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KnuHuueckuii cnyyaii neyeHna peppakTepHOn peunamBupyloLein mmesombl y NauneHTa ¢ aeneuuein 13Q

MHI‘M6MTOp0M npoTeacom BTOPOro NnokKosaeHunA
@®r60y BO Capamosckuli TMY um. B.U. Pazymosckozo MuH30pasa Poccuu, kagedpa npognamosnoauu, 2eMamosozuu U KauHu4eckol papmakosnoauu

Kniouesble cnoBsa: mmenoma, MHFMGMTOp npoteacom

AKTyanbHOCTb

3a nocnefHue AeCATUIETUA MOKa3aTeNN BbIXKMBAEMOCTM MaLMEHTOB C MHOXeCcTBeHHO muenomoit (MM) y monogpix nauneHTos (8
BO3pacTe A0 65 neT) CyLwecTBEHHO YAYYLWMANCL B Pe3y/bTaTe LWMPOKOro NpumMeHeHus 3G GeKTUBHbIX IeKapCTBEHHbIX CPeAcTB. BHeapeHue
B MNOBCEAHEBHYIO KAMHMYECKYIO MPaKTUKY MMMyHOMOAyAMpyowmx cpeacts (MMC) - neHaaMaommaa M MHIMBUTOPOB MNpOTEacom -
6opTesommnba c MCNoNb30BaHNEM TPEXKOMMOHEHTHbIX pexnmos XMMMOTEpPanmu c nocneayouemn ayTo-TrCK,
KOHcomaaunein/noaaepmeatollein Tepannein MMC Man MHIMBUTOPaMM MPOTEacoM, YAYHWMAO Pe3ynbTaTbl NeYEeHUs C yBe/lMYeHnem
06Lei BbIMBAEMOCTM U MPOAOC/IKUTENbHOCTU KU3HN 6O/IbHbIX. YBENNYEHWE YMCNA NALMEHTOB, MMEIOLMX B aHAMHE3E HECKO/IbKO JINHMM
Tepanuu TpebyeT BHeAPEeHNA HOBbIX BbICOKO3GdEKTUBHbIX M 6e30nacHbIX IeKapCTBEHHbIX NpenapaTos 414 NPeoAoeHMsA pedpakTepHOCTM
K paHHee MpoBOAMMONM XMmuoTepanuu. MHorMe naumeHTbl MMeoT TakKe GaKkTopbl He6/1aronpUATHOrO MPOrHO3a: BbICOKWUIA ypoBeHb PB-
2MUKPOrNI0BYANHA, CHUMKEHME YPOBHA aNbbymMUHa B CbIBOPOTKE KPOBW, BbICOKMI yposeHb JII, uMToreHeTMueckne aHomanuu t(4;14),
t(14;16), del17p13, dell3q. /ledeHne AaHHOM KaTeropuu NauUMEHTOB ABASETCA Npobaemolt ANs NPaKTUKYIOWEro 34paBoOXpaHeHua u
TpebyeT 6onblunx GUHaHCOBbIX 3aTpaT[1].

B HacToslee Bpema npeanaraeTc Hemaso HOBbIX IEKAPCTBEHHbIX NPEnapaToB, CNOCOBHbLIX YBEAUYUTL NPOSOMKUTENLHOCTD KU3HU
3TMX naumeHToB. OAHUM M3 TaKMX npenapaToB ABnserca Kapdunozomnb — WHIMBUTOP NpPOTEacomM BTOPOro MOKO/EHMS,
NPOAEMOHCTPUPOBABLLNIA B HECKOJIbKUX MHOTOLEHTPOBbIX KAMHUYECKUX UCCNef0BaHUAX BbICOKYHO 3hdEKTMBHOCTb M 6e30nacHoCTb y
nauneHToB c pedpaktepHoi/peunamsmpytowein GoOpmoi MHOKECTBEHHOW MWenombl. B KAMHMYECKOM cayyae OnucaH nauMeHT ¢
MHOECTBEHHON MUeomMol ¢ HebAaronpPUATHLIMK NPOrHOCTUYECKMMU daKTopamm, nporpeccueit 3a6onesannsa Ha poHe MXT, y koToporo
YZAaN0Cb NOMY4NUTb O4EHb XOPOLLMIA HaCTUYHOWN OTBET HA COBPEMEHHOW TPEXKOMMOHEHTHOM Tepanuun. JaHHbI KAMHUYECKUIA CNyYal MOXKeT
NMOMOYb NPaKTUKYHOLLLEMY Bpayy B Bbi6Ope IeKapCTBEHHOM Tepanuu y NaLmeHToB ¢ pedpakTePHOW U PeLMaMBUPYIOLLE MUEeSOMON.

MHOKeCTBEHHas MMeNoMa ABAAETCA BTOPbIM MO YacTOTe OHKOremaTto/iorMyecknmsabonesaHnem, KoTopoe coctasaseT Ao 15% scex
remob61acTo3oB 1 1% Bcex cnydaes paka. B Poccum 3abonesaemocts MM (gaHHble PTBY «POHLL um. H. H. BroxmHa» Munsapasa Poccun) B
2009 roay coctaBnsna 1,9 Ha 100 000 yenosek B rog, B CapaToBckoit obnactu - 2,1 [3,4]. 3abonesaemoctb B CLLIA (2007-2011 rr.) —6,1 Ha
100000 B rog, a cmepTHOCTb (2006-2010 rr.) — 3,4 Ha 100000 B roa, Tak Kak cpeau npeacrasuTeneit HerpongHow packl B CLUA nokasatenu
3ab6o0/1eBaeMOoCTV/cMepTHOCTM B 2 pasa Bbille, yem cpeam benbix. MatnneTHAa obuwias BbixnsaemocTtb (OB) 60/1bHbIx MM B CLUA 3a nepuog,
¢ 2004 no 2010 r. coctaBuna 45% (3a nepuopg 1987-1989 rr. OB paBHsAnacb 28%), Npu NOKanM3oBaHHOW cTtagum MM (5%) 5-netHsas OB
cocTtaBuna 66,9%, a npu pacnpocTpaHeHHom (95%) — 43,7% [5].

OnucaHue KIMHUYECKOro cyyas

MaymeHT M., 57 net. Poct 195 cm, Bec 120 kr.

AHamHe3

BbosneH ¢ maa 2013 roga. *anobbl Ha ronoBHble 604, Kocornasue, nNTo3 Bek. Mo gaHHbIM MPT ronoBHOrO Mo3ra - ObHapy»KeHOo
obpasoBaHMe B obnacTn cKkata ydepena (Monb 2013r. 55x53x58 MM € HeueTKMm 6yrpucTbiM KOHTYPOM, aKTMBHO HaKanausawollee B/B
KOHTpacT). B depepanbHOM LEHTpe Helpoxupyprum 604K, ynbTPasBYKOBOW, Na3epHON Helpoxupyprum r. MOCKBbI Npoun3BeaeHa
SHA0CKOMMYECKass TpaHCHa3aNbHas TpaHccheHoMAaNbHan paclmMpeHHas buoncna o6bemHOro obpasoBaHMA CKaTa, OCHOBHOM KOCTW OT
30.08.2013, no gaHHbIM UIMX - nnasmokneToyHana MHOUAbTpauua (mnenoma). B muenorpamme - 52% nnasmatmyeckux KNeToK, obuimi
6enok 115 r/n, M-rpagueHT 42,3 r/n, cekpeums napanpotenHa Ig G Kanna. MpotenHypus 2,6 r/a, kpeatmHuH 300 mmonb/n.

MaymeHTy npoBeAeHO CTaHZAPTHOE UMTOreHeTUYecKoe wuccneposaHue, FISH-uccnepoBanne w  BbisBneHa pgeneumsa  13q
(NnpoMeKyTOUHbBIA pUCK No Knaccuoukaumm mSMART2.0).

Ha momeHT onncanus cnyyas - OcHosHol duazHo3: MHOXKecTBeHHasa muenoma, anddysHo-odarosas popma, CeEKpeuuns napanpoTemHa
1gG Kanna, II6 ctagma no Obtopu/CanbmoHy, ctaamsa Il no ISS. MporHoctnyeckn HebnaronpuATHbIA BapnaHT (aeneuma 13 XpoMocombl).
MnasmoumMTOMa CKaTa, OCHOBHOM peleTyaToNn KOCTM, OCHOBHOW Na3yxu, MOpakeHnem xuasmbl, runoodmusa. CoctosHMe nocne
3HA0CKOMNYECKOW TPaHCHa3a/IbHOM TpaHcdeHoMAaIbHOW paclMpeHHOM buoncum obbemMHoro obpasoBaHUA CKaTa, OCHOBHOM KOCTWU OT
30.08.2013. Peumausupytollee /pedpaktepHoe TeudeHume. Mporpeccus 3abonesaHnsa Ha ¢oHe Kypcosoir MXT BRD ot 21.03.2016.
OcnoxcHeHuUA: [BYXCTOPOHHAA MOAMCEerMeHTapHaa MHeBMOHUA. MuenomHaa Hedponatua. XBIM 2 cTagusa. YacTMyHoe nopaxeHue
rnasoaBuratenbHoro Hepsa 06oux rnas. Pacxopgsauleeca kocornasme OS. LutoneHudeckuit cuHapom (Heitponewna G1, aHemus G2,
TpombouutoneHuns G2). FemoTpaHcdy3nMoHHasA 3aBUCUMOCTb. CUHAPOM FMNEepKoaryifLmmn, CocTosHMe Ha poHe Tepanum gaburatpaHom.

Conytcrytowme 3aboneBaHnA:  XPOHUYECKUIA  Ka/JlbKy/Ne3HbI  XONeuucTut, BHe obocTpeHuA. Ypoautmas.  IK30reHHo-
KOHCTUTYLMOHAIbHOE OXMpeHue 3 CT.

JleyeHue

1-3-nuHuu mepanuu seskeliocodepHcawumu Kypcamu

MpoBeseHo 4 Kypca «PAD» c ynyylweHMem HeBPOIOTMYECKOM CMMNTOMATUKM M yMeHblweHnem M-rpagueHta Ha 60%. 3atem
nposeseHo 8 KypcoB «VCD», yCTAaHOB/NEH MUHMMaNbHbIN OTBET (B MMenorpamme 2 % naasmatMyeckux Knetok, M-rpagmeHT ot despana
2014 - 24.7 r/n). OaHako nogaHHbiM MPT ¢ B/B KOHTpacToM M gaHHbIM KT coxpaHaeTca onyxosb B 06/1acTy CKaTa Yepena, OCHOBHOM KOCTK
pasmepammn 65x62x68 Mm, HEOLHOPOAHO HAKaM/MBAKOWAA KOHTPACT). B cBA3M C YemM NPOAO/IKEHO /SieYeHue BeKenacoaepKaluMmm
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Kypcamu VCD n VMD, Bcero 66110 NpoBeaeHo 6 KypcoB € OTpuLaTeIbHOM AMHAMUKON Mo M-rpagueHTy, OTMEYEHO YBE/IMYeHne pasmepoB
onyxonun 77x73x65 mm (1toHb 2014).

4-6 AuHUU npomusopeyudusHol mepanuu

C aBrycta 2014 aKtMBHas nporpeccus 3aboneBaHusa, B muenorpamme 47% nnasmaTMYECKMX KNETOK, MauMeHT nepeBefeH Ha
npotneopeunamnsHble cxembl MNXT. MposeaeH 1 Kypc MNXT no cxeme DCEP (ycunenue occanmmit), n 2 kypca VD-PACE ¢ MMHMManbHbIM
OTBETOM NO M-rpaZiMeHTy, C ymeHbLIeHNneM pasmepoB onyxonmn o 49x46x49 mm (Hoabpb 2015), KOTOpPbIE OCNOKHUAUCH LUTONEHNYECKMM
CUHAPOMOM, B CBA3M C YeM MaUMeHT nepesefeH Ha Tepanuto RD (peBaumuna+aekcametasoH) — Bcero 4 Kypca.

C ¢espana 2015 BHOBb nporpeccua 3abonesaHua (B muenorpamme 66,5% nnasmaTMUHeckuMx KNeTok), nepesefeH Ha Kypcbl MXT
6eHAaMYCTUH+PEBAMMUA+AEKCAMETA3O0H.

AKmueHas npoepeccus Ha ¢poHe MXT BRD

MpoeeaeHo 8 Kypcos BRD, nepsble 4 Kypca C NONOXKUTENbHON AMHAMUKON MO M-rpagueHTy U C YMeHbLUEHWEeM Maa3maTuyeckomn
nHodUNbTPauMK K/m (B mmenorpamme 12% nnasmaTtudeckux Knetok oT 04.2015), nepeHocMMOCTb KypcoB 6bina yaoBneTBOpUTE/bHas.
Mocne 8 Kypca Tepanuu pesKo OTpuLaTeNbHas AMHAMMKA — OTMeYaeTcsa HapacTaHue naasmaTMyeckon MHouAbTpauun K/m c 49%
(14.12.2015) po 94% (16.03.2016), ysennueHne M-rpagneHta B ramma-ppaxkumm ¢ 18,4 r/n (29.01.2016) go 29,5 r/n (22.03.2016),
NOABUACA LUTOMEHUYECKUIA CUHAPOM (aHEMUA, TPOMOOLMTOMNEHMA) U NOYEYHAsA HeZOCTaTOYHOCTb (MOBLICUACA YPOBEHb KpeaTUHUHA A0
180 MKMO/Ib//1 M MoYeBMHa 40 18 MKMO/ib/n). B Moue nossmancs creabl 6enka.

7-UHUA Mepanuu ¢ UH2UbUMopPoOM NPOMeacom 8mopo2o NOKOAeHUA

C 24.03.2016 Tepanua Kapduna3oMmbom No CTaHAAPTHON CXeme +peBanMna+aeKkcameTasoH. Mepsble 2 BBegeHMA No 20 mr/m2 u 3atem
no 27 mr/m2, (S tena 2,5 m2, T.e. no 67,5 Mr Ha 04HO BBeAeHMe).

OcnoxHeHuA Ha (hoHe neveHus

Ha ¢oHe Tepanuu npucoegmHnnacb ABYCTOPOHHAA NOJMCErMeHTapHaa MHeBMOHUA. PeHTreHorpadua ONK ot 28.03.2016: cnpasa B
BepxHen gone, bonble B S1, HMKHeW aone S6, S9, S10, cnesa B HUXKHeln pone S8, S9, S10 y4acTKM HEOLHOPOAHOM HWU3KOM U cpeaHel
UHOUNBTPaLMKM 6e3 YeTKux rpaHuul. Hambonee nnotHaa u Gonbwmx pasmepos MHbUAbTPaLMA B S1 cnpaBa. JIeroYHbIM PUCYHOK pesKo
ycuneH. KopHu pacwmpeHsbl, nHouabTpupoBaHbl. CUHYCbl cBO6oAHbIe. MpaHuLLbl cepaua paclumpeHsl Bneso. Ha doHe aHTMbaKTepuanbHOM
Tepanuv AMHe30MA0M MHEBMOHUA paspelumnack. MNepsblit Kypc Tepanumn conpoBoXaanca nosbiweHnem T Tena go ¢ebpunbHbIX LMdp Ha
cnepyoWmMin AeHb nocne BBeAeHWA. TakKe B CBA3W C aHeMueil U TpombouuToneHuen MauueHTy MPOBOAMUCH FeMoTpaHcohysuu
3pUTPOMACChl U TPOMBOKOHLLEHTpaTa.

lMpedsapumenbHbie pe3ynbmamel neveHus — nocae 1 Kkypca

CHuKeHWe ypoBHA obuero 6enka ao 69 r/a (05.04.2016) c 87 r/a u M-rpagnenta go 19,3 r/n, nnasmokneToyHas MHGUAbTPaLUA
KOCTHOro mosra nocne 1 Kypca Tepanuu Kapdpunosommbom coctaBuna Bcero 1%. MpoTenHypus oTcyTcTBYET. TakKe y nauueHTta nocne
nepBoro Kypca Tepanuu KynupoBasacb remoTpaHcdy3MoHHaAa 3aBucMMoOCTb. CocTofHMe BO/MbHOTO  CTaNo  OTHOCUTENbHO
YZ0BNETBOPUTE/IbHBIM, U MALMEHT CTaN MPOXOAUTL KypCbl IeYeHUs ambynaTopHo.

lMpedsapumenbHbie pe3ynbmamel neveHus — nocsae 3 Kypca.

YpoBeHb remornobuHa 6e3 remotpaHcoysuin noebicuaca ¢ 70 r/n (mapt 2016) nogHsanca go 99 r/n (02.06.16), ypoBeHb NeMKOLMTOB Ha
ypoBHe 2,6-4,0 6e3 -KCD, ypoBeHb TpombounTos yseanumnaca ¢ 44 Toic. o 92 Toic. (02.06.16) 6e3 TpaHcdysuit TEK. Femopparmyeckuin
CMHApPOM oTcyTCTBYeT. O6WMii 6enok Ha 02.06.16 76 r/a npu ypoeHe anbbymuHa 55 r/a. M-rpaavenT 8,1 r/n.

MpotenHypua oTcytcTByeT. [MaUMeHT HaxoAUTCA HA ambynaTopHOM neveHuM W NpoAo/KaeT nonydats Kypebl MXT ¢
Kapounozommbom.MNo gaHHbim MPT ronoBHOro mosra pasmepbl obpasosaHmsa 49x46x49 mm (30.09.2016).

3aknwueHue

Y nauueHtoB c peumamsupytowein MM, pedpakTepHoM K WMHrMbuTOpam npoTeacom 1 MNOKO/EHMA, HEeCMOTPSA Ha BbICOKYHO
«NpeaNevyeHHoOCTb [AAHHOM KaTeropMmbonbHbIX, BO3SMOMHO MONYYMTb O4YE€Hb XOPOLUMIA YAaCTUYHbLIM OTBET, Ha3Hayaa WHIMGUTOpDI
npoTeacom 2 NoKoNeHUA, B YaCTHOCTU Kapdunao3ommb B KOMBUHALUKN C NEHANMAOMUAOM U AEKCAMeTa30HOoM, Npu 3Tomc Honee nydwnm
npodunem 6e30nNacHOCTN, YemM anbTePHATUBHbIE BUAbI TEPanuu.
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