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NMpeaucnoBue paboyen rpynnbl

XpoHu4yeckum mumenouaHbii nemko3d (XMIJI) - goctatouyHO pedko HabmopalWUnes TUM paka KpoBWU U
KOCTHOrO MO3ra, KOTOpbI Ha4YMHaeTCA B CTBOMOBbLIX KMeTkax KOCTHOro mo3ra. CTBOMOBble KMETKM — 3TO
KNeTKN-NpealecTBEHHUKN, U3 KOTOPbIX 00pasyloTca TpU OCHOBHbIE MNUHUM KMETOK KPOBU: NEWKOLUTHI,
apuTpoLUTLl Mnu Tpombouutbl. Ecnn npouecc obpasoBaHWsi KNETOK MO BCEM TPEM KIETOYHbIM JIMHUAM
HapyLLaeTcs, 1 BbipabaTbiBaeTCH CNULLKOM MHOIO nerkouunTos, pa3suBaetcs XMJ1. Co BpemeHeM kneTtku XMJ1
3aMeLLaloT HopMarnbHbIe KIETKM B KOCTHOM MO3re, YTO HE NMO3BOMSET KOCTHOMY MO3ry NpOM3BOAUTL 300POBbIE
knetkn kposu. [lo Mepe mnporpeccnpoBaHus 3aboneBaHWs KONMMYECTBO HOPMAsbHbIX  JIEAKOLUTOB
yMeHbLLaeTcs.

B TeueHne XMJ1 BblgensatoT Tpu dasbl:

XpoHuyeckaa ¢pasa (X®P) - HayanbHas cTagusd, Ha KOTOPOW OpraHM3m MPOU3BOAMT CIIMLUKOM MHOIO
nenkoumToB. ATa pasza MOXET ANUTBCS OT HECKONbKMUX MECSILEB A0 HECKOMbKUX NeT. B TeueHne aton dasbl
KIMHUYECKue nposiBneHnst obbIMHO OTCYTCTBYHOT UMM MMEKOTCS NErkMe CUMMTOMbI, KOTOPbIE YeNTOBEK MOXET
MonpocTy He 3aMeTUTb.

®daza akcenepauuu (®A). B otcytctBue neveHusa knetkm XMJ1 npeTepneBaloT AOMNOMHUTENbHbIE
ononornyeckne namMeHeHus1, n 6onesHb MOXEeT NepenTn Ha Gonee NO34HKK CTaguio.

®daza 6nactHoro kpusa (B®). Ha aton ¢ase B kpoBu unm KocTHOM Mo3re cogepxutca 20% wnn Gonee
HespenbIX NenKko3HbIX (pakoBblX) KMETOK, Ha3biBaeMblx 6nactamn, 6GonesHb nporpeccupyet, n obuiee
CaMO4YyBCTBME MauMeHTa yXyaLaeTcs.

B HopMme y YenoBeka Kaxaas KrneTka cogepXut 22 napbl XpOMOCOM 1 [IBE MONoBble XPOoMocombl (XX unu XY). B
KaXaon XpOMOCOME UMeTCs Thicaun reHoB. B knetkax XMJ1 yacTe XpOMOCOMbl 9 COEOUHSIETCS C 4acTbio
XpOMOCOMbI 22. 3TO NpuBOAMT K 0BpasoBaHMIO Tak HasbiBaemon dunagensguinckon (Ph) xpomocomsbl. B
pesynerate Yactb reHa ABL 1, KOTOpPbIN ODbIYHO HAaXO4MTCHA B XpoMocoMe 9, npucoeauHsieTcs K Yactu reHa BCR,
pacnonoXxeHHoOro B xpomocome 22. B pesynerate B xpomocome 22 obpasyerca aHomanbHbii reH BCR-ABL.
OTOT reH KOHTpONMpyeT Mpov3BOACTBO Oenka nog HasBaHMEM TUPO3WHKMHA3a. TUPO3MHKUMHAa3bl MOMOrakoT
KrneTkam OenuTbcs U pasmHoxaTbcs. OgHako aHOMarbHbIV FeH MPOM3BOAUT TMPO3VHKMHA3Y, KOTopas 3acTaBnseT
KINeTKW, NPEUMYLLIECTBEHHO NENKOUUTLI, GECKOHTPOMNBLHO AenuTbes. JleyeHne, HanpaBneHHoe Ha brokMpoBaHue
3TON aHOMarbHON aKTUBHOCTU TUPO3MHKMHA3bI, MPOM3BENO peBontoLmio B neveHnn XMJ1.

EBponenckaa ceTb no usy4veHuro nenko3oB European LeukemiaNet (ELN) Bnepsbie npepocrtasuna
pekomeHgauum no nedeHuto XMI1 B 2006 roay. MosaHee ELN nyGnukosana o6HOBNeHUs pekomeHaaunin- B
2009, 2013 n B 2020. MNMocnegHue pekomeHaaumn ansa B3pocnbeix naumeHToB ¢ XMJ1 6binn cornacoBaHbl 34-Ms
cneunanuctamm no XMJT ns Eesponbl, Amepurka n A3natcko-TMXOOKeaHCKOro permoHa, Kotopble onupanuch Ha
Hay4yHble [aHHble, NONyyYeHHble Ha MOMeHT nybnukauuu. ELN nogrotoBuna pekoMeHpauuum Ang Bpaden u
naumMeHToB, KOTOPbIE€ NPU3BaHbI yNy4dlWnTb NoHMMaHue XMI1.

O6HoBneHne pekomeHaaumn ELN ot 2020 roga ctano Bo3MOXHbIM Bnarogaps paspaboTke HOBbIX BapuaHTOB
neyeHuns 6onesHn. B yactHocTh, 66N 0go6peH NepBbIN AXEHepPUK UHrMbnTopa TnposuHkmnHasel (UTK). Takke
BBEJEH HOBbIN NokasaTenb AOArocpovHor BbbkuBaemoctu (ELTS) n onpeaeneHsl HOBble dhakTopbl pucka. B
nocnegHux pekomeHaaumax 6Gonee noopobGHO onucaHbl AuarHocTU4eckMe TecTbl. [1o BO3MOXHOCTU
peKoMeHOyeTC MOHUTOPUHI peakuMuM Ha JleYyeHue C MOMOLLbH KONMMYECTBEHHOW MOMMMEPAa3HOW LEMHON
peakumm (MUP). Ona HeKkoTOpbIX MAUWEHTOB, Y KOTOPbIX WMEETCS BO3MOXHOCTb YacTO MpPOXOAUTb
BbICOKOKAYECTBEHHbIN MOMEKYNAPHbIA MOHUTOPWHT, LENbl0 NIe4eHUsl CTaHOBUTCH MpekpalleHve Tepanuu c
coxpaHeHuem pemuccum 6e3 neveHusa (PBJT). Takke onybnvMkoBaHbl HOBblE pEKOMEHAALMM, Kacarlimecs
BONPOCOB NNaHNPOBaHNS CEMBMU.

Mbl 0606wWwmnn pekomeHgauum ELN, koTopble nauneHTbl MOryT MCMONb30BaTh Ans obcyxaeHnss 3abonesaHuns
N BapuMaHTOB feYeHWst co BpadoM. ITOT CBOAHLIA 0630p nogroToBuna paboyas rpynna 3aliMTHUKOB
WNHTEPECOB NaLWEeHTOB:

e [eHuc Koctenno, (npeaceparens paboyen rpynnel), CeTb 3aUTHUKOB UHTEpPeCcOoB nauuneHTos ¢ XMIJ1

e SH Manccnep, CeTb 3aWMTHMKOB MHTEpecoB naumeHToB ¢ XMJ1 / LeukaNET, Nepmanus

e Tunopa Wapd, CeTb 3aWMTHUKOB MHTEpecoB naumeHToB ¢ XMJ1 / N3paunbckasa opraHusaumns naumeHToB
¢ XM, Napaunb

e fHa lNMeny4yoBa, opraHnsaumnsa Diagndza leukemie, Yeluckasa Pecnybnuvka

e ®enuye bombaum, opraHmsauus Gruppo AlL Pazienti LMC, Utanus

KopHenusa bopoBuyak, LeukaNET, NepmaHus

Puta KpucteHceH, LYLE - OpraHnsaumnsa nauneHToB ¢ numdomon, nenkosom n MAC, OaHus

Enena YyrypoBuu, Accoumaumna XMJ1 Cepbumn, Cepbus

3ak NMNembepToH-Yantnu, opraHmsaumusa Leukemia Care, CoegmHeHHoe KoponeBcTBo Benvkobputanum
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CBopHbI 0630p NPOBEPEH CrieayLwMMy crneLmanmcTamm:;

Mpod. Anapeac Xoxxayc, Universitatsklinikum Jena, Mena, Ffepmanus

Mpodeccop PpaHcya-KcaBbe MaxoH, YHuBepcutet bopao, dpaHums

Mpod. Oxy3enne Canbo, TypuHcKuiA yHnBepcuTeT, tanus

Mpod. Dxepanba Paguy, LieHTp nccnenoBaHus paka ®pega XardunHcona, Cuatn, CLUA
e T[pod. NMua PaaHaHuu, MeguuuHckuin LeHTp M. PabuHa, MNMeTtax-Tukea, N3paunb

BBeageHue

B nocnegHue rogbl nevyeHme XpoHUYeckoro muenougHoro newnkosda (XMJT) 3HaunTenbHO mM3mMeHwnocb. U3
cmepTtensHoro npurosopa XMJ1 npespatunca B ynpaensemoe 3abonesaHue. BonblWMHCTBY nNaUMEHTOB
NMOMOratT BbICOKO3(h(peKTUBHbIE NpenapaTthl, Ha3biBaemble UHrMOUTOpamn TuposnHkuHasbl (MTK). CeroagHs
yXKe MMEeeTCs HECKONbKO Takux npenapatoB. O4HaKo fevYeHne OCTaeTcs OPOroCTOSLMUM U MOXET MPUBECTU K
pasBUTUI0O OCNOXHEHWW. [losTomMy 3aHumaTbes nedeHvem XMJ1 OOSMKHbI TONMbKO Bpayvu, npollegwme
crneumanbHylo NOAroTOBKY M NOHMMaoLMe 0ByYeHHbIe KOHKPETHbIE NOTPEBHOCTM KaXKAoro naumeHTa.

XMJ1 B XpoHuyeckon ase 3a4acTyld XOpOLIO noJgaeTcs flevYeHuo, M NauueHTbl AOCTUrarT MoyTu
HOpPMarnbHON MPOAOIKUTENBHOCTM KU3HWM. HekoTopble M3 HUX MOryT MOMy4MTb CTaOWnbHbBIN Iy6oKkun
MonekynspHbii otBeT (TMO). 3Tu nauueHTbl Takke MOryT npekpatutb npuem VTK n NpogomknTb xuTb 6e3
nekapcTB, TO €CTb C coxpaHeHueMm pemuccun 6e3 nedenus (PBJ1). OTa TepaneBTnyeckas uenb OOCTYMHa
NVLWb HEMHOTMM NauMeHTaM, Yy KOTOPbIX €CTb BO3MOXHOCTL Nosy4yatb 3pdeKTUBHbIE NIEKapCTBa M MPOXOAUTb
MOHUTOPWHI COCTOSIHUSA. [ns 60nbLUMHCTBA NaUVMEHTOB OCHOBHbIE TepaneBTUYECKUe Lienu BKIoYatloT B cebs
OoCTkeHne bonbLioro monekynspHoro oreeta (BMO) 1 HOpManbHOM BbPKMBAEMOCTH.

Ll,uarHocmquKwe npoueaypbl

[na nogTeepxxaeHna guarHoda XMJT npoBoguMTcs HECKONbKO TECTOB 1 06CcrneaoBaHui.

e MeguMUMHCKNA OCMOTpP - Bpad ocMaTpuBaeT NaumeHTa, B YaCTHOCTW, ONs OnpedeneHnsa pasmepa
ceneseHku n nedveHn. Y naymeHtoB ¢ XMJ1 ceneseHka MOXeT ObITb yBEeNnuyeHa.

e [onHbIN aHanNu3 KPoBMU - KPOBb GEPETCSA M3 BEeHbl PYKU AN OLEHKM COAEPXKaHUs PasnnyHbIX TUMOB
KINETOK KPOBU U UX KOJMYECTBa.

e LuTonornyeckoe u LUMTOreHeTMYECKOE MCCreQoBaHMe - C MOMOLLLIO NOMON UMbl AenaeTcsa 3abop
KNEeTOK KOCTHOro Mo3ra (acnupaTt KOCTHOro mMo3ra). 3TOT TeCT No3BONSET Bpayy onpeaenutb popmy
N (PyHKUMIO KNETOK KPOBWM B KOCTHOM Mo3re u ctaguto XMJ1. Bpau Takke moxeT caenaTtb 3abop
HebOonbLIOro KycO4ka KOCTHOW TKaHW [ANs MPOBEpPKM Ha HamuuvMe OrnacTHbiX KrneTok (6uoncus
KOCTHOro moasra). [lpucyTtcTBme GnacTHbIX KIeTok B obpasue KOCTHOW TKaHM ykasbiBaeT Ha TO, 4TO
naumeHT OTHocuTCA K rpynne Gonee BbICOKOro pwucka. KneTkm KOCTHOro Mo3ra uccregylTcs ¢
NMOMOLLIbIO LMTOreHEeTUYeCcKoro aHanu3a. [ns BbisBneHuss punagens@UMCKon XpoMOCOMbl U OPYruX
XPOMOCOMHbIX aHOMasnun, ykasblBaloLmnX Ha NauueHToB ¢ Boree BbICOKUM PUCKOM, PeKOMEeHOYyeTcs
nposectn audcpepeHunanbHoe okpawmBaHue xpomocom (JOX). Eile oanH TeCT, M3BECTHBIN Kak
c¢nyopecueHTHaa rubpuamusauums in situ (FISH), cnegyet nposogutb, ecnu Obin naeHTMULNMPOBaH
BCR-ABL(reH npu XMJ1), HO npu aToM unagenb@UINCKylo XpOMOCOMY He CMOrnuM OBHapyXutb C
MOMOLLBIO OPYIUX LUTOrEHETUYECKUX aHanM30B 1 ecnu kadectBeHHasd MNLUP HegocTynHa.

e KauectBeHHass nonumepasHasa uenHas peakuus (MLUP) - 3TOT BbICOKOYYBCTBUTENbHLIA TECT
obHapyxvnBaeT BCR-ABLB KpOBWU UM KOCTHOM MO3re. TecT npoBOAAT BO Bpems guarHocTukn XMIJI.
lMocne atoro penatoT konumyecTBeHHbI [MLUP-TecT. KonunuecTBeHHble pesynbraTbl TecTa cnyxart
3TaNloOHHLIMM 3HAYEHUSIMU U UCTMONb3YTCS AN1S OLEHKM n3meHeHun konuvectBsa BCR-ABL1, y4ToObl
rapaHTupoBatb 3(pEKTUBHOCTL fleYeHUs.

e Onektpokapauorpamma (IKI) - anekTpuyeckne curHanbl cepgua 3anucbiBalTCs ANs BbISBIEHUS
cepAeYHbIx 3aboneBaHNiA U OTKIMOHEHWIA B NepeAade KapanocurHanos.

e Buoxmmmnuyeckumn ﬂpOCbVI.ﬂb KpOBU - CTaHAapTHbIE TECTbl NPOBOOATCA Ha o6pa3u,e KpOoBWU, B3ATON 13
BEHbI. 3aTem pe3ynbraTtbl CpaBHMBAKOTCA CO CTaHOAPTHbIMU 3HA4YE€HNAMK 300POBOIO 4YernoBeKa.

Bpauy mMoxeT Takke MOMNpPOCUTb Bac NPOWTU ApyrMe AuarHocTUYeckue npoueaypbl. OTO 3aBUCUT OT BalMX
MELMULMHCKUX NOKa3aHWiA, UCTOPUM BONE3HN 1 Hanuuus Apyrux sabonesaHuil.
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XMIJ1 B pa3HbIx rpynnax HaceneHus (anunaemMuornorus)

XMIJT moxet 3abonetb nobon vyenosek nobon Bo3pacTHONW rpynnbl. B 3anagHbix cTpaHax naumeHTbl ¢ 3TUM
3abonesaHveM B cpegHeM ctapule ( 50 net n 6onblue). B Adpuke nnmn Asun XMJ1 yawe Bctpevaetca B bonee
MOMOAbIX BO3PACTHbIX Fpynnax, BKoYas 4eTen 1 nogpoCcTKOB.

B neyeHun XMJ1 BaxHOe 3HayeHMe MMeeT BO3pacT NaUUEHTOB, U e€ro crnefyet yduTbliBaTb NPU NPUHATUM
peLleHus o nedvyeHun. MNoxunsle nauneHTbl Yalwe umeroT u apyrue, kpome XMIJ1, 3aboneBaHus. Y mMonoabix
NauVeHTOB KIMOYEBbIMU (hakToOpamMun Mpu NPUHATUN PELLEHUSI O NIEYEHNN SBNSAIOTCA BOMNPOCH! NlaHMPOBaHUSA
ceMbu 1 GepemMeHHOCTH.

I'IporHocmquKwe (baKTOpbl B MOMEHT NOCTaHOBKU AnarHo3a

Bo Bpemsa noctaHoBku anarHosa XMJ1 Bo3pacT nauumeHTa, pa3mep ceneseHkn u apyrue nokasarenu, Takme Kak
KOMMYeCcTBO KMETOK KPOBM, MOTyT NOBMMATL Ha TO, Kak nNaumeHT Byaer pearmpoBaTtb Ha fevyeHne C NoOMOLLbIO
UTK. 3Tu nporHocTuyeckne cpakTopbl crneayet OLEHUTb [0 Hayana nekapcTBEHHOW Tepanuu.
MporHocTuyeckne hakTopbl UCMOMb3YHTCA ANA pacyeTa OLUEHKM OTHOCUTENBLHOMo pucka nauueHTa. 3HaHue
OLEHKMN prCKa NMOMOXET NaumneHTy 1 Bpayy BelbpaTb Hanbonee nogxogsawmmn Bua Tepanmu.

Ona pacuyeta pucka nporpeccupoBaHus 3aboneBaHMs U OLUEHKM BbbkMBaeMocTu naumeHtoB ¢ XMIJI
ncnonb3oBanncb Tpu nporHocTuyeckne cucrtembl: Sokal, Euro m EUTOS. YerBeptas cuctema, 6onee
crneumduyeckas Lwkana gonrocpodHon BebkmBaemocTn ELTS, Obina paspabortaHa B 2016 rogy. CneunanucTbl
ELN pekomeHayloT ucnonb3oBaTb HoByk LWwkany. Wkana ELTS He yunuTbiBaeT netanbHble crnydan, He
cBsizaHHble ¢ XMJ1, B Hel yumTbIBaeTcs TONMbKO puck cMepTn ot XMJ1. 3To cBA3aHO ¢ TeM, YTO y BonbLUMHCTBA
CEeroAHALLIHUX NauNeHTOB NPOLAOIMKUTENBHOCTb XU3HN 6rmM3ka K HOpManbHON U OHW He ymuparoT ot XMJ1.

Opyrvue nporHocTnyeckme akTopbl, KOTOPbIE NPYHMMAIOT BO BHUMaHWE BO BPeMS NMOCTaHOBKM AvarHo3a XMIJT,
Takke MOryT MOBMWATb Ha pe3ynbraT fle4eHus, NO3TOMYy MX crieqyeT TwaTenbHO KOHTponupoBaTb. K aTum
dakTopam OTHOCATCHA copepxaHue ¢ubpo3a B obpasue acnupata KOCTHOrO Mo3ra W OOMOMHUTENbHbIE
XPOMOCOMHbIE WU3MEHEHUs1 (TaK HasbiBaeMble [OOMOMHUTENbHbIE XPOMOCOMHble abeppauun unu [OXA) B
Knetkax ¢ punagensunckomn XxpoMOCOMOMN.

Onpe,qeneva oTBEeToB Ha Jie4yeHune

Llenbto neveHus ¢ nomouwbio TKU saBnsietcs goctwkeHne pemuccun 3aboneBanud. lMpu XMJT oTeeT Ha
neyeHne oLEHUBaETCHa NyTeM namepeHusa konuvectsa konun BCR-ABL(1Have Ha3biBaeMbIX TPaHCKpUNTamu).
PasnuyatoT cnefyioLme ypoBHM oTBeETa:

e [MonHbin remaTonornyeckumn oreeT (MMO) - KONNMYECTBO KNETOK KPOBU HOPManM30Basriocb. AHanmabl
KPOBM HE MOKa3blBAKT Hanuuus Heapernbix nenkountoB. Kpome Toro, ecnu cerneseHka M3HayasrbHO
Obina yBenuyeHa, ee pasMep Takke HopManuayertcs.

e [lonHbin untoreHetnyeckmn oteet (MLO) - uMTOreHeTUYECKUA aHanNM3 KNETOK KOCTHOro Mo3ra He
MoKasbIBaeT KaKMX-NMOO KIETOK, HECYLLMX brnaaenbpUncKyto XxpoMOCoMYy B, MO MeHbLuen mepe, 20
MeTadhasax (MeTadasbl ABNSATCA CTagmen B NpoLecce KNeTOYHOro AeneHus).

e bBonblwon MonekynsapHbin otBeT (BMO) - konndecTBeHHbIN TecT MNLP Bce ele MoxeT obHapyXuTb
npucytcteBne BCR-ABL1, HO Ha Gonee Hu3koM ypoBHe (Hmxe 0,1%). 3To cuuMTaeTcd OTNIUYHBIM
OTBETOM.

e [ny6okun monekynsapHbin otBeT (FMO4 mnnu NMOA4.5) - tect MNUP Bce ele moxeT obHapyxuTb
BCR-ABL1, HO Ha 04eHb HM3KOM YPOBHe, Brin3koM K HXHeMy npegeny obHapyxeHusa (BCR-ABLHuxe
0,01% gna MO4 un Huxe 0,0032% pna MOA4.5). HekoTtopble nabopaTopuu, KOTOpble HE MOTyT
06HapyxuTb BCR-ABLHa TakMx HU3KMX YPOBHSX, OMUCLIBAOT ©OOMe3Hb Kak MOMeKynspHo
HeobHapyxusaemyto. JlabopaTopum [OMKHbI YyKasblBaTb YYBCTBUTENbHOCTb cBoero [1LP-TecTa.
MoxHo obHapyxuBaTb ypoBHU BCR-ABL 1, He npeBbiwatowme 0,001% (cm. Tabnmuy 1).

MonekynspHbIi OTBET U3MEepAeTcs CTaH4apTU30BaHHbIM cnocoboMm B cooTBeTcTBUM C MexayHapoaHoum
wkanon (ML). B nabopaTtopun oueHmnBaeTcst konuyecTBo konuii BCR-ABLNO OTHOLLEHUIO K KONMYECTBY KOMUiA
3TanOHHOro reHa, kak nokasaHo B Tabnuue 1 (ABL1 B KayecTBe KOHTPOMbHOIO reHa Wnu Konuu Apyroro
MeXAyHapoa4HO NPU3HaHHOIO KOHTPOMBHOO reHa, HanpumMep, reHa GUSB).



CML AdvocatesNetwork

Ta6nuua 1.
. 10 000 ABLA1 10 000 ABLA1 100 000 ABL1
Mmoo OO 20000 24000 AT 240 00
pasu GUSB GUSB GUSB
Konun atanoHHoro reHa BCR-ABL no <01% <0,01% <0,0032% <0,001%

Me>|<,u,yHapo,u,H0|7| LiKane B npoueHTax
< 03Ha4yaeT MeHbLLUe Unu paBHO

MOHVITOpVIHF, oTBeT Ha Nnne4YyeHne u OCHOBHbI€e 3Tanbl MOHUTOPUHIA

Bpau npoBoauT MOHUTOPUHT OTBETa naumeHTa Ha Tepanuio TK ¢ nomoLLbio nccnenoBaHunin (Kak nokasaHo B
Tabnmue 2). HekoTopble NaumMeHTbl OTBEYAKOT Ha Tepanuio, B 3TOM CIlyYae Ux fievyeHune npogornkaetcs. [pyrve
NnauMeHTbl He MOKa3biBalOT OMTUMANIbHOrO OTBETA Ha Tepanuio UMW Xe OHU CTaHOBATCS PE3NCTEHTbIMU K
npuHumaemomy WTK. Takme naumeHTbl HYXXOAQlOTCA B CMeEHe feveHud. HakoHel, HeKoTopbiM nauueHTam
MOXET NoTpeboBaTbCs CMEHa neyYeHnst U3-3a HenepeHOCUMOCTM NPUHMAaEMOro npenapara.

Bo MHOrmx ctpaHax yxe npumeHsieTcs apeKkTMBHOE MOreKynsapHoe TectupoBaHue. o 4oCTUXEHUN NOMHON
LUMTOreHETUYECKON PEMUCCUMM LIMTOrEHETMYECKOE MCCreoBaHMe N9 MOHUTOPUHIa OTBETa Ha JeyeHue
bonblue He Tpebyetca. [ing noacyera konuyectsa BCR-ABLB KpoBM MO BO3MOXHOCTM CriefyeT UCNonb30BaTh
KonuyecTtBeHHyto MNMUP.

Ta6nuua 2.

Kaxxable 2 Hegenu oo OOCTUXKEHMS NOSTHOrO remMaTosiormyeckoro oteeTa. B HEKOTOPbIX
cny4vaax MoXeTt I'IOTpe6OBaTbCF| ©onee 4acTbin aHanu3.

AHanusbl KpoBU

KonunuyectBeHHas MNUP:

He pexe ogHoro pasa B 3 Mecslua, gaxe nocne JOCTWKeHUsa n nogreepxaenna MO.
B HekoTopbIXx crydasx MoXeT noTpeboBaTtbcsa 6onee YacTtoe uccnegoBaHume.

MonekynsipHoe
uccnegoBaHue

OudbcepeHumanbHoe okpawmBaHme xpomocom ([OX):

cnefyeT NPOBOAMTbL TOMBKO Y NALMEHTOB C HEOObIYHBIM OBOMEHOM reHeTUYECKUM
MaTepuanom Mexay XpoMocomamu (Tak HasblBaeMble aTUNUYHbIE TpaHCokauum), ¢
peaknmmn nnu HeobbluHbIMK konusamn BCR-ABL 1, KOTOpble HEBO3MOXXHO OLEEHUTL C
NomolLLbLo KonuyecteeHHown MNMUP. 3To Heobxoanmo, YTOBbl UCKNIOYNUTL
[OMNOMNHUTENbHbIE XPOMOCOMHbIE aHOMAanNuK y NaLneHToB, HE pearmpyoLmx Ha
neyeHne NnNu pe3nCTEHTHbIX K HEMY, UMK Y NaLMeHTOB, Ybs Bone3Hb NnepexoauT B
azy akcenepauumn unu gpasy 6nactHoro kpuaa.

dnyopecueHTHas rubpmamusaumsa in situ (FISH):
MOXeT noTpeboBaTbCsi Y NAaUUEHTOB C HEOObIYHLIMWU TPAHCKpUNTamu cnusHusa BCR-
ABL.

LinToreHeTu4eckoe
uccrnegoBaHue

HoctmwkeHne BMO cuntaeTcs OTNUYHBbIM OTBETOM Ha Tepanuio. OQHaKo peMuUccust - 3T0 He TO XXe caMoe, YTO
nsneyeHve. [Jaxe ecnu aHanu3bl He OOHapyxuBalT Hukakmx cnegoB XMJ1 B kneTtkax, 6ones3Hb MOXeET
BEpPHYTbCA. BOT moyemy Tak BaXeH MOHUTOPWUHI COCTOSIHUSA nauueHTa. VMHorga naumMeHTam MNpUXoauTes
NPOAOIMKUTL NN JaXe CMEHUTb JIEYEHUe.

[nsa oueHkn 3 HEKTUBHOCTU NTIEYEHUS NCMOMB3YHOTCA criegyowme atanbl MOHUTOPUHTa:
e OnTumManbHbLIN OTBET O3HAYaET, YTO JlIeYeHMe MPUBOAUT K CHWKeHUo konmdectBa BCR-ABL1, kak
nokasaHo B Tabnuue 3. CneayeTt Npoaomkntb TEKyLLEe neveHue.

° I'Ipe,qynpe)K,quMﬂ - MPU3HaKn TOro, 4YT1o 3aboneBaHne He NOOOAETCS NIEYEHMIO, KaK OXnaanocs. Bpaq
MOXeT Yalle NpoBoaAnTb UccrnegoBaHnA, 4YTOObI pewnTb, HYXXHO NI UBMEHUTb Mi1aH NevYeHns.

e Heypaya o3HayaeT, 4YTO flevyeHue, BeposiTHee BcCero, He addekTMBHO. [aumMeHT M Bpay LOMKHbI
06cyanTb BO3MOXHbIE BapuaHTbl UIBMEHEHUS NNaHa neyeHus.

B Tabnuue 3 nokasaHbl OCHOBHbIE 3Tanbl MOHUTOPUHTa U YPOBHK oTBeTa npu XMIJI.
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Tabnuua 3.

OnTumManbHbIN OTBET MpeaynpexaeHus OtcyTtcTBUME 3hdekTa

JononHuTenbHble XpOMOCOMHbIE
Mpwn He Np1MEHSIeTCs Ha AAHHOM abeppauum BbICOKOro pucka
nocTtaHoBKe sTane (OXA) B kneTkax ¢
AwnarHosa dumnagenbUICKon XpOMOCOMOW.
Bbicokuii puck no wkane ELTS

He npumeHsieTca Ha gaHHOM
aTane

BCR-ABL> 10% B TecTe NLIP npu

Hepes 3 BCR-ABL<10% B TecTe lMLP BCR-ABL> 10% B Tecrte lNLP noaTeBepXaeHun B Tevenne 1-3
Mecslla mecsLeB

Yepes 6 0 o .

MecALeB BCR-ABL<1% B Tecte MNUP BCR-ABL> 1-10% B TecTe NLP BCR-ABL> 10% B TecTte NLUP
Yepes 12

MecsiLeB BCR-ABL<0,1% B Tecte LIP  BCR-ABL> 0,1-1% B TecTe lNLP BCR-ABL> 1% B8 Tecte lLIP
B BCR-ABL> 1% B TecTe MLP
panbHeunLwwem MyTaummn peancTeHTHoCTH

1 B no6omn ., BCR-ABL>0,1-1% B Tecte MLP = [JononHutenbHble XpOMOCOMHbIE
MOMEHT BO BCR-ABL<0,1% B Tecte LP Motepsa < 0,1% (BMO) * abeppauum Bbicokoro pucka (IXA)
Bpemsi B KneTkax ¢ domnagenbguinckomn
nevyeHus XpOMOCOMON

* Motepsa BMO (yposeHb BCR-ABL> 0,1%) Takke ykasbiBaeT Ha Heyaady nocne PBJI.

Y naumeHToB, nbiTaloWwmxca goctnyb PBJl, onTuManbHbIi OTBET (B M0BOM MOMEHT BpeMeHW) COoCTaBnsaeT
BCR-ABL< 0,01% (MO%).

Ecnu cnycts 36—48 mecsiueB neyvenust naumeHT He goctur BMO, MOXHO pacCMOTPETb CMEHY FEYEHNS.

CoBpemMeHHble meToabl nedyeHusa XMIJ1

ELN npenoctaBnsieT KOHKpeTHble pekomeHgauun no nedenunto XMJ1. Beibop nedyenHus 3aBucuT OT cTagum
3aboneBaHus n ocobeHHocTterr XMJ1 Ha MOMEHT MOCTaHOBKM AmarHo3a. Bpau Takke oueHMBaeT ypoBeHb
pucka, obLiee COCTOsIHME 300POBbS MauMeHTa M NPUHMMAET B pacyeT Hanuuve gpyrux 3abonesaHui. [pu
BblbOpe Haubonee noaxosilen Tepanun yYUTbIBAKOTCA LEenn NevYeHus, HO KOHKPETHbI BapuaHT Tepanuu
MOXET OTnu4aTbca oT pekomeHaaumn ELN. Bpauy Takke npuxoamTca npuHMMaTh BO BHUMaHUe hakT Hanmums
onpegeneHHbIX TEKapCTB U NPUEMSIEMOCTb UX LIEHbI.

Llenn neyeHust MOryT MEHSITLCA C TeYeHMeM BpeMeHU. [na HeKoTopbIX NAaLUVEHTOB TaKoW LIEeNblo MOXET BbiTb
HOpMarbHas BbKMBAEMOCTb MM XOPOLUEe Ka4eCTBO XXU3HW C HEBOMbLLUM KONMYeCTBOM NoGOYHbIX 3 deKkToB
Unn nerkuMm noboyHbIMK achdpekTamu. Y Apyrux NauMEHTOB XenaTerbHbIMU Lensamu Tepaniu CTaHOBUTCS
JOCTVKEHWNE CTabMIbHOrO rMyGOKOro MOJIEKYSPHOTO OTBETA U NpeKpaLleHne npuema nekapcTs.

JleyeHne XMIJ1 onpegendeTca B COOTBETCTBUM C NOPAOKOM, B KOTOPOM OHMU 00ObI4HO Ha3Ha4valTCH: nepsas
NMNHNA (yKa3bIBaeTCF| KaK nepBas nMMHNA Tepanmnn nocre noctaHoOBKU ,qmarHosa), BTOpad JIMHUA, TpeTbA NINHUA,
yeTBepTada NIMHNA N NATaa NMNHNA.

Tepanus nepBoOn NUHUMK

Mauventam ¢ cumntomamn XMJ1 unu BbICOKMM YPOBHEM NENKOLIMTOB MOXHO Ha HEMNPOAOIMKMUTENBHOE BPEMS
Ha3HaunUTb MMOPOKCUMOYEBUHY, Noka auvarHo3 XMJ1 He ByoeT noaTBepXOeH reHeTUHEeCKUMM TeCTMPOBaHMEM.
MapokcumMmoueBmnHa - NnepoparbHbIN XMMUOTEPaNeBTUYECKUIA Npenapar, CHUXKALWMIA KONMNMYEeCTBO NENKOLMUTOB.
MMapoKCUMOYEBUHY MOXHO Ha3HayaTb 0o Hadana UTK - Tepanuu nepBom nuHuK.

MexaHnsm gericteusa UTK 3akniovaeTrca B 6GNOKMpPoOBaHMU akTUBHOCTU TUPO3WHKMHA3kI, Npoayumnpyemon BCR-
ABL - reHom, BbidbiBatowwero XMJ1. Mpenapatel UTK moryT cBectn GonesHb K MUHMMYMY, BOCCTaHOBUTb
300pOBbE U XOpOLLEe KayeCTBO XM3HU. HekoTopble NauMeHThbl Aaxe JOCTUraloT HeobHapyXXnBaemoro ypoBHS
BCR-ABL, 4to no3BonsietT UM npekpatuTb npuem UTK.
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Heckonbko UTK yxe opobpeHbl And Tepanuu NepBOM NWHUM W MNOCTYNUNU B nevebHble yypexaeHus
BonblMHCTBa cTpaH. OnTuManeHbi Belibop UTK onpepensietcs npodmnem 340poBbs NauueHta v uensmu
Tepanuu, yCTaHOBIEHHbIMW COBMECTHbIM pelleHMeM naumeHTa u Bpaya. Bo Bpemsi GepemeHHOCTU He
paspeluaeTcs (MpoTUBONOKasaHo) NpuHMMaTh noboie UTK.

MmatnHunb (Glivec® unu Gleevec® unu gpxeHepuk)

MmatnHmb 6bin nepebiM UTK, paspabotaHHbii anga nedernnst XMJ1. MNMoatomy oH HasbiBaetca NTK nepeoro
nokorneHus. MimatuHub Takke SABNSieTCs npenapatom nepsor nuHuM Tepanun XMIJI. JledeHne vmatuHuGom
OaeT xopowne pesynbratbl U HOPMarnbHY NPOOOIMKUTENBHOCTb XU3HN Y BonblnHCTBa naumeHToB ¢ XMIJL.
Mocne 1 ropa nedeHuns 20% - 60% nauueHTtoB gocturnn BMO, a uvepe3 5 net nedeHus - 60% - 80%.
MpumepHo 35% - 70% naumeHToB MOryT goctnyb MMO (FMO4 unu Bbilwe) yepes 5 net neveHus. B uenom ot
90% [0 95% naumeHToB BbKUNKN Yepe3 5 net u 0o 85% Obinu xumBbl Yyepes 10 nerT.

CraHgapTHaga gosuposka npu xpoHundeckon ¢ase XMJ1 coctaBnset 400 Mr oamH pas B CYTKU, HO MOXET BbiTb
ymeHblleHa 0o 300 Mr, ecnu AOCTUTHYT ONTUMAarnbHbIA OTBET M MauMeHT MMoXo nepeHocuT mmatuHub. [Ons
naumeHToB B (pase akcenepaumm MOXHO B3BECUTb BO3MOXHOCTb [o3upoBku 400 Mr gBa pasa B CYTKW.
MauneHToB, Nepexopsalme Ha 6onee no3gHow ¢asdy 3abonesaHnst BO BpeMsi npueMa umatuHmuba, crnenyet
nepesectu Ha WTK BTOporo nokoneHus. Y naumeHToB, gocturumx BMO npu nedyeHnn wnmatuHMOOM,
0031MpoBKa MOXET BbITb CHUXeHa (cMm. Tabnuuy 4).

[laHHbIX O MPOTUBOMNOKa3aHUAX Y MNALMEHTOB K MPUeMy UMaTMHMGa 1 06 onacHbIX AN XU3HU OCIIOXHEHUSAX He
nmeeTcs. OgHako criegyeT NPOBOAWTL TLlaTerlbHOoe HabrogeHWe 3a COCTOSIHMEM MaUMEHTOB C HapyLUEeHWEM
(yHKUMM cepaua WM Moyek. Y HEKOTOpbIX MNauWeHTOB, MPUHMMAOWMX WMMaTUHUG, MOryT BO3HMKaTb
MbILLEYHbIE CYA0POrN U YYBCTBO yCTanocTu (yTomnsiemocTu). Takke coobLianock 0 HaKoMMEHUN XUOKOCTU B
opraHusme, XenynoovHO-KULEYHbIX CUMMTOMax, Gonsx B cycTaBax M KOXHOW CbilMW. OTU CUMMNTOMbI MOTYT
MCYE3HYTb Yepe3 HEeKOTOpPOe BpeMsi MMM Mocrfie TOro, Kak MauueHTbl Ha HEeKOTOpoe BPEMsS MepecTaHyT
NPYHUMAaTb UMaTUHNG.

[aszatnHub (Sprycel®)

HasatmHub ©6bin paspabortaH nocne wumatuHWba, MMeeT Apyrov BGUOXMMWYECcKMA Mpodunib U MNO3TOMY
HasbiBaeTcs UTK BTOporo nokoneHus. [asatmHMb MOXHO MCMONb30BaTh B KayecTBe Tepanuu nepeon NuHUM
npy XMJ1. OH oka3sbiBaeT 6onee cunbHoe BO3OENCTBUE, YEM UMATUHMO, 1 MOXET BbI3blBaTb 6onee GbICTPbIN 1
rmybokuin OTBET, TOrda Kak BbPKMBAEMOCTb MAUMEHTOB, MPUHMMAaOLWMX 9TW ABa npenapara, aHanornyHa.
HdasatnHub Takke acpdeKkTMBEH NPOTUB ONpeaeneHHbIX MyTauui, YCTONYMBBIX K UMaTUHNGY.

YTBepxaeHHas gosmposka coctasnsier 100 Mr oguH pas B CyTku npu xpoHudeckomn ¢aze XMJ1 n 70 mr aBa
pasa B CyTkM - Ha nosgHen dase XMJ1. HekoTopble nauMeHTbl Nokasann XOpPOoLUMiA OTBET Ha fleyeHne faxe
npu go3mposkax Bcero 50 Mr ¢ MeHbLUNM KONMYECTBOM NMOBOYHbIX 3h(PEKTOB.

[a3zaTtuHNMG MOXET HaHecTu Bpepn Jerkum M CrM3ucToll obonouvke nerkux (nneBpo-nerodyHasl TOKCUYHOCTD),
MO3TOMY €ro Hellb3sl UCMOoJSb30BaTh B KAYECTBE Tepanuy NepBoi IMHUM Y NaLMEHTOB C 3a00neBaHNSIMN NErKMX
unu cepgua. TakMe OCNOXHEHMS Takke MOryT BO3HMKATb Mocre AnUTenbHOW Tepanuu gasatuHubom. Opyrue
nobouyHble achdekTbl npuema gasatvHMba B LENOM aHanormyHbl 3ddekTamM, BO3HMKaKOWMUM Npu npueme
nMmaTuHmoa.

HunotnHmb (Tasigna®)

Bpay moxeT nponucate HUNOTUHKUG, ewle oamH NTK BTOpOro nokoneHus, UCNonb3yemMblin B Ka4ecTse Tepanun
nepeon nuHun. Kak n gasatuHmnG, HUNOoTuHMG Bbi3biBaeT 6onee GbICTPbIA U MyOOKMIA OTBET, YeM UMATMHKD, B
TO BPEMS KaK BbPKMBAEMOCTb MaLMEHTOB, MPUHUMAKOLLMX 3TU ABa nNpenaparta, aHanornyHa. HunotnHmd takke
3P PEKTUBEH MPOTUB HEKOTOPLIX MyTaLMIN, YCTOMYMBBIX K UMATUHUOY.

HunotnHn6 ogobpeH B gosmposke 300 Mr ABa pasa B CyTkW s Tepanuu nepBon nuHuu. MNMpu Tepanum BTOpoK
N NocneayLmx JIMHUIN — Ha KOTOpble MaLMeHT NepeBeneH B pesynbrate Pe3UCTEHTHOCTU K Tepanuu nepeom
nuHWUK - go3a coctaensieT 400 mr aBa pasa B cyTku. bonee BbiCOkMe [03bl Mpenapata NpuBoOaAT K NOBOYHbIM
adhdpeKkTam CO CTOPOHbI CEPAEYHO-COCYQUCTON CUCTEMBI, MO3TOMY UX CrieQyeT MPUMEHATb C OCTOPOXHOCTLIO.

He cnepyeTt Ha3HaunTb HUNMOTUHNG B KaYyecTBe Tepanuu NepBOW NUHWUW, eCnn Yy NaumMeHTa ANMarHoCTUPOBaHbI
3aboneBaHve cepgua, CepaeyHO-coCcyaucTble MpobnemMbl WMAM  BOCNaneHve NomKernygoyHOW Kenesbl.
lMaumeHTam C BbICOKMM apTepuanbHbIM OaBfi€eHWEM, BbICOKMM YPOBHEM XOMecTepvHa WU CcaxapHbIM
anabetoMm HWUMNOTMHUOG crnegyeT NpUHMMAaTb C U3BECTHOW AOren OCTOPOXHOCTU. [loGouvHble adhdekTbl co
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CTOPOHbI CEepAeYHO-COCYAUCTON CUCTEMbI 4Yalle BO3HWKAKOT MpPU MPUEME HUNOTMHWOA, Yem npu npueme
nMmaTuHmobAa.

BocyTnHuo (Bosulif®)

Ewe ogHum BapuaHToM Tepanuu XMJ1 nepsor nvHumM ¢ nomowbio UTK BTOPOro nokoneHuss sBnsieTcs
npenapat 60CyTMHMO. AHaNoOrM4yHO Aas3aTtuHUOY WM HUNOTMHMOY, GOCYTMHMO OKasbiBaeT Ooree cunbHoe
BO3JENCTBME U MOXET BbI3blBaTb 6onee ObICTPbIN U rMyBOKMI OTBET, YeM MMaTUHMG. BOCyTUHMG Takke MOXHO
HasHa4aTb nauueHTam ¢ MyTaumsiMu, YCTONYUBLIMU K UMATUHUOY.

YTBepxkaeHHas gosupoBka 6ocyTMHMGa coctaensieT 400 Mr oguH pas B CYTKM B KayecTse Tepanuu nepBoi
nmMHMKM 1 500 Mr oauH pas B CYTKM - B Ka4yecTBe Tepanuu BTOpOM NvHWMM. Bonee BbiCOKMe O03NPOBKM He
pekomeHaytoTcs. Ecnm y naumMeHToB pa3BuBatoTcs NoGOYHblE 3(EKTbI, @ OTBET Ha fieYeHne onTUMareH, To
criegyeT HasHauuTb Gonee HU3KME LO3UPOBKU.

Moyt y KaXxgoro TPETLErO NauMeHTa, HaumHatLero npueM 6ocyTMHUGa, NosiIBNsSieTCs Anapesi, Ho 06bIYHO CO
BPEMEHEM OHa NMpoxoauT. B Hayane neyeHnst Takke MOryT YBENMYMBATLCS MapKepbl BOCMANIEHNs NEYEHM.

PapotuHub (Supect®)

WTK BTOpOro nokoneHus — npenapar pagoTUHMGO - Ha3Ha4YaeTcsa B KayecTBe Tepanun NepBor NIMHMUM TONbKO B
FOxHon Kopee. MNpu npueme pagotnHmuba B gosuposke 300 Mr ABa pasa B CyTKM Habnogancsa 3HaunTensHo
bGornee BbICOKMA MOMEKYNSPHbLIA OTBET, YeM MNpu npuveme umatuHubGa. lpu npueme pagoTuHmba 4YacTto
MOBbILLIAKTCS NoKasaTeny YHKLUOHANbHOIO TECTa NEYEHMN.

NHTepdepoH anbda (IFNa)

[o nosBneHnss wumatnHMba Haunyywmm U3 MMeLWMXca npenapatoB Ans nedennss XMJT cumtancs
nHTepgepoH anbda (IFNa). OToT npenapat akTUBMPYET MMMYHHYIO CUCTEMY, KOTOpasi Ha4YMHaeT BOopOoTbCS
npotuB krnetok XMJI. CerogHsa cywlecTBylOT 0Goree coBeplUeHHble NpenapaTtbl WMHTepdepoHa anbda,
HanpuMep, nernnupoBaHHbIi MHTepdepoH (M3AM-IFNa). B HacTosiee BpeMsi u3yvatoTcsa pesynbrathl npuema
M3r-IFNa n WTK B pasnuuHbix couveTaHuax C Uenbio JOCTkeHus 6Gonee O6bICTporo U rnyGokoro
MOSEKYISAPHOro OTBETA, U YBENNYEHWS YMCIa NAUMEHTOB, KOTOPbIE MOTYT NPEKPaTUTb NleYeHmne.

[bxeHepunku

,D,)KeHepI/IK nmatmHmba Tenepb CTan AOOCTyneH BO MHOIMMX CTpaHax Mupa. Oxunpaetcs, 4To B Gnmkanwee
BpeMA TakKnM Xe OOCTYMNMHbIM CTaHET [QXKEeHEepUK pasatnHmnba. ,D,)KeHepMKI/I WUTK pewesne, 4yem opuUrnHarbHble
neKkapcTtesa W, criegoBaTesibHO, 6onee npuemMmnembol nNo uUeHe Ana nauyneHTOB. bonee Hu3kass CTOMMOCTb
JNIeKapCTB MOXET Yyny4ywunTb cobntoneHne pexunma npmema nekKkapcrts, 0cobeHHO Ansa naumeHToB, KOTOpPbIM
NpUXoanTCA NNaTuTb 3a NEeKapCcTBa.

IbxeHepukn UTK - npuemnemas anstepHaTMBa OpUrMHanbHbIM npenapatam npu YCcnoBUM aHanornm4yHom
ahbekTUBHOCTM nedeHns. [Jo3mpoBKa MXKeHepuKa OOIMKHA ObITb TaKOW Xe, Kak 1 J03MPOBKa OpUrMHarbHOro
WTK. lMpu nepexode nauueHTa C OpUTMHANBHOINO nNpenapaTta Ha [MKeHepuKk TpebyeTcs vale npoBOAUTb
MOMEKYISAPHbIN MOHUTOPUHT U HabnogaTe 3a NposiBNeHneM NoboYHbIX 3P eKToB HE MeHee 6 mecsaueB. ATO
HeobxoamMmo ans obecneyeHms achdekTMBHOCTU 1 6e3onacHOCTM neyeHus. [locne 3Toro MOHUTOPUHE OTBETA
OOIMKEH ObITb TaKUM Xe, Kak 1 ans opurMHansHoro UTK. B naeane He ctouT nepekntoyatb nauymeHToB ¢ XMJ1
MexXay pa3HbiMU [pKeHepMKamu, CoaepXKalliMMm OOHO M TO K€ akTUBHOE BELLIeCTBO.

3arpartbl 1 peHTabenbHocTb NTK

BonbwuHctBo nNaumeHToB ¢ XMJ1 npogomkatoT npuHumatb WUTK BClo CBOK XM3Hb. OKOHOMUYEcCKas
3(pPeKTUBHOCTbL NeYEeHUss SABMSETCH BaxHbIM hakTopom npu Bbibope npasunsHoro WKT. WccneposaHus
nokasanu, 4YTo PKEHEpPUK MMaTuHMba ABNSETCS SKOHOMMYECKM 3PEeKTUBHOM MepBOHaYanbHOW Tepanuen
XpoHuyeckon asbl XMJ1.



CML AdvocatesNetwork

Tepanus BTOpon NUHUN

Tepanusa BTOpOW NUHUKM - 3TO nevyeHue 3aboneBaHMs Nocrne MNepBOHAYanbHOro nevyeHus (Tepanuu nNepsBon
nuHWK). MNauneHT n Bpay MoryT NpuUHATL pelleHne o 3ameHe nepeoHavanbHoro UTK nepson nuHumn Ha UTK
BTOPOW NUHUWN. B 9TOM HET HMYero HeobbLIYHOrO, N Takoe pelleHMe MOXET ObiTb MPUHATO MO CrieaylLnmM
npu4vHam:

e Heynaya vnun pe3nCTEHTHOCTb: HEOBXOAMMO WM3MEHWUTb TEKYLLY Tepanuio U NpoBepuTb Hanuyune
MyTaLun.

e HenepeHOCUMOCTb U OCMOXHEHUS, CBA3AHHbIE C JIEYEHMEM: MOXHO U3MEHUTL Tepanuio B CUMY 3TUX
NPWYKH, YYUTbIBast Takke OTBET NauUMeHTa Ha NievyeHune.

e [lpegynpexneHue: crieqyeT pacCMOTPETb BO3MOXHOCTb MPOAOIHKEHUS UIMM U3MEHEHUs Tepanuu,
UCXOOA M3 HEeQOCTaTOMHOrO OTBETa NauMeHTa Ha NneyeHue, ero MHAMBUAYanbHbIX OCOBEHHOCTEN n
nepeHoCMMOCTHU npenapara.

UmatnHunb, pasatuHnbG, HUNOTMHMG n BOCYTUHMOG MOXHO Ha3HayaTb B KavyeCTBe BapuaHTOB Tepanuu BTOpPOK
NUHUK, ecnn Habnganacb HENepPeHOCUMOCTb Ha npenapaT B YNOMSHYThIX Bbille A03upoBkax. [Ana neyeHus
npy PEe3NCTEHTHOCTU, BO3MOXHO, CreayeT U3MeHUTb LO3UPOBKY. VICNONb3yoTca Te Xe onpeaeneHus OTBETOB
Ha neyeHue. ViccnegosaHuin, cpaBHuBatoLLmx acpdekTnsHoctb UTK apyr ¢ apyrom, He npoBoAnnoch, a Bblbop
WTK 3aBucut ot ocobeHHocTen nauuneHTta. [Noatomy ELN He faeT pekomeHaaumMm NO Ha3HaAYeHUI0 Kaknx-nnbo
KOHKpeTHbIX NTK BTOpOro mnokomneHusl, ecnv y naumeHToB HeT myTauunm BCR-ABL1. BapuaHTbl NneyeHus B
cny4ae cneunduyeckux myTtauui nokasaHol B Tabnuue 5. [Npu nedeHMn BTOPOW NIMHMM BCE MaUMEHTbI B
ocTpon dase, GnacTHOro kpmsa unu xpoHudeckon dasax XMJT fOrmkHbl NpoaormkaTh fieYeHne C NMOMOLLbH
UTK. TaumeHTbl B XpOHMYECKOW (pase, He AOCTUrIMe LMTOreHETMYECKOro OTBeTa, LOMMKHbI NpoJosiKaTb
npuHumatb cBon UTK, ecnu HeT apyrux BapuaHToB. [MpogorkeHue neveHud, no-BuAMMOMY, yryyluaert
BbDKMBAEMOCTb 3TUX MaLMNEHTOB.

Tepanua nocneayroLWmnX SIMHUA

[axe ansa Tex nauveHToB, KOTOpble He OTBEeTUNM Ha ABa unun donee UTK, ecTb BO3MOXHOCTb NPOOOIHKUTD
nedyeHne. OpgHako y nauueHToB C ypoBHeM BCR-ABL1> 1% wnu y Tex, KTO He [JOCTUraeT MofiHOro
LMTOreHEeTUYECKOrO OTBETA, BbIXKMBAEMOCTb MOXET ObiTb HeonTumanbHon. Beibop NTK 3aBucut ot mytauymm
BCR-ABLnauueHTa. MNoHaTnHnb - eanHcTBeHHbI UTK, acbdekTnBHbIN Npu ogHon cneundnyeckon MmyTtauum
(T315l1). TpaHcnnaHTauuilo CTBOMOBLIX KIMETOK credyeT paccMmatpuBaTb Kak BapuaHT nedeHua XMJT y
nauMeHTOB, KOTOPbIE HE OTBEYaloT AOMKHBIM 06pa3om Ha aea nnu 6onee UTK.

MoHaTuHMG (Nknto3unr®)

MoHaTuHMG - npenapaT C caMbiM CUMbHbIM AecTBMeM cpeau Bcex opobpeHHbix UTK npu BCR-ABLA.
MaumeHT MoxeT nonyyatb noHatuHUG, UTK TpeTbero nokoneHus, B Ka4ecTBe Tepanuun TpeTben NUHUKU, ecnu
OH He oTBevaeT Ha aBa apyrux UTK. Tarke mMoxeT ObiTb HazHayeH MOHaATUHWG, ecnu y naumMeHTa MMeeTcs
reHeTnyeckas MyTtauusa T315l. OTa MyTaumst MOXET Bbi3BaTb PE3UCTEHTHOCTb KO BCEM OpYrMM JleKkapcTBam,
KpomMme noHatuHmba. OgHako ecnu y naumeHTa HabniogarTcsa cepaevHO-cocyancTble Npobrnemsl, Bpad MOXeT
CYEeCTb, YTO NOHATUHNG B J@aHHOM Cry4yae He NoAXoAuT.

YTBepxaeHHas HayanbHasi [Oo3MpoBKa mnoHatuHuba cocTtaBnsieT 45 mr oguvH pa3 B cyTku. [lpu npueme
noHaTuHMba BO3HMKANKM MOOOYHbIE 3PPEKTbl CO CTOPOHbI CEPAEYHO-COCYAMCTOM CUCTEMbI, 4Yalle npu
yBENMYEeHMN JO3NPOBKK. [103TOMY NevyeHne NauneHToB C cepaevHo-cocyancTbeiMm puckamm ELN pekomeHgyet
HaunHaTb C¢ Gonee Hu3kom go3bl - 30 unu 15 mr. [JO3MPOBKY YBENWYMBAKT TOMbKO B CIiydae KpawHewn
HeobxoamMMocTu. [ns nauMeHTOB, KOTOpble AOCTUIMM OTBETA Ha JledyeHue, CyTovHasd [o3a Takke Obina
CHmKeHa o 15 mr.

KpaTtkoe onuncanwue Bbibopa UTK gns XMJ1 B xpoHun4yeckon dase.
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Tabnuua 4.
NMnHna
Kakve nauueHTbI? Kakoe neyeHue?
Tepanuu
MmaTtnHmn6 400 Mr ogumH pas B CyTKM UMK HUXE Npu goctmxkeHun BMO.
300 Mr oguH pas B CyTKM NpU NNoxon nepeHoCUMocTH.
OasatuHn6 100 mr oamH pas B cyTku unu scero 50 Mr oguH pas B
’ . - CYTKW.
-1 IMHUS ce naumeHTbl
H HunotuHmn6 300 mr aBa pasa B CyTKW.
BocyTnHu6 400 Mr oguH pas B CyTKM unu 6onee HU3Kasi 4o3a npwm
HEenepeHoCMMOCTH.
PapotnHn6 300 mr aBa pasa B cyTku (Tonbko B KOxHon Kopee).
Heygaua Jlrobonm TKWU, koTophIl HE ncnonb3oBancs B 1-oi NMHWK Mo
Y pesynbratam aHanm3a BCR-ABLmyTauun **: Hanpumep, npu F317L /
neyeHus nnu
E31CTEHTHOCTD V/1/C, T315A - HUNoTMHMOG B fo3uposke 400 Mr ABa pa3a B CYTKU
2.4 NMAHUS P unm 6ocyTnHNG B Jo3nposke 500 Mr oanH pa3 B CYTKU.
HenepeHocumocte | Jllo6omn TKWU, koTopbin He ncnons3osancs B 1-on nuHuun. Beibop
1 NoboYHbIE 3aBMCUT OT NaumeHTa 1 oTBeTa Ha nevyeHne. BoamoxHo, notpebyetcs
appexThl OTperynupoBaTtb JO3UPOBKMU.
Jro6om TKWU, koTopbIn He ncnonb3oBarcs B 1-01 NMHUK NO
pesynbTatam aHanm3a mytauum BCR-ABL1: Hanpumep, npu T315I -
Heynaua NMOHaTUHMG 45 Mr 0aMH pas B CYTKM UNn .B 6onee HU3KOW A03MPOBKe
351 neyeHus nnu npu NAoOXon nepeHocMMocTy; Bonee HM3Kkast 4O3MPOBKa - Nocne
nocneaviowe  PECTERTHOCTE nepBOHa4YanbHOro OTBETA; NOHATUHMO Takke NPeanoYTUTENEH, ecnn
HMHMMFW t 1-9 1 2-9 NMHUKM NoTepnenn Heygady n cneumdunyecke mytaumm
OTCYTCTBYIOT.

lNnoxon oTBeT Ha 2

PaccmMoTpuTe BO3MOXHOCTb TpaHCMaHTaunyM CTBOSMOBbLIX KIETOK
mnn 6onee NTK

* TwapokcMMoYeBMHa HasHayaeTcs nauvMeHTam C NPOSIBNEHHbIMKW CUMMTOMaMM B OXWAAHWW NOATBEPXKAEHWUS AMarHo3a
XMIJ1. Hanbonee coBpemeHHbIM nogxoaom k Tepanun XMIT nepsoii nuHum sensietcs IFNa B covetannm ¢ TKA.

** Cm. Tabnuuy 5 ans Bcex cneunguyecknx MyTaumi.

ToKCUYHOCTb, NO60YHbIE 3hpPeKTbI U OCNIOKHEHUA

Kak un nprvem nobbix Apyrnx nekapcts, nedyeHne ¢ nomowbio VTK npuBoguT K HexenatenbHbIM NOBOYHbBIM
acdbdpektam n ocnoxHeHnsam. Mpu Bbibope UTK Bpay npuHMMaeT BO BHUMAHNE 3TN HEXeNaTernbHble SIBNEHWS,
obLee cocTosiHe 300poBbs nauneHTa u ctatyc XMJ1. CornacHo ELN, cnegyet yunTbiBaTth criegyowime TUnbl
HeXenaTenbHbIX ABMNEHUN:

1. TlemaTtonormyeckme nobo4YHble 3PdEKTbI, TakKMe Kak aHOMasribHOE CHWXKEHME MoKasaTenemn Kposwu
(HenTponeHusi, TPOMBOLINTONEHNSA U aHeMUS). DTN U3MEHEHUsT OBbIYHO NPOUCXOQAT Ha NepPBOM aTane
neyeHusi. BoaMoxHo, NpuaeTcst Ha BPeMS CHU3UTb 03y, HO 06bl4HO MeHsTb N TK He TpebyeTcs.

2. HeremaTonorunyeckue noboyHble a¢pdeKTb:

- 070 nobouyHble 3hdekTbl, KOTOpblEe BNUSIOT HA TO, Kak MEpPEHOCUTCS JeYeHWe, N HaCKOmbKo
yXyOLlaeTcs KadeCcTBO XWU3HM naumeHTa. B pesynbrate 3TUX NOOO4YHLIX 3(EKTOB B M3MEHEHUU
neyeHuns Hyxagaetcsi okono 30% naumneHToB.

- WN3ameHeHusi, KoTopble BIMSAIOT Ha 300POBbE WM KAYeCTBO XU3HW MauMeHTa WM Jaxe Moryt
NMPUBECTU K CMEPTW, Ha3blBAlOT «OCITOXHEHUAMWUY. WM3-3a 3TUX ocnoxHeHun 15% naumeHToB
HY>XOaKTCA B CMEHE NeYeHuns.

Kak n B cnydyae co Bcemu nekapcresamu, ucnornb3oBaHue noboro NTK MoxeT Bbi3aBaTb TOKCUYHOCTb, OOHAKO
OHa He conocTaBuma C TOKCMYHOCTBIO XUMMOTEPAnuU. TOKCMYHOCTb BbI3bIBAET OCMOXHEHMWS, KOTOPbIe
HeobxoaMMo yunThiBaTb Npu Bblibope npaBunbHoro MTK ansa kaxgoro nauveHTa. Ecnv y naumeHTa umeercs
unu 6bINo onpeaeneHHoe 3aboneBaHne, 3T0 MOXET ObITb MPUYMHON He Ha3Ha4aTb eMy KOHKpeTHbIn UTK.

Hanpumep, 3aboneBaHme apTepui (cepgeyHo-cocyauctoe 3aboneBaHue) SBMSETCAS  Cepbe3HbIM
NPOTUBOMOKa3aHNEM K MPUMEHEHMIO HUINOTUMHWOA B NEPBOW NMUHMU Tepanuu U NoHaTMHWOGAa - BO BTOPOM unu
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TpeTbel NUHUKM, ecnn ecTb OPYron BapuaHT nedyeHus. [noxoe cHaGXeHue KucrnopodoM (abixaTernbHas
HeOoCTaTOMHOCTb) M 3aboneBaHuss nerkux (NneBpo-nerodHble 3aGoneBaHns) SBMSATCA  CepbesHbIMU
MPOTVMBOMOKAa3aHNAMMU K MPUMEHEHU0 [Aa3aTuHuGa B nepBol nuHuKM. MMaTuHWG He criegyeT HasHayaTb
nauvMeHTaM co 3HauuTeNnbHbIMK NpobremMamu ¢ novkamm (NMoYeyYHOW HegOCTaTOYHOCTLIO). [Opyrnx cepbesHbiX
NPOTUBOMOKa3aHU K UMaTUHMBY N 6ocyTUHNBY B HacToslLLee Bpemsi He U3BECTHO.

Puck 3akynopkun aptepuii (OKKNto3noHHOe 3aboneBaHne apTepuin) Hamboree BbICOK MpU NpMeMe NoHaTtuHuba,
3a HUM cnegyeT HUMOTUHMG, a Npu npumeHeHun apyrx NTK aToT puck HAMHOIO HUXE.

CkonneHune Bogbl BOKpPYT Nerknx (I'I.I'IeBpa.l'IbeIIZ BbII'IOT) NPONCXoanT B OCHOBHOM Mpwu npuneme pasatnHmnba.

Mpn mo6om UTK MOXeT BO3HMKHYTb Anapes unm 3anop. [uapes Habnogaetcs 0COOEHHO YacTo npu npueme
6ocyTnHMba, HO OObIMHO OHa MPOXOAUT. ATU MpPOBNEMbl MOryT MPOSBASATLCA HE TaKk CEepbe3HO Mpu [o3e
6ocyTvHnbGa 400 Mr oguH pa3 B CyTKM, a Npuem fonepamMuaa NOMOraeT npefoTBpaTUTb UMM OaXe CHATb
CMMNTOMbI.

YpoBeHb caxapa B KpOBW MOXET MOBLICUTLCA (TMMEPITIMKeMUs ), TMaBHbIM 06pasom, Npy npueMe HUMoTUHUGa,
M 3a 3TMM criegyeT BHUMaTENnbHO creauTb. [pu Npueme HUMOTMHMGA Takke MOXET HabnoaaTbes
MNOBbILLIEHHbIN YPOBEHb XONecTepuHa B KPOBMU.

TOKCUYHOCTb ANA nedeHn (rerIaTOTOKCVI‘-IHOCTb) MOXeT ObITb Bbi3BaHa ntobObiMu WNTK, HO B OCHOBHOM
BO3HMKaeT nMnpu npuMmeHeHnn 6OCYTVIHV|66 U HUNotuHmba. OB6bIYHO YBEJITNMYMBAKOTCA TOJIbKO MapKepbl
BocnaneHus 6e3 Cepbe3HOro noBpexaeHnda nevyeHu.

CHwXeHne KonnyecTea KIeTok KpoBu (LI,VITOI'IeHVIﬂ) nponcxoanT npu Bcex UTK B TeyeHune nepBbIX HECKOJTIbKUX
Heaenb Tepanun. 9T ABNEHUS 06bIYHO MOXHO KOHTpOnnpoBaTb C NOMOLLbIO I'IO,EI,D,Gp)KI/IBélIOIJJ,GVI Tepanun.

HunoTMHMG 1 60cyTMHNG MOrYT NPUBECTU K YBENUYEHUIO YPOBHSA Genka, HasbiBaemoro nunasoii. MHorga aTo
MOXET NPMBECTU K BOCMarieHWo NoaKenyao4HOM Jenesbl, U Torga npeanoyteHne otaaetcs gpyromy UTK.

BapuaHTbl neyeHns pe3ancTeHTHbIX MyTauuu BCR-ABL

OnbIT nepBor NuHUKM Tepanun naumeHToB ¢ XMJ1 nokasbiBaert, 4Tto oT 10% 80 15% naumeHToB Pe3nCTEHTHI K
nmatuHnby n mexHee 10% naumeHToB pe3ncTeHTbl k W TK BTOporo nokoneHunsi. Pe3ancTeHTHOCTb 03Ha4vaeT, YTo
YOOBMNETBOPUTENbHBIA OTBET Ha JNleYeHMEe He JOCTUraeTcs. Pe3ancTeHTHOCTb MOXET BO3HMKATb MU3-3a TOro, YTO
naumMeHTbl He NPUHUMAKT OOSMKHbIM 00pa3oM, HasHayeHHbIM npenapart nNnbo y HUX ecTb chneuududeckas
myTaums BCR-ABL, koTopasi He pearnpyeT Ha UTK. MyTauuu sBnsitoTCA NPUYMHON PE3UCTEHTHOCTU Y OOHOMO
N3 Tpex pe3nCTEHTHbIX NaUMEHTOB B XpOHMYECKOW ¢ha3e N y ABYX U3 TpeX Pe3UCTEHTHbIX NauneHToB B dase
akcenepauum unm gase brnacTHoOro Kpusa.

B Tabnuue 5 nokasaHbl pekomeHayemble WTK B cnydae pesncTteHTHocTn wMyTaumm BCR-ABL,
OencTBUTENbHbIE AN MO0 NMHMK Tepanuu:

Tabnuua 5.

MayuneHTsl ¢ myTaumen T3151 MoHaTnHNG

MaumeHTbl ¢ myTaumen F317L/V /1/C, T315A HunoTMHMG, 6ocyTNHMO * NN NOHaTUHNG
MaumeHTbl ¢ MmyTaumen V299L HWnoTnHMOG nnn NnoHaTUHNO

MaumeHTbl ¢ myTaumamm Y253H, E255V / K, F359V /1 / C [a3atnHmb, 6ocyTUHMO * NN NoHaTUHNG

* MoxeT nn 60cyTMHUO 3dhpeKTUBHO NEeUYnTb NauUMEHTOB C MyTauusamu, Bkniodaa E255V unun E255K, ewe npeacrtout
NOATBEPAUTD.
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NeueHnue XMJ1 Ha no3agHen ctaanu

OdeHb HEMHOTHE MaLUEHThl MepexoaaT Ha nosaHior craguro XMJL Conenumamuctel ELN pexomeHAyroT Bpauam
CJIeI0BaTh IIaraM, ykazaHHbIM B TaOmune 6, uisl JieueHns] TEPMUHAIBHOHN CTauy 3a00/ICBaHUs.

Tabnuua 6.

PekomeHgyemas ctpaTterusi nedyeHms XMJ1 Ha no3gHen ctagum

MpepoTepalleHne NporpeccupoBaHis

3aGonesanus 3a cueT ycTpaHeHms BCR-ABL e Ybegutecnb, 4To neveHme ¢ nomouwpbto NTK agpdhekTmBHO.

MosiBNeHne fonoNHUTENBHBIX XPOMOCOMHbIX
abeppauun Bbicokoro pucka (OXA) kak
MpU3HaK paHHero NPOrpeccnpoBaHmns
3aboneBaHus

BHumaTenbHO HabnwganTe, pacCMOTPUTE BO3MOXHOCTb
YCUIMEHUs NevYeHns C NOMOLLbIO NoHaTUHMBa unu
TpaHcnnaHTauumn CTBOMOBLIX KIETOK

e HauHuTe c maTuHUGa, nepenante Ha UTK BTOpOro
MepBunyHasa asa GnacTHOro kpmsa NMOKONEHMWS B 3aBUCMMOCTU OT Hanu4unsi cneumuyeckmx
MyTaLun.

e lcnonb3ynte NOHATUHMO, €CNN OTCYTCTBYHOT haKTOpbI
pycka cepaeyHO-COCyanCThbIX 3abonesaHun, nnu npenapar,
KOTOPbIN MPOXOAUT KITMHUYECKNE UCTIbITaHNS.

° PaCCMOTpl/ITe BO3MOXHOCTb TpaHCn/iaHTaunn CTBOJ10BbIX
KNeToK

PesuncteHTHOCTb K UTK BTOpOro nokoneHus B
nepBon UM BTOPOW NMHUWN Tepanum

e PeKkoMeHAyeTCs paHHAs TpaHCNaHTaums CTBONOBbIX
Heynaua npv neyeHnn noHaTMHMGOM KMEeTOoK, Tak Kak pUCK NporpeccupoBaHnsa sabonesaHus
BbICOK.

e JleunTe naumeHTa Kak NpMHaOexallero K rpynne BbICOKOro
dasa akcenepauum pvicKa; nepeiaunTe K TpaHCriaHTauMmy CTBOJIOBbIX KIETOK,
€CIM OTBET Ha fleYeHne He ONTUMareH.

e [lonbiTka BepHYTb 60Me3HbL KO BTOPOW XPOHUYECKON (hase;

e PesynbTaTt nevyeHns ¢ NOMOLLLIO AOCTYMHOMO B HacTosiLLee
Bpemsa WTK HeynoBneTBopuTenbHbli (MeHee 1 roaa).

e PaccmoTpuTe BO3MOXHOCTb A0BaBneHns xummoTtepanum.

Mepexoa k pasze GnacTHoOro kpuaa e Bubibop NTK gomkeH OCHOBbIBaTLCS Ha NpeabiayLlen

Tepanun n ctatyce mytaunn BCR-ABL.

e [locne JOoCTMXeHMs BTOPOW XPOHUYeCcKon gha3sbl 6e3
npomMeaeHnst NpUcTynanTe K TpaHCcnnaHTaunm CTBOSIOBbIX
KIMETOK.

TpchnnaHTau,ml CTBOJIOBbIX KJ1€TOK

Ecnv HM oguH 13 npenapaToB, pekoMeHA0BaHHbIX Ang nedeHuns XMJ1, He adhpekTuBEH MM HeQOCTYNeH, Bpay
MOXET MOCOBETOBATb MaLMeHTy MNOoMnydYnTb CTBOMOBbIE KMETKM OT 340pOBOr0 AOHOpa. JTa npouenypa
Ha3blBaeTCs TpaHCNNaHTaumMen annoreHHbIX CTBOMOBbIX KNeTok (anno-TCK) n BeposaTHO, NOMOXET B NeYEHUN.

TpaHcnnaHTaumsi CTBONOBbLIX KNETOK — BO3MOXHOCTb Ans naumeHtoB ¢ XMJ1 B xpoHuveckon case, ecnm oHu
He oTBevyalT Ha gBa wmnun bonee UTK mnnm He nepeHocAT ux. B cTpaHax, rge noxusHeHHbld npuem UTK
CIMULLIKOM [O0POrI, TPaHCMNiaHTaumsl CTBOSIOBLIX KITETOK MOXET OKa3aTbCA MeHee LOPOrocCTOosILUM BapuaHTOM
nevyeHnss Ond naumeHToB C XpoHudeckonm dason XMJl. TpaHchnnaHTaumsa CTBOMOBbLIX KIETOK OcTaeTcd
BO3MOXHOCTbIO AN NauMeHToB B pase akcenepauunn, KoTopble He AOCTUIMM ONTUMAarnbHOro OTBETa, U ANs
naumeHToB B «pase OnacTtHoro kpu3a. B HekoHTponupyemon pesucTeHTHom hase 6nacTtHOro Kpusa
TpaHCNIaHTaunsa CTBONIOBbIX KIETOK He pekomMeHayeTcs. [Ons 3TMX MauMeHTOB MOXeT ObiTb 0Oonee
Nnoaxoasiwen xmuMmmoTepanust u/ unu nannaTneHasi MOMOLLb.
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KayecTBO XU3HU

Ycnex nedeHus ¢ nomolbio NTK o3Hauvaet, 4TO MHOrMe nauueHTbl TeMnepb XMBYT MOYTU TaK Xe OO0Mro, Kak
nogn 6e3 XMJ1. KayecTtBo XuU3HM B COBPEMEHHOM MUpE CTAHOBUTCA BCe BGornee BaXHbIM, MO3TOMY aHKETbI
pe3ynsTaTtoB, coobllaemblx NaLMeHTamun, OKasbiBalTCs MOMNE3HbIMU ANs NOHUMAaHUS Bpadamu OONrOCPOYHbIX
npobnem, ¢ KOTopbiMM cTankmpatoTcsa 6onbHble XMJI. Heobxoammbl OONONHUTENbHbIE MCCNeaoBaHWUs Ans
AanbHenLwero ynyJlleHns ka4ecTBa XU3HN Bcex naumeHToB ¢ XMJ1 B Gyayuiem.

PeMuccusa 6e3 neyeHus

MaureHTbl, KOTOpble MokKa3anu Xxopowui oTBeT Ha nedeHne WUTK u y koTopbix coxpaHancs rny6okui
MONEKYNSAPHbIA OTBET B TEYEHUEe ANUTENbHOrO nepmoaa BpeMeHW, MOryT Gorblie He HyXAaTbCHa B npueme
UTK. HekoTopble M3 3TUX NauueHTOB MOryT MNpekpaTuTb neveHue, ocTaBasiCb noa HabniogeHwem Bpava.
MpekpalleHne nevyeHus Takum obpaszom M3BECTHO Kak pemuccusi 6e3 neveHus (PBJ1). BaxHo OoTMETUTb, YTO
HEKOTOpble NaLUUeHTbl, KOTOpPblE COOTBETCTBYIOT KpuTepusam PBJ1, npeanodntaoT NpoaomkaTh fedeHme.

CornacHo pekomeHgauvam ELN, nepepn npekpalleHMeM nedyeHus nauveHTbl JOMKHbI OTBeYaTb Creayiowmnm
KpUTEPUAM:

e [laumeHT HaxoaUTCH B NepBON XpoHU4eckon ase XMJI.

e [lauMeHT MOTUBMPOBAH NPEKpPaTUTb fledeHne 1 nogaepKuBaeT obpaTHyLo CBA3b.

e [lauMeHT MMeeT AOCTyn K BbICOKO3IGdEKTMBHON KonmnvecTBeHHoW [LIP ¢ OGbICTpbiM nonydYeHuem
pe3ynbTaToB TECTOB.

e [laumeHT cornawaetcs Ha 6onee 4Yactoe HabnogeHne nocrne NpekpalleHnsa nevyeHns. ATo O3HaYaeT:
€XKEeMeCSYHO B TeYeHne nepsBbiX 6 MecsaueB, kKaxable 2 Mecsdua B TedeHne 6—12 mecaueB n kaxgble 3
Mecsila B AanbHENLEM.

Kpome TOro, nepepn npekpaweHnemMm nedeHnAa OOJIKHbI ObITb cobGntoaeHbl cnegyouime MUHUManbHbIe
ycnoBus:

e [laumeHT npuHUMaET HblHeWwHUn NTK B nepBor unu BTOPOW NMHUKU Tepanun, ecnn HenepeHoCMOCTb
Oblfia eQUHCTBEHHOW NPUYMHON Ans nameHerHnst TK.

Y naumeHTa TUnn4YHble TpaHckpunTel BCR-ABL.

MauuneHT nonyyan NTK 6onee 5 net (unn 6onee 4 net - UTK BToporo nokonexHus).

MauueHT coxpaHan MMO (MO4 u Bbiwe) 6onee 2 ner.

e Y nauueHTa paHee He ObIfo Heyaad B NeYEHUN.

dononHutenbHble Kputepun npekpaweHuna rnev4eHnda cHMTaroTCcA onTuMarnbHbIMU, €CIA:

e [MaumeHT npoxoann kypc neveHuss TKN Gonee 5 ner.
e [laumeHT coxpansan MO 6onee 3 net, ecnu MO 4.
e [laumeHT coxpaHnsan MO 6onee 2 net, ecrniu MO 4.5.

He y Bcex naumeHTOB noggepxuBaercsa PBJ1 nocne npekpaweHus neyveHvs gaxe npu cobnogeHum Bcex
BblLLENEePEeYNCIIEHHbIX YCNOBUIN. B KnMHUYecknx nccnegoBaHusax 6onesHs peungusmposana npumepHo y 50%
naumeHToB nocrne npekpaweHus npuema UTK. Yawe Bcero 910 npoucxoguno B TeveHue nepsbix 6-8
MecsueB. BoT noyemy B TeyeHre NepBoro roga nocne npekpawieHns nedeHns O4eHb BaXKHO YacTo NPOBOAUTL
MoOreKynsipHble nccneaoBaHms. XoTs 6onesHb pedko BO3BpaLLaeTcs nocrne ogHoro roga coxpaHeHus PBJI, ato
MOXET MPOU3ONTUN U HaMHOTO no3xe. [103aToMy naumeHTbl 4OMKHbI HaXoaUTbCA nogd HabnwaeHnem Kaxgple 3
MecsiLla B Te4eHWe BCel XM3HUW, YToObl NpefoTBpaTMTb He3amMmeTHOe nporpeccupoBaHve 6onesHn. MaumneHTsl €
MOSEKYNAPHbIM PELMAMBOM OObIMHO MOryT BO30OHOBUTHL Npvem WTK. BonblWMHCTBO aTux naumeHtoB (90—
95%) 3aTemM CHOBa JOCTUratoT He ObHapy>KMBaeMOro YpOBHS 3aboneBaHus.

lMoroBopuTe CO CBOMM Bpa4voM, ecinv Bbl paccmaTtpuBaeTe Bo3aMoxHocTb PBJ1. Baw Bpad gomkeH obecyanTb ¢
BaMu MOTeHUmanbHble puckn n npeumyllectsa. OKOHYaATENbHOE peLleHWe O MpekpalleHUn neveHust C
nomoLbio UTK A0mMKHO BbITb NPUHATO TONBKO BaMU 1 BalUMM BPa4OM COBMECTHO.

BepeMeHHOCTb U poXaeHue aeten

Bo3aMOXHO, Bbl HaxoauTeCcb Ha TOM 3Tane CBOEWN XM3HW, KOrga nnaHupyeTe cos3faTtb cemMbio. Bam HaBepHska
3axo4eTcAa y3HaTb, Kak Balle 3aboneBaHve 1 nevyeHme MOryT NOBJITUATb Ha 3TU NNaHbl.
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[okasaHo, YTO MYX4uHbI, NpuHUMatowmne NTK nepBoro mnm BTOPOro MOKOMEHUS, HE UMEIT MOBbLILIEHHOMO
pycka pa3BuUTUS aHOManuih y CBouX AeTel. Takum obpasom, MyX4YMHE, MNAaHUpYLeMY CTaTb OTLOM, He
HY)XHO MpeKkpallatb npuem mmatmHuba, 6ocyTuHuba, gasatmHuba unu HUNoTMHUGa. B HacTosilee Bpems
Maso UM COBCEM HET AaHHbIX 0 BNUsiHUM apyrux NTK Ha cnepmy unm noToMcTBO.

OpHako XeHWuWHam BO BpeMsi 6epemMeHHOCTU npoTmBonokasaHbl Bce UTK. Ux npuem crnegyeT npekpatuTb,
MOCKOMNbKY OHW MOTYyT HaHecTu Bpepd Oyaoywum petsM. XKeHwuHam pekomeHayeTcss obcyauTb BapuaHThbl
NPOJOIMKEHUS UMW MPEKpaLLEHUS NevYeHns, a Takke NPOAOIMKEHNS UK NpepbiBaHUS 6epeMeHHOCTU CO CBOUM
Bpa4yoM, OCOBEHHO Y XeHLLMH Ha bornee no3gHux ctagusax 3aboneBaHus. MNpu HeobxoguMOCTU ANS KOHTPOrS
XMJ1 Bo BpeMsi 6epeMeHHOCTU MOXHO ucnonb3oatb IFNa. XKeHwuHam He cnegyeT npuHumatb M TK Bo Bpems
KOpMINEeHus rpyabio, NOTOMY Y4TO HEBOMbLLIOE KONUMYECTBO npenaparta nonagaeT B rpyaHOe MOMOKO.

JKeHLWuHbl, xenawwme 3abepeMeHeTb M umerlmne BO3MOXHOCTb PBJ1, moryt npekpatutb npuem UTK.
KeHwmHam, notepsBwmM BMO BO Bpemsi 6epeMeHHOCTU, OObIYHO He HYXXHO BO30OHOBMSATL fledeHue [0
poaoB. XeHLmHbI, noTepsiBwme BMO go 6epeMeHHOCTU, JOMKHbI BO30OHOBUTL fnedeHue. Kak TOMbKO OHU
CHOBa JOCTUrHYT yctonmumBoro MO, OHM MOryT MnonbITaTbCA NPeKpaTUTb NledeHue, a 3aTemM MnomnbiTaTbes
3abepeMeHeTb.

BnarogapHocTu

CBogHbIn 0630p OCHOBaH Ha ctaTbe PekomeHOayuu espornetickol cemu LeukemiaNet 2020 no nedeHuto
XPOHUYeCKo20 MuesrioudHoe2o neliko3a, koTopas Obina onybrnvkoBaHa B MeAWUMHCKOM XypHane Leukemia B
2020 rogy (nonHasi ccbinka: Hochhaus, A., Baccarani, M., Silver, R.T. et al. European LeukemiaNet 2020
recommendations for treating chronic myeloid leukemia. Leukemia 34, 966-984 (2020).
https://doi.org/10.1038/s41375-020-0776-2). O3HAaKOMUTLCA C OPUTMHANbHOM CTaTbeN U CKadyaTb €e MOXHO No
agpecy ---https://www.nature.com/articles/s41375-020-0776-2.

Pabouas rpynna BbipaxaeT 6narogapHocTb Jlnaunm [NekoBon 3a NoadepKKy B yNpaBreHUM MPOEKTOM U
MapwvoH AnbLiep 3a NOAroTOBKY M peaakTupoBaHmne 3Toro ob3opa.

[aHHbIN JOKYMEHT - pe3ynbraT NpoeKkTa, B LeHTPe BHUMAHWUS KOTOPOro - MHTEPECH! NaLMeHTOB. 3a NOMHy 1
OKOHYaTEemNbHYK pedakuuio OTBETCTBEHHOCTb HeceT CeTb 3allMTHUMKOB WHTepecoB 6omnbHbIX ¢ XMIJI
(https://www.cmladvocates.net/), opraHusoBaHHON ®OHOOM 3aALUMTHUKOB WHTEPECOB BONbHbLIX NENKO30M,
MtoHurpabeH 6, 3000 BepH, LBeliyapus.

MpoexkT, BkNtovas nepeBoabl, 661 NpodMHAHCMPOBAaH 3a c4eT 00pas3oBaTerlbHOMo rpaHTa, NPeaoCcTaBeHHOro
Pfizer pns CeTu 3aWmMTHMKOB MHTEpEecoB 6onbHbIX ¢ XMIJT.

ABTOPCTBO M MpaBO COOCTBEHHOCTW Ha 3TOT OOKYMEHT MnpuHagnexar uckntountensHo CeTu 3aluTHUKOB
NHTEepecoB G6onbHbIX ¢ XMJ1.

ATOT AOKYMEHT MMEETCS Ha HECKONbKMX A3blkax no agpecy: https://www.cmladvocates.net/cmisummary.

Pedakyusi om 15 cenmsbps 2020 (v1.0/2020)
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