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XAKABI. B nepes npu nikapcbkoro 3acoby cnif 03HaOMUTUC i3 IHCTPYKLIiEI ANs MEANYHOro 3acTOCyBaHHs nikapcbkoro 3acoby. Cknap: ditoya peyosuHa: ruxolitinib; 1 Tabnetka mictutb 5 mr, 15 Mr abo 20 mr pykconiTuHiby (y dopmi bocdarty). Mikap copma. Tabnetkun. ® Te-
paneBTUYHA rpyna. AHTUHeoNnacTUyHi 3acobu. IHribiTopu npoteiHkiHasn. Kog ATC LO1XE18. Moka3saHHsA. JlikyBaHHs 3aXBOpoBaHb, MOB'sI3aHKX 3i crineHomerarnieto, abo CUMNTOMIB NEPBUHHOTO Mienodibpoay (Takox BiAOMOro Sk XPOHIUHMIA igionaTnyHMii Mienodibpos) y Aopocnux nauieHTis, Mienodicposy
BHaCINiAOK icTUHHOT noniumTemii abo mienodibpody BHacniaok eceHLiiHoi TpomGouuTeMmii. [losyBaHHsA. [lo novyaTky Tepanii npenapatom [xakasi HeobxiaHO 3po6UTH 3araribHUI aHani3 KPoBi, BKIOYAOUM AMEPEHLHNIA NipaxyHOK NekoLmTiB KpoBi. MokasHMKK 3aranbHOro aHanisy Kposi, BKMoYaoum AudepeH-
LiiHWI NigpaxyHOK NeKkoLmMTIB KPOBI, HEOBXiAHO KOHTPOSKBATH KOXHI 2-4 TWXHI, @ MOTIM 3a KNiHIYHWMK NoKasaHHsSIMM 4o cTabinisauii o3 npenaparty [kakasi. PekomeHaoBaHa noyaTkoBa Ao3a npenapaty [kakasi cTaHoBWUTb 15 Mr ABidi Ha 406y ANs NaLieHTIB 3 KinbkicTio TpoMBoumTiB B AianasoHi Mixx 100000/Mm
31200000/mm? | 20 Mr ABivi Ha OBy AN NauieHTiB 3 KinbkicTio TpomGouuTis >200000/Mm°. Hemae AocTaTHLO iHGopMalLLii Npo 3acToCcyBaHHs npenapary nauieHTamu 3 KinbkicTio TpoMGoumTiB y AianasoHi Mixx 50000/mMm® i 100000/Mm3. MakcumarnbHa pekomeHAoBaHa NoYaTkoBa A03a Afs TakuxX NaLieHTiB CTaHOBUTL
5 mr gBivi Ha noby; Ao3yBaHHA npenaparty cnig ninbuparn 3 obepexHicTio. MpoTunokasanHs. lMigBuLLeHa YyTNMBICTL A0 Aito4oi pevoBnHK abo [0 Byab-aKoi 3 AONOMiKHUX pedoBuH npenapary. Mo6Givni peakuii. Jyxe yacmo: iHeKUii ce4yoBMBIAHUX LWNAXIB; aHeMis; TPOMBOLMTONEHIs; HeNTPodinis; kKpoBOTEYI
(6yab-siki KPOBOTEN, BKITHOHAIOUYM BHYTPILLHbOYEPENHI KPOBOBUMMBY, KPOBOTEYI LLNMYHKOBO-KULLKOBOMO TPAKTY, CUHLIi Ta iHLLi KPOBOTEY); CUHLI; iHLLi KPOBOTEYi (BKIHOYAloYM HOCOBI KPOBOTEYI, KPOBOTEYI NICNs NPOBEAEHHS NpoLeayp Ta rematypito); 36inbLUeHHst Macy Tina; rinepxonecTepuHeMisi; 3anaMopoYeHHst;
ronoBHwiA 6inb; i " piBeHb anaHiHamiHoTpaHcepasw; NiABULLEHWIA piBEHb acnapTatamiHoTpaHcdepasn. Yacmo: onepidyBarbHuil repnec; BHYTPILLIHbOYEPENHi KPOBOBUIMBU; KPOBOTEM LLITYHKOBO-KULLIKOBOTO TPaKTy; MeTeopuam. Hewacmo: Ty6epkynbo3. YnakoBka. Mo 14 Tabnetok y 6nictepi, no 4 6nictepu
y kopobUi 3 kKapToHy nakysanbkHoro. Mo 60 Tabnetok y chnakowi. Mo 1 cnakoHy y kopobLi 3 kapToHy nakysanbHoro. Kateropisi Bignycky. 3a peuentom.

PeecTpauiiiHe ceigouTo NeUA/13456/01/01; UA/13456/01/02; UA/13456/01/03. IHCTpYKUisi N0 MEANYHOMY 3aCTOCyBaHHHO fikapcbkoro 3acoby [xakasi, 3aTeepaxeHo Hakasom Ne 125 MO3 Ykpainu Bia 13.02.2014, gonoBHeHHst Hakaa Ne 520 MO3 Ykpainu Bia 03.06.2016.

MocunanHus: 1. Kantarjian H.M. et al. Ruxolitinib for Myelofibrosise An Update of Its Clinical Effects // Clinical Lymphoma, Myeloma & Leukemia, 2013; 6 (13); 638-45. E 1 E
2. Deisseroth et al. U.S. Food and Drug Administration Approval: Ruxolitinib for the Treatment of Patients with Intermediate and High Risk Myelofibrosis // Clin Cancer Res, 2012; 18 (12); 3212-7. -
3. Gotlib J. JAK inhibition in the myeloproliferative neoplasms: lessons learned from the bench and bedside // Hematology Am Soc Hematol Educ Program. 2013; 529-37. doi: 10.1182/asheducation-2013.1.529.
4. Mughal T.l., Vaddi K., Sarlis N.J., Verstovsek S. Myelofibrosise-assosiated complications: pathogenesis, clinical manifestations, and effects on outcomes. Int J Gen Med 2014; 7: 89-101.

5. http://lwww.novartis.com/newsroom/media-releases/en/2012/1636508.shtml

6. http://www.medscape.com/viewarticle/769960
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BIAbLL PAHHS BIAMOBIAb, BIAbLL TAUBOKA BIATMOBIAD,
MEHLLUE BUNMAAKIB MPONPECYBAHHA*
MOPIBHAHO 3 IMATUHIBOM#*”

Tepanist npenapatoM TacurHa go3sonse nauieHtam 3 Ph+ XMJT gocartu 6inblw paHHbOi Ta GinbLu rnmnbokoi
BiAMOBIfi NOPIBHSHO 3 iMaTMHIOOM, LLIO AONOMarae B OCArHEeHHi BUXMBaHHS 6e3 peunamsis*’

Y pocnipxeHHax TacurHa npogeMoHcTpyBana

*ﬂo d_)a3y| aKcenepauiT/ 6nacTtHoro Kpunay (Q)A/EK) Baccarani M. et al. Blood. 2013; 122 (6): 872-84.
Bianconi M. et al. Ann Hematol 2015; 94 Suppl 2: 141-7.
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TACUIHA.B nepes npu nikapcbkoro 3acoby cnif 03HaoMUTUCH i3 HCTPYKLiEto Ans MeauYHOro 3acTocyBaHHs Nnikapcbkoro 3acoby. Cknap: ditoyva peyosuHa: 1 kancyna MictuTb 165,45 Mr HINOTUHIGY rigpoxnopuay MoHorigparty, Wwo sianosigae 150 Mr HinoTuHIBY 6e3soaHoi ocHoBw; abo 220,6
Mr HInoTuHIBy rigpoxnopuay mMoHorigpary, Wwo signosigae 200 Mr HinoTuHIGY 6esBoaHoT ocHoBY. Jlikapcbka hopma. Kancynu Teepai. ®apmakoTepaneBTUYHA rpyna. AHTUHEONNACTUYHI 3acobu. IHriGiTopn npoTeiHkiHasn. Kog ATX LO1X E08. Moka3aHHaA: Tabnetku 150 mr. JlikyBaHHs ynepLue AiarHoctoBaHol
XPOHi4HOI (hasm xpoHiuHoT MienoiaHoi neiikemii (Ph+ XMIT) y aopocnux nauienTis 3 cpinagensinicbkoto xpomocomoto. Tabnetku 200 mr. JlikyBaHHS yneplue fiarHoCToBaHOI XPOHIUHOT dhasn XpoHidHoi MienoiaHoi neikemii (Ph+ XMIT) y fopocnux nauieHTis 3 dinagenb@iicbkolo XpoMocoMoto. JlikyBaHHS XpOHIUHOT
Ta npuckopeHoi hasu (PA) xpoHiuHoT MienoigHoi nerkemii (Ph+ XMIT) y aopocnux nauieHTis 3 dinagenbdiicbkol XpoMOCOMOI0 Y pasi peaucTeHTHOCTI abo HenepeHOCUMOCTi NonepeaHLOT Teparii, BKMoyatoun Tepanito imatuHibom. Cnoci6 3acTocyBaHHs Ta Ao3u: « [03yBaHHS ANs NaUiEHTIB 3 ynepLue AiarHocto-
BaHoto Ph+ XMJT- xpoHiuHoi cha3u (XP): PekomeHgosaHa fo3a npenapary TacurHa ctaHouts 300 Mr Agivi Ha 4o6y. JlikyBaHHS NpoAoBXKYOTb 0TH, JOKM € BiANOBIAb Ha Tepanito. [JodyBaHHs Ans nauieHTiB 3 Ph+ XMJ1- xpoHiuHoi hasv i XMJ1-DA 3a HassBHOCTi pe3anucTeHTHOCTI abo HenepeHOCMMOCTi 10 NonepeaHboi
Tepanii: PekomengosaHa fo3a npenapaty TacurHa ctaHoButb 400 Mr Agivi Ha fo6y. JlikyBaHHS NpofoBXyOTL AOTW, AOKM € BiANOBiAbL Ha Tepanito. « Mepen TUM Ak NovaTy Tepaniio i3 3acTocyBaHHAM npenapaty TacurHa, cnif 3pobuti EKT, sky noBTopioloTh Yepes 7 AHIB i 3@ HasBHOCTI KNiHiYHUX NokasaHb. [lo
noyaTky 3actocyBaHHsi npenapaty TacurHa HeobxiaHa kopekLis rinokaniemii i rinomarHiemii, a piBHi kanito i MarHito B KpoBi CNif NEPIOANYHO KOHTPOMIOBATH NPOTAroM Kypcy Teparnii, 0COBNMBO y NaLiEHTIB 3 PUNKOM BUHUKHEHHS! MOPYLLIEHb €neKTporiTHoro 6anaxcy. MpoTtunokasaxHs: MigsulLeHa YyTnMBICTb A0
HINOTUHIBY Ta iHWWX KOMMOHeHTIB npenaparty. Mo6iuHi peakuii: Ynepie giarHoctoaHa Ph+ XMJ1-X®: Haiuactiwmmu (210%) HeremartonoridHumm nobivHnmm peakuisimm Ha npenapar (MPI1) 6ynu Bucun, ceepbix, ronoBHWU Ginb, HyAoTa, CTOMIIOBAHICTL i Mianris. binbLwicTb i3 uux MNP 6ynu nerkumm abo
MOMIPHUMU 3a TSXKKICTIO (CTyniHb 1 a6o 2). Bink y BepxHix Bigainax xueoTa, anonelis, 3anop, Aiapes, acTeHis, CyxicTb LKipK, M'S30Bi cnasmu, apTpanrisi, 6rioBaHHs, 6inb y xuBoTI, NepudepnyHi Habpsku, aAucnencis Ta 6inb y KiHUiBKax cnocTepiranuca MeHww YacTo (£10% i 25%) i 6ynn nerkoi abo nomipHoi
TSDKKOCTi, KOHTPONBOBAHUMMU i B GiNbLLIOCTi BUNAAKIB HE NOTPebyBanu 3HWKeHHs [03un. MPUNUHEHHs NikyBaHHS BHACIAoK HeBaXxkaHWX peakuiit Ha npenapar cnocTepiranocs y 10% naujieHTiB. femaTtonoriyHi TOKCUYHI NPosiBY, siki BUHUKALOTL Nif Yac NikyBaHHS, BKIIOYaOTb MiENOCynpecito: TpomGouuToneHito (18%),
HenTponeio (15%) Ta aHemito (7%). MNneBpanbHi i NnepukapaianbHi BUNOTYU HE3anexHo Bif NpuyvHu cnoctepiranuck y 1% ta <1% nauieHTiB BinnoBigHo, siki 3actocoByBanu npenapat TacurHa y Ao3i 300 mr 2 pa3u Ha o6y. MoBifoMNeHHsS Npo LWyHKOBO-KULLKOBI KPOBOTEYi He3anexHo Bif NPUYNHU OTPUMaHi
CTOCOBHO 2,5% nauieHTis. 3MiHa NO4aTKOBOrO PiBHA TPUBANOCTi ycepeaHeHoro 3a Yacom iHTepsany QTcF y cTapii pisHoBarv npu 3acTocysaHHi HINOTUHIBY y pekomeHaoBaHii fo3i 300 mr ABivi Ha 0By cTaHoBKNa 6 Mcek. Y rpynax 3acTocyBaHHs HINoTuHIOY y nosi 400 mr asivi Ha aoby i 400 mr 1 pa3 Ha noby
TpMBanicTb ycepeaHeHoro 3a yYacom iHTepeany QTcF y piBHOBaXHOMy CTaHi cTaHOBMNa BiANOBIAHO 6 Mcek i 3 Mcek. Y X0AHOro 3 naulieHTiB ycix rpyn nikysanHs abcontotHa Tpueanicte QTcF He nepesuulysana 500 Mcek, a Takox He crocTepiranocs siBULL BOHaNPaBneHoi LNyHO4KkoBOI Taxikapaii. MoagosxeHHs
QTcF, wo nepesuulye 60 mcek, 3acdikcoBaHo y <1% naujieHTis (oauH — 3 rpynu nikyesaHHs 300 Mr aidi Ha noBy i ABa — 3 rpynu nikysaHHs 400 Mr iy Ha fo6y). Y xopHii i3 rpyn He Byno nauieHTis 3 ®BIILL (dpakuis Bukuay nisoro wiyHouka) <45% nig 4ac nikysaHHs abo nawieHTiB 3 aGCOMTHUM 3HWKEHHSM
®BJILL Ha 15% abo GinbLwe. He 6yno nosigomneHb Npo BuNaaku pantosoi cmepTi. Ffematonoriyni MPI BknoyatoTk Nposisu Mienocynpecii: TpomGoumToneHiio (18%), HerTponeHito (15%) i aHemiio (7%). Ph+ XMJ1-X® i XMI1-DA 3a HasiBHOCTI peancTeHTHOCTi abo HenepeHoCUMOCTi Ao iMaTuHIBy: HaBeaeHi Hxye
[AaHi oTpUMaHi 3a pesynsTatamu BiAkpUToro 6araToLeHTPoBOro AocnimkeHHs daau |l 3a yyacTio nauieHTis 3 XMJT y XpoHiuHii cbasi Ta asi akcenepalii 3a HassBHOCTi pe3UCTEHTHOCTI abo HenepeHocuMocTi 4o iMaTuHIBy. Hainbinbw yactumm (>10% B 06’egHaHiin nonynsuii nauieHTis 3 XMJ1-X® i XMJ1-OA) HeremaTo-
noriyHumu MNP Bynu Bucun, ceepbix, HyAoTa, CTOMIIIOBAHICTb, rofloBHUIA Ginb, GritoBaHHs, Mianris, 3anop i Aiapes. binbwicts uyx MPM 6ynu nerkumm abo NOMipHUMK 3a TSHKKICTIO. AroneLisi, M'Si30Bi CMa3mu, 3HWKEHHS aneTuTy, apTpanrisi, 6inb y xwvBoTi, Binb y KicTkax, nepudepuyHi Habpsiku, acteHis, 6inb y
BEpPXHiX Biaainax xuBoTa, CyxicTb Wkipu, eputema Ta 6inb y kiHUiBKax cnocTepiranucs MeHww Yacto (£10% i >5%) i 6ynu nerkoi i cepeaHboi TaxKoCTI (CTyniHb 1 a6o 2). MpunuHeHHs nikyBaHHsA BHAcNiAoK HebaxaHux peakLiin Ha npenapat cnoctepiranocs y 16% nauieHTiB i3 XpoHiuHoto dasoto Ta 10% nauieHTiB
3 chasoto akcenepaLii. lemaTonoriuHi TOKCMYHI NPOsBK, ki BUHWKAIOTL Nif Yac NikyBaHHA, BKIIOYaloTb Mienocynpecito: TpomboumTonerito (31%), HertponeHio (17%) Ta aHemito (14%). MeHww Hix y 1% nauieHTis, siki 3acTocoByBanu npenapat TacurHa, po3sMBanvch NnesparnbHi i nepukapaiankHi BUNOTY, a Takox
3aTpuMKa piauHu. 3acTiiiHa cepueBa HeJoCTaTHICTb criocTepiranacs MeHLe Hix y 1% nauieHTis. MoBiAoMMNEHHs NPo LWNYHKOBO-KULLIKOBI kpoBoTeui i npo kpososunvem B LIHC otpumani BigHocHo 1% i <1% nauienTis BianosigHo. InTepean QTcF, wo nepesuiye 500 mcek, 3acikcoBaHuii y <1% natjieHTis. Bunaakis
[ABOHanpaeneHol LMyHO4KOBOI Taxikapaii (TumyacoBoi abo cTilikoi) He cnocTepiranocs. MpuUNUHEHHS NikyBaHHS BHACHIAOK PO3BUTKY MOGIYHMX SIBULL, HE3AMNEXHO Bif X NPUYMHM BiaMiveHe y 16% nauieHTiB 3 X i y 10% nauieHTiB 3 ®A. Ynakoska. Mo 4 kancynu y Gnictepi, no 7 Gnictepis y kopobLi 3 kapToHy
nakyBanbHoro (ans kancyn no 150 wmr). Mo 14 kancyn y Gnictepi, no 2 Gnictepu y kopobLi 3 kapTOHy NakyBanbHoro. Ynakoska kanexgapHa. Mo 4 kancynu y 6nictepi, no 7 6nictepis y kopobLi 3 kapToHy nakyBanbHoro (ans kancyn no 200 mr). Kateropisi Bignycky. 3a peuentom.

PeectpauiiiHe ceigoutso Ne UA/8979/01/01; UA/8979/01/02. IHCTPYKList NO MEAMHYHOMY 3aCTOCYBaHHIO nikapcbkoro 3acoby TacurHa, 3ateepmkeHo Hakazom Ne 649 MO3 Ykpaiu Big 26.07.2013, fonoBHeHHs Ta 3MiHu Hakaa Ne 836 MO3 Ykpaitu Big 15.08.2016

IHcbopmaLlist ans caxisLis cdepu oxopoHn 3a0pos's. Lisi iHdpopmalLis npusHayeHa Anst 03HaloMIeHHs 3apeecTpoBaHux/ineHTUdikoBaHux haxisLiB cchepy OXOPOHM 3[0POB’S B Mexax crieLjianisoBaHnx cemiHapis, KOHrpecis Ta/abo cMMMosiymie 3 MeaUYHOT TeMaTUku.
MowmpeHHs Uil iHdopmalii Byab-sikumm cnocobamu, siki AatoTb JOCTYN A0 HEl HeBU3HAYeHOMY Kony ntofen, 3a6opoHeHo.
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epcnexmusbl NEYEHUS KpoHuMecKkodi Muenouguoi neiixemuu
I MuenonponufiepamueHbX Ph-He2amuBHbIX Heonnasui

B pamkax Hay4yHo-npakTuueckoi koHdpepeHuun «MepcnekTMBbI AUArHOCTUKY U JIeUEHUS FTEMATONOMMYECKUX
3a6oneBaHuii», Kotopas coctoanack 11-12 mag B r. Ogecce, npoxoann HAyYHbIi CUMMO3UYM, NOCBSILLLEHHbIA
NepcneKTUBAM JleYeHUs XPOHUUECKOi muenougHoi neiikemum (XMJ1). Bbinu paccmoTpeHbl OCHOBHbIE BOMPOCHI
AVArHOCTUKMU U NIeYEeHUs 3TOro 3a6051IeBaHMS, 0 TUKXKE CTPUTErUs AOJITOCPOYHON TEPANUM U BOZMOXKHOCTH
PU3BUTUSI TAKOTO HAMPABAEHUS B BEleHMM NALMEHTOB, KAK pemuccus 6e3 neueHus.

COBpeMEHHOI CTpaTernu JOJTO-
CpPOYHOI Tepanuu rnaueHToB ¢ XMJI
MOCBSITUJI CBOE BBICTYILIEHUE KOOP-
JMHATOP HeMeNKOil HccienoBaTeb-
ckoii rpymnel mo XMUJI, mpodeccop
MeauuuHcKoro axkyabrera leiienn-
Oeprckoro yausepcuteTa (r. MaHreiim,
I'epmanns) Riidiger Hehlman. On Ha-
rnmoMHuI, uto eie 30 et Hazag XMJI
CUMTAIM HEU3JIEUUMMOIii O0JIE3HBIO CO
CMEPTEJIbHBIM MCXO0M, HO CETOMHSI
MalMeHThl Yalle MOrnbaroT OT COMYTCTBYIOIIMX 3a0ojieBa-
HMii. Braromaps BHeIpeHUI0 WHIMOWUTOPOB TUPO3MHKMHA3
(UTK) ynanoch yBeIWYUTb 1-JE€THIOK BBIKMBAEMOCTb
¢ 48-61 no 82%. B pamkax uccnenosanust IRIS, mocpsieH-
HOro u3ydyeHuio 3(dekTuBHOCTM MMatuHuOa npu XMJI,
nociie 10 jietT HabGIoaeHUST TOJYYEHbI CIeAyIOLIMe pe3ybTa-
ThI: Ha (pOHE Tepanmuu MMaTUHUOOM S-JICTHSIST BbIKUBac-
MocTh coctaBuia 90%, a 10-netrsist — 82-83,3%, B TO Bpemst
Kak 10-7eTHssT BDKMBaeMOCTh Ha (hoHe JieueHUs nHTepde-
poroMm ainbha (MDPH-o) u uurapabuHom coctaBuia 78,8%:;
MonekyasipHblii otBeT (MR) Ha MTK ormeuen B 70-80%
cayuaeB (Hochhaus et al., 2017). BTo gaet ocHoBaHUe T10J1a-
ratb, yTo XMJI Ha CeromHAIIHMIA I€HDb SBISETCSA TTOTEHLIN-
aTbHO M3JeUMMbIM 3abosieBaHueM. O030p JTaHHBIX OCHOB-
HbIX UcciieoBaHuit Tepanuu XMJI neMoHCcTpUpyeT MenuaHy
10-1eTHeit BhDKMBaeMocTH 83%, a MemuaHy S5-JeTHei
BbDKMBaeMocTu — 91%.

Panee y 0oIbIIMHCTBA NMAIMEHTOB MOCJEe OTMEHbI HMATH-
HHOA HAOMIOZAJICA PenuInB 3a00JeBaHHs, YTO MpeaIoia-
rajo moxu3HeHHoe jedenne. Ceifyac paccMaTpuBaeTcs
BO3MOXKHOCTh OTMEHSATh TEPANHIO MOCIe TOCTHRKEHHS LIy-
0okoro MmouekyaspHoro orsera (I'MO), HO Ha JaHHOM
aTame 3Ta CTPATerdsi PEKOMEHAOBAHA HCKIIOYUTEIbHO
B PaMKaX KJIMHHYECKHX HCIBITAHHI.

ITpu aHanM3e OTHOCUTENBHOM BEKMBAEMOCTH B paMKax
MexxayHapoaHoro npoekra EUTOS (6 kKIMHMYeCKUX HMc-
cnepoBannii B [anuu, Mcmanuu, Tepmanuun, ®pannun,
HWranun n CxangaumHaBckux crpaHax) 3a 2002-2006 rr.

mosrydeH pe3ynbrar 96%. Takke paccMaTpUBAIUCh TaHHBIC
HallMOHAJIbLHBIX perucTpoB; B Humepmanmax, Hampumep,
BbISIBJIeHA BbICOKAsl OTHOCHUTEJbHAsl BbIXKMBAEMOCTH
y MOJIOJBIX MALIMEHTOB, HO Y MaiueHToB >60-70 et mpo-
JNIOJKUTEJbHOCTb KM3HU JOCTOBEpHO HUXe. Bospact
He SBJIIeTCS TPOTUBOIIOKa3aHeM K Ha3zHadyeHU1o UTK, Ho
MpY aHaJIM3e BO3MOXHBIX NMPUYUH BBISICHWIOCH, YTO TIO-
JKUJIbIE TTAlIMEHTHI He TToJIyYalu UMAaTUHUO BBUAY BHICOKOI
CTOMMOCTH M BO3MOXXHOM HENMEPeHOCUMOCTH Tpernapara.

CoBpeMeHHas Tepanusi nepBoii JuHuu npu XMJI 3a-
KJto4aeTcs B nojarocpouHom jiedeHun UTK (umatnHubomMm,
HWIOTUHUOOM, Na3aTUHUOOM); HE OTMEUEHO MpeuMy-
IIECTB 0 BBKMBAEMOCTH JJII KAKOTO-TM00 U3 3TUX Bapu-
aHTOB, TO3TOMY BBIOOpP KOHKPETHOTO Mperapara MOXET
OCHOBBIBATbCS HAa WHIMBUIAYAJbHOW TMEPEHOCUMOCTH,
HaJIMYUM COMYTCTBYIOIIMX 3a00JieBaHUI, PUCKOB, 3aTpaT
1 MoXeJaHUsIX caMoro nauueHTta. Hainume XxpoMOCOMHbIX
abeppalldii TIOBBIIIAET PUCKM, CBSI3aHHBIC C JICUCHUEM.
BaxHbiM (hakTOpOM SIBJISIETCS TO, KaKoi BMI abeppaliuu
MPUCYTCTBYET y MalveHTa. bosblas yactb aHomManuit nuMe-
Jla OIMHAKOBOE BAMSHUE Ha MporpeccupoBaHue 3a00JeBa-
Hust. OnHaKo Mpu HaaM4yuu abeppauuii iso (17q), +8, +19
u +Ph nporHo3 HeGnaronpusitHelil. [Ipy aHanuse He OT-
MEYEHO BJIIMSIHUE COITyTCTBYIOIIMX 3a00JICBAaHUI Ha BEpO-
SITHOCTh HACTYIIJICHUS] KPU3UCHOM (Da3bl, HO Y TAIlMEHTOB
C BBICOKMM MHAeKCOM KomopouaHoctu Charlson BeiKMBae-
MOCTb 3HAuMTeJbHO HuUXe. TakuM 00pa3oM, BbIXKHBae-
MocTh npu XMJI ceromHs ornpezaensieTcst B 0obliieit Mmepe
HaJIMYUEM COIYTCTBYIOIIEH MAaTOJOTMU, YeM OCHOBHBLIM
3aboneBaHueM. bnaromaps mporpeccy B Tepanuu XMIJI
CYIIIECTBEHHO CHU3WJIACh CMEPTHOCTh OT MPOTrpeccupoBa-
HUs 3a00JIeBaHUsI; KJIIOUEBbIM aCTIEKTOM SIBJISIETCSI COOJIIO-
JIEHWe pexuma Teparnui.

IIpu HeagekBaTHOM OTBETE Ha JeuyeHWe MaluueHTa Ie-
peBonasaT Ha Bropyilo auHui tepanuu (MTK 2-ro u 3-ro
TTOKOJICHUSI W TPaHCIUIAHTAIlUSI CTBOJOBBIX KIIETOK).
IMpenapaTsbl BTOPO#l JIMHUM CBS3aHBI C OINpeAc]eHHBIMU
pUCKaMU U TOKCUYHOCTBIO, MO3TOMY NIPU UX Ha3HAYEHUU
cJefyeT YYUThIBaTh PE3UCTEHTHOCTh, HaJIUUYUe MYyTalluii,
HEeTNepeHOCUMOCTh, 6€30MTaCHOCTb 1 YCJIOBUSI KOHKPETHOM
KJIUHUKU.

YT10 e rno0aAbHO MeHseTcs BO B3ragaax Ha XMA?
Haiu koppecnoHAEHT 00paTHACS 32 KOMMEHTAPUAMM K 3apyOeXKHbIM IKCrepTam.

— Kak Bbl OlleHMBa€eTe NePCIeKTHBbI PA3BUTHS TepaneBTHIecKuX omuuii mpu XIVLJI?
B cooTBeTCTBHM € COBpeMEHHBIMM NPEICTABICHUAMH, aBisiercsd i XIVIJI usieunmbiM 3a001eBannem?

IIpodeccop R. Hehlmann

— CoBpeMeHHas CTpaTerus
MPEIIosaraeT BO3MOKXHOCTh OT-
MEHBI JIeUeHHs, HO BCerIa coxpa-
HsieTcsa pucK penyauBa. K tomy
K€ HEJIb3s1 OTMEHUTh Teparuio
cpasy BceM maieHTam. Mx Mox-
HO pa3lIeUTh Ha JBe OOJbIINE
TPYIIIBL: TIepBas — 3TO OOJIbHEIE,
Yy KOTOPBIX OTMEHA JICYeHUST He-
BO3MOXHAa BBUJY BBHICOKOTO pHC-
Ka IIPOrpeCcCUPOBAHMSI, U BTO-
past — Te, y KOTOPBIX BO3HUK pe-
LIUIUB 3a00J1eBaHusI Ha (hOHE OT-
MEHBI Tepamuu. BaxeH moOMCK
pelIeHnit, KOTOPbIe ITO3BOJIAT
MPEIOTBPATUTh Pa3BUTUE pELI-
nuBa. Takke ciieayeT MOMHUTD U
0 HEOOJIBIION IPYITITe MAlMEHTOB
¢ OJIaCTHBIM KPHM30M, HYXIalo-
IMAXCA B MHBIX METOIAX JICYEHHUS.
Bce T mpobGieMbl OCTaBISIOT
HaM IIUPOKOE TIOJIE IS NIeSATEeIb-
HOCTH, TpeOylollee AaTbHEeUIINX
Hay4HBIX UCCliefoBaHmii. MBI Be-
pum B 10, yto XMJI mommaercs
MU3JIEYEHUIO, OJHAKO HE MOXKEM

3n0pQB s YKpainu

YTBEpXKIaTh, YTO BCE MAIlUCHTHI
Ooynyt m3neuyeHbl. CoriaacHo 00-
IIUM TIPEICTABICHUSM, MAIlUCHT
CUMTACTCSI M3JICYCHHBIM, €CJIH
Yy HEro OTCYTCTBYIOT CUMIITOMBI
3200JIeBaHUSI U OH HE TOJyYaeT
COOTBETCTBYIOIIICM  TEpaIlyu.
Biaronapst coBpeMeHHBIM TEXHO-
JIOTWSIM MBI IMEEM BO3MOXXHOCTh
0oJiee TIyOOKO OIIEHMBATh 3a00-
JieBaHue mnyreM aHanuza JIHK:
COXpaHEHHME MYyTalluu COTIPSIKe-
HO C TIOCTOSTHHBIM PHCKOM PEL-
JIBa.

IIpodeccop G. Saglio

— 3a nociegHue 15 et mo-
CTUTHYT 3HAYUTEIbHBINA YCIEex
B YBEJIMYEHUM BBIKMBAEMOCTH
namuenToB ¢ XMJI. K coxaie-
HUIO, B HACTOSIIIee BpeMs Tallv-
€HTHI (32 MCKITIOYCHUEM OTIEIb-
HBIX CJIy4aeB) 3aBUCST OT IIPUE-
Ma IIpernaparoB, a 3TO CBSI3aHO
¢ OONBIIMMU 3aTpaTaMu Ha Jie-
yeHue. B mocienHue romgbl Mbl
TOHSTA, YTO Y YAaCTH MAallMEHTOB

tepanusg UTK MoxeT ObITh Ipe-
KpallleHa 06e3 pa3BUTUSI peLUIN -
Ba, U y OTUX MALUEHTOB €CTh
MepPCIEeKTUBA OBITh M3JIC€UYCHHBI-
MHU. DTO OOJIBIION U OYeHBb BaXK-
ublii mar. Cerogus aunib 10-15%
MalMEeHTOB JOCTUTAIOT TMOJHOM
MOJIEKYJISIPHON PEMUCCUU, U MbI
CTPEMUMCSI K TOMY, YTOOBI 3Ta
uudpa ysenmyubanach. Cremo-
BaTeJbHO, HEOOXOAUMO Jajib-
Heiillee M3yuyeHUEe MeXaHU3MOB
pesucrenTHoctd K UTK, myreii
ee TMPeoqoJeHUSI U BO3MOXHBIX
MPUYMH BO3HUKHOBEHMUS pely-
nuBa. Heobxomumo mpoBeneHue
HOBBIX OMOJOTUYECKUX U K-
HUYECKUX UCCIeN0BaHU, KOTO-
pble TIOMOTYT B CO3JaHUM TIpe-
rnapara, CnocoOHOTO OKOHYa-
TeabHO crpaButhesi ¢ XMJI. Ho
U CEeTOMAHSAIIHME TOCTHXECHUS
B Tepamnuy TO3BOJISIIOT paccMa-
TpuBaTh XMJI Kak moreHUUaIb-
HO u3JeyuMoe 3aboJsieBaHuE,
1 3TO, 6€3YCJIOBHO, 1a€T OCHOBA-
HUS 151 ONITUMU3MA.
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CylecTBYIOT OCHOBHbIE MOJIEKY/ISIDHbIE MPETUKTOPbI 0JIa-
rONPUATHOTO MPOTHO32 MO YPOBHIO OTBETA M BPEMEHH €ro
JOCTIZKEHHS], KOTOPbIe BKIIOYAIOT:

eBCR/ABL1 <10% — uepe3 3 Mec oT Hayaja Tepanuu
1/WIA KOJIMYECTBO KIJIETOK C (puaneabUiicKoii
XpoMocoMoit <35% 1o pesynbTataM LIUTOI€HETH-
YECKOTo TeCTa;

eBCR/ABL1 1% — u4epe3 6 Mec OT Hayaja Tepamnuu
U/WIK OTCYTCTBHUE KJIETOK ¢ (utaneabpuiickoit
XPOMOCOMOI TTO pe3yJIbTaTaM IIUTOTeHETUIECKOTO
TECTa;

eBCR/ABL1 0,1%, 06oJiblioii MOJIEKYIsIPHbI OTBET
(BMO) — uepe3 12 mec oT HaYajia Tepanuu;

ebEMO WM moJHBIA MOJIEKYJISAPHDbIA OTBET B JIH00OI
nepuoj Tepanuu.

Lenpio 60/bIIOTO KOTOPTHOTO PAaHAOMU3UPOBAHHOTO
ucciaenosanuss CML 1V, B KOTOpoM TNpUHSUT ydacTue
1551 nmamment ¢ XMJI B xpoHuueckoii ¢asze, SBIASIOCH U3-
yYeHHUe TOJTOCPOYHON BBIKMBAEMOCTHU M BEPOSITHOCTU OT-
Bera, B yactHoctd BMO. B ocHoBHOI1 (haze ucciaenoBaHust
MU3yyajoch 3 HampaBieHUs C LEbl0 YAYYIIUTh JieYeHUe
UMATUHUOOM, a WMMEHHO: MOHOTepamus WMaTUHUOOM
B no3e 400 mr, mpuMeHeHUe MMaTMHMOA B KOMOWHALMU
¢ UOH-o u BBeneHne MMaTMHMUOA B MOBBILIEHHON 103€
800 mr. Bein caenan BeIBOA, 4TO MMaTUHUO B go3e 800 Mr
obecrieynuBaeT Oosiee ObICTPBIM M paHHUI OTBET, HEXEIU
nMatuHuo B go3e 400 Mr. B aTOM uccieaoBaHUM MeXIy
IpYIIaMy BBHISIBJICHA pa3HUIA B 5-JIETHEH BBDKMBAEMO-
¢t — 5%, HO TIpU JajibHeIeM HaOI0ICHIUU 3Ta pa3HULA
yMmeHbInuaach. CienoBareibHO, BpeMs JOCTUXKEHUST MOJie-
KyJSpHOTO OTBeTa He sBJsSEeTCSl OO0HaAeXKMBAIOLIUM
CypporaTHbIM MapKepoM i MPOTHO3UPOBaHUs OOLIei
BbikrBaemocTu — OB (Hehlmann et al., 2011).

TIpoBomuiCsT OMOPHBINM aHANM3, B KOTOPOM paccMaTpH-
BaJIM TeueHMe 3a00JIeBaHUS MPU TOCTHKEHUM TTOJIHOW 11 -
TOTEHETUYECKOI PEMUCCUU K 6 MeC Tepallii, U MoKa3aTelb
BCR-ABL <1% koppenupoai ¢ OB. OgHako 1mpu J0CTH-
keHun 10-1eTHeil BbDKMBaeMocTu pasHuiia B OB mexmy
rpyrmamu nmanuenToB ¢ BCR-ABL <1% u >1% cocraBuna
Bcero 6%. JIoKJIagunuK OTMETHI, YTO OOJIbIIAsT ITPOTOJIKM-
TEJbHOCTb TEPANIUU UMAaTUHUOOM (5,8 roga) Koppeaupyer
¢ 0osiee BBICOKOM Oe3pelinANBHON BEKMBAEMOCThIO. boiee
JTUTEJIbHOE COXpaHEeHUe TIyOO0KON MOJEKYISIPHON peMuc-
cuu Ha 16% TOBBIIIaET BEPOSITHOCTH TOTO, UTO Y TAIlEHTa
yaepxutcs BMO. BoisiBneH psig MmapamMeTpoB, KOTOpbIE
BJIMSIIOT Ha BbIXKMBaeMocThb Npu XMJI, a uMeHHO: TIpoTHO-
cruyeckue (akTopbl pucKa, Tos, TabaKoKypeHue, THUIl
TPaHCKPUITA, KOMOPOUIHBIE COCTOSIHUSI, MECTO TTPOBOIM-
MOro JieueHusi. M3BeCTHbI M HeraTUBHbIE MOCIEICTBUS
ormenbl UTK: y 30% manueHTOB HaOMOmaics CHHIPOM
OTMEHBI C SIBJIEHUSIMU CKEJIETHOW 0O U peBMaTUUeCKOMN
nomumuanru. [locie oTMEHBI TIperapaTa He OTMedanoch
yaydllleHWe KadecTBa XM3HU. HecMoTpss Ha cTaOUIbHYIO
MostekysipHyto pemuccuto, BCR-ABL nepcuctupyer B re-
"HomHo# JIHK u siBisieTcsl MICTOYHUMKOM peLianBa.

Takum o0pa3om, umatunnd® B no3e 400 Mr odecmeynmBaeT
NPOIOKUTETBHOCTD JKU3HU, OJIM3KYI0 K HOPMAJIbHOI, He3a-
BUCHMO OT CKOPOCTH JIOCTHKeHUs1 oTBeTa. Pesyisrar Tepa-
mun nipu XMJI GoJibie onpenensieTcs 0uoorueii 3a60eBa-
HuUsA, JeMorpaMyecKMMH MPU3HAKAMH, HAJIMYHEM HHKOTH-
HOBOIi 3aBMCMMOCTH ¥ 3KOHOMHYECKMMH COCTABJISIOMIAMM,
HeXKeJIM TOi W HHOi (hopMoii ONTUMU3AINY TEPATTHH.

IIponomkenue na crp. 30.
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Yposenb aoctizkenust 10-j1eTHeii LIy0OKO MOJIEKY/ISPHOI
pemuccuu coctapisier 70-80%. Dro ykaspiBaeT Ha TO, 4TO
0O0JLIMHCTBO MANMEHTOB MOTYT PACCMATPUBATHCA KAK KAHIIH-
JaThl HA OTMEHY Tpenapara.

PykoBoautenb JemapraMeHta MoJie-
KYJISIDHOIi MeIUUWHBI U TapreTHOM
Tepanuu, 3aBeyIOUIUi OTAeJ0M BHY-
TPeHHeld MeIUIUHbI W TeMaToJOTHU
B 0ospHune San Luigi Hospital (r. Ty-
pun, Urams), npodeccop Giuseppe
Saglio npexncraBun gokian «Pemuc-
cusi 06e3 JieueHUs] — COBpeMeHHast
napaaurma tepanuu XMJI».

ITo ero cioBaM, OAHUM M3 OC-
HOBHBIX KJIMHHWYECKUX BOIPOCOB
B Tepanuu nauueHToB ¢ XMJI ceromaHs siBisIeTCSI BO3MOX-
HOCTb OTMEHBbI JieueHus. [lepBbIM M caMbIM BaxKHBIM
B U3yUYE€HUU JAHHOTO BoIlpoca Obu1o uccienoBanue STIM,
B KOTOPOM YAQJIOCh MOJTYYUTh CUCTEMHbBIE JaHHbIE OTHO-
CUTEJIbHO BO3MOXHOCTUM oTMeHbl MTK. Ilns ywactus
B JAHHOM M CCJIeAOBAHUY MallMEHTHI JOJKHBI ObLITA HAXO0-
JIUTHCS B COCTOSIHUM TIOJTHOW MOJEKYJSPHONU pPEMUCCUU
MUHUMYM 2 rona. [To pesyabTaTam MccienoBaHus, TOCe
OTMEHBI JiIeueHUsST Y 61% MalmeHToB ObLT YTePSTH MOJICKY-
JIApHBIA OTBeT, V 58% BO3HHMK pelUIMB 3a00JIeBaHUS
B TeueHue 7 Mec, a'y 3% — perunnB 3a0oeBaHusg Ha 19,
20 u 22-m mecstte. [Tpu Bo3oOHOBIeHUHU jeueHud y 10 ma-
LMEHTOB 13 61 He yIanoch BEPHYTh MOJHBIA MOJEKYJISIP-
HBII OTBET, a 'y 5 HOCTUTHYT cpeaHuii ypoeHb BCR-ABL
B mpeneirax 0,19%, MOCKONBbKY JIEYEHHE WMAaTHHUOOM
He ObLIO HEeMEMJIEHHO HayaTo Iocje BO3HUKHOBEHMS
peuuauBa (F.X. Maton, 2010). [1pu HabmoneHuun >5 jet
y 40% mauueHTOB, MPUHUMABIINX y4yacTHe B MCCIIeI0Ba-
HUU, COXPaHSETCS TOJHBIM MOJEKYJISIpPHBIM OTBET Oe3
npoaokeHus jgedenuss UTK, mostomy ucxonst u3 texy-
LIMX OMNpeAesieHU UX MOXHO CYMTATh M3JIeUYMBIIMMMUCS
(G. Etienne et al., 2017).

[IpoBoaunuck U apyrue vccieqoBaHUsI peMUccuu 0e3
neuyeHus B SAnonun m Kopee; 3T0 siBJIeHUE NOCTATOUYHO
BOCTIPOM3BOJAMMO B Pa3IWUYHBIX MOMYISANUIX. B oTnnuue
OT (paHIly3CKOro MCCIeA0BaHUSI, KOJMYECTBO MallUeH-
TOB, JOCTUTIIUX PEMUCCUN O€3 JIeueHUs, YBEINUUIOCh
M0 TOW MpUYMHE, YTO KPUTEPUM IMOBTOPHOrO Hayaa
Tepanuu ObUIM U3MEHEHbI M Tepanus BO300OHOBISIACH
TOJIBKO IPU HMCYE3HOBEHUM MOJEKYJISIPHOTO OTBETA.
B kauecTtBe 0e30MacHOro IMOPOTOBOTO 3HAYEHUS
obuto mpunsito BCR-ABL 0,1% (Lee et al., 2016;
Takahashi et al., 2015).

B kpynHeiinieM MyJabTMHAUMOHAJBHOM MCCIEJOBAHUU
EURO-SKI, mocBsiiiieHHOM M3y4eHUIO TpeKpalieHusl Te-
panuu UTK, npunsn yyactue 821 nauuent ¢ XMJI B xpo-
HMYECKOI (hase mociie KaKk MUHUMYM 3 JIET YCIIELIHOM Tepa-
muu UTK ¢ rnybokoit monekynsipHoii pemuccueii (MR4,0;
BCR-ABL <0,01%) He meHee 1 roma. [TanmeHTam ocTaHo-
BWIM Tepanuio M BO30OHOBJSIM €€ IMPU TMOBBIILIEHUU
BCR-ABL >0,1%. Ha MOMeHT OLIeHKM Yy OOJBIIMHCTBA
MallMeHTOB, KOTOPLIM TIPUIIIOCh 3aHOBO HavaTh IpHUEM
NTK, BoccranoBuiics TMO. AHanu3 mokasaj, 4To HeT 3Ha-
YIMOI CBSI3M MEXIY BO3PacTOM, IOJIOM U INIyOMHOU MoJie-
kyiasipHoro orBeta (MR4,0 1 MR4,5). Ho nonoxurenbHoe
BJIMSIHUE HA YPOBEHbB YyCIexa UMENH JJIUTETbHOCTD JIEUeHUST
nMatruHUOOM no npekpameHus npuema MTK, nautens-
HOCTb peMuccuu Ha ypoBHe MR4,0 u npoaokuTe1bHOCTh
npeaBaputesbHoro yeueHust MOH. TTokazaHo, 4To oauH
nonoaHuTeNbHBIN rox Tepanun UTK Ha 13% yBennuuBaer
maHc coxpanutb BMO B TeueHue 6 Mec mociie npekpaiie-
HMS JIeYeHUs.

B TO xxe BpeMs1 HeT MOJHOM rapaHTUX TOTO, UTO Y Mallu-
€HTa, UINTEJbHO TPEeOBIBAIONIETO B COCTOSHUM TTOJHOM
MOJIEKYJISIDHOI PEMUCCUM, HE BO3HUKHET pEelUANBA.
Heo6xonumo BBIICHUTH, Kakue (haKTopbl MOTYT MOBIUSTD
Ha 3T0. K BO3MOXHbBIM (haKTOpaMm, BAUSIOIIUM Ha PUCK pa3-
BUTUS PELIMANBA, OTHOCSITCS BO3PACT, OllEHKa IO IIKaje
Coxkaist, peamectBytomias tepanus MPOH, naure pHOCTD
JIedeHu s, ponokuTesibHocTh MO, 6nonornueckue dak-
TOPBI, & TAKXKE PE3yJIbTaThl aHAIN3A TTOJIMMEPA3HO LIETTHON
peakuuu (ITLP).

B Wtamm npoBeieHo HadmoaTe IbHOE HCCIIEIOBAHNE, B XO/IE
KOTOPOTO BbISIBJIEHO, YTO OCHOBHBIMH TPHYMHAMH OTMEHbI
tepamu UTK y 200 namaenToB 0bUTH MPOch0a caMOTO MAIM-
€HTa, 0epeMEeHHOCTh 1 HelIePEHOCUMAS TOKCHYHOCTD, 4 TAKKe
npotoko. orMenbl Tepamad UTK (F. Carmen et al., 2016).

112 1as
Mg

Mcxons u3 maHHBIX pa3HBIX CPAaBHUTEIbHBIX HCCIIEI0BA-
Huii, nuHTeHcuBHBIN Kypc M TK mo3Bossier moayyaTh Oosee
BBICOKMIA M OBICTPBII MOJIEKYISIpHBIN 0TBET. Tak, B uccieno-
BaHussx ENESTfreedom u ENESTop usyyanu addexTus-
HOCTb HWJIOTMHUOA B OTHOLUIEHUU JOCTUXKEHUSI PEMUCCUM.
ITepBrUYHOI KOHEUHON TOUKOI 00OMX MCCIEA0BAHUIN ObLIO
COXpaHeHMe MOJIEKYJISIPHOTO OTBETa B MepUo 0e3 JeYeHus
B TeueHue 48 Hepenb. [lepBuyHasg KOHeuHas Touyka ObLia
nocturnyta y 51,6 m 57,9% y4acTHUKOB; IUTMTEITBHOCTH
npennectBytomeit Tepanmuu MTK 6bi1a 3,6 roga u 7 neT ans
ENESTfreedom u ENESTop coorBeTcTBeHHO. B 0001MX
WCCIIEIOBAHUSIX OBIJIO YCTAHOBJIEHO, UTO Yy TAIIMEHTOB,
KOTOpPBIE MEPEXOIWIN B KOHCOMUIUpYIolIyo Hasy, Habo-
nancs 'MO. Takum o6Opazom, Ha ¢doHe Tepanuu MUTK
2-T0 TIOKOJIEHWsI HWJIOTMHUOOM JOCTMTaeTcsl NOCTAaTOYHO
CTaOUJIbHBIM MOJIEKYJISIDHBIN OTBET, KOTOPBIN COCTaBJISIET
52 u 54% nns Tepanmuu HUIOTMHNUOOM B 103e 300 m 400 mr
COOTBETCTBEHHO TMPOTUB 31% Ha (oHe Tepanuu UMaTUHU-
oom (G. Saglio et al., 2013). CnenoBaTelbHO, OTKPBITHIM
OCTaeTcsl BOMPOC, HYXEH JIM CTOJb JUIMTENbHBIA Tepuos
neyeHus nepen orMeHoit UTK.

B mociennne rombl MHOTHE KIMHHYECKHE HCCJIeOBAHUS
onpeaeNuId mnepcneKTHBbl npekpamenus npuema WUTK
y O0ombHbIX ¢ amuTeasHpiM [MO. Pannnii MoJeKyIspHbIii
OTBET, IIIYyOMHA MOJIEKYJISIPHOTO OTBETA, [JIUTEIbHOCTD
npeANIecTBYIONIeil Tepanuu — BaXKHble KPUTEPUH MPH OT-
meHe UTK. ZKenaempiM uTOrOM sIBIg€TCA OTMEHA TEPANUH,
9TO MO3BOJIAT CHU3UTh PUCKH, CBSA3AHHBIE C MPUMEHEHHEM
NTK, a TakKe cylmecTBeHHO YMEHbIIUTh 3aTPATHI HA Jieye-
nue. [Ipumenenne nunotunuda u apyrux UTK 2-ro noko-
Jenuss B 1-ii TMHUM Tepamuu He TOJbKO YBEJIHYMBAET
KOJIMYECTBO NMANMEHTOB, KOTOPHIM MOXKET ObITb OTMEHEHA
Tepanusi, HO M YIyYllaeT TAKOH MapaMeTp, KaK IJIUTeNb-
HOCTb JiedeHus mepen ormeHoii MTK, takmm obpasom
CO37AI0TCS TPEINOCHUIKH /IS BO3MOXKHOIO JOCTHIKEHHUS
pemMuccHH 0€3 JIeueHus.

3aBeayomas oTnejeHHeM paJaualM-
OHHOl OHKOreMaToJIOTHM W TPaHC-
MJIAHTAIMM CTBOJIOBBIX KJeToK I'Y
«HanuoHa/bHbIiA HAYYHDIA HEHTP pa-
nuannonHoii  memumuast  HAMH
3 \ Vkpauns» (HHIIPM), nokrop meau-
\ 3 muHckux Hayk Mpuna CepreeBHa
\ B Harums csoit noxknan «Cron UTK,
8 i y nau Pemuccust 6e3 jieueHus y nauu-
dﬂ/ v eHtoB ¢ XMJI B YkpauHe» Hauana
¢ 00CyXIeHUsT BOTIPOCOB NpUMEHe-
Husg UTK ¢ ximHuLuUCTaMyU B MHTEPAKTUBHOM peXUME,
oxapakTepu30BaB pa3Hble BapuaHThl JeueHus. Jlanee
N.C. Isrunb oTMeTHIIa, YTO BHEAPEHUE B YKpanuHe IIpoeKTa
«Pemuccust 6e3 jiedeHHs» TTO3BOJUT OTMEHMTDH TEPAITHIO
y nauueHToB ¢ XMJI, kotopsle gocturiau 'MO, napanienb-
HO YBEJIMYUB KOJUYECTBO IMALMEHTOB, IMOJyYalOUIUX Iep-
BYIO JIMHUIO Tepamnuu, 3a cYeT ONTUMU3ALMU, CBS3aHHOM
¢ npoekToM «Pemuccust 6e3 neyeHus», a Takke HAaKOMUTh
LIEHHBII JIOKaJIbHbIA KMHUYecKuit onbIT. C 2008 1. B Hatei
CTpaHe JIEUCTBYET collMaibHasi mporpamma «IIpaBo XuTb»,
KOTOopasi yBeJuumyia AocTynHocTh JedyeHus WTK.
ITo coctosnuto Ha 1 mast 2017 . UTK nonyyaer 871 mamu-
eHT: UMaTUHUO — 570 MmaLMeHTOB, HUWIOTUHUO B KauyecTBe
MepBoil TMHUM — 73 maumeHTa u BTopoi — 228. U3 Hux
MR4,0 nHa6bmonaetcs y 281 maumenTta (32%): y 187 — Ha
(one Tepanuu uMaTUHUOOM, y 29 — HWJIOTMHUOOM B Tep-
BOIi JIMHUU U Y 65 — BO BTOPOHA.
B pamkax mpoekTa IpenrnoiaraeTcss MOHUTOPUHT MOJie-
KYJSIpHOTO OTBeTa Kaxiable 3 Mec. [Ipu mMoBbIlLIEHUU

BCR-ABL >0,1% naiieHT Bo3BpallaeTcsi K Teparuu, a rmpu
coxpaneHnnn BCR-ABL <0,1% euyeHue mpekpaiiaercs,
MpY 3TOM OOJIbHBbIE HE CHUMAIOTCSI C JIMCTa OXUIAHUSI Ha
tepanuio UTK B teuenue 12 mec. Kpurepussmu BKIoYeHUS
SIBJISIETCSl KeJaHWe TallMeHTa Y4acTBOBaTb B IPOEKTE,
Hanmnuue y 6onbHOro 'MO, BO3MOXHOCTb MOHUTOPMHTIA
MOJIEKYJISIPHOTO OTBETa W MOJYYEeHUS TepBOi TUHUY Tepa-
MUY HUWJIOTUHUOOM WJIM UMAaTUHUOOM.

Kanmuaar 6uosiornyecknx Hayk Mipuna
Buranabesna JImutpenko (HHIIPM)
BBICTYIWIIA ¢ AOKJIanoM «ObdeKkTuB-
HOCTb JIeUeHUsI UTHTMOUTOPAMU THPO-
3MHKMHA3bl TanueHtoB ¢ XMJI
B YkpauHe». MMatuHu® B YKpauHe
ucnonb3yercs ¢ 2001 ., MaccoBo
MalUMEHTBl CTAIM MOJIyYaTh ITOT Mpe-
mapat B 2008 T. B paMKax IIporpaMmbl
«[TpaBo xuth». B 2009 . HUIOTUHUO
CTajl JOCTYITHBIM BO BTOPO JIMHUM,
ac 2012 r. 1 B iepBOIi JIMHUU TePaIUU.

[IpeanocwlikamMu A1 OTMEHBI MOXU3HEHHOM Tepamnuu
HUTK sBasiercs cHUXKeHME KauyecTBa XKM3HU M3-3a MOO0Y-
HbIX 9 HEKTOB, CBSI3aHHBIX C Tepanueit, KoTopble HabJII0-
natorcss 'y 30% mamuentoB (L. Williams et al., 2013),
SMOPUOTOKCUIHOCTh M (hapMaKOIKOHOMUYECKAsT 000CHO-
BaHHOCTb BemeHusi pemuccun XMJI 6e3 tepanum UTK
(FE. Mahon et al., 2013).

B na6opatopum HHIIPM o6cnenoBano 0Golee
1500 maummentoB ¢ XMIJI, uz Hux MTK nonyuanu
982 mamnuenTa. Tak, MeauMaHa HaOJIOIEHUS MAIIMEHTOB,
nonydaBiiux uMmaruHu6 (n=906), cocraBmia 35,5 mec,
MalKMeHTOB, MOJYYaBIIMX HUJIOTUHUO B MEpPBOU JIMHUU
(n=76), — 28,7 Mec, a Bo BTopoii (n=256) — 29,3 mec.
JlnutenbHOCTh 3a00neBanusg g1o HazHadeHnsa MUTK koie-
bamacy ot 0 Mec mo 15 met, 50% manMeHTOB MOJTYJaIH
WHYIO Tepamnuio Ha TpoTsokeHuu 10 Mec 10 Ha3HAYeHMS
NTK, y 20% nauneHTOB NEPUO IMPEIIEUYEHHOCTU CO-
ctaBui >3 set. DbdexkTuBHOCTh Tepanuun UTK oueHu-
BajlaCh 1O BpeMEHHU TIOJY4YeHUs] OTBeTa, €ro IyOouHe
u ctabmibHocTU. CypporaTHbIMU KpuTepusMu 3¢ dex-
TUBHOCTHU Te€panuu ObLIU FeMaTOJOTUYECKHU, IUTOTeHE-
TUYECKUI U MOJEKYISIPHBINA OTBETHI. AHAINU3 pe3yJibTa-
TOB JIECUCHUS TTOKa3as, YTO OTBET B MEPBOM JUHUM Tepa-
MUY JOCTUTaeTCs ObICTpee Ha (poHe mpreMa HUIOTUHMOA
M0 CpaBHEHUIO C UMATUHUOOM — K 12-My Mec OT Hauajia
JledeHns yactota moctukeHuss BMO coctaBuia 69,6
n 17,3% cOOTBETCTBEHHO.

JliirtenbHas Tepanys UMaTHHUOOM M HUJIOTUHUOOM TIpH-
BOIMUT K TJIYOOKOH peayKIuu JIEMKeMUYeCKOro KJjoHa M0
ypoBHsI MR4,0 y 25% nanueHToB, MOJIyYaBIINX KMaTUHUO,
y 40% Tex, KTO moydar HUJIOTUHUO B mepBoi, u 20% — BO
BTOPOI IMHUU Tepanuu. Ha cerogHsimHuii 1eHb B YKparHe
9Ta rpyrmna cocranisieT 280 yeloBek.

CoeBpemennoe HazHayenne VITK mpuBoauT K mocTike-
HUIO ONTUMAJIBHOTO 0TBeTa. IIpu 3TOM MOJIHBI UTONOTH-
YeCKHii OTBET B Hanboiee paHHUE CPOKH MPUBOIUT K YBEJIH -
yeHuio Oe3penuanBHoi BbDKHBaeMoctH u OB. Jlnurenn-
HOCTb MpeAlIecTBYIOmei Tepanun 10 Hayaaa npuema UTK
>12 mec ymenbmaeT BepoaTHOCTh qocTkennss TMO. B to
JKe BpeMsl MepephiBbl B JIEUCHHH 3HAYATEIHHO YXYMINAIOT
3 dexTuBHocTh Tepanuu UTK, yniuuas Bpems pexykuuu
OMNyX0.IeBOT0 KJIOHA U YBEJHYMBAS BEPOSATHOCTH BTOPHUHO
Pe3UCTEHTHOCTH.

PanHHMIT MOJIEKYISIPHBII OTBET B IMEepPBbIE 3 MeC SABJISCTCS
BaXXHBIM MOMEHTOM ISl OLEHKM JAWHAMUKU PeAyKIIUU
omyxoyieBoro kinoHa. BCR-ABL <10% B atoT mepuon
CIYXUT XOPOIIMM MPOTHOCTUYECKUM (haKTOPOM [isi
noctrxkeHust FTMO u BMO u accounupyetcst ¢ MpoaoJIKu-
tenbHO BbiKMBaeMmocThio M BBIT (L.E Casadio et al.,
2015). Penykumsi ypoBHs akcrnpeccun reHa BCR-ABL
<1% na 3-m Mmec Tepanuu u no yposHss BCR-ABL <0,1%
Ha 6-M Mec SIBJISIIOTCS PAHHUMU MapKepaMM, acCOLMUPO-
BaHHBIMU C BBICOKOI BEPOSITHOCThIO JocTHXeHUst MR4,0,
4YTO, B CBOIO OYepe/ib, YMEHbIIIAET BEPOSITHOCTb MPOrpec-
CUM, CMEPTU U paHHEW BTOPUUYHON PE3UCTEHTHOCTU MO
CPaBHEHUIO C TALIMEHTAMU TOJIBKO C TTOJTHBIM IIUTOJIOTH -
yeckuM oTBeToM uiau BMO. BeposTHOCTb JOCTHKEHUS
I'MO Ha ¢oHe Tepanuu UMaTUHUOOM OoJiee BbICOKA IpU
OTCYTCTBUU CIJIEHOMETAJIUM HA MOMEHT MTOCTAHOBKM Jua-
rHo3a, a Takxe npu tune TpaHckpunuuu BCR-ABL b2a2
n b3a2 ¥ HE3HAUUTEJbHOM TMEpPUOJEe MPENIeUYeHHOCTH.
V XeHIuH, nojyJatinux HuaoTuHuo, 'MO nocturancs
ObICTpee U yalle, YeM Y MY>KUHMH.
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Pecny0iMKaHCKHil EHTP reMaToJio-
TMH W Tepecajkd KOCTHOTO Mo3ra
(r. Munck, Pecmy6auka Benapycnb)
npenctasuia E.B. [[3106a ¢ noxianom
«HoBasg mapagurma B Tepanuu
XMJI — omsit Pecnyonuku bena-
pycb». OHa oTMmeTuIa, uTo B Pecmy-
OJIMKAHCKOM IIEHTPE TeMaTOJIOTHHU
M TpPaHCIUIAHTALIMU KOCTHOTO MO3Ta
BbINoOJIHseTCst 6ojee 100 TpaHcmIaH-
TallMii KOCTHOTO MoO3ra B TOf.
B nabopaTopuu LieHTpa MPOBOASITCS MOJIEKYISIPHO-TEHETH -
yeckue wuccienoBaHus. CyliecTBYyeT MOJEKYISIPHO-
FeHETUYECKUIA OTIEN, OCHAIIEHHBI HOBEHIIUM 000pYI0-
BaHUEM, YTO IO3BOJISIET MPOBOAUTH MCCIENOBAHUS C HC-
noab3oBaHreM metona I[P Ha coBpeMeHHOM ypoBHe.

J1s1 MOCTaHOBKM JAMAarHo3a, OMNpeesieHusi MpOorHo3a
3a00JIeBaHUsI 1 MOHUTOPUHTA JIEUEHUS TALlMEHTOB OHKOTe-
MaTOJIOTUYECKOTO TpoduIsi ucnoab3ytorcs metoasl [TI[P
B pexXrMe peabHOTO BPEMEHU, CEKBEHUPOBAHUE HYKJIEO-
TUAHBIX TIOCTAen0BaTeIbHOCTe . [TpoBOANTCST KayeCcTBEHHOe
U KoaumyecTBeHHoe ompeaeneHrue MPHK xumepHoro rena
BCR-ABL, a TakxXe AMarHOCTMKAa MU MOHUTOPUHI Teparuu
MHOEKIMOHHBIX 3a00JIeBAaHUI Y OHKOTeMaTOJOTMYECKUX
¥ TPaHCIUTAHTALIMOHHBIX ITAIIUEHTOB.

B Pecnry6nmke benapych Ha AuCIIaHCEpPHOM YY€Te COCTOUT
972 genoBeka ¢ XMJI, o maHHbIM 3a 2016 T. AMATHOCTUPOBAHO
132 HOBBIX ciydast. TpaHCIUIAaHTALIMM KOCTHOTO MO3ra Ipu
XMJI Boinonusitorest ¢ 1994 . — B cpenneM 1-2 B roa. Ha ce-
FOIHSIIHUI JeHb ObLIO MPOBEACHO 76 TpaHcIulaHTauuii, 1 OB
cocrasiisieT 53%. TpaHcriaHTaLus B IEPBOiA JIMHUK Teparun
yXe He MCITOJIb3YeTCsl BBUILY BHICOKOI CMEPTHOCTH B TIEPBbIC
roapl. KoHcepBaTMBHOE JieueHME BKJIIOYAET WMATUHUO
u MDH, B paMKax rocynapCcTBEHHO# 3aKYIIKH C HETABHUX ITOP
B OTOT MepeyeHb BKIOYEH HWIOTMHMO. Cpeau MalueHToB,
MOJTyYaloIIMX KOHCEPBATUBHOE JIEUEHUE, MOJHbIM IUTOreHe-
TUYECKUI U MOJICKYJIIPHBIN OTBET OBbLI JOCTUTHYT Ha (hOoHe
Tepary UMaTUHUOOM ¥ HUJIOTUHMOOM BO 2-11 TMHUM.

B pamkax caTeJJIMTHOr0 CUMIO3MYMa, MOCBAIIEHHOTO XPO-
HUYEeCKUM MueJonposudepaTuBHbiM Ph-HeraTuBHbIM Heo-
miasuaM (MITH), ObliM paccMOTpeHbI HOBbIE KPHUTEPHH
ocHoBHbIXx MITH, B03M0:KHOCTH /11 OLIEHKH KJIMHUYECKOTO
TeueHUs1 NPY MOMOIIM PA3TUYHBIX HIKAJ, 2 TAKXKE BO3MOXK-
HOCTH Tepanuy NepBoil U BTOPOW JTUHUH.

I[naBHblii BHEMITATHBIA CHENMATUCT
MuHucTepcTBa  3ApaBOOXPAHEHUS
Ykpaunbl no cnenuanbHocTH «lema-
TOJIOTUS», 3aBEAYIOUIMIA OTIEJI0M Me-
JTUIUHCKOI FeHeTUKH, CTAPIIMIA HAyd-
HBIi COTPYIHMK OTIE/Na reMaToJIOTHU
u Tpancmianronorud HHITPM, npo-
teccop kadeapsl BHyTpeHHEl Meau-
el Ne 1 HanponaibHOro MeIuuuH-
CcKoro ynmpepcutera uM. A.A. Boro-
MOJIbIIA, JOKTOP MEIMIMHCKHX HAaYK
Cepreii Buktoposny KiaumeHKo TpeacTaBusl 0COOEHHOCTU
JNUAaTHOCTUKKM UCTUHHON moiuuutemuu (MIT), muenodpu-
O0po3a W APYruX MUEIONPOJU(EepaTUBHBIX HEOTIa3uil CO-
rimacHo kinaccudukanun BO3 2016 .

On Hanomuw, uto MIT mo kpurepusim 2016 1. tuarHocTr-
pyeTcst Ipu ypoBHe reMortoouHa 165 u 160 r/71 1 reMaToKpHy-
Te 49 1 48% 11t MYXXYMH Y XXCHIIUH COOTBETCTBEHHO U YBE-
JIMYEHUN MacChl LUPKYJIUPYIOIIUX IpUTpoLUTOB. Kpome
TOTO, ONHMM M3 OCHOBHBIX KPUTEPUEB SIBJSIETCS MYyTallUsl
JAK2 V617F nnn mytanus B 12 sk3oHe JAK2 n nmaHmuenos
C TICOMOP(MHBIMM 3peIbIMUA MerakapuouuTaMu. MaiabiM
KPUTEPUEM SIBJISIETCSI CHUXKEHUE CHIBOPOTOYHOTO 3PUTPOIIOI-
tuHa. Hamuuue 3 Oosblimx KpuTepueB WiM 2 OOJBIIMX
u 1 manoro noarBepxaaer UII. ¥ 397 JAK2-no3uTtuBHbIX
nauueHToB ¢ MIT rucronorusi KOCTHOrO Mo3ra COOTBETCTBO-
Bana quartosy MIT mo BO3 2008 r., omHako y yacTu maiueH-
TOB YPOBHM TeMOTJIOOMHA M TeMaTOKpUTa ObLIM HIUXKe aua-
THOCTUYECKUX TMOPOTOBBIX, UTO CTAJI0 OCHOBAHUEM JUISI W3-
MEHEHUsI TOPOroBbIX 3HaUeHU . [TepecMOTpeHHbIE KPUTEPUU
MO3BOJISTIOT M30€XKaTh JOXKHOOTPULIATETbHBIX PE3YJIBTATOB.

YacTora Tpombo3a mpu 3amackupoBanHoii MII Tak ke
BbICOKA, KAK U NP Pa3BEPHYTOM, MO3TOMY PAHHSS JUATHO-
CTHKA MO3BOJIUT pPaHbllle HAYATh NMPOGHUIAKTHKY TPOMOO-
oopa3osanus (T. Barbui et al., 2013).

C.B. KiimMeHKO OTMETWII, 4TO K OOJBIIUM KPUTEPHUSIM
ACCEHITMATBHON TPOMOOLIMTEMIH, COTJIACHO Kiaccuduka-
uu BO3, otHOCKTCA TpoMGoumTos >450x10°/1, mpenmy-
LECTBEHHO Tpoiudepalnnuss MerakapuouuTapHON JTUHUU
B KOCTHOM MO3Te C yBeJMYeHUEM OOJIbLINX 3peJIbIX Meraka-
PUOLUTOB C TUINEPCEIMEHTUPOBAHHBIMM  SIIpAMHU,
myTtaiuun  JAK2, CALR v MPL, a ManbIMu KpUTEPUSIMU
CUMTAIOTCS HaIWJMe KIOHATBHOTO MapKepa WM OTCYT-
CTBME TIPUYMHBI PEAKTUBHOrO TpombOoiuTosa. YeTwbipe
OOJIBIINX KPUTEPUS U/WK 3 OOJBIINX U | Masblii SIBJSIOTCS

310pQB s YKpainu

OCHOBaHMEM MJIg TIOCTAHOBKM JMAarHO3a 3CCEHIIMATbHOM
TpoMbouuTeMuu. IlocKojbKy ypoBeHb TpaHchOpMalUuu
B OCTpBI JIeiiKO3 /11 pa3BepHYTOro Mueno(guopo3a BhIlleE,
4yeM ISl acCeHUMaabHOoi TpoMbouuTemMun, a OB Huke mpu
Muenoduopose, odeHb BaxkHa auddepeHLranbHas aua-
THOCTHKA MPehrOPOTUIECKOro TIEPBUYHOTO MUET0DUOpO-
3a ¥ 9CCEHIIMATbHOM TPOMOOIIUTEMUN.

Boabmiumu KputepusiMu epBUYHOTO Mueaohudposa siB-
JISTIOTCSI TUTTMYHASI KapTUHA TPernmaHoOMoNTaTa, UCKITIoUeHNe
HII, XMJI, MuenoaucrijiacTU4eCKoro CUHIPOMAa U IPYIUX
HOBOOOPA30BaHUIT MUEJOUAHOIO POCTKA, HATMUME MYTallUU
V617F rena JAK-2 wnv Jpyroro KJIOHAJIBHOTO Mapkepa
(ren MPL), a ecii OH He OMpenessieTcsl — OTCYTCTBUE J0Ka-
3aTe/IbCTB HaIMuusl Mueaopuopo3a, CBS3AaHHOTO C JPYTUM
HOBOOOpA30BaHUEM WM BOCHAJIUTEIbHBIM 3a00jieBaHUEM
(peakTuBHBIIH (GuOpPo3). K ManbiM KpUTEpPUSIM OTHOCSITCS
JIEKOApUTpo01acTO3 B nepudepuyeckoil KpoBU, MOBbILIE-
HME YPOBHSI JIAKTATAETUIPOreHa3bl B ChIBOPOTKE KPOBU, aHe-
MU, CTUIEHOMETAJINS, KOHCTUTYIIMOHATBHBIE OCOOCHHOCTH.

bBbl1 mpenacraBieH NPaKTHYECKHHA AJTOPUTM TUATHOCTHKH
KJIACCHYECKHX MHeJIONpo H()epaTHBHBIX Heomiasuii. BHaya-
ne onpenensiercsi BCR-ABL, 4ro mo3Bojser HCKIIOYATH
XMJI, nanee mpoBoaurcs ompenejeHne myranmii JAK2,
CALR, MPL, JAK2 V617F, MPL W515. He3aBucumo ot
pe3y/bTaTa MepBUYHOTO MCCJIEOBAHHS BBINOJHAETCA OHO-
TICHS KOCTHOrO MO3ra. MoJIeKy/ISIPHYIO TMATHOCTHKY HEO0XO0-
MO HAYHHATH C TECTHPOBAHUA HA HAJIMYME 0oJiee pacmpo-
CTPAHEHHBIX MYTAIIWii, a 3aTeM MePeXOIuTh K 0oJiee PeaKHM.

Anekcannp Anexcanaposmu Illymeiiko
(HHOPM) B noxnane «MPN-10 —
WHCTPYMEHT JUISI OLIEHKM KJIWMHU-
YeCcKOro TeueHus Muesionposiudepa-
TUBHBIX HOBOOOPA30BaHUI» OTMETII,
gro 34,5% marmentos ¢ MITH Hykna-
IOTCS B TIOCTOPOHHE! ITOMOIIN
u 11,2% coo6iaror o MITH-accouu-
WPOBAHHON MEOMLIMHCKON WHBAIWI-
HocTU. CUMNTOMBI Y KaXXIOTO Malu-
€HTa CyOBEKTUBHBI, MO3TOMY Ul UX
YHUGbUKALIMN CO30aHbI CMIELIMATbHbIE OPOCHUKH, TTO3BOJISIIO-
II1e OLICHUTh KAueCTBO XXMU3HM, OXapaKTepU30BaTh HATMIKE U
BBIPAXXEHHOCTh OMPeIeICHHBIX CUMITTOMOB, a TAKXKE OIpeIe-
JIUTh YPOBEHDb (PU3NYECKOIN aKTUBHOCTH OOJILHOTO.

Haubonee npocTbiM U MOJE3HBIM B KIMHUYECKOU Mpak-
TUKE UHCTPYMEHTOM JUIs MoAOOpa CUMIITOMATUYECKON Te-
panMy M MOHUTOPWHIrA TeYeHUs 3a00JieBaHUS SIBISETCS
mkana camooueHku MPN-SAF TSS. OnpocHUK cocTouT U3
10 BOmpOCOB M OXBaThIBaeT HaubOJIee YaCThle CUMITTOMBI,
KOTOPbIE MOXKHO OXapakTepu30BatTh 1o 10-0aiapHoi mKane.
Tak, npu uccaenoBanuu 1433 naumentos ¢ MITH Gonee mo-
JIOBUHBI YYACTHUKOB YKa3bIBaJIM HA TaKME€ CUMIITOMBI, Kak
6016 B XOcTsIX (49%), cHIKeHre Macchl Tena (31%), muxo-
panka (18%). BbIpaXeHHOCTb CHUMIITOMOB OOJbIlE IPU
muenodudpose, yem mpu TpombOouutoneHun uau WII.
B onHOM 13 uccaenoBaHMit 3TOT OIPOCHUK OBLIT UCIIOIb30-
BaH Ul MPaKTUYECKO OLEHKM OTBETa Ha Tepanuio. BoisiB-
JIEHO, UTO JIeYeHUE PYKCOJUTUHUOOM CBSI3aHO C OBICTPHIM
1 CTOWKUM YMEHBIIEHUEM CHUMIITOMOB, aCCOLIMMPOBAHHBIX
CO CIUICHOMeTaJneil M BOCTAJIUTEIbHBIMU LIMTOKWHAMM.
VYxe Ha 15-i1 JneHb MalMeHTbl OTMeuYald YMEHbIIeHUE
BbIpaxkeHHOCTH cuMIiToMoB (Mesa et al., 2011).

IIpumeneHnune TpaIMIMOHHOI MeIMKAMEHTO3HOM TEPANUN He
KOppeJupyeT ¢ N3MeHEeHHeM BbIPAKEHHOCTH CHMIITOMOB TI0
MPN-SAF TSS. Uuruouropst JAK2, KoTopbie MoAUDUIIHM-
PYIOT TeueHue 3200J1€BaHUSA, CO3JAIOT YHUKAJIbHYIO BO3-
MOXKHOCTb MCIOJIb30BaTh 3Ty MIKAJY MPH KOJMYECTBEHHOM
OLIEHKE BBIPAKEHHOCTH CHMITOMOB.

Hay4Hbiii coTpyIHMK Hay4HOro oTHesa
BHyTpenneil Mmemumnbl THY «Hayyno-
MPAKTHYECKUI LEHTP NpoduiaKkTHye-
CKOil M KIMHMYECKOH MeIUuIUHbI»,
OTBETCTBEHHbIIi BHEIUTATHBIN Clielua-
JIMCT 110 TeMAaToJIOriy YipasJieHus oxpa-
Hbl 37I0POBbSI I CAHMTAPHO-KYPOPTHBIX
yupexnennii TocynapcTBeHHOro ynpas-
JIEHUS IeJIaMi, KaHIIAT MeIUIMHCKHX
Hayk Okcana MuxaiinosHa KoctiokeBuy
pacckazaja 0 COBPEMEHHBIX acIeKTax
neueHust UI1. o ee cnoBam, UIT xapakrepusyercs: M30bITOY-
HOIl Tiponudepanmeid Tpex pOCTKOB KPOBETBOPEHMSI, TOBbI-
IIEHHBIM 00pa30BaHUEM 3PUTPOLIMTOB M B MEHBIIIEH CTETICHN
— TpoMOOLMTOB U JielikounToB. Cumnromaruka npu UIT BbI-
3BaHa TOBBIIIEHHON BbIPAOOTKON IUTOKWHOB, YBEJIMUYEHHOM
BSIBKOCTBIO KPOBM U CIUICHOMETalueil U pa3BUBAETCsl BHE 3a-
BHUCUMOCTH OT F'€eMaToJIOTMYECKMX MoKazaTesiei, JUTeTbHOCTU
3a0071eBaHus U poBoaumoii Teparuu (Landolfi et al., 2010).
OnHuMM 13 HauboJjiee pacrpoCTPaHEHHbBIX XKano0 y manu-
eHTtoB ¢ U1 sBasioTcst 3y 1 yToMiisieMOCThb, KOTOPEIE BCTpeya-
10TCs1 B 65 11 85% citydaeB cooTBeTcTBeHHO. [lepcrucTupyrommii

JIEWKOLIMTO3 MOBBILIAET PUCK CMEPTEIBLHOIO UCXO/1a, TPaHC-
(opmanuu B octpsiii Muenoneiikod (OMJI) u BTOpUYHBIIA
MUeno(puopo3 U SBASETCS MPOTHOCTUUYECKUM MapKepoM
TpoM6o03a. Hapsimy ¢ moXuiabiM BO3pacTOM M BEHO3HBIM
TPOMOO30M HaJIMuMe JeHKOLUTO3a MO3BOJIsIeT d3(PhEKTUBHO
MporHo3upoBaTh yBenuueHue pucka (A. Tefferi et al., 2013).
B 1O Xe Bpemsi pUCK CepAeYHO-COCYIUCTBIX OCIOXHEHUI
MOBBILIAETCS B 3 pas3a npu reMatokpute >45%, a puck cMep-
TU OT 3TUX OCJIOXHEHUII — B 4 pasa.

K ocHoBHbIM Heasim Jiedenusi nanuenTos ¢ VIT orHocuTcs
CHUKEHHE PHCKA TPOMOOTHYECKHX M TeMOPParHYecKux
OCJIOXKHEHH, KOHTPOJb CHMIOTOMATHKH, MHHHUMH3AIHUS
nporpeccupoBanuss B OMJI u muenopudpo3. CormracHo
JeiicTByIoneMy pykoBoJacTBy EBponeiickoii acconuanuu no
oopnoe c Jaeiikozamu (ELN, 2011), nanpeHTamM ¢ HU3KHM
puckoM Tpom003a (Bo3pact <60, 0e3 TPOMO030B B aHAMHE -
3e) MOKa3aHbl HU3KHE [03bl acmupuHa u (iedoTomus,
a MAIMEHTaM C BbICOKMM PUCKOM TPOM003a — HU3KHE J103bI
acnupuna, ¢aedoromusi, ruaporcukapoamua, MDPH-q,
Oycynbhan, MUIOOPOMAH WM PAAHOAKTHBHEII (hocdop.

LluTopenyKTBHas Teparus B rpyIirne HU3KOro pucka Mmo-
KazaHa MpH TMJI0XO0M MepeHOCUMMOCTH WM YacToi MOTpeOHO-
CTH B TeMOTpaHC(DY3MSIX, IMPOrPeCcCUPYIONIEH CITICHOMeTa-
JIUU, JIEUKOINTO3e, TPOMOOIIMTO3E, COMYTCTBYIOIINX 3200~
JIEeBaHUSX U MHIMBUAYaIbHOM MoTHBaUMU. K repBoii TMHUN
tepanuu WII B 11000M Bo3pacTe OTHOCUTCSI TUAPOKCUMOYE-
BuHa 1 UDH-o. [Tpumenerne MOH-o He comrpoBoxkaaeTcst
MUesiocynpeccueit, He yBeauurMBaeT puck nporpeccuu MIIT
B OMJI, oH sBisieTcs mipenapaTtoM BbiOOpa npu OepeMeHHO-
cTi. B HEKOTOPBIX MCCIIEMOBAaHUSX 3apETUCTPUPOBAHO YBE-
nmyenure pucka OMJI mpu UTMTETLHOM JISUEHUHU, TTOTOMY
CJIeIyeT C OCTOPOKHOCTBIO UCITOIb30BATh THAPOKCUMOUYEBH -
Hy y nanueHToB <60 jeT. Pe3rcTeHTHOCTh K Tepaliyl JaH-
HbIM TIPENapaTtoM MOBBIIIAET PUCK CMEPTEJIbHBIX MCXOJOB
B 5,6 pa3a, MeMaHa BbDKMBAEMOCTH 11OCJIE PA3BUTHSI PE3UC-
TEHTHOCTU cocTaBjisieT 1,2 roma, B TO Xe BpeMs Oosee yem
y yeTBepTH nauueHTos ¢ MI1, monyyaronimx ruapokcumMoye-
BUHY, 0TMeuatoTcst nobouHble 3¢ dextrl (M. Ejorkholm et al.,
2014). ¥V nauueHTOB, KOTOPLIM TpebyeTcst mpoBeaeHue die-
0oTOMUM Ha (POHE HEBO3MOXXHOCTHU MTpUEMa ITMIPOKCUMOYE-
BUHbI, KOHTPOJIb TeMAaTOKPUTA OKA3bIBAETCSl HEaJeKBATHBIM
Ha TIPOTSDKEHUM KOPOTKUX MTEPHOIOB HAOTIOMCHUST.

Bo BTOpOIt TMHUU Tepanuu PeKOMEHIOBaHbI TUAPOKCH-
moueBuHa, MUDH-o, anarpenua uiu oycyabdan. Pykconu-
TUHUO SIBJISIETCS] TIEPBBIM U €TMHCTBEHHBIM 3aperucTpUpo-
BaHHBIM TapreTHbIM MpemnapaTtoM s JedeHust WMIT u npo-
rpeccupytoniero maccuBHoro ¢hubposa. [Ipenapar nokasax
nauveHTam ¢ UT1, kotopasi conpoBOXIaeTCsl pE3UCTEHTHO-
CTBIO K TMIPOKCUMOYEBUHE U/WIN €€ HEMEPEeHOCUMOCTBIO,
a COMIaCHO JICHCTBYIOIIUM PEKOMEHIAMSIM — B Cllydyae pe-
sucteHTHOCTH K MDH-0, /M1 ero HelmepeHOCUMOCTH.

B uccnenoanun RESPONSE y mauuenros ¢ UI1, pe3uc-
TEHTHOCTBIO K TUIIPOKCMMOYEBIHE 1/WIJIN €€ HeTIepeHOCUMO-
CTbIO Tepanusi pyKCOaUTUHUOOM 10 80 Hemenb MO3BOJMIIA
JIOOUTHCSI CTOMKOTO KOHTPOJISL Hajl reMaTokputoM (<45%)
1 YMeHbIIIEHUsT pa3Mepa cefie3eHKU. B 1emom oTmevanach
XOpolast IepeHOCUMOCTb PYKCOTMTHHNOA, 83% TalreHToB
MPOA0JIKAIU TOy4YaTh 3TOT MpenapaTt, MeAraHa JIUTeIbHO-
cti Tepanuu coctaBwiaa 111 Hemenb. Y 80% mauyeHTOB,
TMTOJTYJaBIINX PYKCOJUTUHUO, COXpAaHWIICS CTOMKUI OTBET Ha
JieyeHue. BoNbIIMHCTBO HeXenaTeIbHbIX SBJISHUN COOTBET-
ctBoBasu 1 wiu 2 crenenu Tskectu (A. Vanucchi et al., 2014).

B uccaenosanun III ¢asei RESPONSE-2 na0monenue
ObLIO MPOIOJKEHO 10 260 Henellb, PYKCOJTMTHHUO MPEB30-
mieJl HAWIYYINYI0 JOCTYNHYIO TEPAMNHUIO [0 KOHTPOJIIO remMa-
TOKpHTa 0€3 iedoTOMUIl, MONYIEHHIO MOJHONH IremMaTo0-
THYECKOW PEeMHCCHH, CHIDKEHHI0 00beMa celle3eHKH
M YMEHBLIEHUIO BBIPAXKEHHOCTH cMMNTOMOB. TakuMm 00pa-
30M, PYKCOJIMTHHHO 00JIaiaeT XOpOIeil nepeHoCHMOCThIO
1 3¢ eKTUBHOCTBIO. B 1eJioM 3TH JaHHbIE TOBOPAT O 11eJie-
€000pa3HOCTH MPHMEHEHHSI PYKCOJIUTHHUOA IS JieYeHns
UIIl y nanuentoB ¢ Hed()(PeKTHBHOCTHIO/HEMEPEHOCH-
MOCTBIO THJIPOKCUMOYEBHHDI.

(3]
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