XMN: PYKOBOACTBO
ANA CEMbU U
ONEKYHOB




HTO MHE HY)XHO
SHATb O XMN?
HYEro MHE CNEAVET

OXXUAATD?




YTO TAKOE XMAN U NOYEMY Y NIOAEN
PASBUBAETCA 3TO SABONEBAHUE?

XMJ1, nnn XpOHUYECKUIA MUENOUHbBIN NENKO3, ABNSETCA pakoM 6enbIX KNeToK
KpoBu. Ero BbI3bIBaeT reHeTnu4eckas ownbKa, HasbiBaemas MyTauuen. Mpu
9TOM HebonbLune hparMeHTbl XPOMOCOM 9 1 22 OTPbIBAOTCA U MEHAIOTCSA
MecTaMu, cosaBasi XpOMOCOMY, HasbiBaeMyto hunagenb@uUnckon
xpomMmocomMon. OHa, B CBOKO o4epefib, CO3[aeT HOBbIN reH, Ha3blBaeMbI FEHOM
BCR-ABL, KOTOpbIi HapyLlaeT o6pasoBaHue 6ebiX KPOBSHbIX K/TETOK B
KOCTHOM MO3re 1 Bbl3blBaeT HEKOHTPOJIMPYEMbI POCT X Konuyectsa.' Ecnu
COCTOSIHME NpOorpeccupyeT, 6enble KNETKU KPOBU B BOMbLLMX KONIMYECTBaX
HaKanIMBarTCA B KPOBU U KOCTHOM Mo3re. B HacTosLee BpeMs npuymHa 3Tomn
reHeTMYeCKON MyTaLmm HensBecTHa.>

KAKUE OBCNEAOBAHUA HEOBXOAUMDI ANA
AUAFrHOCTUPOBAHUA XMN?

[ns nocTaHOBKM AnarHo3a u onpeaeneHuns dasbl 3aboneBaHus ecTb
obcnenoBaHus, MO3BONAOLME ONpeaennTb COCTaB KPOBM U KOCTHOIO MO3ra.
[ns 6onee TOYHOM ANArHOCTUKKN Bpaym MOryT MPOBECTU TECT Ha Hannymne
dbunnagenbdUNCKom XpoOMOCOMbI. ITO AeNaeTcs C NOMOLLbIO MeToAa, KOTOPbIN
HasblBaeTcA nonumMepasHas uenHas peakuus (MLP).2 Heob6xoanumo Takxke
NPOBECTM YNbTPa3BYKOBOE CKAHMPOBaHME Cene3eHKn, YTobbl MOCMOTPETD,
yBesIM4eHa M OHa, MOCKOJIbKY 3TO MOXET ObITb MHANKATOpOM ans XMJ1.4

KAK NMPOBOAUTCA NEYEHUE C MOMEHTA
NOCTAHOBKU NALUUEHTY AUATHO3A XMN?

BonbwnHcTBO ntogen ¢ XMJ1 npn nocTtaHOBKEe AnarHo3a HaxogsaTca B
XpOoHUYeckomn (pase (MHoraa HasblBaeMow paHHen ctaanen).’ BoNbLNHCTBO U3
3TUX NKOAEN MOTYT NosyyYaTb IeYeHne, NpuHNUMas TabneTkn, HasbiBaemMble
NMHrM6MTOpamMm TMPo3nHKNHa3bl (TKU). CyecTByeT HECKOIbKO PasfinyHbIX
AocTynHbix TunoB TKW, HO Bce OHKM paboTatoT, ocTaHaBAnBasa AeneHme
NEeNKO3HbIX KNeToK.®

Y naumeHTOB, KOTOpble XOPOLLO OTBEYalOT Ha JSIeYeHNEe YPOBEHb aHOMAJIbHbIX
6enblX K/TIETOK KPOBU CHMXXAETCS B TeYEHNE HECKOJTbKUX MECSLIEB.
Ncuye3HoBeHME N3 KPOBU aHOMAJIbHbIX 6eNbIX KNEeTOK KPOBW Ha3biBaeTCS
pemuccuent. lNMpun xopoLiem oTBeTe BEPOATHOCTb AOCTMXKEHUS AO0NTOBPEMEHHOM
PEMMUCCUN OYEHb BbICOKaA. [la)ke, HECMOTPS Ha TO, YTO NleYeHne MoryT
COMPOBOXAaTb HEKOTOpPble N060YHble 3 eKTbI, y 3TUX NALUMEHTOB OYEHb
XOpoLUMe NepCcneKkTUBbI, BKKOYAs NOYTU HOPMasbHYHO MPOAO/IKUTENbHOCTb
XN3HN.®



EYAYT N BCE NAUUEHTbI, KOTOPbIM
AWATHO3 BNEPBLIE b/ NOCTABNEH)
PEATUPOBATb HA NONYYAEMOE NEYEHUE?

BonblIMHCTBO Ntofen, KoTopbiM agnarHo3 XMJ1 6bin1 NOCTaB/EH BMepPBbIe,
XOPOLLO pearnpyroT Ha nosyyaemMbln umun TKU nepBoro Bbib6opa.® Bpay MoxeT
NpPOBepPATb pe3yfibTaT JiIeYeHUs, NPOBOAA TECTbl Ha onpefesieHne ypoBHen reHa
BCR-ABL, a TakXXe cneas 3a TeM, BO3BpaLLaeTCa /I KOJIMYECTBO 6enbiX KNeToK
KPOBW K HOpMaJsibHbIM YPOBHAM. ECnin nauueHT He OTBeYaeT Ha ero nepsoe
NTeYEHNE, UIN Y HEFO CINLLKOM MHOMO NO60YHbIX 3(PHEKTOB, ero Bpay MoXeT
peLnTb NepektoYnTb ero Ha apyron tnun TK. OgHako, NOCKOsbKY CyLecTByeT
MHOXeCTBO A0CTYMHbIX TKW, 60AbLLUMHCTBO NaLMeHTOB HanayT nedeHune TKU ¢
noaxogsawmnm nm npodunem 6esonacHocTn.’

AOJLKHbI NN NALMUEHTDI C
XM NPUHUMATD
NEKAPCTBO BCIO XXU3Hb?

HepaBHWe nccnenoBaHus NpeanonoxXnnu,
YTO HEKOTOPbIE 0N MOTYT B KaKON-TO
MOMEHT BPEMEHMU NMpeKpaTUTb Tepanunio
XMJ1 6e3 BpeaHbix adhdekToB.2 OgHaKO
Ba)>XHO OTMETUTb, YTO 6OSbLLUNHCTBO
nauneHToB ¢ XMJ1 gonxHbl 6yayT
NpoAO/HKaTb JleYeHMe BCIO OCTaBLUYHOCA
YXN3Hb, YTOObI AiepXXaTb 60/1e3Hb NOA
KOHTposieMm.?



pollukr1
Comment on Text
vale fondiga koma minu poolt


OrPAHUNMEHA NH
NPOAO/DKUTENBHOCTD
HUSHU Y NIOAEUN C XMN?

=

KAKUE NOBOYHLIE
AMDEKTbHI CBA3AHDbI C NEMEHUEM TKU?

CNEAYET NN KOMY-TO, KTO UCNbITBIBAET
TAKUE NOBOYHbIE 3MMEKTDI, KAK 501U B
KOCTAX U MbILLUAX UNU CyaoPOIru,
NPOAOCJKATD NPUHUMATD EFrO NEKAPCTBO?



KAK YN1IEH CEMbU UTU
ONEKYH MOXXET NOMO4b
YENOBEKY C XMn
NPUHUMATD Elr0
NEKAPCTBO?

Kak onucaHo Bblille, MPUBEPXKXEHHOCTb Tepanum
O4YeHb Ba)xHa npu XMJ1, n aTo obnacTtb, rae Bbl
MOXXeTe NpeaoCTaBUTb LIEHHYHO NoAAEPXKKY. Bbl
MOXXeTe obecrnednTb, YTOObI BCe BOKPYr Bac
NOHMMasK, HaCKOJNIbKO BaXXHO, YTOObI NALMEHT C
XMJ1 npuHMan cBoE nekapcTBO PeryssipHoO U B
TOYHOCTU TaK, KaK Ha3Ha4YeHo ero Bpa4yom. Bebl
TaKXXe MO)KeTe NoOMOYb NauMeHTy He 3abblBaTb
NnpUHMMaTb JIEKapCTBO BOBPeMA. Mbl BCce BeieM
HACbILLEHHYHO XXU3Hb, M 3TO NO3BOSIAET JIErKO
3abbIiBaTb O HEKOTOPbIX Belax. Bbl MoxeTe
NpeasioXuTb NpakTUYECKNe peLlleHus u gaxe
TBOpYecKue cnocobbl ans 3anoMuHaHus. Horaa
TaKXXe MOryT MOMOYb TEXHOIOMMM, HanpuUMep, 3/IEKTPOHHbIE KOPOOKK ANns
NIeKapCTB, KOTOPbIe MOrYyT OTNPaB/ATb TEKCTOBbIE HANOMUHAHUA Ha cMapTGhOH
nauueHTa. MoryT 6bITb C/lyYau, Koraa naumMeHT He XO4eT NpMHUMaTh N1IeKapCTBo,
Hanpumep, 13-3a N0604YHbIX 3 PEKTOB. Bbl MOXeETe 06CyAUTb C HUM BapuaHTbI
M NobyauTb ero o6CcyanTb CBOM NOBOYHbIE 3P DEKTbI CO CBOMM BPayoM, BMECTO
TOro, YTO6bl OCTaHABNUBATb JIEYEHME.

KAK Bbl MOXKETE NOMOUYb NALUUEHTY
USBNEKATb MAKCUMYM U3 EIF0 BUSUTOB K
BPAYY?

Bbl MOXeTe NoMOLLb, MOMOras naumMeHTy MakCUMasbHO UCMOJIb30BaTh KaXayHo
KOHCY/IbTaLMIO, laXke ecnu Bbl camu Npu 9ToM YyBCTBYeTe ceba 04eHb
3MOLIMOHaNbHO. Bbl MOXXeTe MoMoYb Y6eauTbCA, YTO OH MOJIy4aeT OT Bpaya BCHO
HeobxoAnMyo eMy MHdOpPMaLUIo, NpeaBapuTesibHO BMecTe 06CyXaas
BOMPOCHI U 3anucbiBas UX. MIHOrAa nauueHTy MOXeT 6bITb C/IOXHO BbipasuTb
CBOW 3MOLIMM U COOBLLUTL BCHO MHHOPMAaLINIO, KOTOPYHO OH XO4eT. Bbl MOXeTe
NonbITaTbCA MOMOYb €MY 3aMOMHUTb Y 06 BACHUTb, YTO OH XOYET CKa3aTb, eC/N
emMy 3TO TPyAHO.

B ornpepeneHHbIX 06CTOATENBCTBAX NMnaunMeHT MOXXET 3aXO0TETb 3a4aTb 6onee
CJZIO>XHbl€ BOIMNPOCbl O CBOEM JIE4YEHUMN. Ecnu Bbl o4eHb XOpoLo ocBegoMJ1eHbI
06 ero ne4vyeHunu, Bl MoXXeTe BHECTU CBOW BKJ1aj B 3TU o6cy>+<p,eHm'-| C Bpa4yomMm.



KAKYIO ELWE NOAAEPXKKY Bbl MOIr'nin bl
NPEANOXXUTD?

MNMoaaeprkka naumeHTa odeHb BaxkHa. XMJ1 - 3To AnuTenbHoe 3aboneBaHune, 1
NnaumeHTbl CTaNKMUBAKTCA CO MHOMTMMU MPaKTUYECKUMU, PU3NYECKUMU U
ncuxonornyecknmu npobnemamu. [laxke HECMOTPS Ha TO, YTO AJ1S
60/1bLUIMHCTBA MaLUNEHTOB OXXnagaemas NpPoAo/IKUTENBHOCTb XXU3HU XOpOoLLas,
60/bLUEN YaCTM NaLMEeHTOB BCE PaBHO HY)XHO NPUHMMATb JlIeKapCcTBa KaXXabli
AeHb. OHM MOTYT UCNbITbIBaTb HEKOTOPbIE NOB6OYHbIE 3PDEKTbI U
HeO6XO0AMMOCTb CMPaBATLCA C 3TUM, Ny HUX MOXKET 6biTb MHOIO BUSUTOB B
60nbHULY. KacaTenbHO BCex aTUX acnekToB Balwla noaaep)xka HeoLeHMMa.

Bawa noggep)xka U NOHMMaHMe 04YeHb BaXKHbl, YTOObI MOMOYb MNALMEHTY
NOYyBCTBOBATb, YTO OH HE OAMHOK B peLLeHMn BCeX aTUX npobnem. N3yyeHne
nHdopmauumn o XMJ1 nomoxxeT Bam ob6ecneuntb HEOH6X0ANMbIE MaLUMNEHTY
noaaep XKy v MOMOLLb.

[MomMoLb 1 NoJAepXKY MOXHO HaNTW B OpraHusaumax
nauneHToB KaK Anea naunueHToB, Tak U Ansi nud,
yxaXkxmBarowjmx 3a HUMKU. HekoTopble opraHusaumm
CO3/1aHbl cneymanbHO AN CEMEN, :
poAauTenen n oneKyHoB. ITO MOXET
ObiTb AENCTBUTENbHO NOIE3HbIM
cnocobom ana Bac nogenntbes
MHGOpMaLmen ¢ NoabMu,
HaxoAsLLMMUCH B TOW XKe
CUTyaLuu, 4To U Bbl.

bBonee noapo6Hyo nHbopMaLuto
06 3TMX opraHusaumsx Bol moxeTe
HanuTn Bo BcemunpHon CeTu
3alWmTHUKOB naumeHToB ¢ XMJ1
(CML AdvocateNetwork,
www.cmladvocates.net).




CNOBAPbL
FEH BCR-ABL

'eH BCR-ABL siBnsieTcsi yHUKaIbHOM OCO6EHHOCTbIO
knetok XMJ1. OH o6pasyeTcsl NyTeM CAUSTHUS ABYX
Apyrux reHos, BCR 1 ABL, koTopble 06bI14HO
CYLLECTBYIOT KaK OTAeNbHble eAUHULbI BHYTPU
reHeTUYECKOro Koaa. Korga aTu reHbl 06beauHAIOTCS,
cofepxalumecs B HUX UHCTPYKLUK n3MeHsaroTcs. Mpu
XMJ1 kneTku ¢ reHom BCL-ABL BefyT cebs He Tak, Kak
JOJIXKHbI.

KOCTHbIN MO3rIr

KOCTHbI MO3T - 3TO MSArKasi TKaHb, HaxoAsL,asacs
BHYTpU KocTen. OH coAepXUT CTBOJSIOBbIE KIETKMU,
KOTOpble NPOM3BOAAT HOBbIE KJIETKU KPOBMU.

XPOMOCOMA

eHeTUYecKuUi Kop, oyeHb ANUHHbBIN. YTO6bI OH
COZEepXKaNcs B KaXkAQomn KNeTKe Tena, 3ToT AJINHHbIN
KOZ aKKypaTHO yKnaablBaeTCs B CTPYKTYpbl,
Ha3biBaeMble XpOMOCOMaMM.

XPOHUYECKARA DA3A

B xpoHuueckoli haze XMJ1 3aboneBaHne Hambonee
CTabWNbHO U BCE XX€ NPOAOJIKAET MeASIEHHO
pa3BuBaTbCs. BoNbLUMHCTBO NaumeHToB (85%)
HaxoAsATCs B XpOHMYECKON hase npu nocTaHOBKe
JMarHosas, u fieyeHne Ha 3TOM 3Tane fierye BCero.

EONbLUON MONEKYNAPHbIN OTBET
)

MonekynspHbI/ OTBET 3TO USMePEHUE YMEHbLLEHUS
KonnyecTBa Knetok ¢ reHom BCR-ABL. bonblioin
MONEKYNAPHbIN oTBeT, unu MR3.0, - aTo Korga
konn4yectBo BCR-ABL o4eHb HU3KOE, @ KOIMYECTBO
KJIETOK C reHOM cocTaBisieT okosio 1 Ha 1000.

CCbINKH

NONUMEPA3HAA LENHAA PEAKUUA
(nup)

MonumepasHasa uenHasa peakuums, unu MNLP, ato TecT,
KOTOPbIN N3MEPSIET KOJIMYECTBO KOHKPETHOIO reHa.
Bpauu ncnonbaytoT MNLP ans MmoHuTopuHra Bawero
MOJIEKY/IAPHOIO OTBETA, NU3MePSAs KOJIMYECTBO
npucyTtcTeytoulero reHa BCR-ABL.

CENE3EHKA

CeneseHka 60peTcsi ¢ MHBEKLMEN N KOHTPONIMPYET
YpOBeHb KNeTok KpoBu. OHa GUIbTPYET KPOBb, YTO6bI
yAansTb COCTapUBLLMECS WU/ NMOBPEXAEHHbIE
SPUTPOLMITDI.

UHFUBUTOP TUPO3UHKUHA3DI (TKW)

NHrmMébuTopbl TUPO3UHKMHA3bI, nnn TKU-bI, 3T BUA
nekapcTBa, ucnonbayemoro ansa neyeHns XMJ1. OHu
paboTatoT, 611okupys aenctene reHa BCR-ABL B
NIENKO3HbIX KIEeTKax.

BENDbIE KNNETKU KPOBU

OTa rpynna KneTok ABNAETCA YaCTbO UMMYHHOM
CUCTEMBI, MOMOratoLLe 60pOTbCs C MHDEKLNEN U
Apyrumu 3a6osieBaHusAMU. OHM NPOM3BOAATCS
CTBOJIOBbIMY KJ/IETKAMW B KOCTHOM MO3re.
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