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Anuoemuono2us

YacTtora xpoHudeckoro muenosneiko3a (XMJI) B CILHA cocrasnser ot 1,5 no 1,8 coyuyaeB Ha
100 000 yenoBek B roa. B 3aBucuMOCTH OT BO3pacTa 4acToTa 3a00JE€BAEMOCTU COCTABISIET OT
0,7 nng mareHToB Mutaiie 65 1no 7 s 60NbHBIX cTapiie 3Toro Bo3pacta (qanusie SEER).

[Benckuii Oukonorudeckuit Peructp omyOnukoBan clexylolye JaHHbIE O YacToTe
BcTpeuaemoct XMJI B 3aBucuMOcTH OT Bo3pacTa u nosa: 0.9 nnsg myxuuH u 0,8 1515 KEeHIIHH.
Cpennuii BO3pacT TUAarHOCTHUPOBAHUS 3a00neBaHus cocTaBiseT 60 JeT.

JHuaznocmuka

B OompmmHCTBE citydaeB, IuarHo3 Oa3WpyeTcs Ha XapaKTepHBIX M3MEHEHHSX B 4YHCIE
JEWKOUUTOB B TepH(depuvecKkoil KpoBH U JeHKouuTapHoil ¢opmyne (Oomee uiam MeHee
BBIPDAKCHHBIN JIEBBI CIBUT B TPAHYJONUTAPHOM POCTKE C ONpENCIICHHEM KIETOK Ha BCEX
YPOBHSIX CO3peBaHUs, TpoMOOUWTO3, Oazodwmus u do3uHOomins). CrieHoMeranws,
TPOMOOIIMTO3 M 0a30(pHIMs TaKXKe SBISAIOTCS TUNUYHBIMH 1iii XMJI B mepBoil XpOHHUECKOi
¢aze. Tem He menee, y 40% OONBHBIX CUMIITOMBI O0JIE3HU OTCYTCTBYIOT.

JlnarHo3 cumrTaercs JOoKazaHHBIM TIpu oOHapykeHun Punanenbpuiickoit (Ph) xpomocomsr
(22g-), Bo3HUKaIONIEH B pe3yibTare cOanaHcupoBaHHOM TpaHcnokanuu t(9;22)(q34;ql1), w/umm
npu BbIsSIBJICHHH XuMepHOro oHkoreHa BCR-ABL B kieTkax mnepudeprudeckoil KpoBH WIH
KOCTHOTr'0 Mo3ra. B HekoTopeIx citydasax (mpumepHo B 5%) Ph xpomocoma He oOHapykuBaercs,
U TOATBEP)KIEHUE JHarHo3a OCHOBBIBACTCS Ha MOJEKYJSPHO-TEHETUYECKUX METOoJax,
Harpumep, ¢urroopectieHTHON in situ rubpuausanuu (FISH) wnmm oGpatHO-TpaHCKpUNTa3HOU
nonuMmepasHoi nenHoi peakuu (OT-TILIP).

Atummmunbin XMJI, mo knaccudukanuu BO3, neratuBen mo BCR-ABL, mpotekaer 06e3
O6azohunuu W codeTaeTcss ¢ Oojiee WIM MEHEE BBIPAXCHHOW IUCIUIa3Ueld JSPUTPOUTHOTO,
MUEIOUIHOTO U METOKapHOLUTAPHOTO POCTKOB KPOBETBOPEHHS.



Cmaouposarnue u onpeoenenue 2pynnovl pucka

JIeBsIHOCTa IPOIIEHTaM MAIMeHTOB JHAarHO3 CTaBUTCSA B XpoHHYecKod (asze. TunnuHoe TeueHue
Oone3nu TpexdaszoBoe, Mpu ATOM (Qasza akcelepaluu xapaktepusyercs HamuumeMm 10-29%
ONMaCTHBIX KIIETOK B KpPOBH WJIM KOCTHOM Mo3re, Oomee 20% 6a3oduiaoB B KpoBH,
TPOMOOIIUTO30M HJIM TPOMOOITUTONICHUEH, HE CBS3aHHOW C Tepamueld WM KIOHAJIBHOU
nuTOreHeTHYeckoi spomtonueit. daza OracTHOro Kpusa xapaktepusyercs BblsiBieHUEM >30%
OJaCTHBIX KJETOK B KpPOBM MM KOCTHOM MO3T€ WIH JKCpPaMeIyJUIIpHOH OnacTHOU
UHOUIbTpAIUCH.

[TporHocTveckne OaTbHBIE CHCTEMBI, OCHOBAaHHBIC Ha BO3pacTe, pa3Mepax Celle3eHKU, U
KOJINYECTBE JICHKOIIMTOB B TIEPUPEPUICCKON KPOBU OBLTH pa3pabOTaHbI B 3py A0 NPUMEHECHUS
uMaTUHUOA M TO3BOJMWIM ompenenuth rpynmbl pucka npu XMJI (mxkaner Cokans u
Xacdopna)[la].

[IporHocTnyeckoe 3HAYEHHE HMEIOT TaKKe CYOINTOreHETHYEeCKHE H3MEHEHHMsS, TaKhe, Kak
Jenenuu Ha aepuBate 9 XpomocoMmbl. Kpome TOro, cremeHb M BpeMs TI'eMaTOJIOTHYECKOro,
IIUTOTCHETHYECKOT0 M MOJIGKYJSIDHOTO ~ OTBETa  TaKKe  MPEIOCTABISIOT  BaXKHYIO
IPOTHOCTUYECKYI0 HH(popMmanuio. [IporHocrndyeckoe 3HAYEHHE MOJTHOTO IIUTOT€HETHYECKOTO
oteeta (ITL1O) OpII0 ycTaHOBIEHO O pe3ysibTaTaM NMpUMeHeHus nHTeppepona anspa (MDOH-ao)
Y UMaTUHUOA.

Jleuenue

[Io pe3ynapTaTaM paHIOMHU3ALMH [0 TEHETUYECKOMY MapKepy, JIEKApCTBEHHAs Tepamnus
PEKOMEHJIOBaHAa B KauyecTBE MEpBOM JMHUM JedeHUs npu XMJI, OTHOCUTENbHO aIOreHHOU
TpaHCIUIAaHTAI[MU CTBOJIOBBIX remornodTudeckux kiaetok (TI'CK), B cBsi3u ¢ BBICOKMM PHUCKOM
TOKCHUYHOCTH, CBSI3aHHOW C TpaHciutantanueid. Takum obOpaszom, amnorenHas TI'CK, kak
MpaBUJIO, HE pacCMATPUBACTCSl Kak Teparnus nepoi auHuu. [11A].

Ha ocHOBe paHIOMU3MPOBAHHOTO HWCCIIEIOBAaHUS, CPABHUBABIIETO MPUMEHEHHE MMAaTUHUOA U
N®H-o (IRIS), cenextuBHbI MHrHOUTOp THpo3uHKMHA3bI ABL mmatunu6 B no3e 400 mr B
CyTKM OBLT PEKOMEHJOBAaH B KadyecTBE CTaHAapTa Tepanmuu XpoHuueckor ¢azer XMJL.
PesynpTarsl 3TOrO MccinenoBaHus depe3 5 JIET HAONIONEHUS MOATBEPAWIN BBICOKHE YPOBHHU
JOCTUTHYTOM remaronorudeckoi pemuccuu (98%), OONBIIOTO HUTOTEHETUYECKOIO OTBETa
(92%), nomHoTrO HUTOreHeTHUecKOoro oreera (87%) u BbuKHBaemocTu 0e3 mporpeccuu (84%).
YpoBenb mporpeccun 3aboneBaHHs B Te4YeHHE roja cocTtaBuil 4% (BKIouYas MOTEPIO
reMaToJI0rH4eCKO PEMUCCHH U OOJBIIOrO IIUTOT€HETUYECKOTO OTBETA), YPOBEHb pa3BUTHUs (a3
aKkcenepamd W OnacTHOTO Kpu3a cocTaBuin 2%. JlBa pETPOCTIIEKTHBHBIX HCCIIEIOBaHUS
uMaTUHNOA W WHTepPepoHa TaKKe MPEACTABHIN JaHHBIE IO MPUOPUTETY BBDKUBAEMOCTHU
OOJBHBIX, MOTyJaromux UMaTHHuO [LA].

Bazupysch Ha mocieaHUX HUCCIEIOBAaHUAX MO UMATHHUOY, TpyINa MEXIyHApOJHBIX HKCIEPTOB
MpEIJIOXKUWIa AJITOPUTM ONPCACIICHUA PE3UCTCHTHOCTU K I/IMaTI/IHI/I6y HJIKn €ro HCIICPCHOCUMOCTHU
(Tabmuna 1).



AHBTepHaTI/IBHBIG IIoOAXO0AbI HpI/I pe3I/ICTeHTHOCTI/I K I/IMaTI/IHI/I6y CJICZ[yIOIJ_II/IeZ
e Amnorennas TI'CK
e V®H-o B coueTaHuM ¢ THAPOKCUMOUYEBUHOM UM MAIIBIMH JO3aMH IIUTO3apa
e HoBble mpenapatsl: Ja3aTHHUO WM HUIOTHHUO

HpI/IHHTI/Ie pCIJ_IeHI/Iﬁ BO BCCX ClIydyadX [JOJIZKHO OBITE TIIATCJIbHO B3BCHICHHBIM U
KOJJICTHAJIbHBIM.

B caywasx pe3uCTEHTHOCTH WJIM HEMEPeHOCMMOCTH HMMAaTHHHOA JIOJKHA OBITh INPOBEpPEHA
aJeKBaTHOCTh IpUeMa Ipenapara, MW CHEJNaH aHalu3 [ BBIABICHUS  MYyTalMid,
00yCJIOBIMBAIOIINX BBICOKYIO PE3UCTEHTHOCTh. lIpM MyTanusx, BBI3BIBAIOIIUX CPEAHIOIO
crenedb pe3ucteHTHOCTH (ICso He Oosee yeM B 5 pa3 MpeBBILIAET YPOBEHb, XapaKTEPHbIN AJis
HemytupoBasiiero BCR-ABL), no3a umatunau6a ysenmuuubaetcs a0 600-800 mr B cytku. [Ipu
OOHapyXEHUU MyTalluii ¢ BBICOKOW cteneHbto pesucteHTHOCTH (ICs) Gomee wem B 10 pa3
IPEBBIIACT YPOBEHb, XapaKTepHbI A HemyTtupoBasiiero BCR-ABL) BbibopoM sBistoTCS:
BKJIIOYEHUE B HCCIIEJOBAaHUE IO Ja3aTUHUOY, HWIOTUHHOY WIM JAPYyroMy HWHTHOUTOPY
TUPO3UHKHHA3 IIUPOKOTo criekTpa aeicteus; awtorenHas TI'CK, ruapokcumoueBrHa.

B cnydae cybontumanbHOro oTBeTa A03a MMatuHuOa yBenuuuBaeTcs A0 600-800 mMr B CyTKH.
B chaywasx BBICOKOTO pHCKa NPOTPecCMd M MpU  MPEANOJAraéMOM HHU3KOM PHCKe
HOCTTPAHCIUIAHTALMOHHBIX OCJIO)KHEHHUH, OOJIbHOMY MOXET OBITh NpEASIOKEHAa ajIOTeHHAS
TI'CK (konneruanbHOE PEIIeHUE).

B cnyyae mosiBieHUs «TpPEeBOXKHBIX» mnpu3HakoB (TabOnwma 1), UMAaTHHUO NPUHUMAETCS B
NpeKHEH 703€, OAHAKO 3a OOJBHBIM OCYIIECTBISIETCS OoJiee TIIATeTbHOE HAONIOJCHUE U
pOBEPSIETCs aIEKBATHOCTH MpUEMa Tpernapara.

[TatmeHT nomKEeH OBITh BOBJIEUEH B NPUHATHE BCEX pEIICHUH, C LENbI0 MPOSICHEHUs
COOTHOILIEHUSI BO3MOYKHOCTH H3JIeUeHMs] U pucka cetu mnocie amnoreHHod TI'CK c ywerom
mkansl pucka EBMT (EBpomeiickoii opraHu3anuy TpaHCIUIAHTAllMd KOCHOTO MO3ra),
BKJIIOYAIOLIEH Takue MoKa3aTel, Kak BO3pacT, JUIMTENBHOCTb 3a001eBaHus, a3y O0sIe3HHU, THII
JIOHOPA ¥ HECOBMECTUMOCTS I10 IOy JOHOPA U PELIUIIUEHTA.

[ManmenTsr ¢ peruauBoM mocne amioreHHod TI'CK moryT, TeM He MeHee, OBITh H3JICUCHBI
MEPETUBAHUSAMU JOHOPCKHUX JIMM(OITUTOB, KEJIATeIbHO TOCIE TPEABAPUTEIBLHOW TEeparuu
WHTUOUTOpPAMU TUPO3UHKHHA3.

Haonroenue

Bo Bpems seyeHMs MMaTUHHOOM TMAIMEHT JOJHKEH HAOMIOIAThCS €XKEHEIEIbHO B TEUCHHE
MIEPBOrO MepHoja JieueHUs (C KOHTpoJeM OOIIero aHaiusza KpOBH), Jajee — OAWH pa3 B 1-2
Mecsna. Llurorenernyeckoe uccieI0BaHUE KOCTHOTO MO3Ta JIOJKHO MPOU3BOJIUTECS Kaxable 3
Mecsia, nmoka He gocturHyT IO, mamee — omgmn pa3 B roxa. [lammentam c IO momxnO
MPOBOAUTHCS HCCIIEOBAHUE KIETOK Mepuepruueckoil KpOBU C MOMOILIBIO KOJIUYECTBEHHOU
[TIP na tpanckpunt BCR-ABL pa3 B Tpu mecsma. L{enpto ieuenns A0MKHO OBITh JOCTHIKEHUE
nonHoro MonekyispHoro orseta ([IMO), cooTBeTcTByIOIee OMPENEICHUIO OTHOCHUTEIHHOTO
ypoBHs BCR-ABL wmenee 0,1% no mexaynaponHon wmkane. ITanuentsl, nocrurnysmue 1IMO,



peunauBUpyIOT penko. Myraunonusiii aHann3 BCR-ABL nomkeH BBINOMHATBCS B Cilydasix
Pa3BUTHS PE3UCTEHTHOCTH, CyOONTUMATIBLHOTO OTBETA, UM BO3PACTAHUS YPOBHS TPAHCKPHIITA.

3ameuarnusn

YpoBenb nocroepHoctH [[-V] 1 ctenens pekomenaanuu [A-D] gaHbl B KBapaTHBIX CKOOKax,
Kak mnpuHATO AMepukaHckuMm OOmectBom Knumuuueckoit Omnkonoruu. Ilonmoxenus 0e3
COOTBETCTBYIOIIMX TMOMETOK CUMTAIOTCS JOKa3aHHBIMM U YTBEPXKICHHBIMU CTaHJapTaMu
KJIMHUYECKON MPAaKTUKHU M0 MHEHUIO 3kcnepToB ESMO.

Tab6umuna 1. Onpenesnenue 0TCYTCTBHSA 0TBETAa MM CYOONITHMAJIBLHOIO OTBETA
(panHss xpounueckas ¢paza XMJI, npuem nmaTuauda B 103e 400 mr/cyr)

Bpewms ot . TpeBOKHBIE CUMIITOMBI
Cyb6onTumanbHbIN .
YCTaHOBJICHUS OTtcyTCcTBUE OTBETA (BeICOKMI prck: del9+,
OTBET
Uargosa JIXA B Ph+ xierkax)
3 Mmecsma HerI'O <III'O
<Mro
6 Mecs1eB <IIIIO
Her IO
12 mecsieB <4110 <O <BMO
18 mecsiieB <IIHO <BMO
Ioreps IIT'O JXA B Ph+ knetkax | Jlio6oe moBbImIeHHe
[Toreps ITLHO [Totepss BMO YPOBHA TPaHCKPHIITA
BCR-ABL
Jioboe Bpems MyTtauuu, MyTtanuu,
HEUYYBCTBUTEIIbHbBIC YyBCTBUTEJIbHbBIC Hogrle XxpoMocoMHBIE
K UMaTUHUOY K UMaTUHUOY abepparmn B Ph-kierkax

Cokpamenus: I'O, [IT'O: remaTosniornueckuii OTBeT, noiaHbli 'O
O, IT1O, UHO: uptoreHeTn4yecKuii oTBeT, MojaHbei 11O, yactrunemnii 1O
BMO: 60mb1110# MOJIEKYJIIPHBIA OTBET

JAXA: 1onosHUTEIbHbIE XPOMOCOMHBIE abeppariuu
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