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[aCTPOWMHTECTUHASbHbIE CTPOMAsibHbIE OMYXONW — pefKkie Me3eHXMMallbHble HOBOOD-
pasoBaHua ¢ Yactotoi scTpedaemoct |0—15 Ha | mMnH. Hanbonee uvacto onyxonu
nokanusyioTca B xenyake (60%) v Tonkon kuwwke (30%), a Takxe B ABeHaALaTUNEPCT-
HOM 1 NpaMon kuwwke. Peakme nokanmsaumm — nuwesos, obofo4HaA KMLLIKa, OONbLLIOM
canbHWK, BpbiXeika, 3abpilollnHHOe NpOCTPaHCTBO. Klo4YeBbiM MeXaHU3MOM pas3BuTUA
onyxonu aenseTca mytauusa B reHe c-Kit (80%) unu PDGFRA (10%). MNporpeccuposa-
HUE NPOABMAETCA METacTasaMu B neyveHn u/unm no opownHe. Tepanus nHrmbutTopamn
TUPO3MHKMHA3 — OCHOBHOW MeTO/ NeYeHMa MeTacTaTu4eckom 6onesHn, xmMmoTepanma
HesddeKT1BHa.

ANATHOCTUKA

[varHo3 ycTaHaBnmeaeTca Ha OCHOBaHUM:

*  K/IMHWMYECKOWM KapTUHBI,

*  DHOOCKOMWUYECKMX AaHHbIX; Npu 3Tom 3HA0Y 3V npu DT [AC asnsetca bonee npea-
no4TMTensHeiM MeTogoM, Yem SIC, Tak Kak No3BonseT obbEKTUBHEE OLIEHUTL
pa3mepsl onyxonu 1 ee cTpykTypy; KT ¢ BHYTPUBEHHbLIM KOHTPACTUPOBAHUEM;

*  pe3ynbTaToB MOpdONOrM4yeckoro nccnefosanma buontata nmbo Mopdonoru-
4eCKOro UCCNeAoBaHNA yAaneHHOM Onyxonu;

* KT opraHos OpioLHOM NONOCTH C BHYTPUBEHHBIM KOHTPACTUPOBaHNEM ABMAETCA
ONTMManbHbIM METOAOM AMArHOCTUKM Kak NPU NMEPBUYHbIX OMYXONAX, Tak 1 nNpu
MeTacTaTM4eckon 6osesHn; ynbTpassykosasa ToMorpacdus opraHos OPIOLWHOWN
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NOSIOCTM BLINOMHAETCA B Ka4eCTBe MUHMMaNbHOrO obbeMa obcnefoBaHNA, OHaKo
MeToA MeHee MHpOopMaTMBEH NO DOMLLUMHCTBY NoKa3atenein (oLeHKa pa3mMepos,
MNOTHOCTW, KOSIMYECTBO OYaroB, BO3MOXHOCTb XPaHEHWA MHPOPMaLM).

[Npu ctagnposaHmnn 3aboneBaHma AomKHa ObITe Mcnonb3oraHa cuctema TNM ¢ no-
cnegytoLien rpynnupoekort no ctaguam (7-e uspanue, 2010 r.).

B okoHYaTeNbHOM rMCTONOMMYECKOM 3aKIIOHEHUN YKa3blBIOTCA:

*  pasmep onyxonu;

*  noKanusauus;

*  Mopdonornyeckuin sua;

*  MUTOTUYECKUI MHAEKC (Konm4ecTso MMTO30B B 50 nonax 3peHns npu 60NbLIOM

yBENMYEHNUN);

*  pa3pbiB Kamncysbl ONyxosu.

VIMMYHOrMCTOXMMUYECKOE UCCE[OBaHME OMyXonu ¢ onpenenennem skcnpeccun CD
117 n/nnn DOGI senseTcs HeobX0aMMbIM NPY NOATBEPKAEHUN AnarHosa. KenarensHo
npoBeJeHne MoNeKyNApHO-reHeTnYeckoro aHanumsa g cnyqae CDI17- n DOGI -Hera-
TUBHbIX onyxonen (ao 3=5% Bcex onyxonen).

[pu nokanmsaumm onyxonu B Xxenyake 3HAO0CKONMYecKana npejonepaumoHHas buo-
ncua NpeanoYTUTeNlbHee YPeCKOXKHOM. [1py HEBO3MOXHOCTM BepudUKaLmMM AMarHosa
1 ybeanTENbHbIX KNMHUYECKNX N S3HAOCKOMMYECKMX NPKU3HAKaX TOKaNn30BaHHbIX GOpM
M'MCO npenonepaloHHOM MOPMONOrMYecko AnarHOCTUKOM MOXHO NpeHebpedys, ecnu
He NMnaHupyeTca npefonepaLMoHHan Tepanma UMaTUHUOOM. [1pu BNepBeble BbIABNEHHOM
MeTacTaTu4eckomn HonesHn HeobXoaAMMO NoATREPXAEHNE AnarHo3a MOPQONOrM4eckuM
1 UMMYHOIMCTOXMMUYECKUM NCCNE[OBAHNEM.

MarHuTope3oHaHcHas ToMorpacbua BEINOHACTCA MPY NTOKanmM3aUmnm Ornyxosn B Masniom
Ta3y (OnNyXonum NpAMOM KMLWKK).

KenaTtensHo yToYHeHMe MyTaUMOHHOrO CTaTyca OMyX0osn C OnpeAeneHneM Hanmn4uma
myTaumm B reHax KIT (3k3oHel 9, |'1), PDGFRA (3k30Hbl |2, 14, 18, D842V) 1nu koHcTa-
TauuA OTCYTCTBMA MyTaUMKM B yKa3aHHbIX reHax (gukun tun, WT). [NaTtoreHes pa3sutua
CTPOMasibHbIX Onyxonein xxenyaka B cocTase Tpuaabl KapHes (Carney triad) 1 cungpoma
Kapres-Crpatakuca (Carney-Stratakis syndrome) ceazaH ¢ geduumtom dpepMeHTa cyK-
umHataernaporerassl (SDH). Tepanua nHrMbutopamm TMPO3MHKMHA3 Y TakMX GOJbHbIX
ManospdekTusHa. Y BOMbHbIX C AUKMM TUMOM MOTYT BbIABMATLCA MyTaLmm B reHax SDH,
KRAS, BRAF, NRAS.

PakTopbl NPOrHO3a ANA raCTPONHTECTUHASbHbBIX CTPOMAsIbHbIX OMyXOnel — pasMep,
NoKanM3auwa, MUTOTUYECKUIA MHAEKC, Pa3pbIB Kancysbl — NpeAcTaBneHs! B Tabn. |.

MyTauMoOHHBIM CTaTyC Takxke obnagaeT MPOrHOCTUYECKMM 3HadyeHueM (naumeHTbl
C TOYEYHbIMU MyTaumaMn, gynnunkaumamm s | |-m sksoHe rera KIT n rene PDGFRA (kpo-
me D842V) nyywe oTeeyvaloT Ha NeveHne 1 obnafaloT 61aronpuATHLIM MPOrHO30M).
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Mo3utpoHHas Tomorpadusa (M3T) seinonHAeTcAa ANa oueHk MeTabonmyeckoro
3q)q)eKTa NIe4YeHNA, a TakKXKe MOXET NMPUMEHATLCA NMPU COMHUTENbHbLIX Pe3yibTaTax KOM-
NbloTepHOM ToMorpadum.

B cnoxHbIx cnyyaax (TPYAHOCTM B YCTaHOBKE MOPMONOrMYecKoro nnm Monekynap-
HO-TeHeTUYeCKOro AmarHosa, 6osbHble ¢ Tpragorn KapHesa unu ¢ AWKUM TUMNOM) YTOY-
HAIOLLYIO ANArHOCTUKY U NledeHne LienecoobpasHo NpoBOANTL B CleLManm3avpoBaHHbIX
OHKOMOTUYECKMX YUPEXAEHUAX.

Ta6nuua |. Puck nporpeccupc 3a6¢ (no H. Joensuu, 2008).
Puck Pasmep onyxonu,cM. | Mutotnyeckuin nHaekc Jlokanusauusa onyxonu
OveHb HU3KMIN <2 <5 Jiobas
Huzkumin 2.1-50 <5 Jiobas
[poMexyTouHbIM 2.1-5.0 >5 Kenynok
<50 6-10 Jlioban
5.1-100 <5 Kenynok
Bbicokuit JTio6oi JRlleltely] Pazpbis onyxonum
> 10 JRlleltely] JTiobas
JTio6oi > 10 JTiobas
>5 >5 JTioban
2.1-50 >5 BHe »enyaka
5.1-10.0 <5 BHe »enyaka

OCHOBHbIM METOAOM fEYEHNA NOKaNM30BaHHbLIX M MECTHOPACNPOCTPAHEHHbIX (HPOPM
raCTPOUHTECTMHANbHbBIX CTPOMASIbHBIX OMYXOfen ABMAETCA XUPYpPruveckoe neveHue,
a npu peunamee nnu MeTacTatm4eckon 6onesHn — TapreTHas Tepanua UMaTUHNOOM.

JleueHune nokanmsoBaHHbIX popM

* [pun HebonbwmMx pa3Mepax OMNyxofu, MeHee |—2 CM, Ha OCHOBaHUW KIMHWYECKOM
KapTUHbI 4OMYCTVUMO UHAMNYECKOoe Ha6ﬂ|0[1€Hl/Ie, OAHaKo HeO6><O,CLI/IMO NpUHMMaTbL
BO BHMMaHME MOTEHLMANbHLIM PUCK MPOrpeccnpoBaHna C Y4ETOM pe3ynbLTaToBs
Mopdonornyeckoro mccnefosaHuna (PakTopos pucka) Npu oTkase OT akTUBHOM
XUPYPruyecKkom TakTUKU,

» [lpu pasmepax onyxonu 6onee 2 CM NokasaHo onepatnBHoe nevexne. Jdonyctumo
BbINMOJSIHEHME 3KOHOMHbIX Pe3eKUWi Mpu OTCTYMeHMM OT Kpas onyxonu Ha |—=2
M. JIumdoamnccekuyma npu HeyBenmyeHHbIX nMMdoysnax He nposoanTca. Jlanapo-
CKOMMYecKMe onepaumu MOryT BbIMOMHATLCA NpU HEBOMbLUMX pasMepax OmyXosu
B BbICOKOCMELMANM3NPOBAHHbIX YYPEXAEHUAX NPU MUHUMASTBHOM PUCKE MHTpaomne-
pauMoOHHOro paspbia Kancysnbl. [podunakTnyeckan pesekuma 60MbLIOrO canbHUKa
Kak OCHOBHOM noKanu3aLmMu NepuToHeanbHbIX MeTacTa3oe OMnpasfaHa, OAHaKo
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PaHAOMM3INPOBAHHBIX MCCNEe[OBaHNN N0 3PDEKTUBHOCTM NPODUNAKTUHECKON
OMEHT3KTOMMM HE MPOBOAMIOCH. DHAOCKOMMYECKME OMNepaLmmn Npu foKanmaymm
B XenyaKe HelenecoobpasHbl B CBA3M C COMHUTENbHOM BO3MOXHOCTbLIO PaAnKaibHOro
MCCEYEHNA KHOXKMY» onyxonu. [pu HepaaukansHom onepaunn (R1I, R2) cneayet
PacCMOTPETb BOMPOC O BbIMOSIHEHMM MOBTOPHOM onepauun. [1py HEBO3MOXKHOCTH
ee BbINOMHEHMA — AMHaMMUYecKkoe HabnoAeHVe Unu NpoBefeHne TapreTHoM Tepanum
NMaTUHNOOM.

[pu nokanuzaumm onyxonu B NULLEBOAE, KapAMansHOM OTAeNe XenyAKa, ABeHa-
ALATUNEPCTHOM M NPAMOM KMLLKE MoKa3aHa npefonepaumoHHas Tepanua ¢ Lienbio
YMEHbLUEHWNA ee pa3MepoB 1 NocneaytoLei NoMbITKK BbINOMHEHMA OPraHOCOXPaHHOM
onepauun.

[pu coMHUTENbHOM pe3eKkTabensHOCTN ONyxonu LenecoobpasHo npegonepawm-
OHHOE fleYeHne nMaTUHMOOM B TeveHune 6—12 Mmecales.

[Nocne pagnkanbHOM onepauuu NpM HU3KOM PUCKE MPOrpeccrMpoBaHnA NMOKa3aHo

AMHaMMYeckoe HabnoaeHue.

[py NPOMEXYTOYHOM 1 BLICOKOM PUCKE MPOrPeCCMPOBaHMA MOKa3aHa afjbloBaHTHaA
Tepanua UMaTUHWOOM — TpU rofa.

[py HasHaYeHUN abloBaHTHOM Tepanuu NMOO neyveHnn HeonepabenbHbIX 1 MeTa-
CTAaTUYECKMX OMYyXOMeln XenaTenbHO NPOBOAUTL MOMEKYIAPHO-rEHETUYECKOE UC-
cnepoBaHue ana ncknioyenua NMCO, pe3ncTeHTHbIX K TapreTHOM Tepanuu (MyTauma
D842V B reHe TpoMbounTapHOro dakTopa pocTa, BCTpeYaeMocTb — MeHee 5%).
[Npn peunaree HonesHW nNocne afbloOBaHTHOW Tepanumn NokasaHo BO30OHOBNEHNE
npvemMa uMatTuHuba.

JleueHue Hepe3ekTabenbHbIX ONyxXonewn Npu peuuauee Unu
MeTacTaTu4eckon 6onesHu

TEPAMWA NEPBOW JIMHUU

[pn Hepe3sekTabenbHbIX ONYyXOnaAX, peUManBe UNn MeTacTaTnyeckon BonesHn oc-
HOBHOM MeTOA NeYeHns — TapreTHas Tepanua uMmatuHnoom 400 mMr B cyTKN.

[pu BblaBneHnM MyTaumm B 9-M ak3oHe reHa KIT pekomengoeaH nmMatuHuo 800 mr
B CYTKM ([OCTOBEPHO YBENMMYMBAET BPEMA 1O NPOrPeccMpoBaHma be3 cTaTUCTUYeCKU
3HAYMMOrO YNy4LleHMA ODLLEN BbIKMBAEMOCTN).

[Npu nporpeccnpoBaHuu Ha dhoHe npuema nmMaTuHKWba B fose 400 Mr B CyTKM noka-
3aHa ackanauyma fossl 4o 800 Mr B cyTKuM.

[pu ncxoaHo HepesekTabenbHbIX onyxonax y 60MbHbIX ¢ 3PPEKTOM B pesysbTate
Tepanuu uenecoobpasHa oLeHKa BO3MOXHOCTU PaAMKanbHOro XUpypruveckoro
neveHna vepes 6—12 Mecaues Nocne Havana Tepanuu.

['py M30NMPOBAHHOM MOPAKEHNM NMEYEHM BO3MOXHO BbINOSHEHWE PaAMO4aCTOTHOM
TepMoabnaumm nnbo pesekums (RO) nevenn.
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*  [lpu MynbTUdOKaNbHOM NPOrpeccHpPOBaHMN XMPYPrMYecKkoe edeHure He yny4waeT
pe3ynbTaThl BbPKMBAEMOCTU MO CPABHEHMIO C 1IEKAPCTBEHHBIM nevenrem. [1pu noka-
NN30BaHHOM NPOrPECCUPOBaHNM — YBENUYEHWN OTAEMNBbHOIrO MeTacTaTM4eckoro o4ara
npu coxpaHsiolemca 3ddeKTe Co CTOPOHbI APYrnx MeTacTa3oB — KOHCWUINMYMOM
MOXeT BblTb PaCCMOTPEH BOMPOC O XMPYPru4eckoM yfaneHun odara. [ lposeaerve
XUMUOTEPanuM, ropMoHoTepanuUu Unu Apyrux BUAOB NEKapCTBEHHOrO fle4eHua
cymTaeTca HespDeKTUBHbIM.

Jly4esas Tepanuna MoxeT ObiTb Ha3HaYeHa MPU KOCTHBIX MeTacTasax ¢ nanamaTmeHOM

Lenbio.

[MpK XMPYPryYecknx OCMOXKHEHUAX TEYEHWA MeTacTaTuveckon bonesnn (paspsise

OMyXOnK, KUWEYHOM HENPOXOAMMOCTH, KPOBOTEHEHMN) BbINONHAIOTCA OOLLENPUHATbIE

XUpYypruyeckmne MeponpuATUA C NMPOAOSIKEHWNEM TapreTHOWM Tepanuu.

TEPAMWA BTOPOWU IMHUA

* [lpu nporpeccuposanum 3abonesaHua Ha poHe npurema nMatmHmba (nocne sckanauymm
fo3bl ¢ 400 go 800 Mr), HemepeHOCMMOCTM UMaTUHNMOA MO0 NEPBUYHON PE3NCTEHT-
HOCTW NMoKasaHa Tepanua CyHUTUHWOoM: 50 Mr B cyTKK, 4 Heaenu ¢ ABYXHeAENbHbIM
nepepbiBoM. [1pur BbipaXKeHHbIX NOOOYHbLIX dPdPEKTax AOMNYCTUMO CHUXKEHUE LO3bI
£0 37,5 Mr B cyTkn. MeamaHa BpeMeHu 40 NPOrpeccrpoBaHna COCTaBnAeT 6 MecALes
no cpaeHeHuio ¢ nnauebo. [pr noKanM3oBaHHOM NPOrPECcCMPOBAHUM — YBEUHYEHUN
OTAENbHOro MeTacTaTUYeCKoro o4ara mpu coxpaHsaiollemca 3dpdeKTe co CTOPOH.I
APYIrUX MeTacTaszos — KOHCUIMYMOM MOXET ObITb PACCMOTPEH BOMPOC O XMPYPriye-
CKOM yJaneHumn ovara.

TEPAMWA TPETbEN JIMHUN

* [lpun nporpeccrpoBaHm 6onesHn Ha poHe NpreMa MMATUHKOA U CYHUTUHNOa NbOo
MX HEMepeHOCHMOCTH NokasaHa Tepanua peropadennbom: 160 Mr e cyTku, 3 Hegenu
C nepepbiBOM Ha OAHY Heaento. MeanaHa BpeMeHn 4O NPOrpeccMpoBaHna CoCTapnaeT
5 MecAueB no cpaBHeHuio ¢ nnauebo. [pu noKann3oBaHHOM NPOrpeccUpoBaHN —
yBENMYEHUN OTAEMbHOro MeTacTaTMYeCcKoro o4ara nNpu coxpaHalollemca sdpdekTe
CO CTOPOHbI APYriX METacTa3os — KOHCWUIIMYMOM MOXET ObiTb PaCCMOTPEH BOMPOC
O XVPYPr14ecKkoM yJaneHum o4ara.

HABJIIOAEHUE N OLUEHKA 2D®EKTA

[Mocne pauKafbHbIX onepaunin Ans paHHero BbIABMEHWA MeTacTa3oB W ANA OLEHKM
3P PeKTUBHOCTM Tepanun MeTacTaTudeckom HBonesHn AoSKHa NPUMEHATLCA KOMMbiO-
TepHaa ToMorpadua C BHYTPUBEHHBIM KOHTPACTUPOBAHWEM OPraHOB OPIOLIHOM NOMOCTU
1N Manoro Tasa.
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MCO KkpaitHe pefKo MeTacTasupyioT B ferkue, No3ToMy KOMMbIOTEPHaA TOMOrpadus
TPYAHOM KNeTku HelenecoobpasHa, 0630pHas peHTreHorpadua B NnpaMon n BOKoBOM
npoeKunmn aBnseTcs 4oCTaTO4YHbIM METOAOM.

[py KoMnbloTepHOM ToMOrpadun AOMKHbLI OblITb OLEHEeHbI He TOMbKO pa3Mepsl
OMyXOJEBbIX O4AroB, HO W1 MX MNOTHOCTL. PopMabHOE YBENMYEHNE Pa3MEPOB OMyXONK
6e3 OLeHKM NAIOTHOCTK He BCerfa 03Ha4aeT NporpeccupoBaHue.

YnbTpa3ByKoBOE UCCIEeOBaHNE MOXKET MPUMEHATLCA MPU HEBO3MOXHOCTU NPOBEAEHUA
KOMMbIOTEPHOM TOMOrpadumn 4518 OLEHKM NOABEHWA HOBbLIX 04aroB, HO He ABMAETCA Ha-
[EXHbBIM METOAOM ANA MOHUTOPUHIa 3PP EKTUBHOCTH Tepanmnn MeTacTaTMHeCcKon 6onesHu.

[pW HM3KOM pUCKe MPOrpeccMpOoBaHKA NOCE paanKanbHbIX OnepaLmii KoMIbIoTEPHanA
TOMOrpacua NpoBOANTCA OAMH pa3 B 6—12 mecaues B TedeHre 5 net. KomnbloTepHas
TOMOrpacua Npy NPOMEXYTOHYHOM U BbICOKOM PUCKE MPOBOAMTCA Kaxable 6 MecAaLes Ha
npoTtaxeHnn 5 net. OKoHYaTeNbHbIE YaCcTOTa M CPOKM NOKa HE OMNpeaesieHbl.

[MO3UTPOHHAA 3MUCCUOHHAA TOMOrpadUaA BLINOSHACTCA /17 OLEHKN MeTabonmn4eckon
aKTUBHOCTM MEPBUYHOM OMYXOSIN UM METACTa30B, HO He ABMNAETCA PYTUHHBIM METOLOM.

PucyHok |. AnroputM neyenus 6onbHbix onepa6enbHbiMu popmamu GIST.

ApbtoBaHTHas
Tepanus
| g | JToxansHbiit - 3 Ynepetmhm/ g MMaTUHUGOM
= BbICOKWIA pUCK 400 Mr/peHb
npouecc
. B TeueHne
Z 1-3 ner
9o =
2 Ay
] 0
= < [HAuHammnyeckoe
5 Mpea- o [P Huzkuit puck - ra6roneHm
% onepa- w abntoAeHne
3 MectHo- UMOHHOE C
H (¢]
a acnpocTpa- neveHne
3 || PacTPOcTP2- gy | >
cC HEHHbIN VlMaTVIHMGOM
npouecc ANA yMEHbLUEHNUA Pesekuma | Texapcreentoe
obverra RI, R2 nevenne
onepauuu
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PucyHok 2. Anroputm neveHuns 6onbHbIx Heonepa6enbHbiMU M MeTacTaTU4eckummn GIST.

Heonepa-
6GenbHble
" MeTacTa-
TU4eckmne

GIST

TNevenvne nmatuHmnbom 400 mMr/cytkm

YMeHbLueHWe OueHka
1 onyxonu BO3MOXHOCTN
pa[J,VIKaI'II:HOI'O —> HPOFPECCMPOBHHME
XUPYPrU4ecKoro Mpoaonxenve =B 3260 ne8amma
neyeHuns Tepanun
nMaTUHUGOM
Crabunmzaums
> >
npouecca -
A6naums nnm
XU rm4yeckoe
Nokanshoe ~ PYP ~ Yeenuienue 0361
nporpec- YyAanexue £0 800 mr/cyTku
cupoBaHmne onyxonesoro
y3na
Mporpeccuposanve *
> 3abonesaHus
TeHepanuzaums Yeenudenve Mporpeccuposarme
npouecca > Ao3bl » 3a6onesanua
Ao 800 mr/cyTkn
CyHUTUHUE
50 mr/cyTku

B TeyeHue 4 Heaenb
€ nepepbIBOM
B 2 Heaenn

'

Mporpeccuposanue
3a6onesana

Y

Peropagenn6
160 mr/cyTiu
B TeueHue 3 Heaenb
C nepepbIiBoM
B | Hegeno




