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MpeaucnoBue padoyen rpynnbl

XpoHuyeckun muenonemnkos (XMJ1) —pegkoe oHkonorumdeckoe saboneBaHne KpOBM U KOCTHOIO
mMo3ra. XMJ1 — 3To pasHOBUAHOCTb NleNKo3a, KOTOPbIA BO3HUKAET B CTBOJSIOBbIX KMETKaxX KOCTHOMO
Mo3ra. B Hopme kopBeTBOpPHLIE CTBOMNOBbLIE KNETKN CO3PEBAlOT B OLHOM U3 TPEX OCHOBHbLIX POCTKOB
KPOBETBOPEHUS: NENKOUMUTLI, 3pUTpoLmnTbl unn Tpomboumntbl. XMJT BO3HMKaeT, korga CTBOMOBbIE
KNeTKn CTaHOBATCA aHOMarbHbIMW W HaYMHaKT MNPOM3BOAUTbL CMAMLIKOM MHOro nenkoumtos. o
Mepe nporpeccupoBaHuns 3abonesaHns knetkn XMJT BbITECHAIOT HOpMarbHblE KNETKM B KOCTHOM
Mo3re. OTO MellaeT KOCTHOMY MO3ry BbipabaTbiBaTb 300POBblE KMETKM KPOBW, U KONMMYECTBO
HOpMarnbHbIX NENKOUUTOB YyMeHbluaeTcs. OagHako AOCTYMNHble CEroAHs NekapcTea, NPUHMMaeMble B
COOTBETCTBMM C Ha3Ha4YeHneM, obbl4HO NpedoTBpaLLaoT nporpeccuposaHne XMJ1.

Y yenoBeka Kakgasi Knetka 00blMHO coAepKUT 22 napbl XPOMOCOM M ABE MONOBble XPOMOCOMbI (XX
unm XY). Kaxxgaa xpomMocoMa coaepXuTt Tbicaun reHoB. B knetkax XMJ1 npu geneHum cTBONoBOWM
KneTkn npoucxoaut owwnbka, B pesynbTaTe KOTOPOM YacTb 9- XpPOMOCOMbI HenpaBuibHO
COeAMHAETCA C 4acTblo 22-1 XPOMOCOMbI. OTO MNpMBOAUT K OOpPasoBaHWIO Tak Ha3blBAeMOM
dunagensduiickon (Ph) xpomocombl npaktuyecku y Becex nogen ¢ XMJ1. B pesynbTate 4acTb reHa
ABL1,xoTopbIn 0BObIMHO HaxoguTcss Ha 9-M XpOMOCOMeE, COeAMHSIeTCA C 4YacTbio reHa BCR,
pacrnonoXeHHOro Ha 22-n xpomocoMme. B pesynbrate Ha 22- XxpoMocoMe 06pasyeTca aHOMarnbHbIN
reH BCR::ABL1 (cM. puCyHoOK 1).
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PucyHok 1. TpaHcnokauusa xpomMocom 9 n 22

U30bpaxkeHue ucrnonb308aHoO ¢ paspelweHust opeaHusauuu Blood Cancer United, paHee uzgecmHol
kak The Leukemia & Lymphoma Society (XpoHudeckul muenonetikos: nodpobHo, 2025).

leH BCR:ABL1 kKoHTponupyeT BblpaboTKy ©enka, BbINOMHAKOWEro QyHKUMIO depMeHTa,
Ha3bIBAEMOro TMPO3UHKMHA30M. TUPO3NHKMHA3bI B HOPME CMOCOOCTBYIOT AENEHMIO N PA3MHOXEHUIO
KNeTtok. AHOMarnbHbI FeH MPUBOAUT K TUMNEPaKTUBHOCTU TUPO3MHKMHA3bl, B pe3ynbTaTe 4Yero
BblpabaTbiBAETCSA CIIULLKOM MHOMO NENKOLMTOB.

JleueHne XMJ1 HanpaBneHo Ha CHWKEHNE aHOMarbHOW TUPO3UHKNMHA3HOM akTuBHOCTU BCR::ABL1 n
npegoTBpalleHne pasMmHoxeHnsa knetok XMJl. OToro MOXHO [OCTMYb C MOMOLLBbIO MpenapaTos,
Ha3blBaeMblX UHrMbuTopammn TuposnHkmHasel (UTK). UTK obnagatoT BbICOKON 3(PEKTUBHOCTLIO U
cnocobHbI cBeCTU 3aboneBaHne K MUHUMYMY.

MexaoyHapoaHaa HekomMMepyeckas uccrnepoBatenbckass ceTb European LeukemiaNet (ELN)
BnepBble onybnukoeana pekoMeHgauun no nedeHmto XMJ1 y B3pocnbix nauneHTtoB B 2006 roay.
3aTem nocnenoBano Heckonbko o6HoBneHuin. B aton®"Bepcun 38 akcneptoe no XMJ1 ns Esponbl,
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CeBepHont AMepuku, Asun 1 ABCTpanuu paccMaTpmBatloT BaxHble n3ameHeHus B BegeHum XMJ1. 31u
N3MEHEHMS1 OCHOBaHbl Ha Hay4YHbIX [AaHHbIX, KOTOpble CTanu [OCTYMHbl nocne nybnvkauum
npeablaywmx pekomeHgauun 2020 roga. ELN noarotoBuna atv pekoMeHgaumm nna Bpaden u
NauneHToB C Lenbtlo ynydweHna noHmmanns XMJ1 n nosblweHnss adhdeKTUBHOCTU €ro feveHus.
MNMocnepHne o6GHOBNEHUA nomorawT cAaenatb rfedyeHne OGonee MNepcoHanNU3NPOBaHHBIM, YTO
no3BonseT AoOUTLCA NyYLMX Pe3ynbTaToB N NOBbLICUTEL KAYECTBO XXMU3HM.

Yto HOoBOro B pekomeHaauusax 2025 roga?

e BcemvpHaa opraHmsaumsa 3gpaBooxpaHeHunsi (BOB) Tenepb paccmatpuBaer XMJ1 - kak
3aboneBaHne, nvetoLlee ase gasbl BMECTO TPEX.

o [lpexHne TepMUHbI Ans ONMCaHUs 3JTarnoB OTBETA Ha fedYeHne —  «ONTUMarbHbINY,
«npegynpexgalwmi» U «HeygadHblly —  Tenepb  HasbiBalTCA  «OnaronpusiTHbIN,
«npegynpexgarowminy 1 «HebnaronpuaTHbINY, 4YTOObI fydlle yuuTbiBaTb PUCK Pas3BUTUSA
PE3NCTEHTHOCTU K NIEYEHWIO.

e [losiBUNMCL HOBblE WHIMOMTOPLI TUPO3WHKMHA3bLl (UTK), koTopble nossonstoT Gonee Mmbko
noabupaTtb NpenapaTt, COOTBETCTBYIOLLMIA MHAMBMAYATbHBIM NOTPEBHOCTAM nauueHTa.

e [Inga ynpasneHusa noboYHbIMM adchekTamm NpeanoyTuTenibHee CHU3NTL 03y, a He NepexoaunTb Ha
Apyroun npenapar.

e bnarogapsi OOCTWXKEHVAM B MeAuuMHe TpaHChnaHTauusa CTBOSIOBbIX KMeToK cTana 6onee
©esonacHoM M OOCTynHOM Ans Gonbluero ymcna naumeHToB, Yy KoTopbix Tepanua UTK He
No3BONSET AOOUTLCA LONTOCPOYHOIO KOHTPOMSA 3aboneBaHums.

o Tenepb npeacraBneHbl OOHOBMEHHbIE pekomMmeHgaunn ana nauneHToB, Xenarowmnx I'IOI'IpO6OBaTb
npekpaTtuTb Ne4YeHne.

e HakoHel, ctanu gocTynHbl Gornee ucyepnbiBaloLLME PEKOMEHAAUMM OIS KEHLUMH U MYXYMH,
NMaHNpYOLLMX 3aBECTU OeTe.

Pabouas rpynna, cocroswas 13 npeactaBuTenen naumeHTCKUX opraHnsaumim, nogrotosuna ans sac
KpaTkoe wu3noxeHue pekomeHgauun ELN 2025 roga no 1neyYeHUMKD XPOHUYECKOro
Muenonemnkosa. Bbl MOXeTe MCnonb3oBaTb 3TO KpPaATKOE M3NOXeHWe And OOCYy)XOeHWUs CBOEro
3aboneBaHna U CcBoMX NOTpebHOCTEN C BpaydoOM U COBMECTHOrO Bbibopa onTuManbHbIX BapnaHTOB
neyeHus.

B cocTtaB pabouen rpynnbl BOLWN:

o [HeHuc Koctenno, npeacenatens paboden rpynnbl, CML Advocates Network

o [wnopa Wapd, CeTb 3awuTHMKOB MHTEpecoB nauneHTos ¢ XMJ1/ 3paunsckas opraHmsauus
naumeHToB ¢ XMJ1, N3paunb

o fHa MNMenoyxoBa, «[narHo3 — nenkos», Yexns

o ®enuye bombauum, pynna AIL nauneHtoB ¢ XMJ1, Utanus

o Hawngxen Oukc, CML UK, BenukobputaHus

CeTb CML Advocates Network BblpaxaeT NpuaHaTensHOCTb 3a peLeH3n0 AaHHOro pestome

e npodceccopa OxenH ®P. Annepnu n3 Mmnepckoro konnemka B JloHgoHe, BennkobpuTtaHus

BBeneHue

Ha npotskeHnn 6onee 20 net ELNcoBmMecTHO ¢ gpyrnmum opraHusaumsiMm no BCcemy mupy pabortaet
Hag, yCTaHOBMEHNEM CTaHAapTOB fedveHusa naumeHtoB ¢ XMJ1. [lo HacToswero BpeMeHn OCHOBHOE
BHMMaHue ygensanocb npegoTBpalleHuio nNporpeccupoBaHns 3aboneBaHnsa M NPOANEHUIO KU3HU
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naumMeHToB. OTO NO3BONMNO GonbWMHCTBY NaumeHToB ¢ XMJ1 B XpoHu4eckonm ¢ase nosnyB4YUTb
XOpOLUMA OTBET Ha Tepanuio M MMETb HOPMAarbHYK NPOOOIKUTENBHOCTb XU3HU. HekoTopble
nauneHTbl 4OCTUraloT HACTONbKO rMyGOKOro OTBeTa Ha fiedyeHme, YTO MOryT MpekpaTUTb Tepanuio u
XuTtb 6e3 npvema nekapcTB. OT0 HasbiBaeTca pemuccuen 6e3 nedveHusa (PBJT). Xota PBJ1 moxeTt
ObITb XenaHHOM uenbio AN NauMeHTOB, MMeKLWMX [OCTYyn K 3ddeKTUBHbIM npenapartaMm wu
BbICOKOKAYECTBEHHOMY MOHUTOPUHTY, OONbLUMHCTBY MNAUWEHTOB MO-NMPEXHEMY MoTpebyeTtcs
NOXXW3HEHHbIV NpueM nekapcTB. [ns 9TUX NauMeHTOB He MeHee BaXHO ybeauTbCs, 4To NnedeHue
AencTByeT 3(PEKTMBHO 1 CNOCOOCTBYET XOPOLUEMY KQYeCTBY >KU3HMW.

B naHHom o6HoBneHun ELNgenutca HOBEWWMMM OaHHbIMW, UMEKLUMNU Hanbonblliee 3HavYeHue
Ans yxoda 3a naumMeHTamn u NpoaBuralolLMMUCS B HarnpaereHuM Gonee nepcoHann3npoBaHHOIO
nevyeHns. AT pekoMeHOaumm npefHasHadeHbl TONbKO AN B3pOCibiX M copMynmMpoBaHbl Ha
HOBbIX JAHHbIX, NOSABMBLUNXCA NOCNE BbIX04a NpeabiayLuen Bepcun.

NunarHocTuka

Ona nogoteepxaeHnst amarHo3a XMJ1 y naumeHTa NpOBOAATCA HECKONbKO aHanm3oB W
obcnepoBaHuin. K HUM oTHOCATCS:

o ®dusukanbHoe ob6GcrnegoBaHMe — Bpay OCMaTpuBAEeT Bac, yaenssa ocoboe BHUMMaHue
pasmepy ceneseHkun n neveHu. Npu XMJ1 ceneseHka MoxeT OblTb yBENUYEHA.

e AHanusbl KpoBMU

+ O6wun aHanu3 KPoBU — KPOBb BepyT 13 BeHbl Ha pyke AMS OLEHKN Konuyectsa 1
TMNoB Knetok kposu. [Npu XMJ1 KonuyecTBO onpedeneHHoro Tuna nenkoumToB
(MWenonaHbIX KNeTokK) NoBbILLEHO.

*  Buoxumunyecknn aHanus KpoBM — MPOBOAATCA CTaHAapTHble aHanu3bl obpasua
KPOBW AN OUEeHKM DYHKLMOHUPOBaHNSA BalLMX OpraHoB. Pe3ynbTaTbl CpaBHMBAOTCS
C HOopMarbHbLIMW NoKa3aTensMu.

o LluToreHeTnueckoe wuccnegoBaHue — obpasel, KOCTHOrO Mo3ra (acnupat KOCTHOro
Mo3ra) u3BnekaetTcsa U3 MOMOCTU KOCTU C MOMOLLbK MOMOW UMbl JTO UccnegoBaHue
NO3BONSIET Bpayy BbIABUTb Hanuyme OMyXOSfieBbIX KNETOK B BalleM KOCTHOM MO3re Wt
onpegenuntb ctagnio XMJ1. Bpau Takke MOXeT B3ATb Hebomnblown ¢parMeHT KOCTu
(ébuoncusa kocTtHoro mo3ara). Knetku KOCTHOro Mo3sra OLEeHUBAKTCS C MOMOLLbIO CreayoLLmX
LINTOreHEeTUYECKNX UCCIIeJ0BaHNI:

* PekomeHgyeTcs MpoBecTM CTaHQapTHOE LUUTOreHeTU4Yeckoe uccrnegoBaHue
(CUMN) «kocTHOro Mo3ra [Ans BbISBNEHWS xapakTepHou dunagenbguinckon
XPOMOCOMbI U AOMOMHUTENbHbBIX XPOMOCOMHbIX aHomanui (OXA), «koTopble
YKa3blBalOT Ha NOBbILLIEHHbIE PUCKM.

* ®nyopecueHTHasa rubpuaunsauma insitu (FISH) moxeT npoBoantbCca (0B6bIMHO Ha
KpoBM), ecnu Obin  wnageHTudpuumupoaH reH BCR::ABL1 (ren XMI), Ho
dunagenbduiickas xpomocoma He OBGHapyxuBaeTcsi u/unu ecnv nonvMMmepasHasi
uenHasa peakuus (MUP) (cM. Huxe) HegocTynHa.

e MonekynsipHoe TecTupoBaHue

* TIUP — 3TOT BbICOKOMYBCTBUTENbHLIA TECT BbIABMASET Hanuyve Wnu OTCyTCTBUE
BCR::ABL1 B KpoBW WNN KOCTHOM MO3re M peKOMeHAyeTCA Ha 3Tare NoCTaHOBKU
anardosa XMJ1. B ganbHenwem pesynbTaTbl KonudecteeHHoro MNLP-TecTa cnyxart B
KayeCTBE€ KOHTPOSMbHbLIX 3HAYeHWA W WUCMOMb3YKTCA AONA OUEHKA W3MEHEHWA B
konuyectee BCR::ABL1 ¢ uenbio MOHUTOPMHIa Ballero oTBeTa Ha feyeHue.

Baw Bpay Takke MOXeT NpeanoXuTb Bam MNPOWTM Apyrue guarHoctTudeckue npouenypbl. 970
3aBMCUT OT BalLMX MHAMBUAYaAnbHbIX ocobeHHocTen, uctopum 6onesnun, ctagum XMJ1 nnn Hannuua
APYTNX reHeTUYECKUX M3MEHEHMIN (MyTauuin) Ha MOMEHT MOCTAHOBKU AMarHo3a, a Takke oT NobbIx
apyrmx 3aboneeaHuin, kKOTopble Yy Bac MoryT ObiTb nomumo XMJ1.
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TectupoBaHune Ha MyTauum BCR:ABL1 wnu reHeTMYeckMe W3MEHEHUs, He sBnsioLuecs
HacrneaCTBEHHbIMK (Tak HasblBAaeMble COMaTUYEeCcKMe MyTauun), He PEKOMeEHOyeTCs NMPOBOAUTbL B
NNaHOBOM Mopsiake Npu NOCTaHOBKE AMarHo3a B XpoHU4Yeckonm dpase (cM. Hwxe). B To ke Bpems y
nauneHToB, Haxogawmuxca B pase 65acTHOro Kpusa unm nepexogsawmnx B Heé€, cnegyet nNpoBepsTb
Hanuune mMyTaumn U reHeTudecknx nameHenun BCR::ABL1. B wgeane cnegyeT UCNonb3oBaTh TECT,
Ha3blBaeMblll CEKBEHMPOBaHNEM HOBOro nokorneHnsa (CHM).

Knaccudukauuna sadboneBaHus

ELNo6blyHO onuckiBaeT XMJ1 kak 3abonesaHune, npoxogsiiee B Tpu dasbl:

e XpoHu4eckas casa (X®P) — 3T0 HauyanbHas cTagns, Ha KOTOPOW OpraHn3m BbipabaTbiBaeT
CMULLKOM MHOro nemnkouuTtoB. OTa ¢ra3a MOXET ONUTbCA OT HECKONbKUX MecsiLeB [0
Heckonbknx net. Ecnv n nosiBNAOTCS CMMNTOMbI, TO OHW, Kak MPaBWiO, HOCST JErkui
XapaKkTep M UX Nerko He 3amMeTUTb.

e ®daza akcenepauum (PA) — npu otcyTcTBUMM neveHuna knetkm XMJ1 moryT npetepneBatb
AanbHenwmne reHeTYeckne n3aMeHeHus, 1 3abonesaHne MOXeT nporpeccupoBaTb Ao 6onee
no3gHen ctaguu.

e bBnactHbin Kpu3 (BK) — Ha aTon cTtaguu B KpoBM MM KOCTHOM mo3re cogepxutcs 30 %
unn 6Gonee Hespenbix pPakoBbiX KMETOK, HasbiBaemblx 6nactamu; 3aboneBaHue
obocTpsieTcs, 1 NaUMeHT, Kak NpaBuIo, YyBCTBYeT cebs Nmoxo.

B 2022 rogy BO3 nepeknaccudpumumposana XMJ1, Bbiaenus TONbKO ABe dhasbl: XPOHUYECKYHO ¢ha3y
c cogepxaHvem 6nactoB meHee 20 % wn 6nacTtHylo a3y c cogepxaHvem 6nactoB 20 % wunu
fbonee B KpoBM MM KOCTHOM Mo3are. CornacHo aToun knaccudmkaumm, pasa akcenepauuun 6onblue
He CyLLecTByeT.

Knaccndukaumm ELN n BOS cyuwecTtBytoT napannenbHo. O6e npusHalT, 4TO Yy HEKOTOpPbIX
nauneHToB MOryT HabnogaTbes npu3Haku 6ornee npoaBuHYTOM cTagum 3aboneBaHus. OHU Takke
CXOOSATCSl BO MHEHUM, YTO €CINM COCTOSIHME NauMeHTa CO BPEMEHEM MEHSAETCS UMW YXYALLAeTcsl, 3TO
ABNSETCA NPU3HAKOM NporpeccnpoBaHms 3abonesaHus.

MporHo3s

BeposATHbI MCXo4 WnM TeyeHue 3aboneBaHWs y naumMeHTa HasbiBaeTcs MNporHo3om. [porHos
0ObIYHO OCHOBBLIBAETCS Ha MHOXECTBe (PaKTOpOB, KOTOpble HEOoOXOAMMO OLUEHUTb Ha JTane
MOCTaHOBKM AuarHo3a, A0 Hadana noboro mMeankamMeHTO3HOro neyeHusi. Baw Bospact, pasmep
CeneseHkn 1 Opyrve nokasaTenu, TakMe Kak nokasaTenn KPoBU U KONMYECTBO OnacTHbIX KIEeToK,
MOryT MOBMUATb Ha TO, KaK Bbl OTpearMpyeTe Ha fedyeHne MHrmbuTopamu TuposunHknHasel (UTK).
3Tn hakTopbl OyaoyT MCMONb30OBaHbl OfI pacyeTa Ballell OLEHKM pucka U MomoryT BbliOpaTb
ONTMMarbHbIA BApUaHT NeYeHus.

Ha cerogHsawHUM p[eHb LWkana pJgonrocpodHon BbbkmBaemoctn EUTOS (ELTS) gsngetca
NpeanoYTUTENIbHOM LLIKaNoW AfsS NPOrHO3MpOBaHMUS pPUCKa MNPOrpeccupoBaHus 3aboneBaHust U
BeposATHOCTM neTtanbHoro mucxoga ot XMJl. Puck no wkane ELTS paccuuTtbiBaetcs ¢ y4etom
BO3pacTa, pasmMepa Cere3eHKn, MNPOLEHTHOro codep)XaHust OnacTHbIX KNeToK W KonudecTtsa
TPOMOOLMTOB Ha MOMEHT MOCTAHOBKM AuarHo3a. [lonydeHHbn B pe3ynbTate ©Oann  pucka
yKasblBaeT, UMEEeTCsl N1 Y NMauMeHTa HU3KUA, CPeOHUN UM BbICOKUA PUCK nepexoda B GnacTHbIN
Kpn3 ¢asy. BonbIMHCTBO NOAEN, Y KOTOPbIX CerogHs BnepBble agnarHoctupoaHa XMJ1 n koTopble
npoxoaat neyveHne UTK, umeroT HopmanbHy0 NPOLAOIMKUTENBHOCTb XMU3HWU, CONOCTaBMMYtO C 00Len
nonynsumen, n He ymmpatot oT XMJ1. OgHako y niofen ¢ BbICOKMM PUCKOM MPOrpeccupoBaHns Ha
MOMEHT MOCTaHOBKMN MarHo3a BEpPOATHOCTb LOCTMXEHUS HOPManbHOW NPOAOSIKUTESNbHOCTU XU3HU
HWKe. BaXHO BbISIBMATbL NAUUEHTOB, Y KOTOPbIX MPOrHO3 MoXeT ObiTb MeHee 6raronpuATHbIM,
MOCKOMbKY K HUM MOXET MPUMEHATBLCA WHOe nedveHune. lNMpexHue cucTeMbl OUEHKM pucka, bonee
cTapble, yem ELTS, 6onblue He peKoOMeHOOBaHO UCMONb30BaTh.

[pyrne nporHocTuyeckne akTopbl, NMPUCYTCTBYIOLLME HA MOMEHT MOCTAHOBKM AMarHosa, Takke
MOryT BNUSITb Ha Ucxon 3aboneBaHus U OOMKHbI TLlATeNbHO oTcnexuBaTtbes. K aTum daktopam
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“ CM ADVOCATES

v NETWORK
OTHOCATCH [AOMOSIHUTENbHbIE XPOMOCOMHble aHomanuu ([OXA) B knetkax ¢ dunagensguickon
XPOMOCOMOW. Y HEKOTOpbIX NMauUMeHTOB TaKke MOryT HabnwoaatbCs MyTauun B reHax, OTNIUYHbIX OT
BCR::ABL1, ocobeHHo npu XMJ1 B nporpeccupytoLlen ctagnun. 3T reHeTUYeckne N3MeHeHns MoryT
ObITb CBA3aHbl C MporpeccMpoBaHMeM 3aborieBaHus U XyAWWMM OTBETOM Ha feyeHne, OJHako He

Obino [OO0Ka3aHO, YTO OHWU BITNAIOT Ha O6LlJ,yI'O BbIXXNBAEMOCTb.

OnpepeneHusa oTBeTa Ha Jie4yeHue

Lenb nedenna NTK — poctnub pemuccum 3aboneBanus. MNpu XMJ1 Bpaum 4acto MCNOnNb3yroT
TEPMUHbI «PEMUCCUNA» N «OTBET Ha JleYeHme» Kak CMHOHUMbI. OTBET Ha neyYeHne, Unn pemmnccuns,
OLEHMBaETCsa nyTeM uW3MepeHusa komudectBa konui reHa BCR:ABL1 (Takke Ha3blBaeMbIX
TpaHckpunTamm). CyLecTBylOT pasnvyHble YPOBHM OTBETA:

e [MonHbIn remaTtonornyeckun oreeT (MIMO, CHR) — nokasaTtenu KpoBu BEPHYIIUCb K HOPME.
B aHanusax KpoBu He oOHapyxmBalTCA Hespenble nenkountol. Kpome TOro, ecnm
ceneseHka nsHavarnbHo 6binia yBennyeHa, oHa BepHyrnach K HopManbHOMY pa3mepy.

e TonHbin uutoreHeTnyeckmn oreet (MUO, CCyR) — untoreHeTU4eCcKnin aHanms KNeTok
KOCTHOrO MO3ra He BbISIBASIET KMNEeTOK, Hecywux ¢unagenb@uinckyto XpoMocomy, npu
Bu3yanusaumm He meHee 20 kneTtok B MeTadasze (Metadasa — crTagust KNeTovyHoro
neneHus). 910 cootBeTcTBYET 3HaveHuto BCR::ABL1 1 % vnn meHee npu UCMNOMb30BaHUN
KonuyecTtBeHHoro lNLP-TecTa.

e bBonbwon wmonekynspHbin otBetr (BMO, MMR) — «konudectBeHHbii [LP-Tect no-
npexHemy MoXxeT obHapyxutb Hanuune BCR::ABL1, HO Ha Gonee HU3KOM ypoBHE (MeHee
0,1 %). 310 cunTaeTca oTnNUYHbIM oTBeToM. BMO (MMR) yacTo HasbiBaloT MR3 .

e Iny6okun monekynspHbin oteet (rnMO, DMR) = MR*, MR*5vwnu MR°— [LIP-aHanu3 no-
npexHemy noasonsietT obHapyxutb BCR::ABL1, HO Ha O4YeHb HW3KOM YpPOBHE (ypO8EHbL
BCR::ABL1 Huxe 0,01 % ans MR*1 Huxe 0,0032 % ana MR*®). Hekotopble naGopatopuw,
He cnocobHble 06HapyxuTb BCR::ABL1 Ha TakMx HU3KUX YPOBHSX, XapakTepusytoT
3aboneBaHne Kak «MOMeEKynspHO Heonpegensemoe» (BO3MOXHbIA TEPMUH Ha PYCCKOM —
oTpuuarteneHbin pesynbtat [NUP). Jlabopatopuun, npoBogsLiMe TecTUpoBaHWe, OOSMKHbI
yKasblBaTb YyBCTBUTENbHOCTbL cBoero lNLP-tecta. MoxHO o6HapyxuTb ypoBHu BCR::ABL1,
pocturatowme < 0,001 % (cm. Tabnuuy 1).

MonekynsapHbeli OTBET uamepsaetrca ¢ nomowbto [LP-Ttecta ans onpegeneHna KonuyectsBa
BCR::ABL1, npucyTcTBytoLLero B KpoBu. Pe3ynbTaTbl AOMKHBI NpeacTasnaTecs B MexayHapoaHomn
wkane (IS), 4tobel MoXxXHO BbINO cpaBHUBATL pesynbTaThl pa3Hbix Nabopatopuin. ng onpegeneHns
rmyboknx ypoBHeN oTBeTa obpasen, KpoBM [OOMMKEH ObiTb BbICOKOrO KadyectBa. KayecTBo
OLlEeHMBaAETCs MO KOMMYEeCTBY KOMUM pedepeHTHOro reHa (takoro kak ABL1 wnn GUSB). Ong
KaXxgoro ypoBHs oTBeTa TpebyeTcs Kak MWHMMYM TO KOMUYECTBO Konun peddepeHTHOro rewa,
KOTOpoe ykasaHo B Tabnuue 1.

Tao6nwuua 1.

TepMUHbI U COKpaLLeHus BCR::ABL1"S MuvHUManbLHOe KONMMYeCcTBO KONumn
pecdepeHTHOro reHa B obpasue

MonHem yntoreHetnyeckmn oteeT (CCyR, <1% 10 000 ABL1 nnn 24 000 GUSB

nuo)

Bonblwon monekynsapHbin otBeT (MMR v | <0,1 % 10 000 ABL1 ninn 24 000 GUSB

BEMO)

rmy6Gokuin MO - MR* <0,01% 10 000 ABL1 vinn 24 000 GUSB

my6okun MO MR4'5 < 0,0032 % 32 000 ABL1 wnn 77 000 GUSB

rmy6Gokuin MO MR? <0,001 % 100 000 ABL1 vrn 240 000 GUSB

< O3Ha4daeT «He npesbllaeT»
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MOHUTOPUHI OTBETa Ha neYeHne

Baw Bpay OygeT KOHTpoNMpoBaTh Bally peakuuto Ha nedenne NTK, npoBoas aHanm3bl, ykasaHHbIE B
Tabnuue 2. Y HeKoTOopbIX MauueHToB HabnpaeTcs onTUMarnbHbI OTBET, U MpexHee revyeHve
npogormkaeTcd. [pyrme naumeHTbl HE pearnpyroT Ha fievYeHmne SOMMKHbIM 06pa3oM UMK Y HUX MOXET
pa3BMBaTbCA PE3UCTEHTHOCTb, TO €CTb JIEMKO3HbIE KNeTKkn Bornblle He pearupytoT Ha BO3AencTeue
npumensiemoro UTK. m moxeT noTpeboBaTbCca KOppeKTUpoBKa 4o3bl unn cmeHa UTK. HekoTopbim
nauneHTam MoXeT Takke noTpeboBaTbCa CMeHa NneveHns n3-3a HenepeHOCMMOCTI Npenapara.

Bo MHOrMX cTpaHax [OOCTYMHbl  BbICOKOKAYeCTBEHHble  MosiekynsipHble [ P-aHanusbl.
LintoreHeTnyeckoe wnccnegoBaHve Oonblie He TpebyeTrca AnNA MOHWTOPUHra OTBeTa nocne
poctmkenma TMUO w/vnn ypoBHa TUP <1 %. [lo BO3MOXHOCTM crnegyeT WCnonb3oBaTb
konu4yecteeHHyto MNMUP gns onpegenexns konuyectsa BCR::ABL1 B kpoBw.

Taonuua 2.

Kaxable 2 Hegenv 0o AOCTUXKEHWSI MOSTHOrO reMaTosorM4eckoro oteeTa. B HekoTopbIx
cnyyasx moxeT notpeboBaTtbcs 6onee Yactoe TeCTMpoBaHME. AHanM3bl KPOBU MPOBOASITCS
BO BpeMs Nie4YeHnsi NepBOM NIMHUKU K nocrie cMeHbl NTK.

AHanusbl
KpoBU

KonunuectBeHHas MNLP:

He pexe ogHoro pasa B 3 MecsiLa, Aaxe nocre AOCTWXEHUs1 U noaTBepxaeHust ypoBHa BMO .
Ecnu y nauneHToB coxpaHsieTcsi cTabunbHbii BMO nnn 6onee riybokuin ypoBeHbL OTBETA, MOXET
ObITb JOCTATOYHO NPOBOAUTL TECTUPOBaHME Kaxable 4—6 mecsaueB. B oTgenbHbIX cnydasx
MOXeT noTpeboBaTbcs bonee yacToe TeCTMpoBaHMe Unu nHauesuayansHole MNLUP-TecTbI.

MonekynsipH
blé aHann3bl

CraHpgapTHoOe uuToreHeTuyeckoe uccnegosanue (CLN):
pPEKOMEHAYETCS TOJBKO

e [OnsA HabnogeHus 3a nauneHTamm ¢ pegkmmmn oopmamm BCR::ABL 1, koTopble
HEBO3MOXXHO OMpeaenvTb C MOMOLLbIO KonndecTBeHHown MNLIP,

e  [O18 UCKITOYEHUS AONONHUTENBHBLIX XPOMOCOMHbIX aHoManui (OXA) n
nporpeccMpoBaHusi 3ab0MeBaHNs y NaLMEHTOB, PE3NUCTEHTHbIX K NMEeYeHuto,
nccneaoBaHu

e e AN HabntogeHus 3a NnaumeHTamu, y KOTopbiX HabngaeTcs nporpeccupoBaHme
3aboneBaHus B 6racTHbIN KpuU3.

dnyopecueHTHasa rmbpuamnsauums in situ (FISH):

e MOXeT NnoTpeboBaTbCs y NALMEHTOB C PEAKUMM UMW HEOBLIYHBIMU (hOPMaMmn FreHOB
BCR::ABL1.

LintoreHeTnue
cKoe

BMO (MMR)— 3T0 OTNNYHbIN OTBET Ha NeYeHne, KOTOPOoro MoryT AoCTUYb MHOrMe naumeHTtbl. OgHako
nony4yeHme pemMmuccum — 3TO He TO Xe camoe, YTO mn3neyeHve. [laxe ecnv aHanu3bl He BbISBNAOT
Hukakmx cregos XMJ1 B Bawux knetkax, 60Me3Hb MO-NPexHeMy MPUCYTCTBYET, HO Ha
HeornpegenseMomMm YpOBHE, W MO3TOMYy MOXET BHOBb MpOrpeccMpoBatb MNpW OnNpeaeneHHbIX
ycrnosusix. IMEHHO No3TOMY OY€Hb BaXKHbl MOCTOAHHOE JleYeHne U PerynapHbIi MOHUTOPUHT.
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OcCHOBHbI€ 3Tanbl OTBETa Ha fieYeHune

Cnepytowme KOHTPOSibHblE MOKasaTenn WUCNonNb3ylTCs ANs OUeHKM 3dEKTUBHOCTA BaLLEro
neyveHuss Unu onpegerneHuss HeobXoOMMOCTM CMeHbl npenapaTa C Lenbil OOCTWXKeHust Gonee
rnyGokoro oTBeTa:

e OntumanbHbIN (GNaronpuATHLIM) OTBET O3HA4aeT, 4YTO Balle JfledeHne MpUBOAUT K
CHMXeHnto ypoBHst BCR::ABL1, kak nokasaHo B Tabnuue 3. YpoeeHb BCR::ABL1 cHnxaeTcs
0o <0,1 % B TeuyeHMe NepBOro roga ne4veHud. Pas3Butne pes3anCTEHTHOCTM ManoOBEPOSATHO.
Balle Tekyllee neveHue criegyeT NpOAOSIKUTD.

o [peaynpexaarowme npmusHakm ykasbiBalOT Ha TO, YTO Balle 3aboneBaHne He pearnpyeT Ha
neyeHmne Tak e XOpoLLo, KaK y NaumeHToB 13 kaTeropumn «b6naronpuaTHbIN OTBET», OQHAKO CO
BPEMEHEM BCE e MOXET OblTb JOCTUIHYT XOPOLUMA OTBET. BO3MOXHO passutme
pe3ncTeHTHOCTW. Ball Bpay MoXeT NpoBOANTb OCMOTPbLI YalLle, YTOObl peLnTb, HYXKHO N
Bam cmeHuTb NTK.

e HeGnaronpuaTHbIN OTBET O3Ha4yaeT, YTO Balwle neveHne Bpsia N byaeT apdEeKTUBHBIM.
BeposTHOCTb pasBUTUA PE3NCTEHTHOCTM OYeHb BbiCOKA. Bam n Bawemy Bpady crnegyer
obcyanTtb Bonpoc o cmeHe UTK.

MpexHue TepMUHbI «ONTUMAanbHBLINY, «Npedynpexganlmn» 1 «Heygada» Oblnn 3aMeHeHbl, HO
onpeaeneHust 3aTUX aTanoB OCTanncb NPEXHUMN.

B tabnuue 3 npuBeaeHbl nokasatenun oteeta npu XMJ1, oueHnBaemble ¢ nomolubto MNLP-aHann3os.
9TV nokasaTtenu oaMHaKoBbI AN NEYEHNsI NEPBOW, BTOPOW U TPETLEN NTMHUN.

Taobnuua 3.

BnaronpuATHLIN OTBET Mpepynpexparowmmn He6naronpusiTHbIN OTBET
(cMeHa cxeMmbl Nle4eHNsA He (moxeT noTpeboBaTbCA (pekomeHAayeTCA cMeHa
TpebyeTcs) CMeHa JieyeHums) neyeHus)

JononHutensHble XPOMOCOMHbIE
aHOoManmm BbICOKOIro pucka B

Ha atane Ha naHHom KneTKax ¢ dunanensuickoi Ha naHHom
NnocTaHOBKMU aTane He Aenb aTane He
NPUMEHNMO XPOMOCOMOoU, NPUMEHNMO
AnarHosa oueHka ELTS, ykasbiBatowas Ha
BbICOKUA PUCK
Yepes 3 BCR::ABL1'5>10%

p BCR::ABL1'S <10 % BCR::ABL1'5>10 % €Cn NoATBEPXKAEHO B TeYeHue
MeCAtla 1-3 mecsiLeB
Hepes 6 BCR::ABL1'S <1 % BCR::ABL1'S>1-10 % BCR::ABL1'S>10 %
MecsueB

.. ISsq O _10 0
PR 12 BCR:ABL1'S <01 % BCR::ABL1'>0,1-1 % SleeAEL = B (0 o, G
MecsLueB HWDKe AN APYrMX COOBpaxeHuin)

MoTeps unu npegblgyLwmi OoTBeT,
- PE3UCTEHTHOCTb K MyTauusiM
3;:22‘_:“ BCR-ABL1'S <01 % BCR::ABL1'5>0,1-1 % BCR::ABL1, npononHutenbHble
. =R Momeps BMO (MMR) (>0,1 %) |XPOMOCOMHbIE aHOManuu BbICOKOrO
BPEeMeHu pucKa B KneTKax ¢
dunagenbUINCKON XpOMOCOMOM

I'Ipe>KHV|e pekoMmeHgauun no cCmeHe JedYeHunAa B Cchydae HeOoCTUXKEeHUA 3ITUX MOJEeKYNAPHbIX
KOHTPOJIbHbIX TOYeK OblIM M3MeHeHbl. PelleHne O CMeHe neYeHus Tenepb AOJMKHO MPUHUMMATbCA
nHOnBMAOyanbHO ANA KaXaoro rnauneHta B 3aBUCMMOCTU OT KOHKPETHbIX 00CTOATENBLCTB.

e PelleHne o cMeHe Tepanun He OOMMKHO OCHOBbLIBATLCH UCKMHOYMTENBHO Ha OOHOM pesyrbTaTe
MLP. Bmecto aTtoro pesynbTaTbl cnedyetr paccMaTpyBaTb B COBOKYMHOCTM C MpeablayLimymm
OaHHBIMU M C YY4ETOM MHAMBUAYANbHLIX hakTopoB naumeHTa. Hanpuwmep, nokasatenu MNLP moryT

9
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o CM NETWORK
NnoBbILLATLCA WN3-3a TOrMo, 4YTO NAUUEHTbI I'IpOI'IyCKal'OT npuemM npenaparta B COOTBETCTBUMN C
Ha3Ha4vYeHuneMm.

o VY HEKOTOpPbIX nNaunMeHToB OTBET Ha JiedeHne MOXeT [JocturatbCA M™MeajieHHoO Un3-3a
HenepeHOCMMOCTU npenapata Ui CHWKeHUA O03bl.

e HekoTopble nauveHTbl ¢ pesynbTatamm BCR:ABL1'S, oTHoCAWMMUCS K  KaTeropum
«HeBNaronpuATHBIX», ABASIOTCA NOXUNbIMA WMWK CTpadaloT Apyrumn 3abonesaHnamn. Onsa HUX
nepexon Ha 6onee addeKkTMBHLIN npenapat ¢ 60MbLIMM KONMMYEeCTBOM MOBOYHbIX 3dhdheKkToB
MOXET NpuHecTn Gonblue Bpeaa, Yem nonb3abl. [lepexon Ha gpyrov npenapar npeanovTUTeneH y
MauneHTOB, KOTOPble, HE3aBMCMMO OT BO3pacTa, MOryT nepeHocutb Gornee 3hdeKTUBHLIN
NHIMBUTOP TUPO3UHKMHA3bI (UTK).

e CmeHa npenapata y nauueHTa € HebnaronpusiTHbiIM OTBETOM HE OOMKHA MOTMBMPOBATLCH
CTpemMneHnem OocTunyb rnybokoro morekynsipHoro oteeTa (MR*unu nydiue) n nonbITkon AOCTUYb
OTMeHbl Tepanun onsa HabnogeHns B pemuccun 6e3 neveruna (PBJ). MaumeHTbl, He gocturiume
GriaronpusTHOrO OTBETA B TEYEHME NMEPBbIX 12 MecsALEB, MEKOT MEHbLUKNE LWaHChl 4ocTnYb PEJT.

[ononHUTEnNbHbI MOMNEKYNSPHbIA MOHUTOPUHI MOXET noTpeboBaTbCsl, ecnv pesynbTaTbl aHan13os
HEOAHO3HAYHbl UMW €CNN NaLMeHTbl He MOTYT NPUHMMaTL HasHavyeHHbIe npenaparbl U3-3a NOGOYHbIX
aP(PeKTOB UNN HenepeHocUMocTU. [MauneHTbl ¢ HeGnaronpuATHbLIM OTBETOM Ha NeyeHue Unu
NOSIBNIEHVEM MpPeAynpexXaalolmnx Npu3HakoB nocrne npvema ogHoro unu Heckonbknx UTK gorkHbI
NPOXOAWUTb CKPUHUHI Ha HanuuMe MyTauui. HepgoctaToyHoe COGNIOAEHME pexuma NeyveHus Takke
MOXXET ObITb NPUYMHOW TOrO, YTO NaLMEHTbI He JOCTUraloT GraronpUATHOrO OTBETa Ha NeYeHue.

CoBpemMeHHble meToabl neyeHua XMIJ1

JleueHne XMJ1 B OCHOBHOM OCHOBaHO Ha npumeHeHun WTK, ©Gnarogaps kotopbiM XM
npespaTunacb M3 yrpoxarwLlenh XM3HU Nenkosa B KOHTponupyemoe 3abonesaHue. CO BpemeHu
nybénukaumm nocnegHen Bepcun aTmx pekomeHgaumm noasunock 6onbwe UTK, a Heckonbko apyrnx
NPOXOASAT WCMbITAHNUA B pamMKax KIMHUYECKMX uccrnegoBaHun. Bbibop mexay pasnuyHbiMu
npenapartamyv MO3BOMSET OOCTMraTb Haunyuywux pes3ynbTaToOB fNlevyeHus ANns nauMeHToB, OOHaKo
Hanuune GonbLUero KoNu4ecTsa npenapaToB A4 Bbibopa MOXET 3aTpyaHATb NPUHATUE PELLEHUI O
neyeHumn. Kpome Toro, He Bce TK ogobpeHbl BO BCex CTpaHax.

MeTtoabl neyenna XMJ1 knaccudmumpytoTca B COOTBETCTBUM C NOPSAKOM, B KOTOPOM OHWU OBbIMHO
HasHayaloTCs: nNepBas NMMHUA (Ha3Ha4vaeTcs B KayecTBe NEPBOW JIMHUM NEYEeHUst NOocre NOCTAHOBKU
amnarHosa), BTopasi NiMHUs, TpeTbs NIMHUS U Tak ganee.

Jle4eHUe nepBOU NIMHUMU

B HacTosiee Bpems ansa neveHns XM nepsoi nuHumn ogobpers wectb UTK: umatnHnG (5™Ve®unn
Gleevec®) ' nazatnHm6 (SPV°*®), HunoTHmM6 (T519"®) ;1 GosyTMHMG (B°SUf®) Bo mHOrMX cTpaHax,
acuMMuHunG (S°emPx®) __ 1omLKO B HEKOTOPLIX CTpaHax, a pagoTnHuG (SUPect®) — g HOxHoM Kopee.
WmaTtnHnb 6ein nepebim UTK, npumenasimmca anga nedenna XMJ1. UMeHHO No3ToMy ero HasblBatoT
NTK nepsoro nokonenus. asatmHmb, HANOTMHUG 1 603yTUHMG OTHOCATCA K npenapaTam BTOPOro
NoKoneHus, a acuuMnHnG — k UTK 4yeTBepTOro NoKoneHus.

MpenapaT TpeTbero NoKoNeHusl, NOHATUHNG, HE UCMONb3yeTCs B KadecTBe Tepanuu NepBov JIMHUM
n3-3a 6onee BbICOKOro pucka Nobo4YHbIX adhdekToB. UMaTnHmMb n npenapaTtbl BTOPOro MNOKOMEHUS B
HacTosiLee BpeMs LUMPOKO AOCTYMNHbl B BuMAe AxeHepukoB. Co BpemeHwn nybnukaumm nocrnegHux
pekomeHgaumi no XMJ1 B 2022 rogy Obinv npoBedeHbl pasfvyHble KNMHUYECKME UCCIeaoBaHuS,
cpaBHuBatowmne UTK ana neyeHns nepBomn NnHUN, N Nx pesyrbTaTbl 0600 EHbI HUXE.

NTK BTOporo nokoneHusi obecneumBanu 6onee GbICTPbIN OTBET HA JIEYEHUE M fy4LLYI0 3aLUUTY OT
nporpeccmpoBaHuns 3aboneBaHns B YCKOPEHHYH MNK 61acTHbIA KpU3 NO CPaBHEHUIO C UMaTUHMBOM.
OpgHako nokasatenu oOWen BbPKMBAEMOCTUM He MPEeBOCXOAMINM MNoKasaTenu npu feyvyeHun
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p ADVOCATES
o CM NETWORK
MMaTVIHI/I6OM. VICCJ'IG[J,OBaHVIe, B KOTOpOM CpaBHMBAINUCb HVIJ'IOTI/IHI/I6 n ,EI,a3aTI/IHI/I6,

NpeanosioXMTENbHO Nokasano, 4To 0ba UTK oanHakoBo 3deKTUBHLI NPYU NMPUMEHEHUM B KAa4eCcTBe
Tepanun NepBoun NINHUMN.

B Agpyrom knuHuyeckom wuccriegoBaHuy acummmnHub cpashumBanu ¢ UTK, BbiGpaHHbIM Bpayom-
uccnegosatenemMm. Yepes 1 u 2 roga nedvyeHms Oonblle MNAUWMEHTOB, MNOMyYaBLUMX acCUUMUHKG,
AOCTUIMN  MUHUManNbHOW  MorekynapHon pemuccun  (BMO), 4em naumeHTOB, MOryYaBLUUX
BblOpaHHbin UTK. Kpome TOro, npu npuMMeHeHUM acuMMmuHuba perncTtpupoBanocb MeHbLUe
CEPbE3HbIX HeXenaTerbHbIX SBIIEHUW, 4YeM npu NpuMeHeHMn wumaTtuHuba wmnun WTK BTOporo
NnoKoneHnsa. XoTs AaHHble O AOMTOCPOYHON BbDRKMBAEMOCTW MOKa OTCYTCTBYHOT, acumMMuHMO Obin
ogobpeH gna nedenua nepson nuHum B CLUA n, B 3aBMCUMMOCTM OT UEHbl, MOXET CTaTb
nepcnekTMBHbIM BbIBOPOM B APYrnX CTPaHax.

[o nosBnenna umatmHmba wHTepdepoH anbda (MPH) Obin nyywmm OOCTYNHbIM CPEnCTBOM
neveHust naumeHtoB ¢ XMJ1, 4ns KOTOpbIX TpaHCNnaHTaumsi CTBOJIOBbIX KIETOK HE NMpeAcTaBnsanach
BO3MOXHOW. B xoge KNuHMYeckux uccnegoBaHUn ObiNn OLLeHEHbl HECKONbKO KoMOuHaumn NOH ¢
WTK, ogHako pes3ynbTaTtbl HE NPOAEMOHCTpPUpOBanu npenmylliects gobaeneHms MOH k UTK.

YTBEpXAEeHHbIE HavanbHble cyTo4YHble Ao3bl TK coctaBnaoT: umatnHnG — 400 mr, gasatuHub —
100 wr, 603yTMHMG — 400 mr n HunotmHnG6 — 600 mr (B gBa npuema). B nocnegHee Bpewms
HEKOTOpbLIE Bpayu B paMKax KITMHUYECKUX UccrneaoBaHum npobosanu HadnHaTb nedeHmne UNTK ¢ pos,
HWKe cTaHgapTHbIX. OgHAaKo 3TN NOAX0oAbl HOCAT 3KCNEPUMEHTAarbHbIN XapakTep U oduumanbHO He
opgobpeHbl. X uenb — yMeHbWNTb NO6OYHbIE 3ddEKTbI, YNYYLLNTb NPUBEPKEHHOCTb JIEYEHUIO U
CHM3UTb 4acTOTy NpeKpalleHUsi fevYeHusi, COXpPaHMB MNpU 3TOM XOPOLWA OTBET Ha Tepanuio.
WcecnepoBaHusa ¢ gasatmHMbom n 603yTMHMOOM nokasanu, YTo NauneHTbl MOryT U3Bneyb nonb3y u3
npUMeHeHns Gonee HU3KMX 003 B Hadane nedeHus. [Jo3y MOXHO yBENUYATbH B 3aBUMCUMOCTM OT
OTBETAa Ha NeyeHmne.

Kakon UTK BbIOpaTb ansa nevyeHnsa nepBon nuHun? ELN nogyepkuBaeT, YTo peLleHne SOSMKHO
OblTb MHAMBMAYANbHLIM U COMMAcoOBaHHbLIM MeXay BpavyoM WU MaLMEHTOM C Y4EeTOM CreayloLmx
MOMEHTOB:

o KakoBbl BalLM Lenn nedeHns — odLiasi BbPKMBAEMOCTb UM AOCTUXKEHME NOJTHOM PEMUCCUN
C nocnegywollien otmeHon npenapara (PBJ1)?
[lns HEKOTOPbLIX MNOXUITbIX NALMEHTOB OCHOBHOW LIENbIO NeYeHnst MoXeT ObITb
BblXMBaeMOCTb. [1ns 6onee Monoabix NaunMeHTOB, KOTOPbIM NPEACTOUT MNOXU3HEHHOE
neyveHne, XenaemMmom Lenbio MOXET OblTb AOCTMKeHME 1 nogdepxaHue PBJ1. [aHHble o
Ka4yeCTBE XM3HW MoKasanu, YTo NpekpaLleHme nevyeHns NpuHocuno 6onbLuyo Nonb3y
nauneHTam, KOTOpbIM HA MOMEHT NpekpaLleHus 6oino meHee 60 net, yem Tem, Komy Bbino
oonee 60 ner.

e KakoBbl BalLu NporHoctTuyeckme akTopbl HA MOMEHT NOCTaHOBKM AnarHo3a?
MaumeHTbl C BEICOKMMM NokasaTtensmu no wkane ELTS moryT nssneys nonbay 13
npumMeHeHus 6onee MOLLHOro NHIMBUTopa TUPO3NHKMHAS3DI.

e VmetoTcsa nn y BaC Ha MOMEHT NOCTaHOBKU AMarHo3a gpyrue 3aboneBaHus, KOTOpble MOryT
NOoBJITNATb Ha Bbl60p nevenHunn?

* MaumeHTam ¢ 3aboneBaHUAMN NETrKUX He cnenyet NpUMeHATb nasatuHnG.

« [laumeHTbl c npobrnemamn xenygka, KAWEeYHUKa, MOoYeK WM MedYeHu MoryT
npegnoyectb Apyrme UTK BMecTo 603yTuHMOGA.

« [aumeHTam c caxapHbiM [OMaGeToM, BBLICOKMM WIM OYEHb BbLICOKMM CEPOEYHO-
COCYAMUCTBIM PUCKOM, BKIOYasi NepeHEeCEHHbIE 3aKyNOPKM KPOBEHOCHbIX COCYA0B UK
BOCManeHue noaxenyano4yHon xenesbl, cnegyeT nsberatb npuéma HUNOTUHMGA.

o Kakne NTK gocTynHbl n npuemnemsl no ueHe?
Bbi6op noaxopswero UTK Takke 3aBUCUT OT €ro AOCTYMHOCTM U CTOUMOCTU. [PKeHEepUKM
SABMSATCS 93KOHOMUYECKN 3PP EKTUBHBIM HaYvarnbHbIM nevyeHnem XMJ1 B xpoHudeckon case.
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INeyeHne BTOpPOW NMMHUM — 3TO NeyeHne 3aborneBaHWs UM COCTOSIHUA MOcne nepBOHAYaribHOro
neyeHnsa (neyeHus nepeBor NuUHUKM). Bbl M Baw Bpad MoXeTe MPUHATbL pPeELleHne O 3aMeHe
nepsoHavarnbHoro UTK nepson nuHum Ha ATK BTOpOon nuHuu. Takag 3ameHa nponcxoanT npumMepHo
y 30—40 % nauneHToB 13-3a HENEPEHOCUMOCTUN NN PE3UCTEHTHOCTH.

JleyeHue BTOpPOU NUHUMU

WccnepoBaHusa nokasbiBatoT, YTO nauueHtam, no kpavHen mepe, ¢ MMR (BMO), y koTopbix
HabnogatTcs Nobo4vHble 3 eKTbI, MOXET ObITb NONE3Hee CHMXeHNE A03bl, a He cmeHa UTK. o3y
nmMaTuHmba MoxHO cHu3nTb ¢ 400 mr oo 100-300 mr B cyT ; Ao3y aasatnHnba — co 100 Mr B CyTKM
no 20-50 mr B cyTku, a 0oy HunotMHmba — ¢ 300 mr gBa pasa B cyTkm go 150-200 mr gBa pasa B
cyTkn unn gaxe o 150-200 Mr oguH pas B CyTKW. BaXHO OTMETUTb, YTO NaUMEHTbl HE AOSIKHbI
CHMXaTb o3y 6e3 KoHcynbTauumn ¢ Bpadom. Jltoboe CHMXKeHne A03bl JOSMKHO COrnacoBbiBaTbCS C
BpayoM W oLeHMBaTbCA WHAMBMAOYanbHO. [locne CHWXeHWs [03bl pekoMeHOyeTcHa TulaTenbHO
KOHTPONMPOBAaTh CTEMEHL OTBETA HA JIEYEHME.

OpHako cmeHa UTK Heobxoamma B criyd4ae BO3HUKHOBEHWUS ONpeAenéHHbIX CepbE3HblX MOBOYHbIX
appekToB. K HMM OTHOCATCA CKOMMEHWE >XMOKOCTU BOKPYr NErkux (nneeparnbHble BbINOThbI)
HEeCMOTPA Ha CHWXeHVWe [03bl, MNOBbIEHHOE [aBfeHne B MNErovHblX cocydax (nerovHas
rMnepTeH3ns), 3aKyrnopku BEH UNN apTepuin (BEHO3Hble NN apTepuarnbHble OKKII03MBHbIE COBbITUS),
BOCNaneHne TOHKOro M TOMCTOro KULLIEYHUKa (3HTEPOKONNT), Cepbe3Hble HapyLUeHUs CO CTOPOHBbI
HEPBHOM cuUcTeMbl (Hanpuymep, OeMeHUUs, MapKUHCOHM3M), a Takke BoOcCMasfieHne cepaedHom
MbIWLbl (MUOKapPAUT), NedeHn (renatuT) Unn noyek (HedpwuT), Bbi3BaHHbIE UMMYHHOW CUCTEMOW.
Bam cnepyet o6cyants ¢ Bpayom, kakon VTK ny4ywie Bcero nogxogmt MMEHHO BaM.

[asaTnHnG, HUNOTUHUG, BO3YTUHMO M B HEKOTOPLIX CTpaHax acUMMWHUO MOryT NMPUMEHSTLCS B
KayecTBe Tepanuun BTOPON NMHUKM nocrne nmatnHnba B kayecTBe Tepanum nepBorn nuHuun. MNMpu atom
UCNonb3ylTCA Te >Xe nokasatenu ana onpegeneHuss oTBeTa Ha nedveHue. WccnepoBaHunm,
cpaBHuBawLwmx UTK mexay cobon, HeT, n Bbibop VTK 3aBUCUT OT KOHKPETHOro nauueHTa. lNoatomy
ELN He pekomeHOyeT nNpuMeHeHue Kakoro-nmbo koHkpeTHoro WTK B kavecTtBe Tepanun BTOPOWN
NNHUK, 32 UCKITKOYEHNEM ClnyYaeB, Korga y nauneHToB nveetca mytauua BCR::ABL1.

Ona neyeHns pesmcteHTHocT K UTK BTOpOro nokoneHuss B NepBol NuMHMM y nauueHtoB 6e3
cneundunyeckmx mytaumin BCR::ABL1 cnefyeT pacCMOTpPeTb BO3MOXHOCTb paHHero nepexofa Ha
NoHaTMHMO MnNn acumMMmnHnG (ecnm oHM ogobpeHbl ans neveHust BTopon nuHum). Oba UTK Gonee
noapo6HO onvcaHbl B cnegylowem pasgene.

JleyeHue nocne BTOPOU NUHUU

CyLLeCcTBYIOT BO3MOXHOCTU NeYeHUs Ans naumMeHToB, KOTopble Gornblue He Mofy4arT nofb3bl OT
Tepanum nepBon M BTOpPOM nuHUKU. [launeHTbl, He nepeHocswme pgBa wnu 0Oonee paHee
npumenssLumxca UTK, moryT nonpobosatb apyron UTK BTOpPOro nokoneHusi u, BO3SMOXHO, HayaTb C
Gonee HN3KOM 003bl, KOTOPYIO MPU HEOOXOAUMOCTU MOXHO YBENUYUTD.

Ona naumeHTOB, Yy KOTOpbIX HabniogaeTca pe3ucteHTHocTb k  WTK  BTOpOM  nuHuw,
NpeanoYTUTENbHBIMU BapnaHTaMu fie4eHns SBnsiTca acuMMmMHUG nnu noHatmHmG. N acummnHmG, n
noHaTnHMb obnagatoT Gonee cunbHbIM genctenem, Yem VTK nepBoro n BToporo nokosnexHuns. Boibop
MexXay HUMU 3aBucuUT OoT MyTauMnBCR::ABL1 y naumeHTa 1 Apyrux conyTCTBYOLLMX 3aboneBaHun.

MoHaTnHMG ("°Usi%®) — 310 UTK TpeTbero mokomneHusi, KOTOpbIA BaM MOMYT Ha3Ha4UTb B KadecTse
Tepanuu TpeTben NUHWW, ecrnv Bam He nomoratT aAsa apyrux VTK. Bam Takke MoOryt HasHauunTb
noHaTmHMb, ecnu y Bac obOHapyxeHa reHeTudeckaa Mytauus T315lunn  gpyrve myTtauuum.
MyTtaumaT315IMoXeT BbI3blBaTb PE3NUCTEHTHOCTL K ApYrMMm npenapatam. OgHako Bbl U Ball Bpad
MOXeTe MPUUATU K BbIBOAY, YTO MOHATMHMO Bam He NOOXOAWT, €Cnn y Bac UMeEKTCHA Kakue-nnbo
cepaeyHo-cocyaucTble npobremsl.

YTBEpXXAEHHAs Ha4yarnbHasa 0o3a NoHaTMHMOa cocTaBnseT 45 Mr oamH pas B CyTkM. Havyano neveHus
c Gonee Huskonm Ao3bl — 30 Mr unu 15 mMr — moxeT OblTb UenecoobpasHo, ecnu y nauueHToB
UMeITCA Apyrue conyTcTByloLMe 3aboneBaHms, 0COBEHHO (haKkTopbl cCepaeyYHO-COCYaMCTOro pucka.
Y naumeHToB Cc MyTaumen BCR:ABL1, B u4actHoctu T315l, mnm y Tex, y KOro ypOBEHb
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L 4 CM NETWORK
BCR::ABL1"Snpesbiwaet 10 %, neyeHne noHaTMHMGOM crneayeT HauvMHaTtb ¢ Ao3bl 45 mr. Nocne
OOCTUMXXEHMS MaLMEHTaMN OTBETA HA NEYEHUE CYTOYHYI0 JO3Y MOXHO CHM3UTbL 40 15 Mr.

AcuMMUHKNG (S¢emPIIX®)__ 510 HOBBIN UHIMBUTOP TUPO3MHKUHA3LI (UTK ), KOTOpLI BO3OENCTBYET Ha
apyron ydvactok 6enka BCR::ABL1, uyem pgpyrme WUTK . OTOT HOBbIA MeXaHM3M [OENCTBUS
obecneynBaeT Gonee BbICOKME MOKasaTeENW OTBETA W Jy4yllyld NMEPEHOCUMOCTb MO CPaABHEHUKD C
TpaguumoHHbimmn UTK.

AcuMMNHNG MOXET HasHa4yaTbCA BaM B Ka4ecTBe Tepanuu TPETbEN NIMHUKN, €CNN Bbl HE NEPEHOCUITN
neveHve ogHum, asymsi unu 6onee npegbigywnmm UTK nnn He oteetunu Ha HUX. Kak n noHaTmMHmo,
acuMMMHMG MOXET HasHayaTbCs naumeHTam Kak ¢ mytaumnen T3151, Tak n 6e3 Heé.

YTBepaéHHas HavanbHaa [osa acummuHuba coctaensetr 40 mr gsa pasa B cyTku. B xope
KITMHWUYECKNX UCMbITAHUIA HEKOTOPLIM MauMeHTam HasHadanucb go3bl Ao 200 mr gBa pasa B CyTKM,
YTO MO3BOMUIIO AOCTUYb XOPOLUMX MoKasaTenen oTBeTa Ha nedeHne. ACULMMUHNG B LIENOM XOPOLLIO
nepeHocuncsa. K Hanbonee pacrnpoCTpaHEHHbIM CepbE3HbIM MOOOYHbIM 3ddekTaM OTHOCUIUCH
NMOBbILLEHHOE apTepuaribHOE OaBMEHME WU OTKIIOHEHUSI B MokasaTensax (OepMeEHTOB, CBSI3aHHbLIX C
dyHKUMEN NOMXKENYAOYHOM Xene3bl (aMmmnasa n nunasa).

Y nauueHToB, PE3UCTEHTHbIX K MOHATUHWUOY W/WUNM acuUMUHMOY, B KayecTBe BapuaHTa NeyeHus
crnenyeT pacCMOTPETb TPaHCMaHTaLUMI0 CTBOMOBbIX KMETOK.

OneepembaTUHNG 0g00peH ANst NPUMEHEHMSA B KA4YeCTBE TPETbEWN M NOCMenyLWMX NNHNIA NevYeHns
n/vnu anga nauneHToB ¢ mytaumnammn T3151 Tonbko B Kutae.
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0630p BLIGOpa NTK npn XMJ1 B xpoHu4deckon case npmeneH B Tabnuue 4.

Taobnuua 4.

JInHuA nevyeHns Kakum Kakoe neyeHune?

naumeHTam?

e WMmaTtnHno6 400 Mr oguH pas B CYTKM UIK B MEHbLLEN
pose, ecnu gocturHyta MMR; 300 mr oguH pas B
CYTKM MpU NIOXOW NEPEHOCUMOCTH

e [HasatnHu6 100 Mr oguH pa3s B CyTKM Unn 5 gHeN B
Hefento; y naumeHToB B Bo3pacTte 70 neT u ctapLue
A03a MoXeT BbITb CHWKeHa 4o 50 Mr oguH pas B CYTKU

1" nuHua (nepsoe
UNn gaxe Huxe.

neyeHue nocne Bce naLveHTs
NocTaHOBKM 4 e HunotuHu6 300 mMr oBa pasa B AeHb

AnarHosa) e B03yTMHMG 400 Mr 0IMH pa3 B CYyTKM UMW B MeHbLLER 0o3e
npv HenepeHoCMMOoCTH

e PapotnHn6 300 mr aBa pasa B AeHb (Tonbko B KOxHoOM
Kopee)

¢ AcuummuHm6 80 Mr oguH pas B cyTku unm 40 mr aBa pasa B
CYTKM (TONBKO B HEKOTOPbIX CTpaHax)

o Jlro60o1n UTKZ™nokoneHunsa, He ncnornb3osasLumiics & -

MauueHTsl ¢ "MUHUK; BLIGOP 3aBUCUT OT NaLyeHTa 1 OTBETa Ha
HenepeHoCUMOCTbIO U neyenmne. Moxet l'IOTpe6OBaTbCF| KOPPEKTNPOBKa 003.
noGo4HbIMM e Y NauMEHTORB C MO KparHen Mepe YacTUYHON peMuccmnen
achpekTamm (MMR) cneayeT CHU3UTb A03Y, a He MeHATb UTK.
27nMHms (paHee HekoTtopble nobo4yHble achdekTbl TpeOYOT cmeHbl UTK.
noryvasiune MauneHTsl C e Jlo601 UTK?nokoneHus y naumeHToB 6e3
nevenue ogHum UTK) peancreHTHOCTBIO K cneumduyecknx MyTauninBCR::ABL1. [Ins nauMeHToB ¢
UMaTUHUDY MyTaumsiMu cnegyeT BblbpaTb cooTBeTcTBYyOWMN UTK.
MaumneHTbl C e TMoHaTMHMG 1NN acLMMUHMG (ecnv OOCTYyMNeH Ana
PE3UCTEHTHOCTHLIO K "[IUHUN) Y NALIMEHTOB, HE OTBEYaloLLMX Ha UTK?
UTK BToporo rokoneHuns B nuHum
MOKONeHWs
MaLmenTs! ¢ e JTo601 UTKZ°nokoneHus,He npumMeHasLuniics & - innm>
"MUHUM, BO3MOXHO B Bonee HU3KOM 103€ C BO3MOXXHOCThIO
HenepeHoOCMMOCTbHO . ’ A
€€ yBenunyeHus
e B 3aBMCUMMOCTM OT CONyTCTBYHOLWMNX 3aboneBaHni 1
myTaumii BCR::ABL1:
NOHaTUHMG 45 Mr oamH pas B cyT unu B 6onee HMU3Kom
0o3e, ecnu HeobxoauMo; CHXKEHUe A03bl nocrne
MaumneHTsl C JOCTUXEHUSA HavanbHOro oTeBeTa, Unu
. PE3NCTEHTHOCTbIO K acumMmnHmnG 40 Mr gea pasa B cyTku unm 200 Mr aBa pasa
- n nocneaytouwme | UTK BToporo B CyTKM npu o6HapyxeHun myTaumm T315]
NVHWK (paHee MOKONEeHUs .
e OnBepemb6aTMHMOG y NaumeHToB ¢ MmyTaumen T315l(Tonbko
nonyyaeLune 5 KuTae)
neyeHve OByMsi Unu
6onee UTK) e PaccmoTpeTb BO3MOXHOCTb TpaHCnAaHTaumMmM CTBOMOBbIX
KNeToK
MaumneHTsb ¢ e PaccmoTpeTb BO3MOXHOCTb TpaHCnnaHTaumMmM CTBOMOBbIX
HenepeHoOCMMOCTbIO KINeToK
BCEX AOCTYMHbIX
NMHrMBUTOPOB

TUPO3WNHKMHA3bI U/unu
C PE3NCTEHTHOCTbLIO K
NMOHATUHWBY n/mnu
acuMMnHnbyY
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Pe3ucteHTHOCTbL U myTauuun BCR::ABL1

OnbiT nevenns XMJ1 B nepBon nunHMM nokasbiBaeT, 4to y 15-20 % nauueHToB HabnwgaeTcs
HebnaronpuaTHbIA OTBET Ha nepson nuHuMM Tepanun WUTK. B nocneylowmx nNUHUAX nedveHus
HebraronpuaTHbIA OTBET oTMe4vaeTcs y Ao 50 % naumeHToB. OTCYTCTBME OTBETA MOXET TaKkKe ObITb
CBSI3aHO C TEM, YTO NaUWEHTbl HE NPUHMMAaIOT NpenapaTbl B COOTBETCTBMM C HasHavyeHneM. Hannume
onpegeneHHblix mytaunn BCR::ABL1 Takke MoxeT ObITb MPUYNHOM OTCYTCTBUS OTBETA NAUMEHTOB Ha
NTK.

TecTupoBaHue Ha MyTaumm crniegyeT NPOBOAUTL Y NaUMEHTOB, KOTOPble OEMOHCTPUPYIOT NPU3HAKK
pasBUTUS PE3NUCTEHTHOCTM K OA4HOMY WM Heckonbkum WTK, nmubo y KoTopbix Habniogaetca
nporpeccMpoBaHve 3aborneBaHus UM KoTopble HaxogAaTca B 6nacTHoOMm kpuse. TecTupoBaHue Ha
MyTaLUun Takke pekoMeHOyeTCs Yy HEKOTOPbIX MauMeHTOB, ¥ KOTOpbIX Habnigaetca peumans nocne
TpaHcnnaHTauum cTBONoBLIX kneTok. Mytaumm BCR::ABL1 kpaliHe pedko BbISIBIISIOTCA Ha aTane
NMOCTaHOBKM AMarHo3a B XpOHUYeCcKkon hase, NO3ITOMY Ha 3TOM aTane TecTupoBaHue He TpebyeTcs.

Jlyqwmin cnoco6 BbisiBrieHns mytauun BCR:ABL1 — 3TO TecT, Ha3blBaEMbIl CEKBEHUPOBAHMEM
HoBoro nokoneHus (NGS). Ecnin aT0T TecT HegoCTyneH, BMECTO HEr0 MOXHO MCNONb30oBaTh APYron
MEeTOA, HasblBaeMbli cekBeHupoBaHmem Mo CoHrepy. B HeKOTOpbIX cnyyasax Ans BbliBNEHUS
onpeaeneHHbIX MyTaumi MOryT Takke NpoBoANTbCA cneunaneHblie MNUP-TecTbl.

Ecnn obHapyxeHa myTtaumst BCR::ABL1, cneagyeT cmeHuTb UTK. NTK, koTOpble ManoBeposiTHO, YTO
OyayT addekTuBHbI, He OyayT npumeHsTbcA. Baw Bpay moxeT obcyauTb C BaMu BapuaHThbl
nevyeHus.

JleyeHune XMJ1 B nporpeccupyrowiey craaum

B cTpaHax ¢ BbICOKMMMW CTaHAapTaMn ONArHOCTUKU NULLb Y OYeHb HEOOSbLUIOro Ymucna nauveHToB
XMIJ1 nporpeccupyeT 0o NpoaBuHyThiX cTagui. OgHAKo B CTpaHax, rge BO3MOXHOCTU ONArHOCTUKK
orpaHudeHbl, no3gHue crtagum XMJ1 BcTpedawTca 4awle. Baw Bpay MOXeET UCMNONb3oBaTb
knaccncpmkaumio ELN wmnn BO3 gna onpegeneHust ctagum  Bawero 3abonepaHus. Ob6e
Knaccmdpumkaumm yumtbiBaOT NPU3HaKM BbICOKOIO pucKa NPOrpeccupoBaHus 4O NO3QHEN cTaguu y
nauueHToB ¢ XMJ1 B X®.

BaxHO BbIIBUTb NaUMEHTOB, KOTOpble Haxoasatca B nos3gHen cragum XMJ1 unun nepexogaT B Hee,
MOCKOMbKY X NnevyeHne GyaeTt oTnmyaTbCs OT NIeYeHNa NaumMeHToB B XpoHu4deckon dase. MauneHTsl,
Y KOTOPbIX HA MOMEHT MOCTaHOBKM AMarHo3a y)e AMarHOCTUpOBaHa NO34HAS CTagus, Kak npaBuno,
nmetoT 6onee GraronpuATHbBIA NPOrHO3, Yem Te, Y Koro 3abonesaHue nporpeccnpyeT na Xo.

Okcneptbl ELN pekomMeHayoT, 4TOObl MauueHTbl B GnacTHOM Kpu3e, Monyvann WMHTEHCUBHYHO
KOMOWHUPOBaHHYO XMMUOTEPANUIO C NMPUMEHEHUEM UHIMOMTOpPA TUPO3WMHKMHA3, NPEANnOYTUTENBHO
AasatuHuba unu noHaTMHMba, ecnu 3To BO3MOXHO. 3a 3TUM, N0 BO3MOXHOCTU, JOIMKHA CneaoBaTh
TpaHCNMnaHTauusi CTBOMOBbIX KMeToK. B HacTosiee Bpems u3y4yaloTcs Apyrne HOBble METOAbI
neveHus.

TpaHcnnaHTauus CTBOJNIOBLIX KNEeTOK

Ecnu HM oanH 13 npenapaTtoB, pekoMeHOoBaHHbIX Ana nedeHna XMJ1, He okasbiBaeT adpdpekTa unm
HeJOCTyneH, Ball Bpay MOXeT MNpeanoXxutb BaM nepecagky CTBOMOBbIX KMETOK OT 340pOBOro
AOHOopa. JTa npouefypa HasblBaeTCa anfioreHHOW TpaHCnfaHTaumen CTBOSOBbIX KNeTok (ansno-
TICK) n moxet obecneuntb nsneyeHue.

TpaHcnnaHTaumsi CTBOJSIOBbIX KMNETOK Takke SBMSETCS BO3MOXHbIM BapuaHTOM Afs1 NauneHToB C
XMIJ1 B XxpoHuyeckon ¢ase, y KoTopbix nevyeHme UTK He obecneymBaeT OONTOCPOYHOrO KOHTPOSSA
3aboneBaHuns Unn KoTopble He nepeHocaT Bce gocTtynHble UTK. TpaHcnnaHTaums CTBOMOBLIX KNETOK
TaKkke OCTaeTCsl BO3MOXHbIM BapuaHToM Ang naumeHtoB ¢ BK nnn nepexogsawmx B aty casy.

Enaronapﬂ AOOCTUXEHNAM B MeauuuHe TpaHcnlaHTauua CTBOJIOBbIX KINEeTOK CcTana bonee
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6e3O|'|aCHOI7| N MOXET npeanaratbCcd 6OJ'IbLIJeMy l-II/ICJ'Iy nauymeHToB, BKITHOYaA MOXUIbIX J'II'OD,GVI 7

nvy ¢ conyTtcTBytowmumMmn 3abonesaHnamn. Kpome Toro, B HacTosilLee BpeMS B KayeCTBe OOHOPOB
MOXET paccMaTpuBaTbCs Goee LWNPOKNA Kpyr NI0LEN.

Mo BO3MOXHOCTM TpaHCMMaHTaUMIO CTBOMOBbIX KIETOK criefdyeT NpoBOAUTbL B XPOHM4YecKon dase,
MOCKOMNbKY LUAHCbI Ha YyCnex B 3TOM Cllyyae 3HauYUTeNnbHO Bbille, YEeM Ha MO3OHMX CTaausax
3abonesaHus. pu pe3anCTEHTHOM OnacTHOM Kpu3e TpaHCMMaHTauus CTBONOBbIX KMEeTOK He
peKkoMeHayeTCs BHE KMMHUYECKUX UCCrneaoBaHUM.

Pemuccusa 6e3 neyeHus

MauneHTam, y KOTOpbIX B TeYEeHUe ONUTENbHOro BPEMEHU COXpaHAeTCs rnyOoKMi MOMNEKYNspHbINA
otBeT (MO, DMR), neyeHne WUTK moxeT 6Gonbwe He noTpeboBaTbcA. HekoTopble M3 3TUX
nauneHToB MOryT MMETb MPaBO Ha MOMbITKY NPeKpalleHWsi nevyeHnst nog HabngeHMeM revallero
Bpaya. [lpekpalleHne rnedeHnsa TakMm oOpa3oM HasbiBaeTcsl pemuccnen 6e3 nedenus (PBIT).
MonbiTka HabntogeHus B PBJ1 obblvHO Ge3onacHa, ecnv nauueHTbl COOTBETCTBYIOT ONpeaeneHHbIM
KpUTEPUSIM N MUMEKT OO0CTYN K BbICOKOKAYECTBEHHOMY MOJSIEKYSIAPHOMY MOHUTOPUHIY. He cnegyet
npeanpuHnmaTb nonbiTkn PBJ1 6€3 MOHMTOpMHIa n HabnaeHNsa CO CTOPOHbI ONbITHOW KITMHUYECKON
KoMaHAbl. BaXXHO OTMETUTb, YTO HEKOoTOpble NauMeHTbl, nMetowwmne npaso Ha PBEJ1, npegnouunTator
npoaosnKaTh fle4YeHne.

Tab6nwuua 5.

PekoMmeHpauumm no nonbITKe npexKkpawieHuns nevyeHuma

CornacHo pekomeHgaumam ELN, nepen npekpalleHmem nevyeHns 4OMKHbI ObITh BbINOMHEHLI crieayloLlve
KpuUTepuu:

e [laumeHT HaxoguTcs B NepBon XpoHuyeckon hase XMIJT.
e [lauMeHT MOTMBMPOBAH Ha NpeKpaLleHne nedYeHnst 1 agekBaTHoO obLLaeTcsa C BpayoMm.

e [laumeHT MMeeT AOCTYN K BbICOKOKAYECTBEHHOMY MOIEKYSPHOMY MOHUTOPWHTY C
ObICTPLIM NONy4YeHNEM Pe3yrbTaToB aHanM3o0B.

e [laumeHT cornaceH Ha bonee yactoe HabnogeHne Nocne NpekpaLeHns neYeHmns.

MpekpalleHne nevyeHns onyckaeTcs, eCnu Takke cobsoAeHb!l criefyole MUHMMarbHbIe KpUTepun:

e [laumeHT npuHumaet Tekywmnn UTK B kayecTBe npenaparta nepBon v BTOPOW JIMHUK, eCnn
NpUYnHaMM CMEHbI NMpenaparta Obi HEMNEPEHOCUMOCTb UITN PE3NCTEHTHOCTb, ODYCINOBNEHHas
MyTauuen, YyBCTBUTENbHOM K Apyromy UTK.

. MauuweHT nonyyan UTK 6onee 5 net (unu 6onee 4 net, ecnv peyb nget o UTK BToporo nokonexus).
e [laumeHT HaxoguTcs B cocTosHnM MMO (MR*unu ny4ywe) Gonee 2 ner.

MpekpalleHne nevYeHnst MOXXHO paccMmaTpmBaTth Npu cobnoaeHny cregyowmx onTUManbHbIX KpUTEPUEB:
e [laumeHT nony4van neyenne NTK 6onee 5 ner.
e [MauueHT nmeet MO Gonee 3 nert, ecnu otMedeH MR* .
e [laumeHT nmeet mMO 6ornee 2 neT, ecny otMmeyeH MR*?

Mpoueaypbl Nocrne NpeKkpalleHUs NeYeHus:

e  MonekynspHbI MOHUTOPUHT YpoBHA BCR::ABL 1 kaxxgble 6—8 Heaenb B TEYEHME NEPBbIX
6 mecsLueB, Kaxable 2 MecsLa B TedeHne 6—12 mecsueB 1 Kakable 3 mecsiLa B
AanbHenwem. MOHUTOPUHT MOXET NOoTpeboBaTbCH Yalle, eCrv KONMYECTBO
TpaHckpuntoB BCR::ABL 1 yBennunBaeTcs.

e  Bo3obHoBuTb nevenne UTK B cnydae notepu ctatyca MO.

e  Ecnu neyeHne VTK BO30OHOBRSETCS, HEOBXOAMMO NPOBOANTL MOHUTOPUHT Kaxkable 4—6
Heaenb A0 BoccTaHoBneHuss BMO, a 3ateM kaxable 3 Mecslia 10 BoccTaHoBMNeHus MR* .

HekoTopble  BbICOKOMOTUBUMPOBAHHbLIE  MaUMEHTbl  MOryT  UCMbITbIBaTb  CUMBHOE  XenaHue
nonpo6oBatb PBEJ1, xoTtss oHn ewé He gocturnm mMO. Takas cuTyaumsi MOXeT Habniogartbecs y
MOMOAbIX MAUMEHTOB MMM Y XKEHLUMH, NMaHMpylowmx 3aBecTn pebéHka. OTU naumeHTbl MOoryT
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paccMOTpeTb BO3MOXHOCTb nepexoga Ha 6Oonee addektmBHbin WUTK. OpgHako AOaHHbIX,
noaTBepXaarLWwmx, YTo Takom noaxod obecnevmBaeT nyywmve pesynoetathl PBJ1, HeT.

He y Bcex nauneHTOB BO3MOXHO coxpaHeHue PBJ1 nocne npekpaweHust nedeHus, gaxe ecnu
cobniofeHbl BCe BbILWEYNOMSIHYTbIE KpUtepun. B xoae KnMHNM4ecknx nccnegoBaHun y npumepHo 50—
60 % naumeHTOB nocne npekpaweHua npuema WUTK Habnogancs MonekynspHeld peunamns
3aboneaHus (noteps BMO), B ocHOBHOM B TeudeHue nepsBbiXx 6—8 mecsaues. VMIMeHHO noaTomy B
nepBbli o4 MNOCMe MpeKkpalleHns JedYeHMs OYeHb BaXXHO MPOBOAUTb YacTble MOMEKYsipHble
nccnegoBanus. 1o 14 % naumeHtoB XMJ1 Bo3o6HoBNAeT Tepanuio UTK pgaxe cnycrta Gonee 2 net
npebbiBaHma B coctosHuu PBJ1. MNMoaTtoMy nauueHToB cnefyet HabnwogaTb Kaxable 3 Mecdua Ha
NPOTSKEHUM  BCEM KU3HW, 4YTOObl NpefoTBpaTUTb HauMHawlweecs W elwe He3aMeTHoe
nporpeccupoBaHve 3abonesaHus. [laumeHTbl C  MONEKynsaApHbIM  peunamBom  3aboneBaHus
BO3OHOBNSAT nedyenve UTK. BonbwMHCTBO M3 3TUX naumeHToB (90-95 %) BnocneacTsvMu BHOBb
JocTturaloT «Heonpegensemoroy» ypoBHa BCR::ABL1. Puck nepexoga XMJ1 HenocpeACTBEHHO B
6nacTHbIN KpU3 04eHb HU30K (MeHee 0,1 %).

MaumeHTbl, Yy KOTOpbIX MNepBasd MOMbiTKAa MPEKpalleHMs JEYEHUs oOkKasanacb HeyaadyHoOW, MoryT
MOBTOPUTL MONbITKY. MauneHTbl ¢ HeobbluHbIMK cBa3sMM Mexay BCR n ABL1 Ha 22-in xpomocowme,
M3BECTHbIMW KaK aTunuyHble TpaHckpunTel BCR::ABL1, MOryT paccMmoTpeTb BO3MOXHOCTb
NpeKpaLleHnst NeYeHnst, ECNIN Y HUX eCTb OOCTYN K nabopaTtopusam, cnocobHbIM JOCTOBEPHO NM3MEPUTb
MUHMMarbHbIE KOSIMYeCTBa TPaHCKPUMNTOB.

Ecnn Bbl paccmaTtpuBaeTe BO3MOXHOCTb MOMbITKM HabnwogeHus B PBJ1, noroBopute co cBoum
Bpa4yoM. Baww Bpay gormkeH obcyamTb ¢ BaMu pUCKM U npenmyliectsa. OkoHYaTENbHOE peLleHne o
npekpaweHumn neveHna UTK gomkHO BblTb MPUHATO COBMECTHO BamMM M BalUMM BPavyOM.

PoxneHue neten (bepeMeHHOCTb)

Bo3moOXHO, Bbl HaxoAuTecb Ha 3Tane, Korga nnaHnpyeTe co3gatb CeMblo. M Bam, BO3MOXHO,
XoTenocb Obl y3HaTb, KaK Balle 3aboneBaHne n nedeHue MOTyT nNOBUATbL Ha 3TU MNiaHbl.
MosiBMnocb Gonblue VIHCbOpMaLI,MI/I (0] 6epeMeHHOCTM n poxgeHnn neten Bo BpeM4A nevyeHund, Ho OHa
no-npexHemy orpaHn4yeHa.

MauuneHTbI MYXCKOro nona

Ha [aHHbIN MOMEHT HeT OAHO3Ha4YHbIX O0Ka3aTeNnbCTB TOro, YTo Yy MYX4YMH, npuHumarowmx UTK,
CHMKaeTCs PepTUIbHOCTb, unu 4Yto UTK BnvsaloT Ha 6epeMeHHOCTb MX MAapTHEPLL UIM Ha 340POBbE
nx geten. Noatomy MyxxumHam, NNaHMpyOLWUM 3aBecTn pebéHka, cnegyeT npogonmxatb npuém UTK.

JKeHLUMHBI

B saBucumocTtn ot koHKpeTHoro UTK pasnuyHble KonuyecTtBa npenapaTta MOryT NpOHUKaTb yepes
nnaueHTy 1 HAHOCUTb Bpe[ pa3BuBatoLLlemycs pebeHky, 0cobeHHOo B nepuop ¢ 2-1 no 16-10 Hegenio
GepemMeHHOCTW, Korga npoucxoaut  cbopMupoBaHMe  OpraHoB. BpoxagéHHble  aHomanuu
Habnganuck y geTen XeHLWMH, NPUHUMAaBLNX UMaTUHWO, 4a3aTUHMO MM HUMOTMHMO. [JaHHbIX No
apyrum UTK nmeetca mano. MmeHHO noatomy npoussogutenu scex UTK, npumeHsembix npu XMIJ1,
No-NpeXHeMy pekOMeHOYOT NPeKpaTUTb fiedeHme Ha BpemMs 6epeMeHHOCTMN.

B nocnegHue rogbl B LLENOM perMcTpupyeTcs MeHblle criydaeB BPOXAEHHbBIX aHOManun, CBA3aHHbIX
c npmémom UTK. BO3MOXHO, 3TO CBA3aHO C TEM, YTO MaUMEHTbl N Bpayun Nyylle ocBeAOMSEHbI O
puckax n moryt 6onee a(peKkTMBHO KOHTPONMPOBaTb TeveHne GepeMeHHOCTU.

OnbIT BeaeHus nauneHTok ¢ XMJ1, obpatliatomnxcs kK Bpavyam Bo BpeMsi 6GepeMeHHOCTM, OrpaHnYeH.
TakTuMka neyeHus 3aBUCUT OT MokasaTeneil oOLIero aHanvM3a KpoBM Ha MOMEHT MOCTaHOBKMU
AMarHosa M OUEHKU pucka. Y naumeHTok ¢ Huskum puckom XMJ1 Bpsig nu 3aboneBaHue 6ynet
nporpeccupoBaTb BO BpeMsi 6epeMeHHOCTU. DTUM KeEHLLMHAM fevyeHne MOXeT He noTpeboBaTbCs.
[pyrvie XXeHLWMHbI MOTyT nony4aTe UHTEPAEPOH Ha NPOTSHKEHUN BCell GepeMeHHOCTH.

lNMaumeHTKkam ¢ 04YeHb BbICOKUM ypoBHEM NEeNKoUUTOB Ha MOMEHT MOCTAHOBKU AMarHo3a MoxeT ObiTb
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npoeegeHa MexaHun4decKkasa npouenypa no CHUMXEHUK Kornn4yecTBa J'IGI7IKOLI,VITOB, N3BeCTHaA Kak
nenkadgepes.

Mpn HeobxoaMMOCTM fneveHuMe TOsbko HekoTopbiMuM WMTK MOXHO HavaTb nocne 16- Hegenwm
H6epemeHHOCTW. Bpaun moryT pekoMeH4oBaTb NPOAOIIKUTE UM BO3OBHOBUTL fleYeHne uMaTuHNGom
UM HUNOTUHUOOM nocne 16 Hepenb 6epemeHHocTW. [asatuHuG n kakue-nnbo apyrme UTK He
cnegyeT NPUMEHSTb BO BpeMsa 6epeMeHHOCTMU.

MaumeHTkam, yxe npuHumarowmm UTK n nnaHupyowmm 6epemMeHHOCTb, He crnegyeT NpUMeHATb
NUTK Bo Bpemsi 6epemeHHocTn. UHTepdepoH (MPH) asnsetca Hanbonee Ge3onacHbiIM MeTO4OM
neveHust ans BegeHus 6epeMeHHoOCTU Yy xeHwuH ¢ XMJ1. [Ina nauneHToK B XpoHU4Yeckon dpase, y
koTopbix XMJ1 TpyaHO KOHTpONMpPOBaTb MMM KOTOPbIE HE MOrYT NOAAEep>KUBATb XOPOLIMA OTBET Ha
nevyeHue, npekpauieHne npuema UTK moxeT HaHecTu Bpen pebeHky u martepu. [lostomy npuem
UTK moxHO npogomkatb QOO Tex nop, Mnoka ©OepemMeHHOCTb He OydeT MOATBEpXAEHA
NONOXMTENbHbIM pe3ynbTaToM TecTa Ha OepeMeHHOCTb 4Yepe3 4 Hegenwu nocrne nocrnegHemn
MeHCTpyauuu.

JKeHwuHam He cnegyet npuHMMaThb NUTK BoO BpemMda rpyaHoro BCKapMIiiMBaHUA, MOCKOJSIbKY
HebornblUMe KoNM4YecTBa npenapara npoHUNKarT B rpyaHOE MOJIOKO.

Mpn npogsuHyTon dhasze XMJ1 XeHwMHaMm MOXeT noTpeboBaTbCsl HEMEASIEHHOE IeYeHne C
MOMOLLbIO BbICOKOLO30BOM XMMUOTEPanMM WU TpaHCNnaHTauuMmM CTBOSOBbLIX KNeTok. Ecnn Takue
naumneHTKn 3abepeMeHeloT, BapuaHThl leYeHns cnegyet TwaTtenbHO 06CyanTb C nevallmm BpayvoMm.
XenaHua naumeHTkn n eé cembun Bcerga AOMMKHbI MPUHUMATLCA BO BHMMaHME.

Ha HacTodAwmMin MOMEHT YKe [OCTYyMHbl NoApobHble pekoMeHgauuMuM ana XeHwuH ¢ XMI,
NNaHupyLWwmx 3aBecTn pebeHka, No BedeHU0 OEpeMEHHOCTM Y JKEHLWMWH C YCTaHOBJIEHHbLIM
anarHosom XM, a Takke gnst 6epeMeHHbIX XEHLUMH, Y KOTOpPbIX BO BPEMS MOCELLEHUS Bpadva
noareepauncsa gnarHos XMJ1.

MNo6o4HbIe 3dhdeKkTbI

BonbwuHcTBo ntogent ¢ XMJ1 npunumatot UTK B TeueHme mHorux net. CerogHsa Bblibop UTK ctan
lwmpe, U Bpayu Tenepb Nyylwe noHMMarT 6e3onacHoCTb 3TMX npenapatos. [Mpodunaktuka n/mnm
yMeHbLUeHMe MNOBOYHbIX 3PPEKTOB, a Takke MOMOLWb MauuMeHTam B LOCTMDKEHUW MaKCUManbHO
BO3MOXXHOMO KayecTBa XXU3HU UrpatoT BaXKHYO POrib.

Kak u npu npueme nobbix nekapcts, nevyeHne UTK moxeT Bbi3biBaTb NOGOYHbIE 3dEKTHI U
OCNOXHEHUS, TaKkKe Ha3blBaeMble HexenaTtesfibHbiMM sBfeHusiMu. B otnuume oT no6ouHbIX
a(pceKkToB, HEMOCPEACTBEHHO  BbI3BAHHbIX NEKApCTBOM  (TaK  Ha3blBAEMOW  TOKCUYHOCTW),
HexxenaTternbHble SBMeHMs MoryT ObiTb CBfi3aHbl C Apyrumu 3aboneBaHusMW, MPUEMOM LPYrnx
nekapctB wnn crapeHnem. Hekotopble noGouvHble 3adekTbl MOryT MNPOsSBUTBCS TOMbKO 4epes
HECKOMNbKO NeT NPUMEHEHNs], AaXe eCnu npenapar cuMtaeTcsa ovyeHb 6e3onacHbiM. HekoTopble 3 HMx
MOryT MOBNUATbL Ha Balle 340pOBbe WNWU YXYALWWUTb KadecTBO XWM3HU. VIMeHHo noatomMmy nepefn
Ha4vasriom 1 Bo BpeMms neveHus NTK BaxkHO perynsipHo NpoxoanTb OCMOTpLI U obcrnegoBaHus. Y Bac
Takke MoryT 6bITb Apyrue 3abonesaHus, nommmo XMJ1, n nx Takke Heo6XoAUMO NeYnTb.

Mpwn BbIGOpe NTK gons Bac Bpay TwatenbHO M3y4nT Bally UCTOPUIO 60Ne3HNn, TeKyLLmMe fekapcTea m
obuwee cocTtosHMe 3g0poBbs. Llenb coctout B TOM, 4TO6bl BbiOpaTh WTK, koTOpbIN Oyaer
achpekTMBEH N GesonaceH MMEHHO ANs Bac.

HekoTopble NoboYHble 3hheKTLI HOCAT CEpPbE3HLIN XapaKTep U MoryT notpeboBaTb nepexoga Ha
apyron UTK. Baw Bpay moxeT obcyantb ¢ Bamn onTumMarbHbI BbiGop. [pu nosiBnieHnn noboYHbIX
ahbheKkToB NpeanoyTUTESbHBIM BapMaHTOM MOXET ObiTb CHWXeHne Ao3bl, a He cmeHa UTK. Ecnun
Baw XMJ1 nepectan pearnpoBaTb Ha nevyeHune, Bbl 1 Ball Bpay MOXETE pacCMOTPETb BO3MOXHOCTb
npumeHeHus gpyroro, 6onee adekTMBHOro npenapara. Bam crneagyet coobwarte Bpady o nobbix
npobnemax co 3gopoBbeM 1 0bcyxaaTb neveHne XMJ1 co ceoumu Bpadamu.

B Tabnuue 6 npyBeaeHbl HEKOTOPbIE BaXHble NOOOYHbIE 3hPEKTLI, KOTOPbIE MOMYT BO3HUKATL Yallle
npy npumeHeHnn UTK, ogobpeHHbIX B pasHbIX CTpaHax.
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Tao6nuua 6.

MUmatnHnb OdasatmHu6 HunotnHub6 Bo3yTuHuo6 nOHaTMHMG‘ACLWIMMHVIG‘

Mo6ou4Hble adhpekThl, BNUsioLLMEe Ha KPOBEHOCHbIE cocyabl

TpomGbl B apTepusix 0 (+) + 0 ++ 0
(apTepuanbHble TpoMGoTUYECKKE
cobbITHSA)

[MoBbILWEHHOE KPOBSHOE AaBreHne B 0 (+) + 0 ++ (+)
apTepusax (apTepmanbHasi
rMnepTeHsust)

Opyrve no6oyHble 3cpdeKTbl

BocnaneHue koxu (aepmatunT) + + ++ + + (+)
CkonneHne XuaKoCTW BOKPYT Nerkmx (+) ++ (+) + (+) (+)
(nneepanbHbIN BLINOT)

OTeYHOCTb BOKpYT rnas ++ 0 0 0 0 0

(nepvopbuTanbHbI OTEK)

[Ounapest + (+) 0 +++7 0 0

MbliweyHble cygoporu ++ 0 0 0 0 0

B AaHHBIN CMMCOK BKIMHOYEHbI HEKOTOPbIE, HO He BCe NOBoYHble adhdekTbl, BO3HMKatoLme npu neveHun XMJT ¢ nomoubio NTK. MHorve gpyruve,
Takue kak rornoBHasi 6onb, TOLWHOTA, 3anop U MbllleyHble 6onv (MUanrus), BCTPEHAOTCS CTOSb XXe YacTo.

0 — oYeHb peako unu He onucaHo, (+) — peako, + — Hepeako, ++ — YacTo, +++ — o4eHb YacTo.

" MoryT BO3HMKaTb nosgHee.

" YacTo KkpaTKoBpeMeHHbIe.

MogBoas wTor, B [AaHHOM OOHOBMEHMM MOAYEPKMBAETCA HEOOXOAMMOCTb WHAMBMAYAIbHOMO
nogxoda k nedvennto XMJ1 ans kaxgoro KOHKpeTHoro naumeHTa. Jlioboe pelwieHne o Bbibope unu
CMEHe neveHusi criegyeT NPUHUMMAaTtb COBMECTHO C BallMM BpayoM U APYTMMU MeOULMHCKUMMU
paboTHUKamu.
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moccapuu

BCR::ABL1 = AHOMarnbHbI CAUTHBIA TeH, KOTopbIi 0bbl4HO npucyTcTByeT y nogen ¢ XMJ1. OH
obpasyeTcs, korga YacTtb reHa ABL1, kOTopbI B HOpME HaxoamMTcs Ha 9- XxpoMocoMe, coeauHaeTcs
c vactbto reHa BCR Ha 22-i xpomocome. B pesynbtate Ha 22-1 xpomocomMe oOpasyeTcs
Bbl3blBalOLMA NENKO3 CNUTHbIN reH, HasbiBaemblhi BCR::ABL1.

AnnoreHHas TpaHCNNaHTauna CTBOJIOBbLIX KIEeTOK = MeToa neyeHus, npnu KOTOPOM nNauneHT
nony4yaeT CTBOJ10BbI€ KNEeTKM OT 340POBOro AOHOpPa AnA 3aMeHbl NoBPeXAEHHbIX NN YHUYTOXEHHbIX
CTBOJIOBbIX KNEeTOK 300pPOBbIMW. AnnoreHHas TpaHCnnaHTaumnMAa CTBOJIOBbIX KIETOK MOXET AOaTb
nogdam € pakoM KpoBuU LWaHC Ha n3riedyeHune.

Acnupauus kocTHoro mo3ra = [lpoueaypa, Npy KOTOPON C MOMOLLIO MONOW UMbl U3HYTPU KOCTU
N3BreKaeTcs Xuaku obpaseL, KOCTHOro Mo3ra.

BnaronpuaTtHbIn oTBeT = BaxHbIN 3Tan oTBeTa Ha nedeHne. bnaronpuaTHbIN OTBET O3HAYaeT, YTo
nevyeHne NpuMBOAUT K CHWxeHuto ypoBHsa BCR::ABL1 po <10 % uepe3 3 mecsua, <1 % uepes 6
mecsaues, <0,1 % yepes 12 mecaues unu <0,1 % B Nto6oN MOMEHT BpeMeHn. BeposiTHOCTb pa3Butums
PEe3NCTEHTHOCTN Mana. JleyeHne MOXHO NpPoJoIKaTh.

Bnactbl = Hespenble KIETKN KPOBMU, 06pa3yrou.|,v|ec;| B KOCTHOM Mo3re. Takke Ha3sblBalTCs
OnacTHbIMK KNeTKamu.

BnacTtHble knetkn = CMm. «bnactbi».

BnactHbin kpu3 = Ctagnsa passutua XMJ1, cnegyowasa 3a XpoHMYECKon n ason akcenepauuu.
XapaktepuayeTcsa yBenvMyeHneM KOnmMyecTBa HesperblX KNeToK KpoBMW, HasblBaeMblx 6ractamu, B
KpOBM M KOCTHOM Mo3re. 3aboneBaHune nporpeccupyeT, U NauneHT, Kak npaBuno, YyBcTByeT cebs
Mnsoxo.

Buoncua koctHoro mo3ra = [lpoueaypa, nNpu KOTOPOW C MOMOLLBIO MOMOW UMbl M3BMEKAETCS
HeBbOIbLLIOW y4aCTOK KOCTU, COAepKaLLUMA KOCTHbIA MO3T.

Bonbwown monekynspHbin orBeT (MMR, BMO) = KneTtku, copgepxawue BCR::ABL1, no-npexHemy
MOryT ObITb OBHapyXeHbl, HO UX YpoBeHb He npeBbiwaeT 0,1 %. Takon oTBET cuMTaeTCs OTANYHBIM.
3HaunTenbHbIV MOMNEKYNSPHLIA OTBET YacTo HasbiBaloT MR3.

Fen = yyacTkm gesokcupmboHyknemHoBon kucnotbl (OHK), pacnonoxeHHble BHYTPWU KaXKOOW KNETKM
YyeroBeka W coaepxawime uHpopmaumio, Heobxoaumylo AnA  onpefeneHns (U3NYEcKUX W
Buonornyecknx NPU3HaKkoB. [(€Hbl HAXOAATCA B XPOMOCOMaX.

Fny6okun wmonekynsipHbin otBet (rmMMO, DMR) = KonuyecTBO OMNyxomneBbIX KMAETOK mMocne
neyeHnst 3HAYUTENbHO YMEHbLUMMOCb, OOHAKO BbICOKOYYBCTBUTENbHbIE TECTbl MNO-NPEeXHemy
no3sonsaT obHapyxuTe BCR::ABL1 B 04eHb HU3KMX KOHLUEHTpauusx. YpoeeHb BCR::ABL1 < 0,01 %
yacTto obo3HavaeTcs kak MR4, BCR::ABL1 < 0,0032 % — kak MR4,5, a BCR::ABL1 < 0,001 % —
kak MR5. [loctmkeHre n nogaepxaHve rnybokoro MonekynspHoro oTeeTa ABnsieTcs yCrnoBmem Ans
npekpaLleHns nevyeHus.

IDxeHepuk = [lpenapat, paspaboTaHHbI Kak aHanor yxe 3apernctpupoBaHHOro GpeHgoBOro
npenapaTta. [pkeHepuvk siBnsieTcs 6onee 4OCTYNHbIM BapyaHTOM UM AEeNCTBYET TOYHO TaK Xe.

HdononHutenbHble XPOMOCOMHbIe abGeppaumm = CM. «[ononHUTENbHbIE XPOMOCOMHbIE
aHomanumuy.
[JononHutenbHble XPOMOCOMHbIe aHomanuum ([OXA) = reHeTn4yeckMe WIMEHEHMUS, MOMMMO

dunagenb@UINCKoNn XpOMOCOMbI, BO3HMKaKOLWME MO Mepe nporpeccupoBaHnsa 3abonesaHus. [OXA,
Takke HasblBaeMble OOMNOMHUTENbHBIMU XPOMOCOMHbIMU abeppaumsamMm, 4acTo CBsi3aHbl C BbICOKUM
PUCKOM.

European LeukemiaNet (ELN) = MexagyHapooHasi HEKOMMeEpYeEcKasl MccrnegoBaTeribCckasi CeTb
BbICOKOrO YPOBHS, 3aHUMAaOLLAsCHd COBMECTHbIMU UCCNeA0BaHNSAMN B 061acTy NeNKo30B.

UHruoutop TtuposmHkmHasbl (UTK, TKI) = Tun nekapcTtBeHHoro npenaparta, OnokupyoLlero
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D,GIZCTBI/IG TUPO3NHKNHAS. 3TO npegortBpallaeT 06pasoBaHV|e HOBbIX HeVIKO3HbIX KINeToK B KOCTHOM
MO3re.

neKapCTBeHHaﬂ Pe3UNCTeHTHOCTb = CM. «Pe3nCTEHTHOCTLY.
INeyeHne I'IepBOI7I nuHuUM = HavanbHoe ne4veHne, HasHa4Yaemoe paHee HeJlle4YeHHbIM NaunueHTaMm.

INeyeHue BTOpOM NUHUK = JleyeHne, Ha3Ha4Yaemoe B criydyae, ecnu nepsoHayvanbHoe feyYyeHue He
AaeT pesynbTarta WNM nepectaeT AEWCTBOBaATb, HaNpuMMep, Korga fevyeHue Bbi3Bano nobo4Hble
aheKTbI UMK Y NALMEHTOB pa3sBuiacbk Pe3NCTEHTHOCTD.

INleyeHune TpeTben NUHUMK = JleyeHne, Ha3HaYaemMoe B TeX Cryyasix, Koraa HM HadanbHoe (nepBasi
NUHKS), HWM nocreaywollee (BTopasi NMHWUA) NevyeHWe He [alT pesynbTaTa Mnu nepecTarT
[AeNCcTBOBaTb, Hanpumep, Koraa IeyeHne Bbi3Bano MoboyHble 3ddeKkTbl unM y nauneHToB
pasBunacb pe3nCTeHTHOCTb.

MexpgyHapoaHaa wkana (IS) = ctaHgapTuanpoBaHHbIA MeTon namepenuns ypoHs BCR::ABL1 'y
naumenToB ¢ XMJT.

MuenougHble Knetkn = KneTtku KpOBH, KOTOpble o6pa3yr0TC$| B KOCTHOM MoO3re. OTU KIEeTKM
pa3BMBaldTCA B 3pUTPOLNTHI, TpOM60LI,VITbI N pa3nnyHble BUAbI NenKoumToB.

MonekynsipHoe TecTupoBaHuMe = TecTupoBaHWe C LEeNbl BbIIBNEHUS Cneunpuyeckmnx
reHeTUYECKMX U3MEHEHUI B NENKO3HbIX KreTkax. ST TeCTbl MOryT NOMOYb B NMOCTAHOBKE AMarHo3a u
BbIOOpe rneyeHus, a TakKe nNpegocTaBuUTb WMHAOPMAUMIO O puUCKe pa3BuTus 3abonesBaHus.
PacnpocTpaHeHHbIM MeTO4OM MOMEKYNAPHOro TEeCTUPOBaHMSA SBNSIETCA NonuMepasHas LuenHas
peakums (MLP).

MyTauvm = CNOHTAHHOE N3MEHEeHNe CTPYKTYPbl reHa nnm XxpomMmoCOMbI.

HeGnaronpuaTtHbIN OTBET = 3Tan OLEHKN OTBETa Ha ne4veHne. HebnaronpusTHbIN OTBET O3HA4YaeT,
4yTO neyeHue Bpsg M Oyoetr addekTuBHbIM. BeposiTHOCTb pasBUTMS PE3UCTEHTHOCTU OYEHb
BbiCOKa. MIMEHHO no3TOMy O4YeHb BaxHO TwaTenbHoe HabnwgeHue. CrnegyeT ob6cyguTb
BO3MOXHOCTb CMEHbI CXEMbI NEYEHUS.

HenepeHocumocTb = HecnocobHoCTb opraHuama nepeHocuTb MNoBOoYHble peakuum Ha
neKapcTBEHHOE CpeacTBo.

HenepeHocumMocTb npenapaTa = HenepeHocMmMocCTb Npenapara.

OueHka aonrocpo4yHoun BbikuBaemoctu no wkane EUTOS (ELTS) = lNpegnoytntensHas Lwkana
OIS NPOrHO3MPOBAaHMS p1UCKa MporpeccupoBaHns 3aboneBaHnsi U BEPOSATHOCTM NeTaribHOro ncxona
ot XMJ1. OueHka ELTS paccumTtbiBaeTca ¢ y4eToM BO3pacTa, pa3Mepa CeneseHku, NpOLEHTHOro
coepkaHus 6nacToB U Konuyectsa TPOMOOLIMTOB HA MOMEHT MOCTAHOBKM AuarHo3a. [lonyyeHHas
LUKana pucka 3ateM ykasblBaeT, MMEET M NauueHT HU3KUA, CPeaHUIA NN BbICOKUI PUCK Nepexoaa B
OnacTHbIN KpU3.

MonnmepasHaa uenHaa peakuusa (MLP) = BbICOKOYYBCTBUTENbHLIM TECT, UCMOMbL3YyEMbIA AN
BbIsiBNieHMa Hanuumna mnu otcytcteus BCR::ABL1. C nomowbto MNMUP mMoxHO oBHapyxuTb gaxe
0O4yeHb HeDOMbLIOe KONMMYECTBO PAKOBbIX KIETOK U TOYHO ONpeaennutb UX KONM4ecTBo B obpasuax
KPOBM WM TKaHeW. OTOT TeCcT PEKOMEHAYeTCsl MpOoBOAUTb Mpu nocTaHoBke auarHosda XMJT un
SABMSieTCs Hambonee HadeXHbIM CnocobOoM KOHTPONS OTBETA Ha fevYeHMe U BbliFBMAEHUS obbIX
NpuU3HaKoB NporpeccnpoBaHns 3aboneBaHus.

MonHasa remaTtonornyeckasa pemuccus (MMP) = Cm. «MNonHbii rematonorndeckun oteeT» (MIFO).

MonHbin rematonornyeckun oteet (MFO, CHR) = [lokasaTenu KpOBW BEPHYNUCb K HOPME.
AHanusbl KpOBW He BbLIABNAOT He3penbix nevkounToB. Kpome Toro, ecnu ceneseHka uMsHavarnbHO
6blna yBenuyeHa, oHa BEpHynachb K HOpManbHOMY pasmepy.

MonHbin unutoreHeTu4veckun oteet (MLUO, CCyR) = AHann3 KNeTok KOCTHOrO Mo3ra He BbiSiBNSAeT
KNeToK, HecyLmx omnanensguinckyto XpoMocomy.

Mpeaynpexparowmii curHan = 3Tan OLEHKM OTBeTa Ha nedeHue. [Npeaynpexaalolme curHanbl
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ABIAOTCA NpuU3HakamMn Toro, 4T1o 3a6oneBaHme He pearl/lpyeT Ha neyvyeHune 6]'|ar0|'|p|/19|THO. O,El,HaKO CO
BPEMEHEM BCE X€ MOXEeT ObITb OOCTUrHYT XOPOLUMI OTBET Ha nedyeHve. Bo3amoxHO passutne
pe3ncTeHTHocTU. MauneHToB HEOGX0AUMO TLLATENBHO HabNAaTb, U MOXeT NoTpebGoBaTbCs CMeHa

CXeMbl neYyeHuns.
MporHo3 = BepoATHbIN Ucxo4 unu teveHne 3abonesaHus.

Peakuus (oTBeT Ha neyeHue) = Peakuus, U3MEHEHWE WNn ynyyleHne COCTOSHWUA NauneHTa,
CBSi3aHHOE C NeYeHneM.

Pe3ncteHTHOocTb = CnocOGHOCTb paKoBbIX KNEeTOK BbDKMBaTb, MNpPOAOMXKaTb pacTu WK
pacnpoCTPaHSATLCA Aaxe nocne neyveHust. PesncTeHTHOCTb BO3HUKAET, Koraa pakoBble KNEeTKU He
pearvpyloT UnuM nepectarT pearMpoBaTb Ha NekapcTBa, NpeAHasHayYeHHble ANst UX YHUYTOXEHWUS
UNu NpeaoTBpaLLeHns X pocTa.

Pemuccua = yMeHblleHne wunnm mncHe3HoBeHume npu3HakoB M CMMMNTOMOB 3aboneBaHusi, 06bIYHO
nocne ne4veHuns. BaxxHo OTMETUTb, YTO HaxXoXaeHNEe B pemMmmnccmnn He paBHO3HaA4YHO U3NevYeHuo. ,D,ame
eClin aHann3bl He BbIABIAKT HUKAKNUX CNeaoB paka B KreTKax KpoBU NauuneHTa, 3aboneBaHne MoXeT
BEPHYTbCA. MImeHHOo NO3TOMY O4YE€Hb BaXHbl MOCTOAHHOE NeYeHne n perynﬂpru?l MOHUTOPWUHT.

Pemuccua 6e3 neyeHusa (PBJ1, TFR) = CnocobHocTb noggepxmBatb rNyOOKMA MOMNEKYNSAPHbIN
OTBET U KOHTponupoBaTb 3aboneBaHne B TeyeHwe Bornee ANUTENBHOrO nepuvoga BpeMeHU nocne
npekpaLleHns nevyeHus.

CekBeHupoBaHue HOBOro nokoneHus (CHM ) = CoBpemeHHasa TexXHONorns, no3songwowasa 6eICTpo
BbISIBMIATb FEHETUYECKME MyTauuu, Takne kak BCR::ABL1, v gpyrue aHoManuu.

CekBeHupoBaHue no CaHrepy = LUMpoKko unCNONb3yeMbll METOO BbISBNIEHUA TEHETUYECKUX
myTauun. CekBeHunpoBaHue no C3Hrepy MOXHO WCMONb30BaTb AN MPOBEPKM HanuMuus MyTauuin
BCR::ABL1, xorga cekBeHMpoBaHme HOBOIrO NOKOSIEHUSI HEOOCTYMHO.

Comartuyeckme myTaumm = [€HETMYECKME M3MEHEHWS, KOTOpble HEe HacnegyltTCs, a BO3HMKAKT
nocne 3ayatus. lpu XMJ1 3T0 M3MeHeHuMss B reHax, OoTnnuyHbix OT BCR::ABL1. OHu vawe
BcTpeyvatotca npu XMJ1 B nporpeccupytowien cragum. OTU reHeTU4eckme U3meHeHuss MoryT ObiTb
CBSA3aHbl C nporpeccupoBaHMeM 3aboneBaHnsa M XyawMMm OTBETOM Ha fledeHune, ogHako He Obino
A0Ka3aHOo, YTO OHU BNUSAIOT Ha OBLLYIO BbIKMBAEMOCTb.

CraHpapTHOe uuTOoreHeTnyeckoe wuccneposaHme (CLUU) = wmeTog UMTOreHETMYECKOro
nccnepoBaHnss. C NOMOLLBID MUKpOCKONa BbISBAAIT unagenbguinckyto XpoMocoMy u apyrue
XPOMOCOMHbIE aHOMaInuK B KIeTKax KOCTHOro Moa3ra.

TuUpo3nHKMHa3a = pepMEHT, KOTOpbIA B HOPME CNOCOOCTBYET POCTy U gerneHuto knetok. Mpu XMI
aHomanbHas TUPO3MHKUHA3a, kogupyemas reHom BCR:ABL1, cTumynupyeT pOCT NeWKO3HbIX
KNeToK.

Tokcunuyeckne adhcekTbl= MoboUHbIE 3PdeKTbl, HENOCPEACTBEHHO BbI3BAHHbLIE NEKAPCTBEHHLIM
npenaparTom.

TpaHckpunTbl = CM. «["eHHble TPaHCKPUMTbI».
TpaHCKpUNTbI reHOB = KOMWUW FEHOB.

TpaHcnokauusi = [eHeTMyeckasi aHOManusi, MpM KOTOPOA YacTb XPOMOCOMbl OTPbLIBAETCA U
npucoeauHaEeTcs K Apyro XpoOMOCoMe, TO eCTb YaCTb XPOMOCOMbI MEHSIET CBOE pacrnonoXeHue.

TpchnnaHTauMﬂ CTBONOBbIX KNeToK = CM. «AnnoreHHas TpaHCraHTauna CTBOJIOBbIX KITETOK».

®daza akcenepauun (PA) = ctragus passutnd XMJ1, npoMexxyTouHasa Mexay XPOHNU4eCcKon dasom u
OnacTHbIM Kpusom. bes neyeHus saboneBaHne MOXET NporpeccupoBaTh 4o 6onee nosgHen ctagun.

dunapenbcpuinckana (Ph) xpomocoma = aHoManusa 22-1 XpOMOCOMbI, OGHapyXnBaemas noyTn y
Bcex nogen ¢ XMJ1. OHa obpasyeTcs, korga 4Yactu 9-i u 22-1 XpOMOCOM OTPbIBAKOTCH U MEHSAT
CBOE pacnonoxeHne B pes3ynbTate OwWubKM npu AeneHun knetok. Yactb 9-m XpomMoOCOMbI
coeauHsieTcd ¢ 22-1, a YacTb 22-1 — ¢ 9-I.
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dnyopecueHTHaa rmépuamsauma in situ (FISH) = metog uutoreHeTuyeckoro uccnenoBaHus,
NCNoNb3yeMbIN ONSA BbIABNEHUS aHOMabHbIX XPOMOCOM, TaknX Kak dounagenbguimnckas xpomocoma.

XpomMocombl = HuTeBMAHbIE CTPYKTYpbl BHYTPU KIETOK, HECyluMe reHeTU4ecKyto MHopMaumnio
(OHK), koTopas onpegenseT nNpu3HakM M OaeT OpraHuaMy MWHCTPYKUMM O TOM, Kak pactn u
passumBaTbca. OgHa XpomMocOMa COLAEPXKUT OT COTEH A0 ThiCAY FeHoB. HopmanbHble KneTku
YyerioBeka MmMeroT 23 napbl XPOMOCOM.

XpoHuyeckan ¢asa = HauvanbHasa, Hambonee crabunbHas ctagus XMIl. Ecnu cumntombl M
NOSABMSOTCH, TO OHU, KaK NPaBUIO, HOCAT JTIETKUI XapakTep U UX FNIErKO HE 3aMeTUTb.

LUuToreHeTnyeckoe nccnepgoBaHme = liccnegoBaHve, HanpaBneHHOE Ha U3yYeHMe CTPYKTYpbl U
KonmMyecTBa XpOMOCOM B KreTkax. LiuToreHeTudeckoe mccregoBaHue MOXeT MCMOoNb30BaTbCA AN
NPOBEPKM HANMuns aHoMarbHbIX W3MEHEHMA B XPOMOCOMAax JENKO3HbIX KMEeTOK, TakuxX Kak
dunagensuiickas Xxpomocoma.
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[aHHOe pestome OcHoBaHO Ha cTaTbe «PexkomeHdauyuu European LeukemiaNet 2025 zo0a no
8e0EeHUI0 XPOHUYECKo20 Mmuesionieliko3ay, onybnmkosaHHon B 2025 rogy B MeAULUHCKOM >XypHane
«Leukemia» (nonHas Gubnuorpadudeckan ccoinka: Apperley, J.F., Milojkovic, D., Cross, N.C.P. u
Op. Pekomengaumn European LeukemiaNet 2025 roga no BegeHMO XPOHMYECKOTO MUESNONENKO3a.
Leukemia 39, 1797-1813 (2025). https://doi.org/10.1038/s41375-025-02664-w. OpuruHan cratby
MOXHO npoynTaTh U ckayaTb No agpecyhttps://www.nature.com/articles/s41375-025-02664-w.

BnarogapHocTu

Pabouas rpynna BblpaxkaeT GnarogapHocTb AHactacum [ycapoBOW 3a MOOAEPXKKY B ynpaBneHuu
npoektom M MapuoH AnbLep 3a COCTaBfieHVME W PeAakTMpoOBaHWE OaHHOro pestoMe. Mbl Takke
onarogapum Muxanna YepHoGpoBkmHa un3 «XMJ1-Cton» 3a peueHanpoBaHne u ogobpeHune
OOKYMEHTa C TOYKM 3peHus nauueHTa, a Tawkke poktopa YenviweBy EkatepuHy HOpbeBHy 3a
peueH3MpoBaHMe W NOATBEPXKAEHME MEAMUMHCKOM [JOCTOBEPHOCTU OKOHYaTENbHOW BeEpCUu
AOKYMEHTA.

HacTodawmin OoKyMeHT siIBNsieTcst pe3ynbTaToM NPOEKTa, peanv3oBaHHOro Nog pykoBoACTBOM CaMUX
naumeHToB. [lonHas M oOKoHYaTenbHasi OTBETCTBEHHOCTb 3a pPeaaKkUMOHHOE COAep)KaHue NeXuT
uckntountenbHo Ha CML Advocates Network (https://www.cmladvocates.net/), gencrseytowien npu
nogoaepxke Leukemia Patient Advocates Foundation, Minzgraben 6, 3000 BepH, LUBenuapus.

MpoekT, BKNto4as nepeBoabl, Obln1 NPOMUHAHCUPOBAH 3a CYET HEOrPaHUYEHHOro obpa3oBaTeENbHOMO
rpaHTa, NpegocTaBneHHoro komnanuamm Pfizer n Incytecetn CML Advocates Network.

ABTOPCTBO M MpaBa Ha [OaHHbI OOKYMEHT MpuHaanexaT ucknounTtensHo cetu CML Advocates
Network.

[daHHbIN JOKYMEHT AOCTYyNeH Ha HecKONnbKux A3dblkax no agpecy https://www.cmladvocates.net/new-
eln-recommendations-2025/

Bepcusi: okoH4amernbHas, 15 anpens 2026 a.
(v1.0/2026)
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