCIEIHUX PETPO-
CIEKTUBHbBIX UCCAETOBAHUI MO3BOJISIIOT TOBOPUTH O TOM,
YTO HEKOTOPBIX OOJIBHBIX C PE3eKTA0EIbHBIMU OITYXOJISIMU
MOXHO Habsonath 6e3 onepauuu. Tak, B peTPOCTIEKTHUB-
HOM aHaju3e 142 mauueHTOB C JeCMOMIHBIMU (DUdbpoMa-
To3aMH (74 ¢ IEPBUYHBIMU OITYXOJISIMU 1 68 ¢ peIIIVBHbI-
Mmu), ipoBeneHHOM Fiore u coast. (2009), 5-1eTHSIS BbIKU-
BaeMOCTb 0€3 MPOrpecCUpOBaHMsl Y MALIMEHTOB C MEPBUY-
HBIMU OIyXOJIsIMU cocTaBwia 47% nipu HaOmoneHun (0e3
oneparuu u JIT) o cpaBHeHnio ¢ 54% nipu neyenun (XT
umu JIT, p=0,70). CooTBeTCTBYIOIIME TTOKA3aTeIU Y 00Tb-
HBIX C PEHUAWBHBIMUA OMYyXOJSIMU cocTaBwim 54 u 61%
(p=0,48). KpynHbie HoBooOpa3oBaHus (>10 cM B inamer-
pe) U OMyX0Jiv, pacroJiaraloimecs: Ha TYJOBHUIIE, ACCOLU-
HUPOBAIUCH C BEICOKMM PUCKOM PELIUINBA.

Ha ocHoBaHMM BblllIeyKa3aHHbBIX JaHHBIX 3KCIEPThI
NCCN npuim K BEIBOIY, UTO MAIMEHTOB C I€CMOUIHBI-
MU (pUOpOMATO3aMU MOXXHO BECTU MyTEM BbLKMIATEIbHON
TaKTUKH MPHU YCJOBUU, UTO OITYXOJIb HE BBI3BIBAET CUMIITO-
MOB M HE PACMoJaraeTcs B 30Hax, B KOTOPBIX MTPU yBEJIUYe-
HUU B pa3Mepax OHa BbI30BET (hYHKIIMOHAJIbHbBIE HApyIIe-
Husl. B ciyyae mporpeccupoBaHMsl IPOBOAUTCS OTEpaLIMsT
u/vnu JIT u/unu cucteMHast Tepamnus.

Y cuMNTOMHBIX OOJIbHBIX € KPYMMHBIMM HOBOOOpPa3oBa-
HUSIMM, BBI3BIBAIOIIMMU 00Jb U/WiIM (DYHKIIMOHAIbHbBIE
HapylIeHusI, BLIOOp METO/Ia JIeYeHUsT 3aBUCUT OT JIOKAJIM-
3aI[MU OIYXOJIM W TIOTEHIIMAIBbHBIX OCIIOXKHEHUI JICUSHMSI.
[Tposonutcs oneparumst u/vnu JIT u/wnm cucteMHas Tepa-
nust. [lpenonepaunronHas JIT wiu XJIT accoumupyercs
¢ JIy4lIMM JIOKaJdbHbIM KOHTposiem (Baliski et al., 2002;
O’Dea et al., 2003). MUKpPOCKONTMYECKU MTO3UTUBHBIE Kpast
JIOIMYCKAIOTCS B CIy4yae, €C/Iu HeraTUBHbIE Kpasi MOTYT ObITh
JIOCTUTHYTHI TOJBKO IIEHOI BBIPAKEHHBIX MOOOUYHBIX 3¢h-
dekToB. [Ipu HeratuBHBIX Kpasx (pe3ekuust RO) wim mon-
HOM paavorpauyeckoM OTBETe MallMEHTOB MOXHO Ha-
omonath. [1py KpyNmHBIX OMYXOJSIX MOXKET MPOBOAUTHCS
nociaeonepanuonHas JIT. Ilpy MUKpOCKONMMYECKU IMO3U-
TUBHBIX Kpasix WM MUHUMAJIbHOM OCTATOYHOM 3a00JieBa-
Huu (pesekuus R1) pekoMeHmyeTcs OMOJHUTEIbHAS pe-
3eKIMsl Uian BbicoKopo3oBas JIT (ecin He mMpoBoAMIIACH

nepen omepanueit). [locneonepauuonHas JIT cHuxkaer
PHUCK peluauBa Y MalMeHTOB C MO3UTUBHBIMU KpasMu 1
MoKa3aHa B CIydasx, KOTla peluauB MOXKeT BbI3BaTh 3Ha-
YUTEJbHbIE OCIOXHEHUSs. JleueHre MalreHTOB ¢ MaKpo-
CKOMUYECKN TMO3UTUBHBIMU XUPYPTUYECKUMU KpasiMu
(R2) mpoBoauTcs TaK ke, Kak 1 00JIbHBIX ¢ Hepe3eKTabe I b-
HBIMU OTTYXOJISIMM.

Hepe3sektaGeAbHbie omyxoau

[Mpu Hepe3eKTaOeabHBIX JECMOMIHBIX OITYXOJISX aMITy-
Talys TMPaKTUYECKWM HUKOIAa He MokazaHa. MDyHKIMO-
HaJIbHBII MCXOI MMEET OOJIbIIOe 3HAYCHHE, U Y TTAIlUEHTOB
¢ Hepe3eKTaOeJbHBIMU JAeCMOMIAMHU BCerma CAeayeT MC-
KaTh aJbTePHATUBBI aMITyTalluu. JleCMOMITHBIC OITyXOJIH
MemIeHHO oTBevyatoT Ha JIT, Bo MHOTUX cydasiX TOJHBII
OTBET HaOJII0IaeTCs TOJIBKO Yepe3 2 Tofa.

BapuanTtamu BeneHUs MAMEHTOB C HEpPe3eKTaOe IbHbI-
MU AecMouaamu siBiorcs paaukanbHas JIT (Toiabko mpu
JECMOMIIHBIX OIYXOJISIX KOHEYHOCTEI), CUCTeMHasl Tepa-
nusl Wiy HabmoaeHue. PagukanbHast onepaiusi peKOMeH-
JIyeTCsI TOJIBKO MpY Hed(D(HEKTUBHOCTH UM HEBO3MOXKHOC-
TH ACIIOJIb30BAaHUS IPYTUX METOIOB.

CucteMHast Tepanusi ¢ NMPUMEHEHUEM HECTEPOUTHBIX
npoTrBoBocHanuTebHbIX npenaparo (HITBIT), ropmo-
HaJIbHBIX, OMOJIOTMYECKUX M IIMTOTOKCUYECKUX IMperapa-
TOB TIPOACMOHCTPHUPOBaIa OOHAIEKMBAIOIINE PE3yIbTaThl
y MalMeHTOB C AECMOUIHBIMU omyxousiMu (Janinis et al.,
2003; de Camargo et al., 2010). B mpocnieKTUBHOM Hcclie-
JOBAaHWM KOMOMHALIMS TaMOKcudeHa W CylnHIaka obec-
rneyuBaja cTaOuIM3alMI0 3a00JeBaHUs Yy MAlUEHTOB
C TIPOrPECCUPOBABIIMMU WM PELIMIANBUPOBABIINMM TTOCIIE
oneparuuu omyxojsamu (Hansmann et al., 2004). Pesynbra-
ThI PETPOCTIEKTUBHOTO HEPAaHAOMMU3UPOBAHHOTO MCCIIENO0-
BaHMs TIOKa3aJd, 9YTO MHTEP(HEPOH O B MOHOTEPAITMU M
B KOMOMHAIIUM C TPETUHOMHOM MOXET YBEJIUYMBATh BbI-
JKMBAEMOCTh 0€3 TTPOrpecCHPOBAHMS ITOCHE ITOTPAHUYHBIX
XUPYPrUYECKUX BMEIIATEIbCTB Y MAlIMEHTOB ¢ 9KCTpaabmo-
MUHAJIBHBIMUA TECMOVIHBIMK OMyXOJIsiMU. OTIMCaHBI CITy-
yau 3 (GEKTUBHOCTA TopeMudeHa B cTaduIM3auu 3a60-
JICBaHUS TTOCIIe XUpyprudeckoro jeueHust (Benson et al.,
1994; Bus et al., 1999; Heidemann et al., 2004; Maseelall et
al., 2005). Y nmauueHToB ¢ Hepe3eKTabeIbHbIMU OIyXOJISIMU
MOXeT ObITh 3ekTrBHOI X T Ha OCHOBE TOKCOPYOMIIMHA
(Patel et al., 1993; Seiter et al., 1993; Poritz et al., 2001).
B uccnenoBanuu I1 daspl koMOMHaALIMS MeTOTpeKkcara U
BMHOJIACTHHA Y MTAIIMEHTOB C Hepe3eKTa0eTbHBIMU arpec-
CUBHBIMU (pOpOMaTO3aMU acCOIMUPOBANIACh C YBEJIUYe-
HMEM TIepHroia CTaOMIN3aIliy 3200 IeBaHMS.

V nauueHToB ¢ Hepe3eKTaOelbHbIMU, MPOTrPECCUpPYIO-
UMY WA PEIMINBHBIMKA arpeCCUBHBIMU (DHOpoMaTo3a-
MM aKTUBHOCTb TakxKe TposBiseT umatuHu6 (Heinrich et
al., 2006). B uccnenoBanuu II ¢aser SARC mpemnapat BbI-
3bIBal OOBCKTUBHBIA OTBET Y 6% OOJBHBIX, IIPU 3TOM
1-JIeTHSIST BBDKMBAEMOCTD 0€3 ITPOrpecCHPOBAHMS COCTABH -
Ja 66% (Chugh et al., 2010). Pe3ynbraTsl IIMTEIHHOIO Ha-
OsroeHusT y9acTHUKOB uccaenoBaHus 11 ¢asbl, mpoBeaeH-
Horo MpaHIy3cKOi TPYIIIOi IO capKOMaM, IOKa3ajiu, 4YTo
MMaTUHUO MOXET O0ecIeYrBaTh OOBCKTUBHBIA OTBET U
CTaOWIM3aLMIO 3200JIeBaHMUs Y 3HAUUTEIHbHOM YaCTH Mallk-
€HTOB C PEIMIVWBHBIMU WJIM MPOrPECCUPYIOIIMMH arpec-
cuBHbIMU (ubpomaTo3amu (Penel et al., 2011). [Tpu menu-
aHe HabmoneHus 34 mec 2-netTHue nokasateau BBP u OB
coctaBuu 55 1 95% COOTBETCTBEHHO.

Takum 00pa3oM, y MalMeHTOB ¢ Hepe3eKTabeIbHbIMU
JECMOUITHBIMU OTTYXOJISIMM JIJISI CUCTEMHOM Teparuy MOTYT
NPUMEHATbCA CymuHaak u apyrue HIIBII, tamokcuden,
TopeMubeH, HU3KUE 103bl UHTepdEepoHa, METOTpEKcaT U
BuHOacTuH, XT Ha OCHOBE JOKCOPYOUIIMHA U UMATUHUO.

Hab6aioaenue

Coop aHamMHe3a, GU3MKATbHBII OCMOTP U, MPU HATUYUK
MOKAa3aHWI, BU3YATU3UPYIOLINE UCCIeIOBAHUS TTPOBOIIT-
csl Kaxple 3-6 Mec B TEYEHUE MTEPBBIX 2-3 JIET, a 3aTEM eXKe-
rogHo. BemeHue mporpeccupoBaHUSI WM PELMINBA OCY-
ILIECTBJSETCS TaK XK€, KaK IepBUYHAsS Tepamus pe3eKTa-
0eJIbHOTO WJIM HEepe3eKTa0eIbHOTO 3a00JIeBAHUSI.

PykoBopacTeo neyaraercs B COKpALLEHUM.
MonHbIM TeKCT pyKOBOACTBA AOCTYNEH HO WWW.nccn.org

Mepesen c aHrn. Anexkcen TepelyeHKoO
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