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OoHOUeHTPOBOU ONbIT MPUMEHEHUA TapreTHOMU Tepanuun
B AEeTCKOWU oHKornoruu ¢ onyxonamu LLHC

bonko K. ®., NnaxotnHa H. A., ®aceesa H. [1., posgosckasa [1. A , TutoBa M. A., Makcumos M. [1., XKenyakosa O. I.
JleuebHo-[narHoctnyeckmn LleHTp MexayHapooHoOro MHCTUTYTa bruonornyeckux cuctem umenun Cepresa bepesunHa;

AKTyanbHOCTb Llenb

HecmoTpss Ha ynydweHue BbPKMBAEMOCTM Onarogaps KOMMNEKCHOMY OueHka npoduna HexenaTternbHbIX SABMEHUA U 3PAEKTUBHOCTH
neyebHomy nogxody, MNPOrHO3  ANs  MOM  BbICOKOW  CTEMEHU NMPUMEHEHNUST  MOMEKYNSAPHO-HAMNPaBfEHHbIX  areHTOB,  UCMOSIb3yEMbIX
3110Ka4YeCTBEHHOCTU, a Takke 4NS pasfUYHbIX PeELMaNBUPYHOLLMX ONyXOosien B Ka4eCTBe BTOPOM W NOCreayrLwWwmx NMMHUA Tepanun, y AeTen ¢ rmmomMamm
LIHC (megynnobnactoma, ATPO u T. 4.) octaetca HebnaronpuaTHbIM. BbICOKOW CTEMNEHU 3510Ka4E€CTBEHHOCTW.

CoBpeMeHHble OOCTWKEeHUs B 00NacTh reHeTU4Yeckoro npodunMpoBaHus
CNocoOCTBYIOT OOHApY)XEHU0 MyTauui, KOoTopble MoOryT ObiTb Aonor-
HUTENbHBIMU TEPaNEBTUYECKMMU MULLIEHSIMMW.

MaTtepuan u metoabl

C uenbld nouCKa KIIMHMYECKM 3HaYUMbIX MyTaumn obcrnenoBaHo
32 nauueHTa, rucTosiormyeckun npodurnb Obin NpeacTaBneH onyxosisiMu

LIHC — 62%, capkomamu Markux TkaHen — 27 % v onyxonamm kocten — 11%. ¢ &”ﬁéc’(’%”m o reerem) o n e

® Plexus (13%) ® PDGFRA (10%)
Bcero BbinonHeHo 52 wuccnepoBanns metogoM NGS. MyTaumoHHbIE @ VSIrKOTKaHHbIE
ropaumMe To4ykn Obinn guarHoctmpoBaHbl Yy 11 (30,5%) aHanusmpyembix onyxonu (27%) ® LGG(12%) @ PIC3CA (10%)
nauneHtoB. Haubonee 4yacto MyTaumMu OBHapyXeHbl B rMManbHbIX . Eong;(:% - () ElRiaEatl= (107)
onyxonax ronosHoro mo3ra (n = 10 (90%) w y ogHoro nauueHTta

Cc mgarkotkaHHon capkomon (10%). [OuarHoCTMpOBaHHbLIM MYTaLUNOHHbLIN
npochunb npencraesneH cnegywowmmm  mytaumsamun:  NF1 - BbisiBreHO
y 7 nauuMeHToB, M OAHOKPATHO [AWarHOCTMPOBaHbl MyTauMuM B reHax
PDGFRA, PIK3CA, Kit, Brafv600E.

Puc 1. [Juazpamma cekeeHUpOBaHHbIX oryxorseu ¢ pe3yfibmamamu

Pe3ynbTaTbl

[MaumeHTbl Nonyyanu TapreTHy Tepanuio CrneaywmMMmmn NekapCTBEHHbIMIN areHTamu: TpameTuHno npu mytaumm B reHe NF1, MmatnHnb-PDGFRA, Annenncunt-
PIK3CA, NmatnHnb-Kit, JabpadeHnd + TpameTtnHnb-Brafv600E. Bo BCex cnyyasx K TapreTHon Tepanumn npuberanu B 3 U 4 NNHUSX Tepannu.
Cpeaun 11 naumeHToB — 10 ymepnu B cneacTBmm NporpeccupoBaHus 3aboneBaHus, 1 XXmB B Te4eHUN 24 MECSILIEB.

KnuHunyeckun cnyyam 1: NMaumeHT A, 16 net

10.08.2022 BbisiBNeHa HMUL HX - OudpcbysHas 60 I'p nokankHo Ha ¢hoke NPOrPECCUPOBAHUE

onyxonb. OTKas oT nonylapHas rnuoma S R REE L PEEALTE AL 17.02.22024
Cra6bunusauus nocne MNT. MEK MHI'VI6VITOp

onepaTUBHOrO fieYeHus. H3G34 WHO Grade £ BB TR R e 1 umkn UpuHoTtekaH- nrc Ha chone NNT MporpeccupoBaHue

23.01.2023 CTB 3-4 peTckoro TMna e 6eBaym3ymab

OnNuTenbHOCTb TapreTHOM Tepanuu: Mob6ouHble adpheKTbl: KOXKHbIN reMopparnieckmin CUHAPOM,
3 mecsua CaMOnNpPON3BOSIbHOE KPOBOUSMNAHNE B KONEHHbINA CyCTaB

KnuHunyeckun cnyyan 2: NMaunent A, 15 net

13.10.2023

Ananus ' ot onepauun
. 18.08.2023 ctabunusauus
2010 n 2022: o6a Pa3HoHanpaBneHHas Crapr iPDGFRA+ 11.01.2024 28.02.2024

npenapara COOTBeTCTBYHOT WHaAMUKa KApMYCTUH + @ Mporpeccupo-
p P Y - pmy MeTPOHOMHas YaCTUYHbIN porp P

acTpobnacTtomMe CO CrIMAHUEM Temo3onomua 1 umkn " BaHue
XumMuoTepanus meTabonuyeckum
reHoB MNI: BEND2

2010 rog — aneHAMMOMa 07.07.22 HoBOOGpa3oBaHue ' HMUL HX 60 rp

neBoro 60KoBOro xenyaouka, NOAKOPKOBbLIX Y3I10B creBa BypAaeHko — Actpobnactoma Ha poHe

RO onepauus, 2 uukna mSKK, NMoBTOpHas onepaums acTpobnacTomMe co CnUAHUEM mxT TMZ
nokansHas J1T 60 I'p 09.08.2022 reHoB MNI: BEND2 6 uymknoB TMZ

AnuTenbHOCTbL TapreTHOU Tepanuu: NMo6ouHble adhheKTbI:
6 mecsueB KOSUT, Onapes

KnuHunyeckun cny4an 3: NMaument M, 8 net

08.09.2021 BLIAENEHO HMUL HX- 60 I'p nokankbHo Ha doHe MPOrPECCUPOBAHUE

o6bEéMHOe HoBoOGpazoBaHue aHannacTuyeckas MXT Temnsonomua. ﬂporpeccwposauue 06.04.2022 17.07.2023
npaeoro 3putenkHoro 6yrpa YacTuuHbiv oTBeT nocne MIT. CNT Namma-Hox MeTPOHOMHas CT.ap'I.' iPIC3CA I'Ip-orp.)eccprBaHMe

20.09.2021- onepatueHoe acTtpouuToma 9 LMKNOB NoARePKUBatOLLEN 3 UMKNa MPMHOTEKaH- Tepanus
nieyeHue - yaaneHue onyxonu WHO Grade lll MOHOXMMMOTEpPanum 6eaunsymab

OnuTenbHOCTb TapreTHOM Tepanuu:
3 mecdua

KnuHunyeckun cny4am 4: NMaumeHt C, 18 net

B 2021 onyxonb npaBoro B 2023 MPTI'M
GOKOBOrO Xenyaouka — BbiSIBNeHHbI 3 oyara — 26.05.2023 ceanc CNT e CHCuDIEIMHLIEIX C 22.06.2023 02.12.2023 —
onepauus (FU- aneHanmoma 2 B npaBoM 6GOKOBOM Ha annapate Gamma BypaeHko ot nneomopdHas CTapT TapreTHoum 10.10.2024

) KcaHToacTpouutoma CNS o
grll) — auHamuyeckoe xenynouke, 1 B neBom Knife — 12Ip. WHO Grade 2 Tepanuu 4YaCTUYHbIN OTBET

HabniogeHue OOKOBOM Xenyaouke

Mpoponxaert
Tepanuio

OnuTenbHOCTb TapreTHOM Tepanuu: NMo6ou4HbIe adheKkTbl: ronoBHas
24 mecsua 6onb Ha 8 mecsue npuéma
BbiBOoa

BoiBoabl: TapreTHas Tepanna MOXeT ObITb 3(pPeKTUBHBIM METOLOM fledeHus naumeHToB ¢ onyxonamu LIHC, ogHako TpebyeT 6onee
AeTaribHOro N3yyYeHus, nNpu BbISBIEHUN C LeSibio ANdddepeHLMPOBKN ApanBepHbIX MyTauumn U NacCaXXMpCKmXx.

botiko KoHcmaHmuH ®édoposuy KoHmakmel: boiko@ldc.ru



