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AKTyarnbHOCTb

AcTtpobnactoma (AB), ogHa u3 cambix peakux onyxonen LIHC, gnarHoctupyetcs y 0,45-2,8% peten ¢ onyxonsiMm ronosHoro mosra (I'M).
HecmoTps Ha Hanunumne xapakTepHOro MopdOoforMyeckoro naTtTepHa, «acTpobrnacTU4eckux MNCEeBOOPO3ETOK», [MUCTONOrMyeckas KapTuHa
OblBaeT reteporeHHomn, 4To MoxeT noTpeboBaTb ANA MOCTAHOBKW AMarHo3a BbISABMEHUS Creundu4ecknx reHetmdeckux abeppaumn. Ha
OCHOBaHuM onpegensemMblx MyTauun, Ab, KoTopas paHee TpakToBanacb Kak aMBpuoHanbHas Onyxosb, B TEKYLLUEN BEPCUMU Knaccudukaumm
BO3 pnsa onyxonen LIHC 2021 ropa BkntoyeHa B oTgenbHyto rpynny MN1-altered onyxonein (CEMEWCTBO rNUOM, FMMOHEBPOHAMbHbBIX U
HerpoHanbHbIX onyxonen). KnMHnyeckas kapTuHa u TedeHne Ab Takke reTeporeHHsb!.

MocTtaHoBka pAguarHo3a AB 3atpygHuTenbHa 6e3
nposeaeHus npodunupoBaHusa mMetunuposanus OHK.
JledeHne npeacTaBnAeT  CHOXHYK — KNMHUYECKYHO
3ajady u3-3a pegkocTM AuarHosa U reTeporeHHoOCTU
BapuaHTOB OMNYyXONW C pPasfU4YHbIM  MOTEHLMaNnom
3rokayecTtBeHHOCTU. [lpeanovtuTtenbHa ToTanbHas
pesekums obpasoBaHus. [pu cybToTanbHON pesekuun

OMYXOMN C BbICOKMM MOTEHLMANoM 3110Ka4eCTBEHHOCTH

Llenn n sagaumn y Lme
BO3MOXHO MPUMEHEHNE TOM >X€ CXEeMbl, 4YTO Mpu
OnuvcaTb pegkui knuHudeckun criydan Ab y pebeHka. cynpaTteHTopuanbHbIX  3MOPUMOHAnNbHBIX  OMYXOMsX,

Bkntovatowlen B cedsa MXT, BOAMXT c ayto-TIFCK um J1T.
My6nukauns noaobHbIX KIMUHUYECKNX criyvyaeB

MaTtepuanbl u MeToabl NOMOXET ~ HAaKOMATb  MHGHOPMALMIO MO PeaKUM

Ho3onornyeckum oopmam HoBoobpasosaHu LIHC.

B Bo3pacte 3 net poguTtenu pebeHka 3aMeTunun ann3ofbl OTBEAEHMS a3 BNpaBo, YaCTOro MopraHusi, NosiBfeHne xanob Ha ronosHble 6onu.
Mo paHHbiMm MPT I'M 6e3 KY BbisiBneHO 06bemMHoe obpasoBaHue 31x32x33 MM B 3agHUX OTAenax npaeson fnobHon aonu. BbinonHeHo
cybToTanbHoe yganeHue onyxonu. Mo agaHHbIM nocreonepaunoHHoro obcneaoBaHms B 30He onepaLmy CoXpaHsinachk KUcTa ¢ HakonneHnem
KB no nepudepuu, gaHHbIX 3a MeTacTaTudeckoe pacnpocTtpaHeHue He nonyydeHo (R+MO ctagus). MNMonyyeH mopdonornyeckmin guarHos -
actpobnactoma, No faHHbIM pedepeHca NOATBEPKAEHO HanuymMe HernpoanMTenuanbHOM OMyXomnn BbICOKOW CTEMNEeHU 37110Ka4yeCTBEHHOCTU C Pe3yanaTb|
anbTepaumenn MN1. MNMpoeegeHo 3 uumkna MXT aTono3maom u kapbonnatuHom no npotokony XNT-2017. Mpu kOHTponbHOM 0bcnegoBaHuMm

yepes 4 mecsila coxpaHsnacb 30Ha MocreonepaumoHHbIX M3MeHeHU ¢ HakonneHeM KB no nepudepumn 6e3 octatouHor metabonmyeckomn
aKTUBHOCTM Mo AaHHbIM MIT/KT ¢ 11C-meTuoHuHOM. B kayecTBe koHconuaauuun npoBeaeHa TaHgemHas BOMXT ¢ ayTo-TICK ¢ pexumamu
KOHAMLMOHMPOBAHWSA, BKItodarowmMmn kapbonnatuH (500 mr/m2/cyt [1-4) n atono3ug (250 mr/m2/cyt [O1-4) npu nepsou, Tnoteny (300
mr/m2/cyt [1-3) n yuknodocdaH (1500 mr/m2/cyt [1-3) npy BTOpO ayto-TICK. BoccTaHoBRNEHMe remonossa AOCTUrHyTo Ha O+15 n [0+13
cooTBeTcTBEHHO. [Mocne BToponm ayto-TICK 3admkcupoBaHbl renaToTOKCUYHOCTb 3 CT., Myko3uT XKT 3 cT. YuuTbiBas coxpaHeHue
W3MEHEHHOro y4acTka C HaKOMfEeHWEM KOHTPaCTHOro BellecTBa Mo nepudepun B 30HE OMNEepaTMBHOIO NEYEeHUs, B JarbHenwem nposeneH
Kypc npotoHHom JIT B o6beme KCO go CO[M 24 Mp ¢ nocneaywowmm 6yctom Ha noxe onyxonu go COL 54,6 'p. MNpu koHTponbHo MPT
OaHHbIX 3@ Hanu4yne OCTaTOYHOMW OMyXONM He MONyYeHO, COXpaHsieTca ameTabonuyeckas KicTa B 30HE OMnepaTMBHOrO BMeLLATenbCTBa.
[MaumeHTka HaxoguTCsa NoA AMHaMuyeckuMm HabniogeHvem 6e3 Npu3HakoB peuvavBa 3aboneBaHus B TeyeHue 6 neT nocre 3aBepLlueHust TonkyHosa lNonuHa CepreesHa
ne4eGHOM NporpaMMbi. tolkunova_polina@mail.ru

B pesynbtate wnCMOnb30BaHMS  OOMOMHUTENBLHOMO
MOJIEKYMNSIDHOrO ~ TeCTUpoBaHusA  (NpodunupoBaHus
meTtunupoBanus [OHK) pebeHky ycTaHOBNEH peakui
anarHo3 ambpuoHanbHon onyxonm ¢ HGNET-MN1
anbTepaumen n npoeegeHa adpPeKTnBHas Tepanms.




