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NMpeancnoBue paboyen rpynnol

XpoHuyecknn  muenongHoii nenkos (XMJ1) - xpoHumyeckoe 3aboneBaHWe KPOBM U KOCTHOrO MO3ra,
obycnoBneHHoe TpaHcgopMauuen CTBOMOBbIX KneTok. CTBONMOBble KMETKM MNOAOOHbI 3epHam CeMsiH,
npopacTalwmux B OANUH M3 TpexX [MaBHbIX BUAOB KPOBSIHbIX KNETOK: Oenble KPOBsIHble KMeTKW, KpacHble
KPOBSIHbIE KITETKM U KPOBSHbIE NNAcTUHKK (TpombounThl). CTBoNoBbLIE kneTkn XMJ1 aBnsioTCs aHOMarnbHbIMU 1
NPMBOAST K MNepenpou3BOACTBY Oenbix KPOBSHbIX KIETOK, KOTOpble MOCTynawT B KPOBSHOE PYCro U
LUMPKYNMPYIOT MO BCeMy oOpraHuM3my. Yacto, HO He Bcerga, yBenuumBaeTcs ceneseHka. B koHeyHom uTore,
knetkn XMJ1 3amMeHsIlOT B KOCTHOM MO3re HopMaribHble KNeTKM U npefoTBpaliaT obpasoBaHue 300pOBbIX
KPOBSIHbIX KNeToK. B xoge nporpeccupoBaHusi 3aboneBaHUsi KONMMYECTBO 340POBLIX GenblX KPOBSHbLIX KNEeTOK
ymeHbliaetcsa. [lpy 3TOM MOXeT MMeTb MEeCTO MNepenpou3BOACTBO He3perblX JIeNMKO3HbIX —KIEeTOoK,
Ha3sblBaeMbIx 6ractamu.

B knetkax XMJ1 4acTb 0gHON XpOMOCOMbI (HOMepP 9) 3aMeHSEeTCA HYacTbio APYron XPOMOCOMbI (HOMep 22), 4To
BrneyeT 3a cobon obpasoBaHue Tak HasbiBaemown PunagenbUNCKON XPOMOCOMbI. B utore reH, HocAwmMM
HasBaHne ABL ©n Haxogdwmmcs Ha Xpomocome 9, nepeHocuTcda Ha reH nog HassaHvem BCR,
npuHaanexaiumm xpomocome 22. O6beguHeHne reHoB BCR u ABL co3gaeT aHOMarnbHbIV FeH C NOBbILLEHHOM
N HEKOHTPONMPYEMOW TUPO3MHKMHA3HOW aKTMBHOCTbLIO. OTO 0OYCNoBMMBaET NOBbILEHME KOnMdecTBa 6enbix
KPOBSIHbIX KNETOK W cuYuTaeTcss npuynHon BO3HMKHOBeHMss XMJ1. 3a npowegwwme 15 net Tepanus,
HanpaBrieHHas Ha OrfoKMpoBaHME TUPO3UHKMHA3HOM akTMBHOCTM reHa BCR-ABL, pagvkanbHO u3meHuna
MeToauky nedeHms XMJ1.

EBponelickaa ceTb no wmayyeHuto nerko3oB (European LeukemiaNet, ELN), saBnsiowasics opraHvsaumen
nepegoBoro HayyHoro onbiTa U paboTatoLas noa arngon Esponenckoro Cotosa, npegcrasuna pekomeHgaumm
no nedenno XMJ1 B 2006, 2009 n BHoBb B 2013 rogy. 3TM pekoMeHOauMuM OMMParTCs Ha COBMECTHbIE
3akntodeHnss 32 akcrieptoB XMJ1 n3 EBponbl, AMepuku u cTpaH A3mnaTtcko-TMXOOKeaHCKOro pervoHa wu
BKIMIOYAOT B cebs camble akTyanbHble HayyHble cBedeHus. OHu pasdpaboTaHbl ONA Bpaven C Lenbio
NpefoCTaBMneHns NauMeHTaM Haumyylwmx MeTOAOB JIEeYEHUss M OOSKHbl OblTb MPU3HaHbl CTaHZAPTHBIMM
HopMamu neyveHns XMJ1.

PekomeHgauun no nedeHutio XMJT MoryT ObiTb CRMOXHbI AN MOHWMaHWUS, MO3TOMY Mbl YMNPOCTUNU UX
copepxaHue, YTobbl NPeaoCcTaBUTb NaLMeHTaM KpaTkoe 060o6LLeHMe codepXallencs B HUX MHdopMaLun.

B o6HoBneHHbIx pekomeHaaumax ELN ot 2013 roga onucaHbl HOBble Npenapartbl, CTaBlune JOCTYMNHbIMU A4S
neyenns XMJ1. Kpome TOro, akcnepTbl YCTaHOBUIM OCHOBHbIE KpUTEPUM HabMoAeHNs 3a 3(EKTUBHOCTLIO
neyeHns M onucanu posib AMarHOCTUYECKMX Npouedyp B YryyleHMn HabmnpeHus 3a naumMeHTamy nocrie
3aBepLUeHus Tepanuun. Hawe kpaTtkoe 0606LleHne OCHOBAHO MCKIMIUNTENBHO Ha pekomeHaauusax 2013 roga
N ABNSIeTCS 4ENCTBUTENBHBIM 0 X OOHOBMEHNSI.

Mbl Hageemcs, 4YTO AaHHble MHCTPYKUuKM npurogmutca Bam Bo Bpemsa Gecenbl ¢ Bawnm nevawmm Bpayom o
mMeTodax u cpeacTteax neveHusa XMJ1. He 3abyabTe B3ATb nx ¢ cobOW Ha cnedyoLLyo KOHCYNbTaLumio.

NHbopmaLmst 9TUX MHCTPYKLMIA Gblna NoarotToerieHa paboyen rpynnoi 3almuTHUKOB NaLUeHToB:

e {H lNannccnep (npeacenartens rpynnel), CeTb 3awmtHmkos naumeHToB ¢ XMJ1 (CML Advocates
Network) / LeukaNet, l'epmaHus

®enunyve bombaumn, Gruppo AlL Pazienti LMC, Utanusa

MuHa a6aH, LMC FRANCE, ®paHuusa

Qy3ebuyw 1amBuHckn, HaumoHanbHas accoumaumsa 6onbHeix XMJ1, MNonbwa

Tonu NaBuH, Leukaemia CARE, BenuvkobputaHus

Auna MenoyxoBa, Diagnéza CML, Yewwckasa Pecnybnuka

Mvopa Wapd, CeTtb 3awmTtHmkoB naumeHToB ¢ XMJ1 (CML Advocates Network) / N3paunnbckas
opraHusauusi naumeHTos, N3pannb

e $H pe Nowr, Stichting Hematon, HuaepnaHabl

TeKCT MHCTPYKLUIA 0106peH cneayoLlwyMm cneyuanmctamm:

Mpod. OxxnaHaHTOHMO PocTu, YHuBepcutetckuii rocnutanb CaHT'Opcona, bonoHbs, Ntanus
Mpod. ®paHcya-XaBbep MaxoH, YHusepcuteT bopao, PpaHuus

Mpod. Oxysenne Carnuo, YHuBepcutet Typuna, Utanus

Mpod. Fept U. OcceHkonnene, MegnunHcknii LeHTp AMCTepAamMcKoro cBo60AHOro yHMBepcuTeTa,
HupepnaHgpl

e [pod. Nua PaanaHn, MegnunHcknii LeHTp umeHn Muxaka PabuHa, MNetax-Tukea, M3pannb
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[laHHOe pyKOBOACTBO CO34aHO B paMKax NpoeKTa, pearninu3aoBaHHOro UCKMOYUTENbHO NauMeHTaMu.
OTBETCTBEHHOCTb 3a aBTOPCTBO M NpaBo cobcTBeHHOCTU HeceT CeTb 3awmuTHMKoB naumeHToB ¢ XMJT (CML
Advocates Network). MHOrossbluHble BepcuMM HaxogaTcsa No agpecy
http://www.cmladvocates.net/cmlsummary.

CyuwecTtByrowme metoabl fiedeHmna XMJ1

B 6onbLUMHCTBE Cry4aeB XPOHWYECKUI MUenouaHbin nenko3d (XMJ1) He yrpoxaeT XXM3HW naumeHTa, TakK Kak
yXe xopowo noggaetcs nedeHunto. [ng 6onbHbIX, Nonyyawwmx Hagnexaiiee nevyeHne u oTBevaloLlwmx Ha
Hero 6naronpusaTHO, oH Bornblue He NpeacTaBnseT cobor Takon onacHOCTW, Kak paHbLue. [ocne pernctpaumu
umatuHmb6a B 2001 rogy npousollen CyLeCTBEHHbIN Mporpecc B neyeHun 3Toro 3aboneBaHus. Hosble
npenapaTtbl MO3BOMAIOT He TOMbKO YBEMUUUTL MPOAOIPKMTENBHOCTL M3HW MHOMMX MauUWEHTOB, HO U
CYLLECTBEHHO YMyULLNTb ee Ka4yecTBo.

CneacrBuem NOSIBIEHMS HOBbIX MNpenapaTtoB CTanvM pekoMeHgaumu EBponenckon cetM no M3yyYeHuto
neriko3oB (European LeukemiaNet, ELN), ony6nukoBaHHble B 2006, 2009 1 BHoBb B 2013 rogy. OgHako
cnepyeTt y4vecTb, UYTO Tepanusi HEKOTOPbIX MALUEHTOB OT/MYaeTCs OT pekoMeHgauun. [aHHble oTnuums
000CHOBbLIBaOTCS 0CODEHHOCTSAMN 3aboneBaHMs 1 0BLLIMM COCTOsIHMEM NaumeHTa. Bbl MoxeTe onnpaTtbcs Ha
pekomeHgauun ELN Bo Bpems Gecefbl C nevaliMm BpavyoM WUIM MOMPOCUTb Y HEro OOBbSICHEHWUIA MpU UX
HecobnogeHun.

Cxembl neveHms XMJ1 umeroT 4YeTKMIA NOPSOOK M pasfensitoTcs Ha MepBY, BTOPYH U TPeTbio NMHUMI0. Ux
COCTaBNSALWUMN BeposiTHee Bcero sBnstoTcsa uHrmoutopbl BCR-ABL. WHrmbutopel BCR-ABL  Takke
M3BECTHbI KaK MHIMOUTOPbI TUPO3uHKMHAa3bl nnn NTK. Vix genctene 3aknoyaeTcs B O10KMPOBaHMM aKTUBHOCTU
reHa BCR-ABL, koTopbli Bbi3biBaeT Bo3HMKHOBEHME XMJ1. OHu moryT cBecTu 3aboneBaHve K MUHUMYMY U
BOCCTaHOBWTb COCTOSIHWE NauueHTa, OOHAKO HEeT YBEPEHHOCTW B TOM, YTO OHW MOTYT AOCTUYb MOSTHOrO
n3neyeHus.

3a nocnegHue rogsl y naumeHToB XMJ1 nosiBunack BO3MOXHOCTb NEUYNTLCH crieayoWwumm npenapatamu:

MUmaTnHmo6 (Glivec®)
HaszaTuHn6 (Sprycel®)
HunotnHno6 (Tasigna®)
Bo3ytnHnot (Bosulif®)
MoHaTnHMG (Iclusig®)

arwnE

[Hanee cnepyeT onucaHuWe AaHHbIX NpenapaTos:
1. WmaTtnHMO U ero KOMOUHaLUN

MmaTtuHmnG 6bin nepsbIM MHIMBUTOPOM TUPO3MHKMHa3bl BCR-ABL, npumeHsembiv B neyebHon npaktuke XMIJT.
B 6GonbwuHcTBE crnyvyaeB OH gocturaeT GnaronpustHoro oteeTta. [1poueHT NAaTuneTHen BbIKMBAEMOCTU
coctaBnset 92-97%. OgHako HekoTopble MauWeHTbl HEe OTBEeYalT Ha Hero COBCEM WKW B HeJOCTaTOYHOW
mepe. OHM HasbiBATCHA Pe3NCTEHTHbIMU. [ipyrne nauneHTbl He nepeHocHAT ero. bonbWMHCTBO NauneHToB ¢
PE3NCTEHTHOCTbLIO UM HENEePEHOCUMOCTbLIO NEePeBOASATCS Ha ApYyrne MHrMbUTopbl TMPO3NHKMHA3L!. IMaTUHNG
Takke ucnblTbiBancs B KOMOMHauun ¢ untapabuHom n nHtepdepoHoM anbda, 0gHaKo AaHHble KoMBuHauum
He JOCTWUIMWN MOBbIWEHUS BbbkMBaeMocTu. Kak npaBuno, uMatuHub npuMeHseTca B NEPBON NUHUKN Tepanuu,
HO TaKKe BO3MOXHO ero MCrnornb30BaHMe BO BTOPOW UK Aaxe Tpetben nuHun. ObblivHasa aosa 400 Mr B AeHb
W apyrue pexvMbl 4O3VPOBaHWSA AOCTUrAIOT NOSOXMUTENbHBIX Pe3ynbTaTos.

2. [Oa3aTHub6 unu HUNOTUHNO

Baw nevawun Bpay mMoxeT nponucatbe Bam gpyrovi uHrMbuTtop TmposuHkmHasel BCR-ABL: pasaTtuHub wnm
HUMOTUHNG, N3BECTHbIE KaK MHMMBUTOPBLI TUPO3MHKMHA3bl BTOPOro nokoneHus. MpuunHammn atoro moryT 6biTh
TeKyLWMN aHaMHe3 3aboneBaHus UM U3MEHEHUs NENKO3HbIX KIeToK. Bo3aMoXHbI nosBneHns bruonornyeckmx
MyTaLuin 3TUX KINETOK, KOTOPble CTAHOBATCA PE3UCTEHTHbIMU K Tepanuu. HekoTopble pesncTeHTHbIE KNeTku
MOryT He OTBedYaTb Ha AasaTMHUO Mnu HUNOTMHMG, unu xe Ha oba npenapata. [onycTMMO MpUMeEHeHue
AasatnHmba vnuv HUNOTUHWOGa B MEpPBOM NWHMU Tepanuu B KavyecTBe anbTepHaTuBbl MMaTUHMOY. PaHHue
pesynbTaTbl KINMHUYECKMX MCCNeaoBaHWi, NpoBeAEeHHbIX MPU UCMOMNb30BaHMM 3TUX NpenapaToB B KayecTBe
nepBoON NUHWMW, 3acTaBnstOT NPEAnofioXMTb, YTO OHWM MOMOralwT AOCTMYb Gornee GbicTporo u rnybokoro
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oTBeTa, YeM umatnHmb. Beibop noaxoasLiero nekapcTBEHHOrO CpeacTBa 3aBUMCUT OT MPOUns MNOBOYHBLIX
adpekToB Mpenapata WM MNpUMHMMaeMblX napannenbHO npenapaToB, OT Hanuunsa o6ycnoBneHHou
cneundumyeckMMm  MyTauMaMM  Pe3MCTEHTHOCTW, a Takke OT CconyTcTBylowux 3abonesaHun. [lpu
BO3HWKHOBEHWUN PE3UCTEHTHOCTU MM HENEepeHOCUMOCTM K MMaTUHUBY AonyCcTUMO npuMeHeHne gasatuHuba
UNU HUNOTMHMGa BO BTOPOW NUHWUM Tepanuu WNn xe HENOCPeACTBEHHO B NEepBON NMuHWW. B oTaenbHbIX
crnyyasx BO3MOXHO MX MPUMEHEHME B Ka4eCcTBe TpeTben NIMHUK.

3. bBo3ytnHm6

Ecnu B xoge neyeHus ogHMM U3 Bbile yKa3aHHbIX MHIMOUTOPOB TMPO3uHKMHa3el BCR-ABL Bbl He gocturim
OTBETa Ha Tepanuio Unu BblpaboTanu pe3aucTeHTHOCTb UMM HeENepPeHoCUMocCTb, To Bam, BO3MOXHO, nponuwyT
003yTNMHMO (MHIMOUTOP TMPO3MHKMHA3bl BTOporo nokoneHus). BCR-ABL  MHMMOWTOPp TUPO3UHKMHA3LI
603yTNHMO Ha3Ha4YaeTcs B KAa4eCTBE BTOPOW NUHUM Tepanuu, ecnv nevyeHne MMaTtMHMOoM, HUMOTUHUOOM Unn
Aa3aTMHMOOM HenpueMreMbi.

4. TMoHaTUHMO

BCR-ABL vHMMOGUTOp TMPO3NHKUHA3bl MOHATUHNO (MHIMBUTOP TUPO3WMHKMHA3bI BTOPOrO MOKOSIEHMS) SBMSETCS
ewe ogHMM meTtogom neyveHua XMJ1. Ero HasHayeHne BO3MOXHO BO BTOPOW NIMHUKM Tepanuu, ecnu He 6bin
OOCTUTHYT OTBET Ha MEPBYIO JIMHUIO Tepanun MMaTUHUMOOM, gasaTuHMGOM mnn HUNOTUHMGOM. Kpome Toro,
Bam moryT nponucate noHatuHM®O B KayecTBe TpeTbeh nuHWUKA Tepanuu, ecnn y Bac Habniopaetcs
PE3UCTEHTHOCTb WM HenepeHocMmocTb K aABym apyrmm UTK. B 0COGEHHOCTM HanuuMe reHeTUYecKomn
myTaumm T315] mMoxeT 0OycrnoBUTb PE3UCTEHTHOCTb KO BCEM [OCTYMHbIM Ha CErO4HSALWHUA [eHb
NEeKapCTBEHHbIM CpeacTBaM, 3a WUCKNYeHMeM noHatuHmba. OpgHako ecnu Bbl B npolwinom ctpaganm
cepAeyvHbiMu  3aboneBaHMsAMU UM MHbIMK  3aboneBaHMAMU  CepaeYHO-COCYAMCTON cucTembl, TO Balw
nevawimmn Bpad paccMOTPUT BO3MOXHOCTb NPUMEHEHWNs NoHaTUHWGa ¢ BOMbLLION OCTOPOXKHOCTHIO.

5. TpaHcnnaHTauuMAa CTBONOBbIX KNeTOK

Ecnu Hu oaumH 13 npenapatos XMJ1 He npuHOCKT ycnexa, TO TpaHCNNaHTaumMs CTBOMOBbIX KIETOK MOXeT ObITb
BO3MOXHOW Tepanven Ans NaumeHTOB, HaxoOdWMXCA B XpOHWYeckon pase 3aboneBaHMs My KOTOPbIX
BblpaboTanacb Pe3MCTEHTHOCTb MW HENepeHOCUMOCTb K OOQHOMY M3 UHIMOUTOPOB TUPO3UHKUHa3bl BTOPOro
nokonexnus. [ns nauuMeHToB, Haxogdwwmxcs B hade akcenepauuw, TpaHCMnaHTauus CTBOMOBLIX KMETOK
ABMSETCA [OOMOMHUTENbHLIM BapvaHTOM Mpu  OTCYTCTBMM OMNTUMAarnbHOrO oOTBeTa Ha Tepanwuo. [lpu
HacTynneHun dasbl 6NacTHOro Kpusa TpaHCMaHTauusl CTBOMOBLIX KIETOK MoKa3aHa UCKIIOYUTENbHO B TOM
crny4vae, ecnv nNpyv NOMOLLM XMMUOTEpanuu, B KOMOMHaUUM ¢ MHIIMBUTOpPaMn TUPO3MHKMHA3L!I nnn 6e3 Hux,
CHOBa JOCTUraeTcs XpoHuyeckas dasa.

TpaHcnnaHTaums CTBOMOBLIX KNETOK BKMOYaeT B cebsA nepecaaky 340pOBbIX CTBOMOBLIX KMETOK OT AOHOPA U
HOCWUT HasBaHWe annoreHHoW TpaHCMnaHTauMm CTBONOBLIX KIeTOK. HoBble CTBOMOBbLIE KMETKM MOMYT MOMOYb
Bawemy opraHusmy BbipaboTaTb LOCTATOYMHOE KONMYECTBO KPaCHbIX KPOBSHbIX KMETOK, 6enbix KpOBSIHbIX
KNeTOK M KPOBSHbIX MIacTMHOK. B cryyae ycnexa TpaHcnnaHTauus npuBoauT K manedveHuto. OgHako oHa
MOXeT Bfneyb 3a COOON cepbesHble OCMOXHEHMA M Aaxe daTtanbHbii ucxod. Mo aTon npuynHe oHa He
NpoBOAMNTCA B Hayarne Tepanuu.

Ha gaHHbIM MOMEHT HEeT JOoCTaTOYHOM WMHGOPMALMM O MPUMEHEHUN MHIMOUTOPOB TUPO3MHKMHA3LI Mepes
n/vnu nocrie TpaHCNNaHTauum KOCTHOro Mmo3sra. Kpome Toro, ewe He Obinv onybnvkoBaHbl OaHHblE O
©e3onacHoOCTU 1X NpUMEeHeHnA. OHK nokasaHbl npn BbICOKOM pUCKe BO3HUKHOBEHUA peunanBea.

6. WHTepdepoH anbca u ero komMoMHauumn

Ho pernctpauum umatnHmba B Havane XX| Beka WHTepdepoH anbda MpUMEHSNCA B KayecTse
OOMNOSMHUTENBHON Tepanuu B Crlydae HEBO3MOXHOW TpaHCMaHTauMM CTBOMOBbIX KneTok. OH npoBouunpyet
mbenb knetok XMIJL. lNMpuem uHTepdepoHa anbda B BuAe MOHOTepanuu B OOMbLION [03€e Bbi3blBAeT
BGnaronpuaTHbI OTBET nNuWb Yy Hebonblworo konuyectsa naumeHToB. Kpome ToOro, 6Gonbwas [oasa,
Heobxooumas Ons MOHOTepanuu, BreyeT 3a coboln nosiBneHne noboyHbix agdekToB. Ha AaHHbIN MOMEHT
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NpoBOAATCH  KIMHWYECKME WCCMNEedoBaHMs MO  MNPUMEHEHWI0 KOMOWHauuMm uHTepdepoHa anbda ¢
WHrMOuTOpamMn TUpo3nHkMHa3bl BCR-ABL c uenbl CTUMYyNSUUM OOMOSHUTENbHBLIX UMMYHHbIX 3¢deKToB B
6opbbe ¢ XMIl. MHrimbutopbl TMPO3UHKMHA3LI He criegyeT MPUMEHSTb BO BpeMs 6epeMeHHOCTU B CBA3M C
BO3MOXHOCTbIO HAHECEHUS Bpeda HepoameLueMycsl pebeHky. Takum obpasom, npuem nHtepdepoHa anbda
MOXeT BbITb LienecoobpasHbiM N8 KOHTPOrs 3aboneBaHus 40 pogopaspeLleHmst.

7. TwnapokcuMoueBMHa

MOPOKCMMOYEBMHA — XMMUOTEpaneBTUYECKUI Mpenapar, KOTOpbIi NMPUMEHSIIOT BHYTpb, Ha3Hayaemas ans
KpaTKOBPEMEHHOTO MpPUMEHEHUa nepen  Tepanuein UHMMOUTOpaMM  TUPO3UHKMHA3LI, Hampumep, A0
nogteepxaeHus auarHosa XMJT unuv npu o4veHb BBLICOKOM KONM4ecTBe KreTok KpoBu. OHa CHuxaeT
KONMMYeCTBO BernbIX KPOBSAHbLIX KNETOK.

LUenu tepanun XMJ1

MaumneHTsl, cTpagatowme XMJ1, oTBeYalT B pa3nUYHON CTEMNEHM Ha NeYyeHne, oaHaKo CyLlecTBYOT obuime
Lenn 1 KOHTPOIbHbIE TOYKM, C MOMOLLBIO KOTOPbIX OLueHuBaeTca adpdeKkTBHOCTbL npoBoanmon Tepanum. OHu
BKIMOYaloT B cebs criegytoLlee:

e HOpManu3aLuuio aHanu3a KpoBU (reMaTonormyeckuii OTBeT)

e  OTCYTCTBME UNWN YMEHbLUEHWNE KONMYECTBA NENKO3HbIX KIETOK, 00YCNOBNEHHOE NCHE3HOBEHUEM
drnagenbOUNCKONn XPOMOCOMbI (MOSHbINA LIUTOrEHETUYECKMI OTBET) N YMEHbLUeHNEM ypoBHS BCR-
ABL (pa3nuyHble cTeNeHn MONEKYNSIPHOro oTBeTa)

Mocneaytowas nHopmauus n Tabnuubl SBRSOTCA 0600LEHNEM akTyarnbHbIX PEKOMEHAALMI NO NEYEHMIo
XPOHUYECKOrO MMENOMAHOIO Neriko3a, onyonmkoBaHHbIX 32 cneunanuctamm EBponenckon ceTn no n3yyeHuto
newnkosoB (European LeukemiaNet, ELN).

HaHHble pekomeHgauun nmetoT obwmn xapaktep. Llenn Bawero Tekyllero neyeHns mMoryt BapbupoBaTtb Ha
NPOTSXKEHMN BPEMEHU B 3aBuMcMMOCTM OT ctagmm XMJT Ha MOMEHT yCTaHOBReHwWst guarHosa, Bawero
BO3pacTa, Habnogaowuxcsa y Bac nobo4HbIx achdekToB, Bawero otBeta Ha Tepanuio 1 0OLLEr0 COCTOSIHUS
3gopoBbsi. B xoge tepanuu Baw Bpay 6yaeTt koHTponupoBaTth pa3sute XMJT ¢ noMoLLbio aHanm3oB KPOBU U
KOCTHOro mMo3sra. C Mx NoMoLLbl0 OH CMOXET OMNpeaenuTb, JOCTUralTCa Nu uenu Tepanun. Huke npuBeaeHbl
Tabnuubl, NpeAHasHa4YeHHble ANs Oka3aHMs NOMOLUM B MOHMMaHWWM pe3ynbTaToB MUCCnenoBaHuin U Bbibopa
COOTBETCTBYIOLLEN TEPANUN.

CTteneHb PUCKa nNpu yCtTaHOBJ1IEHUN ANarHo3a

Takue KPpUTEpPUN, Kak BO3pacT, pasMep Cerie3eHKN UM KOnn4ecTBO onpenesrieHHbIX KPOBAHbIX KIeTOoK, MOryT
NnoBNMUATbL Ha OTBET MNpU Tepanuu VIHFI/I6I/ITOpaMI/I TUPO3NHKMHA3bl U ee nUcxona. [aHHble Kputepun OOJIKHbI
ObITb yCTaHOBJ1€HbI nNepen HadariomMm Tepanun U Ha3biBalOTCA MCXOOHbIMU MNPOrHOCTUYECKUMU (*)aKTOpaMVI.
OHn NPUMEHAKTCA ANA YCTaHOBINEHNA OUEHKN OTHOCUTENIbHOIo pucka, u TemM caMbliM, Bawen cteneHu pucka.
M3BecTHas cTeneHb pucka CFIOCOGCTByeT OCyLLECTBJIEHUNIO BEPHOIO Bbl60pa Tepanuu.

CyLecTBYyIOT TpM CUCTEMbI BbluMceHns cteneHmn pucka: Sokal, Hasford n EUTOS. 3Tu Tpu cuctemsl umetot
paBHOe 3HayeHue.

Kpome aToro, ectb u gpyrne paktopbl, ODHapyXeHMe KOTOPbIX Ha MOMEHT YCTaHOBMEHUSA AMarHosa,
yKkasblBaeT Ha MeHee GnaronpusaTHbIA NporHo3. OHWM NpeacTaBnsalT cobor AONONHUTENbHBIE XPOMOCOMHbIE
aHoManum B kreTkax ¢ dunagenbguinckorn XpoMOCOMOW, Takme Kak Tpucomum 8 u 19, Tak HasbiBaeMble
"Gonblune aHomanmu".

KoHTpornbHble To4ykn Tepanun XMJ1

Knaccmbukauml OTBeTOB Ha Tepanuro

TepmuH "oTBeT" 03Ha4vaeT peakumto XMJT Ha npoBoAMMYyIO Tepanuio.
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OnTMManbHbIM OTBET
O3HayaeT, YTo MpoBOAMMas Tepanus, Mo-BuanMoMy, obecneynT BbIKMBAEMOCTb, COMOCTaBUMYIO C
TakoBow B obLen nonynaumn. MiameHeHve Tepanum He TpebyeTcs.

Heypaua neyeHus
O3Ha4yaeT, 4YTO Tepanud, BEPOSTHO, He MNPUHECET OXUOAeMblX pe3ynbTaToB B AONTOCPOYHON
nepcnekTuBe, NO3TOMY ee crnegyeT uaMeHutb. Bam n Bawemy Bpady cnegyeT o6CcyanTb BapuaHThbl
N3MEHEHUS Tepanuu, ecnin TakoBble UMEIOTCS.

MpepocTeperarowme NpusHaku (MNu «npeaynpexaeHne» no knaccudukauum ELN)
ABNAOTCA nNpu3Hakamum Toro, 4yto XMJ1 He oTBevaeT Ha Tepanuio Kak oxugaetcd. Mo Bcen
BepoATHOCTM Bac 6yayt obcnegosate 6onee vyacTto. [Npu aToM AaHHbIE NPU3HAKU PACCMOTPSTCA ANS
YyCTaHOBMNEHUS HEOBXOANMOCTM N3MEHEHMS Tepanuu.

Llenbto no6on tepanun XMJ1 aensietcs goctmxkeHme pemmccun. Pemucens XMJ1 onpegenseTca cneayiowmmm
NOHATUAMM:

o [NonHbin remaTtonornvyeckun oteset (MIFO) - KONNMYECTBO KPOBSHbLIX KNETOK HOPMannsoBanocb, U
nUccrnegoBaHMsA He BbISBMSIOT He3pernble Genble KpoBsiHble kneTkn. Pasmep ceneseHkn Takke
HopMmanusoBarncs, ecnv oHa 6bina ysenuyeHa.

e [onHbin yutoreHetn4yeckun oteet (MLO) - npu LUTOreHeTUHECKOM UCCNENOBAHMM KOCTHOrO Mo3ra
He BbISBNATCA KNeTkn ¢ PunagensuiiCkon XpoMoCoMON.

o bBonbuwon monekynsapHbin otBeT (BMO) - INLUP (Tect kpoBuW, KOTOPbLIN MO3BONSET OBHAPYXWUTb U
MOACYMTATb AaXe OYeHb MarieHbKOe KONMMYECTBO OnpederieHHbIX COCTaBMsoLMX reHa) Bce elle
BbisiBnseT BCR-ABL, ogHako Ha Hu3koM ypoBHe (MeHee 0,1%). Cpeau cneumanucTtoB Takon oTBeT
cunTaeTcsa onTUMarnbHbIM.

e [nybokmnn monekynsipHbin otBeT (MO4 unu MO4,5) - tect MNLUP Bce ewe npocnexvBaetr XM,
O[HAaKO Ha OYeHb HU3KOM YPOBHE BMNOTb A0 TEXHMYECKOro npegena obHapyxeHus (ypoBeHb BCR-
ABL Hmxe 0,01% npyn MO4 u ke 0,0032% npn MO4,5).

o MonekynsipHo-Heonpegensaemoe 3aboneBaHue - Tect lNLP He BbisBnsaer BCR-ABL B kpoBu unm
KOCTHOM Mo3re. OgHako y GOnbLUMHCTBA MaLUEHTOB MO-MPEXHEMY MOXET MMETbCS O4YeHb Maroe
yncno konuii reHa BCR-ABL, He nopgpatolieecs TEXHUYECKOMY OOHapPYXEHUIO.

B oTnnune oT gpyrMx BugoB oHkonorndecknx sabonesaHun naumentol XMJ1, Haxogswmecs B pase pemmccny,
He AOCTUraloT MOSIHOro naneyeHns. Takum obpasom, B COOTBETCTBUM C HOBENLLUMMW AaHHBIMW UM He crnegyeT
npekpawartb Tepanuio, NPOBOAUMYIO 3a paMKaMmu KIMHUYECKUX uccnefoBaHuin. WcknioveHnem sBnsaTes
nauueHTbl, NPoXoAsLiMe Hagnexaiiee BblCOKOKBannuuMpoBaHHoe HabnwogeHve ¢ NepuognvHOCTbIO OAWH
pa3 B Mecsay. [daxe ecnu TecTbl He BbigBUnM criegoB XMJ1 B Bawwux kneTkax, 6onesHb MOXeT CHOBa
BEPHYTbLCH, B pesynbTaTe Yero 6yaet peumams.

Baw nevawmn Bpay nonpocut Bac nposBoanTb 06CnefoBaHUA B pasfnMyHOEe Bpemsi Ans BO3MOXHOCTU
MOHUTOpUHra peakumm Bawero opraHu3ama Ha 3abonesaHue u nposoaumyto Tepanuio. Tabnuvua 1
npeacraBnsieT pesynbTaTbl NabopaTopHbIX MCCNeaoBaHW B dha3e peMuccun n 4actoTy ux nposegeHus. C
uenbo HabmogeHna 3a 3aboneBaHveM criegyeT nNPOBOAWUTb  MOMEKYNSPHbIE WM LUUTOreHeTn4eckue
nccnegoBaHUs U X KOMBUHaUmio.



Ta6bnuua 1.

I

[emaTonormnyeckumn
Monuein (MIFO)

Pemuccus

® KONIMYECTBO TPOMOOLIMTOB
<450.000/un

o Benble KPOBSIHbIE KIETKM
<10.000/un

e nienkoumMTapHas gopmyna c
OTCYTCTBMEM He3perbiX
rpaHynoumnT n <5% 6asodunos

e cefnie3eHka He nanbnupyeTcs
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TecTtupoBaHue

WccnepnoBaHme KPOBU HA MOMEHT YCTaHOBMEHMS
aunarHosa. [lanee - kaxagble 15 gHen oo
OOCTWXKEHUS U NOATBEPKAEHUS NOMHOro
remMaToslIorm4eckoro oTeeTa.

TecTnpoBaHMe Kak MMHUMYM Kaxgble 3 Mmecsiua
UnNun No mepe HeobxoanmocTu.

LiuToreHeTn4yeckui
OtcyTtcTBUE

MuHUManbHbIN

Manbin

Yactuunbin (HLO)

Monuei (MUO)*

95% knetok ¢ Punagensunckomn
XpPOMOCOMOM

66-95% kneTok ¢
durnagenbUInCKONn XpOMOCOMOM

36-65% kneTtok ¢
dunanenburicKomn XpoMocoMom

1-35% kneTok c
dunagensniickon XpoMocoMon

OTcyTCTBUME KNETOK C
durnagenbOUInCKoONn XpOMOCOMOM
(B He meHee 20 kneTkax)

LuToreHeTn4yeckoe nccnenoBaHue KOCTHOIO
MO3ra Ha MOMEHT MOCTaHOBKWU AnarHosa, Ha 3-M u
6-M Mecsuax; 3aTeM - Kakable 12 mecaues a0
OOCTVXXEHUS U NOATBEPXKAEHUS NOTHOrO
uuToreHeTMYeCckoro oteeTta. Ecnu monekynspHbIn
MOHUTOPWUHT BbisiBMIT BMO - kaxable 12 mecsiLes.
LinToreHeTnyeckoe TeCTMpoBaHWE KOCTHOIO MO3ra
HeobxoaMMO, ecnn perynsapHbi MONEKYSPHbIN
MOHUTOPUHI HEBO3MOXEH.

B Chny4dae nosdsJieHusa npegocreperaroumx
NPU3HAKOB NMOBTOPATb LUNTOreHETU4YECKOE U
MOneKyIndpHOe TeECTUpoBaHNE eXxemMecA4Ho.

B cnyyae Heygaum neyeHus unm nepexoa K dpase
akcenepauuun nnm 6rnacTHoro Kpmsa Heobxognumo
NpoBOANTb LUTOrEHETUYECKOE TECTUPOBaHME
KNeTOK KOCTHOro MOo3ra, MOJIEKYTsIpHOE
TectuposaHue (MLP), a Takke aHanns mytauun.

MoneKynspHbIN
Bonbwon (BMO)

mybokas
MorekynsipHas

pemuccust
MO4,0

MO4,5

HeBbISBNEHHbIN

<0,1% BCR-ABL no
MexayHapogHow wkane (ML)

BhisiBneHHoe 3aboneBaHue ¢
<0,01% BCR-ABL (ML) unun
HeBbISIBNEHHOe 3aboneBaHune ¢
>10.000 konun reHa ABL B
obpasue;

BhisiBneHHoe 3aboneBaHue ¢
<0,0032% BCR-ABL (ML) nnu
HeBbIABNEeHHoe 3aboneBaHne ¢
>32.000 konun reHa ABL B
obpasue

Tect MNUP He BbisiBnsieT reH BCR-
ABL B kpoBu

MonekynsipHoe TectupoBanue (MLP): kaxgbie 3
MecsiLa 4o AOCTWXKeHust u nogTeepxaeHms bBMO
(BCR-ABL <0,1%). 3ateM - He pexe, YeM Kaxable
3-6 mecsues.

AHanus myTauum

OTcyTCcTBME MyTaLMiA

MyTauMOHHbIN aHanu3 NocpeacTBOM
cekBeHupoBaHua no CeHrepy (crneyunanbHasi
TEXHWUKA A5 OOHapY>XeHUst MyTaLuii)
pekoMeHAyeTCs NvLlb B Clyvyae BO3HWKHOBEHMS
nporpeccun, Heyaadn nevYeHns unm

npeaocTeperaoLLmx NPM3HaKkos.

< O3HavaeT MeHblle Unu paBHo, > Oo3Ha4vaeT bonblue

* Takke MOXET N3MepsiTbes hrroopecueHTHon rmbpugusauuen in situ (FISH) — gpyrum metogom
06HapyxeHus dunagenbOUInCKO XPOMOCOMBI B KPOBSIHBIX KIETKax.
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YPOBEHb OTBEeTOB U npenocTeperarowiye npmu3Hakm B nepBoﬁ JINHUU Tepannun

Bbl HaxoguTecb B xpoHudeckon dase XMJ1 u npuHumaeTe umatuHub B gose 400 mr B AeHb, Aa3aTtvHub B
no3e 100 mr B geHb wnn HWNOTMHUO B ago3e 300 mr gBaxabl B AeHb B KadecTBe MNepBOM Tepanuu
TMPO3UHKMHA3bl MOCMNe YCTaHOBKM AuarHo3a? CM. Tabnuuy 2, npeacTaBnsiolLyto Knaccudukauuio uenen

Tepanuu.

Tabnuua 2.

Mepvon BpemeHun

OnTumManbHbIA OTBET

MNMpepocTteperatoLme
NPU3HaKu
(npepynpexaeHue)

Heynaua neyeHus

Ha momeHT
yCTaHOBMEHUA
AnarHosa

(Ha maHHonm ctagum
HEMPUMEHNMO)

CTeneHb BbICOKOrO pucka
no nHaekcy Sokal, EUTOS
unn Hasford, a Takke
©onbLUMEe XPOMOCOMHbIE
aHoManuu B KneTkax ¢
dunagenbguinckomn
XpOMOCOMON™*

(Ha gaHHon ctagum
HEMPUMEHNMO)

Yepes 3 mecsua

BCR-ABL <10% B
pesynbtarte Tecta NP
n/unu Konn4ecTBo
KNEeToK C
dunagensduiickom
Xxpomocomom <35% B
pesynbTate
LIMTOreHeTUYECKOro
TecTa

BCR-ABL >10% B
pesynbtarte Tecta lNLP
N/Mnn KONNYEeCTBO KINETOK C
dunagenbpuinckon
xpomMocomon 36-95% B
pesynbTate
LMTOreHETMYECKOro TecTa

OTcyTCTBUE MOSMHOrO
remMaTonornyeckoro oTBeTa
n/MnNn KONNYECTBO KINETOK C
dunagensgunckom
XpomMocomon >95% B
pesynbTate
LMTOreHeTMYECKOro Tecta

Yepes 6 mecsaueB

BCR-ABL <1% B
pesynbTaTte Tecta MNLP
n/unu oTcyTCcTBME
KNeToK C
dunagenspUnCcKomn
XpPOMOCOMOW B
pesynbTate
LIMTOreHeTUYECKOro
Tecta

BCR-ABL 1-10% B
pesynbTaTte Tecta MLP
n/Unun KoNM4ecTBO KINETOK C
dunagenbduinckom
xpomocomon 1-35% B
pesynbTate
LMTOreHeTUYecKoro Tecta

BCR-ABL >10% B
pesynbTarte Tecta MNUP n/unn
KONMYECTBO KMETOK C
dunagenbgunckom
Xpomocomon >35% B
pesynbTtate
LIMTOreHeTUYECKOro TecTa

Yepes 12
MecsiLeB

BCR-ABL <0,1% B
pesynbTarte Tecrta lNLP

BCR-ABL 0,1-1% B
pesynbtarte Tecta lMLP

BCR-ABL >1% B pesynbraTe
Tecta MNP n/unn MuHumym 1
knetka ¢ dunagenbhuinckon
XPOMOCOMOW B pe3ynbraTe
LMTOreHeTU4YeCcKoro Tecta

B no6o1 nepnoa
Tepanuu

BCR-ABL <0,1% B
pesynbTate Tecta NLP

[ononHuTEenbHbIE
OornblLUME XPOMOCOMHbIE
aHomarnum B KrneTtkax 6e3
dunagenbguinckomn
XPOMOCOMbI (Hanpumep,
aHoManuu Ha XxpoMocome 7
06e3 Hanu4yus aHomManuin Ha
Xpomocomax 9 n 22)

e oTeps NOMHOro
reMmaTonorn4eckoro
OTBETA, MNOSHOro
LIMTOreHeTU4eCcKoro
oteseTta unn BMO**
MyTauuu

e [OMNOMHUTENbHbIE
OornblLUMe XPOMOCOMHbIE
aHomarnum B KneTkax C
dunagenbguinckom
XPOMOCOMOWN

* Knetkn ¢ dnnagenbuinckon XxpoMoCOMOWM Takke HasbiBatoTcs Ph-nonoxntensHbivMmn nnu Ph+ knetkamu, a
kneTkn 6e3 drnnagenbHUNCKoNn XpOMoCcoMbl — Ph-HeraTnBHbIMU unu Ph- kneTkamu;

** MNoTtepsa BMO pomkHa 6bITb NoaATBEPXAEHA ABYMSI NOOYEPEAHBIMW MOMEKYNAPHLIMU TECTamu,
ycTaHoBmBLLUMMU ypoBeHb BCR-ABL 21%.




CML AdvocatesNetwork

ypOBeHb OoTBEeTOB U npenocTeperaroine npn3Hakm Bo BTOpOﬁ JIMHUK Tepanuun

Bbl npuHumaeTe gasatuHWG, HUNOTUHUG, 603yTUHMG MNK NOHaTMHWG B KavecTBe Tepanuu, cregylolen 3a
Tepanuen ApyrMm MHIMOUTOPOM TUPO3UHKMHA3bI? CM. Tabnuuy 3, NpeAcTaBnsApoLWY0 Knaccudukauuio uenemn
Tepanuu. OHa OCHOBaHa Ha AaHHbIX O HUMNOTMHMOE U fAasaTuHMbe 1 NpeaBapuTENbHO pPacnpocTpaHsaeTcs Ha
603yTMHMO 1 NoOHATUHMG [0 nMpefocTaBreHnss 6onee MOMHbIX OaHHbIX O HMX. [aHHas knaccudukaums He
pacnpocTpaHsieTcsl Ha Tepanuio, MPOBOAMMYIO MOCre Heyaayu nedveHust ABymst unu 6onee MHrnbutopamm

TUPO3MHKMHA3bI!

Tabnuua 3.

Mepvon BpemeHun

OnTMManbHbIN OTBET

lNMpepocTeperatoyye
NMPU3HaKu

Heynaua neyeHus

MNpun Havane
Tepanuu
(=HenocpeacTBEHHO
nepen Havanom
BTOPOWN NHUMU
Tepanum)

(Ha paHHon ctagun
HenpUMeHMO)

OtcyTcTBME MK NoTepst
MOHOro
remaTonormyeckoro
oTBEeTa Unu
HeJOoCTaTO4HbIN MNOSHbIN
LMTOreHEeTU4YEeCKNN OTBET
Ha 1-ylo NMUHUIO Tepanum
WMHrMbuTopamm
TUPO3UHKNHA3bI UK
CTemneHb BbICOKOrO pucka
no Sokal, EUTOS unn
Hasford

(Ha paHHonm ctagum
HEeNpPUMEHNMO)

Yepes 3 mecsua

BCR-ABL <10% B
pesynbTaTe TecTa
MUP w/vnn
KONTMYECTBO KIETOK C
dunagenbdunckomn
Xpomocomon <65% B
pesynbTate
LIUTOrEHETNYECKOTrO
TecTta

BCR-ABL >10% B
pesynbTarte Tecta NLP
W/Mnn KONUYEeCTBO KIETOK
¢ dunagenbdunckon
Xpomocomon 65-95% B
pesynbTtate
LMTOreHeTU4eCcKoro Tecta

OTtcyTCcTBUE MOSTHOrO
remMaToiorm4eckoro oTeeTa
WIN KOSTMYECTBO KIETOK C
dunagenbduickom
Xpomocomon >95% B
pesynbTate
LMTOreHeTUYeCcKoro Tecta unm
HOBbIE MyTaLMK

Yepes 6 mecsiueB

BCR-ABL £10% B
pesynbrarte Tecta
MUP w/vnn
KONTMYECTBO KIETOK C
dunagenbguinckomn
Xxpomocomown <35% B
pesynbrarte
LMTOreHEeTNYECKOro
TecTa

Konu4yecTBo KneTok ¢
dunagensUnCcKomn
xpomocomon 35-65% B
pesynbTate
LIMTOreHeTUYECKOro TecTta

BCR-ABL >10% B
pesynbTarte Tecrta MNUP n/nnn
KONIMYECTBO KIETOK C
dunagenspUnCcKomn
XpoMocomMon >65% B
pesynbTtate
LMTOreHeTMYECKOro TecTta
n/unn HoBble MyTaLun

Yepes3 12 mecsueB

BCR-ABL <1% B
pesynbTarte TecTta
MuP n/vnn
OTCYTCTBUE KITETOK C
dunagenbdunckom
XpPOMOCOMOM B
pesynbTate
LUTOreHeTM4YeCcKoro
Tecta

BCR-ABL 1-10% B
pesynbTaTte Tecta NLP
n/Unm KoNM4ecTBO KNEeToK
¢ dunagenbdunckon
xpomocomon 1-35% B
pesynbTtate
LIMTOreHeTUYECKOro Tecta

BCR-ABL >10% B
pesynbtarte Tecta MNP n/vnu
KOMNMYECTBO KMETOK C
dunagensduickom
xpomMocomown >35% B
pesynbTtate
LMTOreHeTUYECKOro Tecta
n/unn HoBble MyTauun
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B no6o1 nepnoa
Tepanuu

BCR-ABL <0,1% B
pes3ynbTaTte Tecrta
nupP

[ononHntenbHble
0ornblUne XpOMOCOMHbIE
aHomanuu B KneTkax 6es
dunagenbduickomn
XPOMOCOMbI (Hanpumenp,
aHoMarnum Ha XpoMOCoMe
7) unn BCR-ABL >0,1% B
pesynbtarte Tecta NP

noTepsi MOSIHOro
remaTosriorm4yeckoro oTeeTa
norteps
MOSHOro/4acTU4HOrO
LMTOreHeTnYecKkoro oteeTa
HOBble MyTaLun

notepss BMO*
OONOMNHUTENbHbIE
BonbluMe XPOMOCOMHbIE
aHomanuu B KreTkax
dunagensOUncKon
XPOMOCOMOM

* MoTteps BMO gomkHa 6bITb NOATBEPXKAEHA ABYMS NooYepedHbIMU MOMNEKYNAPHBIMU TECTaMK,

ycTtaHoBmBLLIMMU ypoBeHb BCR-ABL 21%.
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Bbi6op Tepanuu B xpoHnyeckon cpase

Bbl HaxoguTecb B xpoHudeckon cpaze XMJ1? Cm. Tabnuuy 4 gns 0o3HakoMIieHUsi ¢ BapuaHTamu nepBoWw,
BTOPOW U TpeTbel NMHUM Tepanuu, BKIoYasi TpaHCcnnaHTaumio CTBONOBLIX KNeToK. Beibop npenapaTta 3aBucuT
OT CBOWCTB 3aboneBaHus, Balero obuiero cocTtosiHUS 340pOBbA, NMOOOYHLIX 3GEEKTOB, CBOMCTBEHHbIX

npenapary, 1 OT UHbIX )aKTOPOB.

Tabnuua 4.

JInHua Tepanuu
1-aa nuHug

2-as NMNHUS

(nocne umatnHuba,
HUNOTUHMOA UnNKn
hasatnHuba)

Kakue naumeHTbI?
Bce nauuneHTsbl

MauneHTbl C TOKCUYHOCTBIO
n HenepeHoCMMOCTbIO

Kakasa Tepanusa?
MmatnHmnb 400 mr oavH pas B AeHb, HUNoTuHMG 300 mr
ABaxabl B AeHb 1nn aa3atuHmb 100 Mr oguH pas B AeHb.
YctaHosnenne Tuna HLA* nauneHTa, ero 6paTtees u
cecTep criegyeT NPOBOAUTL UCKITIOYMTENBHO B Criyyae
nosiBNEeHWs npegocTeperaroLLmx NpU3HaKkoB (BbICOKON
CTeMneHn pucka, AOMNONHUTENbHbIX 60NbLUNX
XPOMOCOMHbIX aHOManun B kneTtkax ¢ dunagensguinckon
XPOMOCOMOW).
lMayueHmbI ¢ HerlepeHOCUMOCMbIO; NEPEXO Ha OANH NX
OPYrMX UHIMBUTOPOB TUPO3MHKMHA3LI, O40OPEHHbIX AN
1-o# NUHMK B cTaHgapTHOW 4o3e€.
lMayueHmesl ¢ HernepeHocumocmabio: Gonee Bbicokasa Ao3a
(nmaTnHMG 400 Mr aBaxabl B AeHb, HANMOTUHUG 400 Mr
ABaxabl B AeHb, Aa3aTtuHKG 70 Mr gBaxabl B A€Hb NN
140 mMr ogvH pa3s B AeHb) C y4€TOM BO3MOXHbIX MyTaLUuM,
No6oYHbIX 3PEKTOB OT NpeablAyLLMX Tepanui 1
BbI3blBalOLLMX HECMOKONCTBO BTOPUYHBLIX 3ab0neBaHuii.
CwmeHa npenapaTa NpeanoyTUTENbHER, YeM MOBbILLEHNE
003bl MMaTMHUOA.

2-asl nMHus
(nocne umatuHuba)

MaumeHTbl C Heyoayen
neyeHus

HasatnHnb, HUNOTMHNG, 603yTNHMG (500 Mr oanH pas B
OEHb) UNn NoHaTUHUG (45 Mr oguH pas B AeHb).
Onpegenenue tuna HLA nauuweHTa, ero 6patbeB u
cecrep.

2-as nuHus MauuneHTsbl C Heyaayewn Ha3aTnHnb, 603yTMHUG MM NOHATUHKO.

(nocne neyeHus Onpepgenenue Tvna HLA nauuweHTa, ero 6patbes u

HUNOTUHNGA) cectep. PaccmoTpeHme BO3MOXXHOCTM TpaHCNaHTauum
CTBOMOBbIX KMNETOK.

2-asi NuHn4A MaumeHTbl ¢ Heypayen HuNoTnHMG, 603yTUHMOG MM NOHATUHWO.

(nocne nevyeHus Onpepgenenne Tuna HLA nauueHTa, ero 6paTbes u

AasatuHnba) cectep. PaccmoTpeHue BO3MOXHOCTU TpaHCcnnaHTauum
CTBOJOBbIX KINETOK.

3-bs1 NIMHUSA MaumeHTsbl, He OAavH 13 0CTaBLUMXCA MHIMOUTOPOB TUPO3MHKMHA3bI NP

(nocne gByx oTBevarLme Ha n/nnm He BO3MOXXHOCTW TpaHCMaHTaumum CTBOMOBbIX KIETOK.

NMHIMGUTOPOB nepeHocumble aBa

TMpOSMHKMHa3bD

Jiob6asa nuHuA

NMHrMbuTopa
TUPO3UHKNHA3bI

Bce nogxogsaiwme
naumeHTb

MauuneHTbl ¢ MyTaumen
T315I

MoHaTUHKG.

Onpepnenexne Tuna HLA nauuweHTa, ero 6paTtbes u
cectep. PaccmoTpeHme BO3MOXHOCTM TpaHCNaHTauum
CTBOJIOBbIX KITETOK.

* YenoBe4yeckne nenkoumTapHble aHTureHbl (HLA) — ocobble Mapkepbl, Haxoasawmecs: B 60NbLUMHCTBE KNETOK
Hawero opraHmama. OHY HeOBXOAMMbI UMMYHHOW CUCTEME AN Pacno3HaHWS NpUHagnexalmnx opraHnamy
unu vyxepoHbix knetok. C nomousto HLA-TUNMpoBaHusa onpegenseTcs COBMECTUMOCTb MapKepoB
naumeHTa ¢ Mapkepamu JOHOPCKUX CTBOMOBbIX KNETOK. YeM Bbille COBMECTUMOCTb, TEM MEHbLLE
BEPOSITHOCTb TOr0, YTO JOHOPCKUE UMMYHHbIE KINETKM aTaKyloT KNeTku naumeHTa.
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Bbi6op Tepanuu B hase akcenepauumn

Tabnuua 5 cogepXut MHdOpMaLU0 0 BO3MOXHOCTSX nedeHna XMJ1 B dase akcenepauum unm 6nactHoro
Kpu3a.

Ta6nuua 5.
R B G I Kakune nauueHTb1? Kakasa Tepanuna?
©nacTHoro Kkpusa
dasza akcenepauum un MaumeHTbl, He e VmaTtuHnb 400 mr aBa pasa B AeHb, gasaTnHmo 70
6nacTHOro Kpusa Ha nNpUHUMaBLLME Mr aBaxkabl B AeHb unu 140 mr ogmH pas B AeHb
MOMEHT YCTaHOBJIEHUA NHIMBUTOPI e TpaHcnnaHTaumsi CTBOMNOBbIX KNETOK
AvarHosa peKkoMeHayeTcsl BceM nauneHtam B ase

6GnacTHoro Kpusa 1 nauneHTam B gpase

akcenepauuu, He OCTUMLMX ONTMMarnbHOro OTBETa
o [lepen npoBeaeHMEM TpaHCcNIaHTaUnmM CTBOOBbIX

KNEeTOK MOXeT OblTb HE0bX0ANMa XMmMmnoTepanums

daza akcenepauum n MaumneHThbl, e  OOWH 13 HENPUHUMABLLUXCS A0 NPOrpeccupoBaHns

GnacTtHoro Kpusa nocne | npuHMMaBLLnE WHIMOVTOPOB TUPO3NHKUHA3bI (MOHATUHUG Npu

XpoHuveckom ¢asbli paHee NHrmbuTop Hanuunn myTtauum T3151) ¢ napannensHon
BCR-ABL, c xvMuoTepanuen unu 6e3 Hee, AanbHenLwas
NporpeccupyoLwmm TpaHCNNaHTaumsi CTBOMOBbIX KNETOK Y NMOAXOAALLMX
3aboneBaHnem nauueHToB

e B cny4yae HekoHTpOnMpyemoWn, pe3ncTteHTHon dasbl
BnacTHoOro Kpusa annoreHHas TpaHcnnaHTaums
CTBOJIOBbIX KIETOK HE pEeKOMEHA0BaHa.
XumunoTtepanus u/mnu nannuaTtMeBHasi NOMoLLb
MoryT ObITb Gonee LenecoobpasHsbl.

MpekpaweHue neyeHus

Cneuvanuctel ELN pekomeHgytoT naumeHtam ¢ XMJ1, OOCTUrHyBLUMM ONTMMArbHOIMO OTBETa, NPOAOKaTb
npueM HasHadeHHoW 003kl NpenapaTta. [1poBoaMNNCL KNMHUYECKME UCCeA0BaHUS NO NPeKpaLLeHUIo Tepannm
MMaTUHUOOM Yy MaLMEHTOB, COXPAHSIBLUMX FMyOOKUA MOMNEKYNSPHLIA OTBET Ha MPOTSKEHUN HE MeHee OBYX
net. Y okono 40% y4acTHWKOB MCCIeLOBaHMIA N3MEHEHNSI CTEMNEHN OTBETA He Habntoganock. [JaHHas dasa
HOCUT Ha3BaHue "pemuccust 6e3 Tepanun”. B xoge nccnegoBaHuin NauneHTbl HabnMaanucb Ha NPOTSXXEHUN
OT oAaHoro Ao u4etblpex neT. OgHako Ha [OaHHbI MOMEHT HEeT [O0CTaTOYHOro KONMYeCTBa AaHHbIX,
No3BOMALWMX 04006pNTE OTMEHY Tepanuu 3a pamKamm OTIIAXKEHHbIX KOHTPONUPYEMbIX UccrneaoBaHuin. Takne
MCCrNefoBaHMSA MPOBOAATCA HA CerogHAWwHWN AeHb. [lpy 3TOM Takke uM3yyalwTcs W Opyrue MeToapl,
Hanpumep, Nnepuoamyeckas OTMeHa npenapara.

MpekpalleHne Tepanuu 3a pamMkaMu KIMUHUYECKUX WUCCINEAOBaHU MOXET OblTb BO3MOXHbIM Y OTAENbHbIX
NauMeHToB, ecnv MM 06ecneyeHo BbICOKOKBaNUMUUMPOBaHHOE HaGnioAeHWe MOJeKyNsipHOro oTseta B
cepTudULMpoBaHHoOi nabopaTopuM C NEePUOAMYHOCTBIO OAMH pa3 B Mecsl. BO3MOXHOCTb OCTaHOBKM
neyYeHnss MMeeT BaXHOe 3HaueHue AN XeHLUWH, NhnaHupyoLWmx 6epeMeHHOCTb, Tak Kak BO Bpems Tepanuu
MHMMBUTOPaMKN TUPO3UHKIHA3bl GEpeMEeHHOCTL MPOTUBOMNOKa3aHa.

NMo6o4Hble achpdekTbI

Y pasnuuHbIx NpenapaToB HabnaaTca pasnuyHble NoboYHble addekTbl. IHIMOUTOPLI TUPO3MHKNHA3bI — HE
nckroyeHune. Baw nevalymin Bpay npumeT 3TO BO BHUMaHWe npu Bbibope noaxoasilero ans Bac npenapara,
yunTbiBas xapakrepuctuku Bawero XMJ1, a Takke MHble HapyLUEHUS!, HEe CBA3aHHbIE C HUM.

Mo6o4Hble 3hEKTLI MHIMOUTOPOB TUPO3UHKMHA3LI NOAPA3AENATCS Ha TP obLme rpynnbl:

1. [epeas rpynna BknoyaeT B cebsa cepbesHble Nob6oYHbIE 3dEKTHI, HAaCcTynaKLwme BO BpeMSA NepBomn
dasbl Tepanuun. OHM NoggalTca nedYeHunto, ogHako BO3MOXHO Bam npuaetca npekpatutb Tepanuio
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UM BPEMEHHO YMeHbLUMTb 03y npenapata. [pumMepHO OAuH U3 [ECATUM MauMeHTOB BbIHYXAEH
npepBaTb fle4YeHne paHblLEe NOMOXKEHHOro CpokKa.

2. Btopas rpynna oxBaTblBaeT MeHee cepbesHble MobouHble 3hekTbl, KOTOpblE pa3BMBAOTCS BO
BPEMS Tepanuu U MOryT MPUHATb XPOHMYECKMI XxapakTep. OHM TOXe NoadalTCst IEYEHUIO N UMEIDT
npuemMnemMyo NePeHOCUMOCTb, OAHAKO YXYALLAKT Ka4yecTBO XM3HU naumeHTa. VX Hanuumne npuBoanT
K HeperynspHomy npveMy MpOMMCaHHOro npenapaTa, YTO SABNSAETCA [MNaBHOW MPUYMHON Heyaauum
neyeHus. bonblioe KOMMYECTBO AaHHbIX NOBOYHBIX 3PPEKTOB TUNUYHBLI Afsi BCEX WMHMMOMTOPOB
TMPO3UHKMHA3bl. VX pasnnums COCTONAT NMLWb B YacTOTE BO3HMKHOBEHUSI U CTEMNEHU CroXHocTU. U3
3TOro crnegyeTt, YTO nepexon Ha OPYron UHrMOGUTOP TUPO3MHKMHA3bI MOXET Oka3aTb GnaroTBOpHOE
BINIUSIHME HA HEKOTOPbIX NALMEHTOB.

3. TpeTbsa rpynna BkMo4YaeT B cebs Mo3OHME OCINOXHEHMS, KOTOpble, HanpuMep, He OTHOCHATCA K
NpsIMbIM NOGOYHBLIM SIBNEHUSM npenaparta. [laHHble OCMNOXHEHUS MOTYT B AOIFOCPOYHOI NepPCrneKTuBe
HeraTMBHO BO3[4EWCTBOBATb Ha CEPAEYHO-COCYAMUCTYIO UMM AblXaTellbHYl0 CUCTEMY, MeYeHb WIu
MoMKenyAoYHYo XXenesy, a Takke Ha UMMYHUTET UNn obMeH BELLECTB B OpraHnsMe.

Bce nMHMbUTOopbl TUPO3NHKNHA3bI MOTYT HEFATUBHO BIUATbL Ha CepaeyvHyo OyHKLMIO, MO3TOMY NPWU HanMyum
cepAeYvHon HeJOCTaTOMHOCTM KX CriefyeT UCnonb3oBaTh C 6ONbLLUOK OCTOPOXHOCTLI. Ecnn y Bac B npoLunom
Habnogannce cepaeyHble 3aboneBaHmns, To 06 3TOM 06A3aTENbHO HYXXHO COOBLLMTL nevallemy Bpady.

HunotnHmn® accounmpyetcsa ¢ 3aboneBaHussMM cocynoB (apTepuit). JasatuHn® nopaxaeT B 6onbluen mepe
nerkme v nneBpy (TOHKWIA CITON TKAHW, OKPYXKAKOLLMIA Nerkue U npuerarLnin K BHyTPEHHEN CTOPOHE rpyaHomn
kneTtku). Ha momeHT nybnukaumm pekomeHgaumi ELN B 2013 rogy cyuiectsoBanu nNuilib HEMHOTUE CBELEHUS
0 NoBOoYHbIX adhdekTax 603yTnHMBa N noHaTuHMBa. C Tex nop ObiNn NpeacTaBneHbl JOCTOBEPHbIE OaHHbIE O
NOBOYHbIX ABMEHUSAX 3TUX NPENAPATOB U UX KOHTPOIE.

Mo3gHWe wnu JonNrocpoyHble MobouvHble 3PdEKTbI MHIMOUTOPOB TUPO3UHKMHA3bI BTOPOrO MOKOMEHUST U
CBSI3aHHbIE C HUMMW OCIIOXXHEHUSI eLle He COBCEM M3yyeHbl. Mo 3ToW npuynHe, HEOGXOAMMO OCYLLECTBMATb
GecnpepbiBHOE HabnogeHWe BCex NaumeHToB 6e3 NCKNoYeHUs.

Eyp,bTe aAKTUBHbIM NaUMNEHTOM

HeckonbKko pekomeHAauMm U Nosie3HbIX COBETOB

[aHHble pekoMeHOaLMn HX B KOEM CIyYyae He 3aMeHAT BpayebHbIX KoHcynbTauuin. OHM NpegHasHadveHbl Ans
nyywero noHUMaHua wmeTofoB nedeHns XMJ1, ob6cnegosaHuii M uX pesynbTatoB. YTobbl O06GUTBLCA
HaunydLero ncxoaa, Bam crneayeT GbiTh akTUBHBIM NauuMeHToM. MNoxanyicta, 03HaKoOMbTECh CHUMM:

1. Hawmgute Bpaua, Hauny4wMm obpa3om ocBegomrieHHoro o Bawem 3aboneBaHum 1 neuymsLLEro
bonbwoe konuyectso naumeHToB ¢ XMJ1. 310 0cobeHHO BakHO Npwu Mporpeccupylowen ctagumn
3aboneBaHnsi, HESICHbIX pe3ynbTatax obcrnefoBaHUN, a Takke THKKUX UM HETUMMYHBLIX NOOOYHbLIX
athpekTax. OnbIT Bpaya nrpaeT peLLatoLLytO porb.

2. HenpemeHHo GecepynTte ¢ Bawum Bpayom Ha no6on ctagum 3aboneBaHusA, 0COOEHHO nepen
npekpaleHnemM Unn n3amMeHeHnem tepanuu. 3agaBanTe BOMPOCHI A0 TeX MOp, NMoka MOJSTHOCTbH He
nonmMeTe CyTb gena.

3. OsHakoMmbTecb c uensamu Bawen Tepanuun. BeguTe perynsipHyto 3anncb NpUHATLIX MEAVKAMEHTOB
1 pesynbTaToB o6cneaoBaHuin.

4. Y6epuTecb B TOM, YTO Bpay cnegut 3a AelMcTBMEeM npoBoaumomn Tepanuu. He nponyckante
perynsipHble KOHTPONbHble BW3UTbI, Tak Kak ©e3 cooTeeTcTBylowero nedeHns XMJ1 sasnsertca
XN3HeYrpoxaroLwmm 3aboneBaHnem.

5. Y Bac HabnioparTtca nobouHblie 3adpdekTbl? 3anuwmte MX U pacckaxute O HUX Bpadvy Ha
cregyloLLen KoHCynbTaumumn. BeposTHO OH cMoxeT Bam NomMoyb, HO TOMbBKO, €CNY Y3HAET O HUX.

6. Pasy3HauTe y Bpaya, cneayet nu Bam npuHaTbL yyacTMe B KNMHUMYECKOM uccnegoBaHuu. B
HEKOTOPLIX Cry4asix 3TO MOXET NPUHECTM NMoMnb3y He Tonbko Bam, HO n ByaywimMm naumeHTam.
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7. JeuyeHue TpebGyeT BpemMeHu. [Nepexon Ha Opyryio Tepanuio OOMMKEH OCYLLECTBMSTLCA Ha OCHOBe
[A0CTaTOYHbIX AaHHbIX. Llenecoobpa3Ho NpoBecTy OONOMHUTENBHOE TECTUPOBAHUE, ECIW Pe3ynbTaThl
npeablayLwmx TeCTOB He ACHbI.

8. MomoralT TONbKO Te npenapaTtbl, KOTOpble OblNN AenCcCTBUTENBLHO NMPUHATLI. Ob6s3aTenbHo
anmeaﬁTe NnekapctBa B YCTaHOBJIIEHHOM Bpa4dYoM nopsAke. 3acBnaeTenbCcTBOBaHO, 4YTO npunem
MeOgunKaMeHTOB, He COOTBGTCTByI-OLIJ,VIVI YKa3aHuAM Bpada, MOXeT HeratMBHO MOBJIMATbL Ha Yycnex
Tepanuu. O6cyp,|/|Te Bawu HamMepeHunda C BpadyoMm, eciun Bbl XOTMTE OCTaHOBUTb WIK npepsaTtb
ne4vyeHue.

9. OOGpatuTechb 3a NnogAepPXKKOM U AenuTechb onbITOM. HananTte niogewn, kotopble Takke xuByT ¢ XMJ1,
WIK rpynnbl NoAAepXkM naumeHToB. Takue rpynnbl umetoTes B 6onee 70 ctpaHax. Ha ctpaHuue CeTu
3awmTtHukoB naumenTtoB ¢ XMJT (CML Advocates Network) HaxoguTcsa CnMCOK 3TUX Fpynn CO BCEro
mupa: http://www.cmladvocates.net/members.

10. MoroBopuTte ¢ Bawumu uneHamn ceMbyu U APY3bsiMM O TOM, Kak OHU MoryT Bam nomoub. Bebi
mMornu bl B3ATb ¢ COOOM Ha KOHCYNbTaUMIO K Bpady KOro-TO M3 UNEHOB CeMbM MMM XOpOLLEro apyra
ANS TOro, YTOObl HEe YNYCTUTb BaXkHY0 HOPMaLMIO 1 genatb 3ameTku. 3anomHute ,Bbl — He ogHu.

Bbl xoTUTE O6paTUTHLCA 3a NOAAEPNKKON?

"pynnbl nogaepkkn naumMeHToB MOryT NoMoyb Bam BOWTM B KOHTAKT C NaumeHTamu, ctpagatowmumm XMJ1,
NosyuYnTb OOMNOSTHUTENbHbIE CBeAeHUS 0 Bawem 3aboneBaHnm unm nonesHyro MHpopmaumio, a Takke HanTu
ONbITHOTO crneynanucTa As NoNy4YeHus NOBTOPHOro 3akntoveHus. Ytobel HanTu rpynny B Bawen ctpane,
nocetute ctpannuy Cetn 3awmtHukoB nauneHtoB ¢ XMJ1 (CML Advocates Network):
www.cmladvocates.net/members.

BbipaxeHue 6narogapHocTu

HaHHoe o600weHne Cetn 3awmTtHukoB naumeHtoB ¢ XMJ1 (CML Advocates Network) ocHoBaHO Ha cTaTbe
European LeukemiaNet recommendations for the management of chronic myeloid leukemia: 2013
(PekomeHdauyuu Esponetickol cemu o u3ydyeHuro f1eliKko308 10 JIeYEHUI0 XPOHUYECKO20 MueiobiacmHo20
netikosa: 2103). OHa Gbina onybnvkoBaHa B MeauUMHCKOM XypHane Blood B 2013 rogy (Baccarani, M et al:
Blood, 2013; Vol. 122: 872-84). Konuio ctaTtbM MOXHO nofyuuTb y Bawero nevawero Bpaya, B
YHUBEpCUTETCKOWM BUBnMoTeke unm B rpynne Nogaep>Kku naumeHToB.

Paboyasi rpynna BblpaxaeT cBoto 6narogapHocTb MapuoH Anblep 3a MNOAroTOBKY U peAakTMpoBaHWe
JaHHoro obobLeHus.

OTBETCTBEHHOCTb 3a MOSIHOE W pedakTUpoBaHHOE cofepxaHue nexut Ha Cetn 3allMTHUMKOB MauUeHTOB C
XM (CML Advocates Network, http://www.cmladvocates.net), opraHuzoBaHHon ®oHOoOM 3alUTHUKOB
BonkHoro Jlenkemuen (Leukemia Patient Advocates Foundation), Haxogswewncs no agpecy MioHurpabeH 6,
3000 bepH, LUWBenuapua. OpraHusdaums npoekTa, 3aTpaTbl Ha nepeBodYeckne ycnyrm wn neyatb
OCyLLEeCTBMNeHbl Grarogaps HeorpaHMyeHHoMy oOpasoBaTernibHOMY rpaHTy komnaHum Bristol-Myers Squibb,
BblaeneHHoMy ans Cetun 3awmTtHukoB nauneHToB ¢ XMJ1 (CML Advocates Network).

Bepcus: 3 ceHmsibpsi 2014 e. (v3.3/2014)
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