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AHHOTAIMA

Axkmyansnocme: Hzyuenue uUMMYHOLOSUYECKUX U MOJIEKYIAPHO-2EHEMUUECKUX XAPAKMEPUCIUK JeUK0308 Y Oemell U 6AusHUsA OUuonou-
uecKux 0cobenHocmell Onyxoegoll NonYIAyuU 0cmpo2o B-nuneiinoco numgpodracmmuozo netikosa (B-OJIJI) na pesynsmamugnocms mepa-
nuu npedcmasgisemcs 0co6o akmyanvhvim 05 Pecnybonuku Kazaxcman.

Ilens uccnedosanusn — oyeHums 3PHeKMuUHOCHb COBPEMEHHON NPOSPAMMHOU XUMUOMEPAnuu y 0emell 8 3a6UCUMOCHIL OM OUON02U-
yecKou Xxapaxmepucmuxu B-nuHelinvix 1eliko308.

Memoowi: B xo0e uccieoosanus 6vliu npOaHAIU3UPO8ansvl Oannvle 154 demeil 6 sospacme om 6 mecsiyes 00 15 qem ¢ nepeuyHvIMU
B-OJIJI, naxoouswiuxca na cmayuonapuom aevenuu ¢ AO «Hayunwiti yenmp neouampuu u oemckou xupypeuuy (Aimamol, Pecnybauka
Kaszaxcman) 6 2016-2018 ce. IIpu onpedenernuu cobbimuii pyko8oOCmME08ANIUCy KPUMEPUIMU NPOMOKonog epynnsl ALL-BFM.

Pesynvmamut: borvwuncmeo nayuenmog ¢ B-OJIJI omnocunucy k so3pacmuoui epynne 3-7 gem (43,5%), umo ompascaem “mnadenue-
ckutl nuk”’ coenacro npomokonam BFM. Humoxcuxayuontvlll CUHOpOM, CONYmMCmMaE08aguilll nepuody Marugecmayuu, npucymcmeosa y
75,3% 6onvnvix. Kiunuueckuil nonumopghusm 0e0iomno2o nepuood onpeoeisii Cambvlil pazHooopasublii nepedetb OuazHo306-«macoxy. Ilo-
PadiCeHIe OP2aHo8 U CUCHEM 6 GUOE NeUEHOUHOU HeOOCMAamouHocmu eviseneHo y 41 (26,6%) pederka, ovlxameabHOU HeOOCMAMOYHOCU —
v 12 (7,8%) oemeil, cepoeuno-cocyoucmoii neoocmamounocmu —y 5 6oavnvix (3,2%), OHII -y 3 (1,9%), nopaxcenue [JHC —y 5 (3,2%)
6onvHbix. [Ipu ummyHopenomunuposanuu OAACMHbIX KIeMOK onpeoensinuce creoyouue sapuanmol: B1 — 9 (5,8%), B2 — 123 (79,9%), B3 —
18 (11,7%), B4 — 4 (2,6%). I[Ipu yumozcenemuueckom ucciedosanuu Kocmuozo mozea 6 12 (7,8%) ciyuasx vina evlaeiena cunepniouous,
mpanciokayus t(12;21)(p13;922) onpedenenay 6 (3,9%) nayuenmog u agrnanaco 61a20npusmusim npoeHOCMU4eckum akmopom (3agpux-
cuposana pemuccus). Tpucomusi 21 xpomocomul nabniooaracs y 3 (1,9%) bonvneix, y 1,3% O0emeil npu uccie0oeanuu KOCMHO20 Mo32d
BbIAGTICHbL COUCMAHHblE aHOMAuU (uzoxpomocoma 7, mpucomus 4, 6, 15, 17, mpancnoxayus t(9; 22)(q34;q11). Tpancroxayuu t(1;19)
(q23,;p13.3) umenucsw 6 5,8%, del 9p — 6 3,2% cayuaes.

3axnwuenue: Omeem Ha mepanuio u 00I20CPOYHbLIL NPOSHO3 80 MHO2OM ONPEOETAIOMCSA MAKUMU OUONOSUYeCKUMU (pakmopamu, KaKk
yumozeHemuueckue 0COOEHHOCIU ONYXOMU, YYECMEUMETbHOCHb K NPEOHU3ONOHY, 4 MAKdCe CHENeHb azpecCugHOC, KOMopas nposie-
JAEMCS 8 BUOE BbIPANCEHHBIX CUMNIMOMOS TUMponporugepayuu u eunepreiroyumosa. IIposedennoe ucciedosanue noKaaio BblCOKYIO
apghexmusrnocmo cospemennoi npoepammuoi ALL-BFM mepanuu y demeil.

Knruesvie cnosa: oemu, ocmpuiii B-kiemounviii aumgpodiacmubiii wetikos (B-OJII), bracmuvle Kiemku, uMMYHODEHOMURUposanue,

yumoceenemuuecxKoe uccredosamue.

BeeodeHue: Octpbli numobnacTHbli nenkos (OJUT) -
CaMoe pacrnpoCTpaHEHHOE 3aboNeBaHNE B NeaUaTPUYECKo
oHkonoruu [1]. OJI/1 npeacTaBnsieT coboi reTeporeHHyto rpyr-
My reMaToSIorMYeCcKMX 3/10KauecTBEHHbIX HOBOOOPA30BaHUIA,
XapaKTepu3yoLyXca aHOManbHOWM nponudepaumen Hespe-
NbIX IMMGOMIHBIX KNETOK. 3TO Hanbonee YacTo ANarHoCTnpy-
eMblli AeTCKMI paK ¢ nouTy 80%-HbIM 13neveHvem. HecmoTps
Ha 6naronpuATHble NOKasaTen BbKMBAEMOCTM B NeamaTpu-
YeCcKo NonynALMY, y HEKOTOPbIX NALEHTOB Pa3BMBaETCA pe-
3UCTEHTHOCTb K Tepanuu, NpoucxogaT peumamnsbl 3abonesa-
HVIS M KIOHasbHas SBOMOLIVIS KIIETOK, UTO OMNPeAeNisieT Mioxou
NpPOrHo3 3aboseBaHus.

Jleikemyisi BbI3bIBAETCA aHOMAJIbHBIMU V3MEHEHUAMUN B
NUMPOUTHON IMHNN KITETOK KPOBU, KOTOPbIE MOTYT MOpaXkaTb
KOCTHBbI MO3T, KPOBb 1 3KCTpamMeayiiApHbIE yYacTKn. ITO MO-
KET BbI3BaTb 60/Ib B KOCTAX 1 CyCTaBax, yCTanocTb U clabocTb,
yBenmueHvie TMMPaTnUecKX y3noB, 6neaHbl LIBET KOXW, Ner-

KOe KpOBOTEUEHMNE WM KPOBOMOATEKM, NIMXOPAAKY WIN WH-
dekumio.

MNMprMeHAaemaa B HacTosllee Bpema cucTeMa Knaccuou-
KaLuuy remo6/1acTo30B OCHOBAaHa Ha COBOKYMHOM aHanuse
KIMMHUYECKUX U B1ONOrMYecknx AaHHbIX (LUTONOMWA, NMMY-
HOMEHOTUN 1 UMTOreHeTUKa KneTok) [2, 3. OJ1/1 MOXHO Knac-
candurumpoBatb Kak Tunbl B-ALL 1 T-ALL, npruyem Ha nepBbii
NpUxXoamnTCcA NprMepHo 85% cilyyaeB. YCTaHOBNEHWE OHKO-
NIOTNYECKOWN NIMHENHOCTW KNEeTOK, NpUHaANeKallen 3pesbiM
B-kneTkam, roBOpUT O Hannumm Nnbo BbICTPO pa3pacTatoLen-
cst Iumdombl BepKinTTa, MO0 OCTPOI NENKEMUN 3 POAOHA-
yanbHuL, B-knetok [4].

B nocnepHue rogpl, 6narogapsi Nporpeccy Momnekynsap-
HOW Gronorvy 1 paspaboTKe HOBbLIX TEXHOMOIMIA, OblIN Ao-
CTUrHYTbI 3HAUMTESbHbIE YCMEXY B MOHMaHMW NATohr3nono-
rm ocTporo NMo6acTHOro NerKko3a. Y Yact naumeHToB
6bIN10 BbIABIEHO B3anMofeNcTBMe HaKTOPOB pUCKa OKpY»Ka-
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Iowen cpenbl U HacNenCTBEHHOW FeHETUYECKON BOCIPUNM-
UMBOCTU. XPOMOCOMHbIE U FrEHETUYECKE aHOMANNM UrpatoT
3HAUMTENbHYIO POMb B MaTonornyeckor avdpdepeHUmnpoB-
ke 1 nponudepaun IMMPONAHLIX KNETOK-NPefLLEeCTBEHHN-
KoB. B 06nacTvi MOneKynapHoi reHeTuKy, GapmMakonorin
NX CMEXHbIX HanpaBneHni NPOrHO3MPYIOT HOBblE «TOPW30H-
Tbl» 418 AVArHOCTUKM U TePanmmn oCcTporo B-kneTouHoro nnm-
¢dobnactHoro nerikosa (B-OJUT) [5]. VIHTeHCBHOe pa3BuTME
CEKBEHVPOBAHWUA HOBOTO MOKOJIEHVA B MOCTIeQHee fecaTumne-
TVe NO3BOMNO PACLUMPUTL U3YUYEHNE FreHOMHbIX U3MEHEHNIA.
C BHeapeHVeM HOBbIX TEXHONMOMIA CTajIo BO3MOXKHbIM OOHa-
pyMBaTb MONEKYNAPHbIE M3MEHEHNS, TaKMe Kak TOYeUHble
MyTaLuK, WK XapaKTepr3oBaTb SNUreHeTuyeckne uim npo-
TeOMHble npodunu. B pesynbTate UccnenoBaHuin 6binv aeH-
TUOULMPOBaHbI HOBbIE MOATUMbI 3TOTO 3a60NEBAHVIA, XapaK-
Tepu3yoLmecs COBOKYMHOCTbIO FEHETUYECKUX WU3MEHEHWI,
BKJTIIOYAA N3MEHEHMA XPOMOCOM, MyTaLMm NOCe0BaTeNbHO-
CTV 1 U3MeHeHnA Konnyectsa konui [AHK. 3T reHeTnyeckne
aHOMaNMM UCMOMb3YIOTCA B KauecTBe ANarHOCTUYECKUX, NPo-
rHOCTUYECKMX U NMPeaNKTUBHBIX O1IOMapKepOB 3aboneBaHus.

C NomOLLbO CEKBEHMPOBAHNA HOBOIO MOKONEHMA B MPO-
Liecce nenkemoreHesa fokasaHa reteporeHHocTb B-OJ1J1, uto
noayepKmnBaeT pasHoobpasve naTtoreHesa 3/10KaYeCTBeHHO-
ro KJI0Ha, NpefonpeaensaeT xapakrep KNMHNYECKOrO TeUeHNA
ONyXOnu, Pasnnuma B BOCMPUAMYUBOCTI U PE3UCTEHTHO-
CTV K XMUOTEPANnun 1 OTKPbIBAET NEPCNEKTMBbI /1Sl TapreT-
HOrO neyeHus [6].

Takrm 06pa3om, B CBA3M C BbIPAXKEHHON FreTePOreHHOCTbIO
13y4YaeMoli NMaTosorm CyLecTBeHHOe 3HaueHre B NPOrHo3e
OMyXOomneBOoro npoLecca OTBOANTCA ANArHOCTMKE MONEKYNApP-
HO-TeHeTNYECKMX M3MEHEHNI y NaumeHToB [7]. Takxe aHanm3
STUX UCCNeAO0BaHUIN BaXKeH O/ NMOHVIMAHNA TeOPeTUUYECKMX
OCHOB Pa3BUTUA NIENKO3a, ANA ONTVMM3ALIMN Pe3yNbTaToB XM~
MUOTepanuy OnyxoneBol NaTonornm NoCcpeacTBOM YCTaHOB-
NEHVIA NINHENHOW NPUHAANEXKHOCTW, CTagu 3PeNioCTU KIETOK,
TOYHOrO ONpefeneHns BapuaHTa Nelrikos3a 1 cTpaTuduKaumnm
Ha rpynmnbl NPOrpamMmMHOro prcka [8, 91.

Mamepuasnbl u MemoObi: Bbin NpoBeaeH PETPOCMEKTVB-
Hbl aHanM3 NCTopui 6onesHn 154 feTell B BO3pacTe OT 6 Mecs-
ueB o 15 net c nepsuyHbIMM B-OJ1J1, HaxoamBLUMXCA Ha CTaumo-
HapHom neveHun B AO «HayuHbIl LLeHTp NeamaTpum 1 4ETCKO

xupyprum» (Anmatbl, KazaxcraH) B 2016-2018 rr. BoinonHeH aHa-
JIN3 KIVHMKO-NIA60PaTOPHbIX AiaHHbIX 1 3aBUCMOCTY OTBETA Ha
Tepanuio OT YPOBHA NENKOLMTO3a, nuMmdonponndepaTBHO-
ro CUHOPOMA, LUTOFEHETUYECKNX M3MEHEHWIA, NMOSTHOTbI OTBETA
Ha LMTopeayKLUMOHHYt0 dasy NpeaH30n0HOM. [nA oLeHKM 3¢-
beKTUBHOCTY crielmdryeckon Tepanum Gbin paccUmTaHbl Nno-
KasaTtenu 5-netHein 6eccobbiTuinHol (BCB) 1 obLein BbikBae-
moct (OB) no metogy KannaHa-Maiiepa. Pe3ynbTaTbl Tepanum
OLIEHVIBaNV MO KOMMYECTBY NaLMEHTOB, AOCTUILLMX NOMHOM pe-
MUCCUM 1 HAXOZALLMXCA B MOSTHOW NMPOAOIHKUTENBHON PEMMNC-
VK, @ TaKXKe MO KOMMYECTBY MHAYKLMOHHbBIX CMepTei 1 cMep-
Tell B pemuccun. MUHUMAanbHbIV CPOK HabmogeHusa ois Bcel
rpynnbl naumeHToB ¢ OJIJT coctaBun 23 mecaua.

Pe3ynemamei: [py aHanm3e BO3PacTHbIX 1 MOJTOBbIX OCO-
GeHHOCTE MALVEHTOB BbIABMIEHO, UYTO COOTHOLLEHNE Maslb-
UMKOB 1 ieBoYEK B rpynne 6onbHbix B-OJ1/1 coctaBumno 1,16:1
(53,8%, n=83: 46,1%, n=71). Hanbonbluee Konmuecrso 60osb-
Hbix geten B-OJ1/1 npuxogunocb Ha Bo3pacT 3-7 neT (43,5%,
n=67) n o 3 nert (22,7%, n=35), UTO OTpaxaeT TaK Ha3blBae-
MbIli MaleHYeCKNA MWK, OTMEUYEHHDBIN 1 APYTMMIA UCCeno-
Batenamm [10, 11]. Jetn cTapiieir Bo3pacTHon rpynmnbl 7-10
net n 10-15 net coctaBunm no 15,6%, cooTBeTCTBEHHO. W3-
YUYeHMe HaLMOHANIbHON MPUHAANIEXHOCTU MALMEHTOB Bbl-
ABWIO 3HauuTeNlbHOe npeobniagaHne [eTerl  Ka3axcKow
HaUMOHANbHOCTV — 77,9%, Ha BTOPOM MeCTe Mo YacToTe 3a60-
JIEBAEMOCTVM OKa3annCb NpeaCcTaBUTENN CIAaBAHCKUX HAPOAOB—
20,8% cnyuyaes.

B knuHmnyeckon kaptuHe B-OJ1J1 MHTOKCUKALMOHHBIA CUH-
[pOM, COMyTCTBOBaBLUMIA Meprogy MaHudecTaummn, nNpucyT-
ctBoBan y 75,3% 6onbHbix. OH XxapaKTepr3oBanca clabocTbio,
BAIOCTbIO, MMNOANHAMMUEN, acTeHU3aLUMel, NOBbILLEHEM TeM-
nepatypbl Tena ot cy6debpunbHbIX A0 GebprbHbIX 3HaUEHWI,
MOT/IMBOCTbIO, NOTepel Macchbl Tena. MaHndectaums 6onesHn
00yC/IoBNIEeHa Pa3MHOXKEHMEM 11 HAKOMIeHneM BnacTHbIX Kie-
TOK, KONMYECTBO KOTOPbIX NMPEBbILLAET YCIIOBHbIA NOPOroBblii
py6ex (6onee 1000 mMnpga), UTO NPUBOAWT K UCTOLLEHUIO KOM-
NeHCaTOPHbIX BO3MOXKHOCTEN OpraH3Ma 1 3aBUCUT OT CTEMEHN
YrHETEHUA KPOBETBOPEHMA Y UHTEHCUBHOCTM BHE KOCTHOMO3-
roebix NposAsneHun [10, 11]. 3To noaTBEpPKAAETCA AUTENbHO-
CTblo Nepriofa OT MOMEHTa MOABNEHMNA NEPBbIX CMMTOMOB 0
MOCTAHOBKM AMarHo3a (PUcyHoK 1).

37,7

3,9
|

00 2 Hep,. 2-4 Hep.

42,2
16,2
1-3 mec. Gonee 3 mec.

PucyHok 1 - InutenbHOCTb 3aboneBaHnA A0 MOCTaHOBKYM AMarHo3a
y aeten ¢ B-OJUT (%)

u llerkas Tspkenasn
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PrcyHok 2 — CteneHb aHemun y feten ¢ B-OJ1/1 (%)
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PrcyHok 3 - CteneHb TpombouutoneHun y aetein ¢ B-OJJ1 (%)
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BblpaKeHHOCTb aHEMMYECKOro CUHAPOMa npeacTaBne-
Ha Ha pucyHke 2. B 75% cnyyaeB oTmeuvanca remopparmye-
CKUIA CUHAPOM PA3NIMYHOM CTEMEHWN TSKECTW, 0OYC/TOBNEH-
Hbli1 TPOMOOLMTOMNEHVEN (PUCYHOK 3).

YpoBeHb NeNKoUMTOB B KpoBUW Obl HOpMasbHbIM B 30
(5%) cnyuasx, nerkounTo3 Ao 49,9x10%/n otmevanca y 29,2%
(n=45) nauueHTOB, nelikouuTos 50-99,9x10°/n — y 9% (n=14),
nenkoumTo3 cabiwe 100x10°%/n -y 4,5% (n=7), nerikoneHusa —
y 26,6% (n=41) 6onbHbIx. Bnactemus, He3aBMCMMO OT obLLe-
ro KosnmyecTsa enkoLmToB, oTMeyeHa Y 87% 60sbHbIX.

AHann3 nokasatenen BCB m OB BoO Bcex nATkU
rpynnax (pucyHkn 4-8) npoaemMoHCTpuUpOBasn Bbl-

COKMe MnoKasaTeNu BbDPKMBAEMOCTW Yy AeTen B rpyn-
nax c nemkounTtosom Ao 50 TeicAuy KneTok B mkn (OB
- 85,6%5,5, BCB - 83,3+5,8), a Takke C HOPMalbHbIM
(OB -74,5+6,3, BCB - 74,5+6,3) Y MOHWM)KEHHbIM YPOB-
Hem nenkouyutos (OB - 85,4+5,5, BCB - 82,1+6,2), n
3HauuTenbHO 6onee HU3KNI YPOBEHb BbIXKNBAEMOCTH,
ocobeHHo BCB, y geteli ¢ MHMUMANbHbIM runepnen-
kouyutosom (OB - 42,9+18,7, bCB - 28,6+17,1). B 10
e BpeMs, JaHHaA pa3Huua nokasaTenen okasanacb
CTaTUCTNYECKN HEQOCTOBEPHOW, YTO, BEPOATHEE BCe-
ro, 06 bACHUMO CTAaTUCTUUYECKN Hepenpe3eHTaTUBHOM
BbIGOPKOW rpynmn nayreHToB.
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JlezeHOa: Probability, [%] — seposmHocme, %; Years — 20061
PucyHok 4 - BCB 1 OB geten ¢ runepnenkountosom (cebiwe 100 Tbic./n) (n=7, OB — 42,9+18,7%, BCB - 28,6+17,1%)
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PncyHok 5 - BCB

n OB getel c runepnenkountoszom (50-99,9 toic./n) (n=13, OB - 61,7+15,7%, BCB - 60,6+13,8%)
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JlezeHda: Probability, [%] — seposmHocmes, %; Years — 20061
PucyHok 6 — BCB 1 OB peteit ¢ nenkounto3om (go 49,9 toic./n) (n=45, OB - 85,6+5,5%, BCB - 83,3+5,8%)
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JlezeHda: Probability, [%] — seposmHocms, %; Years — 20061
PncyHok 7 - BCB 1 OB pgeTelr C HOpmanbHbIM ypOBHeM nenkountos (n=47, OB — 74,5+6,3%, bCB - 74,5+6,3%)
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JlezeHda: Probability, [%] — seposmHocms, %; Years — 20061
PucyHok 8 - BCB 1 OB petei ¢ nenkoneHnen (n=41, OB - 85,4+5,5%, bCB - 82,1+6,2%)

JiumobonponndepatneHbli cHagpom (MMNC), Kak opuH
U3 TUMYHBIX CUMMTOMOB 60NIE3HU Y AeTel, Onpenensncsa B
75,3% cnyyaes. ConocraeneHve rnokasatenen BbhPK1UBaeMO-

CT NOKa3ano CPaBHUTENIbHO XYALINIA MPOrHO3 BbXKMBAEMO-
CTW y JeTel C pa3NMyYHbIMU NPOABNEHVAMU rUnepriacTuye-
cKoro cuHapoma (prcyHkm 9, 10).
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JlezeHda: Probability, [%] — seposmHocmes, %; Years — 20061
PucyHok 9 - BCB v OB petein 6e3 JIMNC (n=37, OB - 89,2+5,1%, BCB - 86,4+5,6%)

Cpeau KNMHMYECKUX CUMIMTOMOB Ae6I0THOro nepropa oT-
Meyanu1cb pasHoobpasHble ArarHo3bi-vacku: OPBY, nHeBMoO-
HWA, TOH3WIINT, OTUT, UHGEKLIMOHHbI MOHOHYKIE03, apTPUT,
NapoTuT, IMbaAEHNT, CTOMATWT, FenaTuT, XONELUCTUT, YTO, B
CBOIO oYepespb, 3aTPYAHANO ANArHOCTUKY.

Lintomopdonornueckoe nccnenoBaHme BbIABAIO ciefy-
owme BapuaHTbl B-OJUT: L1 - 41 (26,7%), L1-L2 -2 (1,3%), L2 -
107 (69,5%), L3 - 4 (2,6%) cnyuvas.

B Hawem nccnegosaHum BO Bcex cnyyvaax B-nuHen-
HOro nerko3a 6nacTHble KNeTKM 3SKcnpeccupoBanu
CD19 n/nnn CD79a n/vnnu yntonnasmatunyeckum CD22
N Mapkep cTBonoBbix Knetok CD34, a Takxe KnacTe-
pbl anddepeHunposkm CD33, CD41. B coBoKynHoCTH
npun B-OJIJ1 pacnpepeneHve MMMYHONOrMYECKUX Ba-
p1aHTOB C WCMonb30BaHMeM Habopa NMHeNnHo-acco-
LMNPOBaHHbIX MapKepoB, Mo3sonawowux 6onee Tou-
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HO OXxapaKTepu3oBaTb CTaguio AnPPepeHUnpPoBKHY,
onpeaenuno BapuaHtbl B1 -9 (5,8%), B2 - 123 (79,8%),
B3 -18(11,7%), B4 — 3 (1,9%) 60NbHbIX; Nenkemu3saLuna
B-kneTouHom numpombl oTMeyeHa y ogHoro (0,6%) na-
LMeHTa.

Ha coBpemeHHOM 3Tane gna OWArHOCTMKK OMyxose-
BbIX 3a00n1eBaHN KPOBY LWMPOKO UCMOSb3YTCA LuTore-
HeTUYecKne 1 MoJNeKyNApHO-reHeTuYeckme nuccnefoBa-
HUA. BaXKHbIM ABNAETCA onpefenieHne KonMuyeCcTBeHHbIX
XPOMOCOMHbIX aHOMasnui B OMyXONeBbIX KieTKax — Uu-
TomeTpuyeckoro OHK-nHpgekca. Kak npasuno, nepsuu-

HbIMU FTeHETUYECKNMN N3MEHEHNAMM HA HAYasbHbIX CTa-
OMAX OMyxonieBoro npouecca ABAAKTCA XPOMOCOMHblE
TpaHcnoKauum, onpegensowme cybsapuartol OJ11, a To-
yeyHble MyTaUuK 1 aeneuun, npuobpeTaembie B pesysb-
TaTe K/IOHaNnbHOM 3BOMOUMK, Yale BTOpuYHbL. o pe-
3ynbTaTaM LUTOreHeTUYeCcKoro nccnefoBaHmna 6nacTHbIX
KNeTOK KOCTHOTrO MO3ra XpOMOCOMHble HapyLueHWsA 6bin
BbiAiBNIeHbl Y 58 (37,6%) naumeHTOB. [laHHble LuTOreHe-
TUYECKUX MCCnefoBaHUn U Hanbonee pacnpocTpaHeH-
Hble XPOMOCOMHbIE aHOMa W, BbIBEHHbIE Y GONbHBbIX,
npencTaBsieHbl B Tabnvue 1.
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Ta6nuua 1 - XpomocomHbie aHOManum y 6onbHbix ¢ B-OJIJ1

AHOManum Konvnyectso 60sbHbIX (abC. /%) CoueTaHHble aHOManun
TpaHcnokauus t(12; 21)(p13; q22) 6/3,9% +ETV/RUNXT - 4, +RTV/RUNX! - 1
MMnepnnongHbIz KapnoTumn 12/7,8%
C-MYC 2/1,3% +t(8;14)(924;932) - 1
MLL 5/3,2%
TpaHcnokauus t(1;19)(q23;p13) 9/5,8%
TpaHcnokauua t(9;22)(q34;q11) 2/1,3% (+t(7;12)(q36;p13), MoHOCOMUSA 12 XPOMOCOMBI — 1).
Tpucomma 21 XxpOMOCOMbI 3/1,9% (+ pononHUTENbHaA N30XPOMOCOMa 7,

Tpucomna 4,6,15,17 - 1).

[Heneuna 9 xpomocombl 5/3,2% (+t(4;11)(921;923) t(5;12) (933; p13) -1, +

MOHocoMuA 20 XPOMOCOMbI — 1, + MOHOCOMUA
7 xpomocombl — 1, + t(9;22) (q34;911) - 1)

EgnvHnuHble cnyyan aHomanuim

+ COYeTaHHble aHOManunn

TpaHcnokauma t(14;15)(932;q11)

TpaHcnokauma t(9;17)(p13;p12)

TpaHcnokauma t(1;19)(q23;p13)

1“30xpomocoma 9

TpaHanokauma t(2;11)(p21;923)MAC Tprucomma 8

Tprcomma 7 XpOMOCOMbI

n3oxpomocoma 7

KapwnoTtumn 45,xx

MoHocoMuA Mo 20 xpomocome

TpaHcnokaums t(4;11)(q21;923)
XPOMOCOMa,

nononHuTenbHaa X

48 XY, + der (4)

Kapwnotun 45, XY
(p13,912)

TpaHcnokauma t(12;13)

Kapwnotun 46, XY
(q13;p11.2)

TpaHcnokaums t(12;20)

add (22q) ETV6/RUNX 1

B 60% knetok TpaHcnokaumsa (1;18)(q10;q10)

B 10% kneToK BbliBNeHa TpaHcnokauma t(1;18;22)

TpaHcnokauma t(3;6)(p21;q15).

TpaHcnokauusa t(8;11)(p11;p15)

TpaHcnokauus (t(8;14), t(8;22),

Adynnnkauuna g-nneya 1-om XpOMOCOMbI

Rob (14;14) (q10:q10)
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M3 rpynnbl KONMYeCTBEHHbIX aHOMaNMiA Obina BbisiBNEHa
rmnepnionana (qononHuTenbHble xpomocombl 4,10,17) B 12
(7,8%) cnyyasx. Y Bcex 3TMX MaUMEHTOB OTMEYEH PaHHWIA OT-
BET Ha Tepanuto, COXpaHHaA PEMUCCUSA MO HACTOsILLEE BPEMS,
peunanBoB He 3adpUKCUMPOBAHO.

TpaHUIOKaLMM — 3TO OOMEH reHeTUYEeCKMM MaTepuanom
Mexgy xpomocomamu [4, 10]. Hanbonee pacnpocTpaHeHHbI-
MU 0bpasLamMn Taknx TpaHcnoKauui senatotca t(12;21)(p13;
q22) ¢ rmbpuaHbiM reHom TEL-AML 1 TpaHcnokaums t(9;22) ¢
xvmepHbim reHom BCR-ABL. [Mpw B-OJ11 BcTpeyvatoTca xpomo-
COMHble nepecTtporiku t(8;14)(q24.1;q32), KoTopble NepeHoCAT
MYC-oHKOreH Nnog KOHTPOSb PErynAaTOpHbIX S1eMEHTOB B J10-
Kyce IGH [10].

BbifBNEHHbIE TPaHCNOKaLMM K3 TPYMMbl KaueCTBEeHHbIX
aHOManuin pacnpeenanncb cpean NauMeHTOB HEOAHOPOL-
Ho (Tabnuua 1). Tak, B Hawem rncciegoBaHun y 6 (3,9%) nauu-
€HTOB Oblla onpefeneHa TpaHcnokauma t(12;21), kotopas sB-
naetca 61aronpuATHLIM NPOrHOCTUYECKUM daKTopoMm. Y Bcex
LLECTV NaLMEHTOB B MpoLiecce neveHns obinia 3adpunKCnpoBaHa
pemmccms.

¥ 3(1,9%) 60nbHbIX C OTArOLLEHHbBIM FreHETUYECKM GOHOM
(cuHppom [layHa) 6bina BbisiBneHa TprcomMms 21 XpOMOCOMbI C
CoYeTaHHbIMV aHOMANAMU — AOMOSTHUATENBbHAA N30XPOMOCO-
Ma 7, Tpucomusa 4, 6, 15, 17.

Ounapenbduiickas xpomocoma t(9;22)(q34;q11) BbisiBreHa
y 2 (1,3%) naumeHTOB.

Ha gonto TpaHcnokaumm t(1;19)(g23;p13.3) B Hawlem nccne-
LOBaHMU NpuLnock 9 (5,8%) cnyyaes. MNpw OJ1/1y geten sToT
LITOreHeTUYECKUIA MapKep CTYXKMT He3aBUCUMbIM GakTopOM
BbICOKOrO puUCKa peunansoB ¢ nopaxkeHnem LUHC. Y nauneH-
TOB [JAHHOW rpynnbl 6biia JOCTUTHYTa PEMUCCUSA, COXPaHMNB-
LIAACA Mo HacTosALee Bpema. OfyH NaumeHT ymep B npoLiecce
KOHCONVAMPYIOLLEN Tepanun B pe3yfbTaTe BO3HMKLIMX WH-
bEKLMOHHDBIX OCJTOXKHEHWIA.

DedekT B Buge del 9 xpoMocombl oTMeueH B 5 (3,2%) cny-
yaax. OfVH NauVeHT ymep OT peuuaviBa 3aboneBaHusA, OauH
Ha MOMEHT MCCIIeloBaHUsA Obll Ha NMPOLOMKEHU Kypca Mo
XUMmnoTepanuu. B rpynny efnHWYHbIX ClyYaiHbIX NepecTpo-
€K, TakKe NpefCTaBneHHbIX B Tabnvue 1, 6biin onpegeneHbl
M3MEHEHMS], He MMeloLMe AMArHOCTUUYECKON LIEHHOCTU WK
3HAUMMOCTb KOTOPbIX 1A TaKTVKW fleUeHnsa 1 NporHosa cie-
LyeT U3yumnTb B AasibHENLLEM.

Wtorom BHegpeHna npotokonos xumuotepanuun OJIJT B
rocnefHvie AecATUNETUA y feTel CTana NpuHUMNuanbHana ge-
MOHCTPaLVsi M3/1eYMMOCTY GOJbLLOIO YMCIa NauneHToB. Tpa-
AVLVIOHHAst XMMMOTEPanusi COCTOUT U3 YETbIPEX BaXKHbIX da3:
WHOYKUMN PEMUCCUN, KOHCONMAALIMY, PeVHAYyKUMK (OTCcpo-

YEHHOW VHTEHCMPUKALMM) 1 NPOAOIPKEHNA (Moaaep»KaHus).
Crepoungbl, BUHKPUCTVH, L-acnaparvHasa, umtapabuH, MeTo-
TpeKcaT 1 6-MepKanTonyprH Ha3HayaloTCA Ha OCHOBE CTpa-
TMOULUMPOBAHHON  Knaccudurkauuy  pucka. MynbTunekap-
CTBEHHaA nepguatpuyeckasa xummnotepanua OJ1J1 nposoguTca
B Pa3nnyHbIX KOMOMHALUMAX 1 B Pa3HOWN NoCiefoBaTeNbHO-
CTU B 3aBUCKMMOCTU OT NPOTOKoNa ieyeHnd. ConocraseHne
NCXOAHBIX KIMMHUKO-NIAB0PATOPHbIX AaHHbIX B COOTHOLIEHWN
C OTAQNEHHbIMK pe3ynbTaTaMn Tepanuy Mo3BONIO UCCIe-
JoBatenam chopMynMpoBaTh NPeacTaBieHre o bronoruye-
CKOW reTepOoreHHOCTI 3ab0seBaHys 1 BO3MOXXHOCTU Bblaene-
HVA1 ICXOAHDBIX XapaKTepUCTVK, Tak Ha3blBaeMbIX rpymnn prcka
MaLMEHTOB, XapPaKTEPU3YIOLLMXCA PA3/IMYHON BEPOATHOCTbIO
pemmccrmn 3aboneBaHKA NP NPOBEAEHNN OEHTUYHOM Tepa-
nun. CNencTBreM Yero ABMMACb KOHLENUMA PUCK-aaanTupo-
BaHHOW Tepanuu, COrflacHO KOTOPOWM MHTEHCUBHOCTb M TOK-
CMYHOCTb Tepanun JOMKHbI COOTBETCTBOBATb rpyrine pucka.
MHaue roBop#, NauMeHTbI C MPOrHOCTMYECKI GrlaronpusaTHbI-
MU UCXOAHBIMU MOKa3aTenAMM AOMKHbI MOfyYaTb HaMeHee
TOKCMYHYIO Tepanuio 1 He NoABepraTbCA PUCKY pa3BUTUA TA-
KEeJbIX OCJIOXKHEHWI 113-3a BbICOKMX 103 I KOMOUHALMN XU-
MVOMPENapaToB, B TO BPeMs Kak 60JbHbIE C U3HAYANIbHO He-
6naronpuatHbIMM dopmami 3aboneBaHUA JOMKHbI MONyYaTb
BbICOKOZ03MPOBAHHYIO TEPANKI0, YTO YBEIMUMBAET LUAHCHI Ha
BbI31OpOBIEeHME [2, 6].

PaspeneHvie naumeHTOB Ha rpynmnbl pYcka Ha MPOTOKO-
nax Tepanumn NPOVCXOAUT MO TaKMM UCXOAHBIM MapamMeTpam,
KaK VHVUVaNbHBIN NTENKOLMTO3, MMYHOPEHOTUMN GracTHbIX
KNETOK 1 paHHWUIA OTBET Ha Tepanuio. [JaHHoe pa3aeneHue Ha
rpynnbl TaKKe NPUMEHAETCA A1 OLEHKM TaKUX CJIOXKHbIX Na-
pameTpoB, KakK cCrneuduyeckiini reHOTUN NeKeMUYEeCKX
KNETOK M KMHETMKA MCYE3HOBEHMA OCTaTOYHOWM OMyXOsneBoi
nonynauuun. CnefoBaTesibHO, COBPEMEHHAA ANArHOCTMKa 061-
3aTeNIbHO JOMKHA BKIOUATb LIMTO- Y MOMEKYNAPHO-TeHeTUYe-
CKue nccnenosaHus [14].

B Hawem nccnegosaHum Ha npoTokonax rpynnbl BFM [15]
onpenenAnucb ceaytoLue rpynmbl pUcka: CTaHZAPTHbIN PUCK
-y 140 (90,9%) peten, BbiCOKMA puck —y 14 (9%) naumeHToB.
PaHHWI oTBET Ha Tepanuio oLeHMBancA Ha 8-e CyTKN MOHOTe-
panuy NpefHM30/IOHOM Ha OCHOBAHWU pedyKumy 611acto3a B
nepudepryeckon Kpou. AGCONMIOTHOE KONMUYECTBO BacTHbIX
KneTok meHee 1000 BbisiBneHo y 136 (88,3%) 1 6onee 1000 -
y 12 (7,8%) naumeHTOB, HeM3BeCTHO - Y 6 (3,9%) peten. Mauw-
€HTbl C KonnyecTBom 6ractoB meHee 1000 Ha 1 MK cocTaBuW-
N rpynny xopoluero oTeeTa (prednisone good response, PGR)
(pucyHok 11), npu 6nacrose 6onee 1000 Ha 1 MK - Fpynny nio-
xoro otBeTa (prednisone poor response, PPR) (pucyHok 12).
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B npumeHaembIX MPOTOKOMAx pPaHHWUIN OTBET oLe-
HMBaETCs NO KonnuyecTBy 6/1aCTOB B KOCTHOM MO3Te Ha
15-1 n 33 peHb nHAyKumn. Ha 15-bii AeHb NpoToKona
B MMeniorpamme «nyCTom» KOCTHbI MO3I OTMeuUeH Yy 46
(29,9%) 60nbHbIX, pemuccua — y 69 (44,8%), pemuccus
He pocTurHyTta —y 32 (20,8%), Hen3BecTHO -y 7 (4,5%)
nauneHToB. Ha 33-1i1 geHb NpPOTOKOa peMmmnccus bbina
pocturHyta y 140 (90,9%) 60nbHbIX, HEe [OCTUIHYTa —
y 11 (7,1%) petenr, pe3ynbtaT Hen3BecTeH — y 3 (1,9%)
nauneHToB. BHe 3aBNCMMOCTN OT KpUTEPUEB OLEHKMU
xopowun paHHun oteeT (PGR mnn M1 ctatyc Ha 15-i
[leHb) NO3BONAET BblgeNUTb rpynny ¢ 5-netHen 6CB 60-
nee 80% (pucyHOK 13), B TO BpeMA Kak NioXon paHHUi
oteeT (PPR mnn M3 ctatyc Ha 15-i feHb) onpepenset
rpynny c 5-netHen BCB okono 40%.

CraTyc pemuccum yepes 4-6 Hepenb Tepanuu Tak-
Xe ABNAeTCA BaxHelwnm Gakropom nporHosa. Bepo-
ATHOCTb gonrocpoyHon bCB y nayneHToB, He JOCTUT-
WNX PEMMCCMN Ha 3TOM CPOKe, He npeBbiwaeT 30% [6].

Mpn aHann3e pe3ynbTaToOB Tepanuu MO NporpaMmme
BFM cpenu 154 60nbHbIX CMEPTb B MHAYKUUM Habto-
panacb y 2 (1,3%), cmepTb B peMUCCUMU OT OCIOXKHe-
HUM — y 15 (9,7%) 6onbHbIX. Peyunansbl 6bi1M OCHOB-
HOW NPUYNHON Heyaay Tepanun y 4 (2,6%) nayneHTOB.
MpoponxaeTca pemuccuay 133 (86,4%) nauneHTOB.

O6cyxoOeHue: B Hawem ncciegoBaHWn, Kak v Mo
OaHHbIM Apyrux nccnegosartenen [10, 11], Bo3pacTHOM
nuk 3abonesaemoctu B-OJIJ1 npuxogmnca Ha Bo3pacT
3-7 ner.

[e6oTHbIN nepuop y 6onblWIMHCTBA JeTell MMe-
eT OCTpPOe Hayano n xapakTepusyeTca HEOOHOPOAHO-
CTblo KNUHMYecknx cumntomoB [10]. 3auacTtyto GbiBa-
eT 3aTPYAHUTENbHO NOCTaBUTb AMArHO3 Ha HayalbHbIX
3Tanax 3aboneBaHusA B CBA3M C MaHUpecTaumen Hepy-
ra nytem 61acTHo MHGUAbTPALUMN BHYTPEHHUX Opra-
HOB U CUCTEM 6€3 XapaKTePHbIX N3MEHEHN B aHaNu-
3ax Kposwu [12].

KnuHunyeckas cumntomaTuka B-OJ1J1y 6onblumHCTBa
nete maHudecTnpyeT 6YpHO, onepexkaeT faHHble re-
MOTrpaMMbl, 1 3TO ABNAETCA OAHOM 13 BaXHENLWNX Npu-
UYMH NOo3JHeN ANarHOCTUKM 310KayeCcTBeHHOro 3abone-
BaHMA. BO MHOrmMx nCTouyHMKax noguyepkuBaeTca, YTo
He cyllecTByeT Kakoro-nmbo ofHOro KIMHWYeCKoro
Nnpu3HaKa, CBOMCTBEHHOTO Kak AfAa OCTPOro fienkosa B
uenom, Tak u ana ero nogeapuanTos [11, 12]. CnepoBa-

TeJIbHO, NONMMOPGU3M KINHNYECKON KapTuHbI 6ones-
HUN TpebyeT OT Bpayel BCex CrneumnasbHOCTeNn OHKOJO-
rMYyecKom HaCTOPOXKEHHOCTN C M3yYeHeM aHaMHe3a n
KNMHUYECKNX AaHHbIX, MPYMEHEHNA COOTBETCTBYOLLE-
ro Komnnekca nabopaTopHbIX UccnefoBaHun 1 obasa-
TeNIbHOTO HanpaBneHnA K 4eTCKOMY remMaTonory.

Mpu nmmyHodeHoTUNNPOBaHUN NMMbO6NACTOB Bbl-
ABNEHa NPOrHOCTUYECKaA 3HAYMMOCTb IKCMPEeCccumn oT-
JAenbHbIX MapKepoB NMpu pa3nnyHbix BapuaHtax OJIJ1.
Tak, akcnpeccua CD34 Ha nenkemmnyecknx KneTkax npu
B-BapuaHTe nmena 6naronpustHoe, a npu T-BapunaHTe
— HebGnaronpuaTHOe MNPOrHOCTUYECKOE 3HAYEHMeE, YTO
COOTBETCTBYET ONYO/MKOBAHHbIM AaHHbIM [8].

MpoBefeHHbIe LUUTOreHeTUYEeCKMe N MOSIeKynap-
HO-FTeHeTNYEeCKNe UCCNeaoBaHUA KOCTHOTO MO3ra He-
obxoanmbl anA Knaccudmkaumm [eTCKMX remaTtosio-
rMyecKmx 3/10KauyecTBEHHbIX HOBOOOpa3oBaHMI. Bce
OeTn C Nenkemumen [OJIKHbl MPOWUTU LUTOreHeTmnye-
CKOe nccnepgoBaHue [o Havyana NPoOTOKONbHOTO feye-
HuA. B 80-90% cnyyaeB faHHOe nccnegoBaHme BbiABNA-
€T KNIOHasbHble XPOMOCOMHble aHOManuu. K OCHOBHbIM
ANarHOCTUPYyeMblM TUMaM MOJNIEKYNAPHO-TeHeTuye-
Cckux m3meHeHun npm OJIJ1 OTHOCATCA KONMMYECTBEH-
Hble N CTPYKTYpHble aHOManuu (TpaHCIoKaumun, WH-
BepCun, geneuunun, oynamkaymm n ToyeyHble MyTaumm)
[2, 10]. Hanbonee onpaBAaHHON OKa3anacb LefieHa-
npaBfeHHas uAeHTUPUKALMA KONMUYECTBEHHbIX aHO-
Manuin, npepacTtaBneHHbIX rmnepnnounguen (7,8% cny-
yaes). Cpean CTPYKTYPHbIX XPOMOCOMHbIX aHOManui
6onblue BCEro ciyvyaeB MPULLIOCb Ha TPaHCIOKaLuio
t(12; 21)(p13; g22), oTHOoCAWYOCA K 6MaronpuATHbLIM
nporHoctTmyeckum ¢akrtopam. BoisBneHue dunagenn-
OUNCKOM XPOMOCOMbBI U TPUCOMUM 21 XPOMOCOMbI, Kak
n TpaHcnokauua t (1;19)(g23;p13.3), npu gnarHocTu-
ke OJIJ1 genaeTt NPOrHo3 TeyeHusi 3aboneBaHnA Kpamn-
He HebnaronpuATHbIM. Pe3ynbTaTbl Hallero uccnepo-
BaHMA He NpoTMBoOpeYaT obwum TeHaeHumam [13,14].

CoBpeMeHHble negnaTpryeckme NporpaMmmbl Noau-
XuMuoTepanuu No3BOANAN AOCTUMHYTb yCnexa B neyve-
HUK getckmx B-OJ1J1 [15]. B gaHHOM nccnegoBaHum pe-
mMuccma Gbina KoHcTaTupoBaHa y 93,2% nauneHToB C
B-OJJ1.

BoifaBneHne HOBbIX GUOMapPKepPoOB U, ClefoBaTesb-
HO, nyywee NOHMMaHMe MoneKynapHou ocHoBbl OJIJ]
MO>EeT MOBbICUTb 3GPEKTUBHOCTb MOHUTOPUHTA Teye-
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HUA gaHHoOro 3aboneBaHus. Yrnyb6neHHoe BbisiBleHUE
reHeTnyecknx abeppaumini Npu 3TOM HOBOOOpPA3OBa-
HUWN UMeeT pellatollee 3HaYeHne anda OLeHKM NPOrHo-
3a 3abonieBaHNs M BHEAPEHMWA MOSEKYNAPHO-TapreT-
HOW Tepanuu ANA NOBbIWEHNA OTBETA Ha fleyeHue u
nyJdwen BblXMBaeMocCTn. bonee TouHbI pacueT npo-
rHO3a No3BONUT NPOBOAUTL 6onee 3dpdeKTMBHOE Neve-
HMe BCeX BUMAOB C MEHbLIUM KONMYECTBOM MOOOYHbIX
addekToB. [Ny6OKOE NOHMMaHME BCEro CneKkTpa reHe-
TUYecKnx aepeKToB OTKPbIBAET NepcneKkTUBbl And no-
TEeHUMaNnbHOro TapreTupoBaHMA Tepanum 1 TOYHON Me-
ANUMHbI B [eTCKOM BO3pacTe.

3aknwo4yeHue: [laHHOe wcCcCnefoBaHMe MOATBEP-
ANNO BbICOKYI 3GdEeKTMBHOCTb COBPEMEHHON Mpo-
rpammHon Tepanun OJIJ1 y geten. AHanu3 pesynbTa-
TOB nporpammHon tepanuu B-OJ1J1 y 154 naumeHTOB
nokasan pgoctmxeHve pemuccun y 93,2% nauneHToB
N NATUNETHIO 6eccobbITUNHYI BbIKMBAEMOCTb — Y
86,4% 60NbHbIX.

Mpn 3ToM OTBeT Ha Tepanui U JOATOCPOYHDIN
NMPOrHO3 BO MHOFOM ONpeAenalTca Takumu 6Guono-
rnyecknmmn dbaktopamu, Kak LUTOreHeTnyeckne oco-
6EHHOCTN OMYXO0JNIN, @ TaKXe CTerneHb arpecCcMBHOCTH,
nposBnsaemas B Buge cumntoMmoB numdonponudepa-
Lnn N runepnenkoymtosa.

MpogonxatTcs nccnefqoBaHus No paspaboTke Ho-
BbIX MOHOKMOHANbHbIX aHTUTEN, KIETOYHON MNMMY-
HOTepanuu, HO Ha AAHHbIN MOMEHT OHU 3)PEeKTUBHbI
TONbKO Yy HEKOTOPbIX NauneHToB. CylecTByeT HEO6XO-
AVMOCTb B HOBbIX MCCNefoBaHNAX C UCMOb30BaHNEM
TapreTHoOW Tepanuu Npu neyeHun 3aboneBaHua nep-
BOW NUHNWN.
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AHJATIIA

KA3AKCTAH PECITYBJIUKACBIHJIAFBI BAJTAJIAPJIAFBI B-)KACYIIAJBIK JJEUKO3JIAPIbIH
BAFJAPJIAMAUJIBIK TEPAIIUACBIHIAFbBI KIMHUKAJIBIK-T'EMATOJIOI'UAJIBIK ’KOHE
HOUTOI'EHETUKAJIBIK CUITATTAMAJIAP/IBIH POJII

JI.H.Mancyosa', I.T. Tawenosed’, A.B. Tyrebaesd’, E.C. Capcexéaes', A.C. XKaiinayoaesa', I.E. Omaposa'|JI. M. Ezinbepzenosa'|

I«MepmaTpust xeHe neguaTpus FoinbiMu opTanbifbiy AK, Anmatsl, Kasakcrad Pecnybnukacsl;
2«C.Jl. ActheHanspos aTbiHaarsl Kasak ynTTbik MeavumHa yrueepcuteTin KEAK, Anmatel, KasakctaH Pecny6nvkacs!

Oszexminizi: Bananapoazsvl ieiko30apObly UMMYHOLOSUSIBIK HCOHE MOJEKYNANbIK-2EHEMUKATIBIK CUNAMMAMALAPbIH JHCOHE JHCeOell 6-Chl3bIKNbl
aumepooracmukanvix retiko3ovty (6-0J1J1) icik nonyisyuscolbly OUOLOLUATBIK epeKuteikmepiniy mepanusHbly HOMUdICeNLi2iHe dcepin 3epmmey

Kasaxcman Pecnybauxacel ywin aca ezekmi 60abin maowvliaobl.

3epmmeyoin maxcamul — B-dicacyuanst siceden ieiiko30apobt OUOIOUSNbIK CUNAMMAMACLIHA Datiianblcmyl baranapoazel 3amanayi 6azoap-

JIAMANbIK XUMUOMEPANUSAHBIH, MUIMOLLIZIH Oazanay.

Qoicmepi: 3epmmey 6apuvicoinoa 2016-2018 sxcvindapur "[leduampus score 6ananap xupypeuscel evlivimu opmanvievl” AK (Anmamer, Kasax-

cman Pecnybaukacel) cmayuonapisik emoeyoe bonzan 6 auioan 15 scacka oetiinei bacmanxvl B-OJIJ1 6ap 154 6ananeiy depexmepi mandanobl.

Homucenepi: Ey xon 3apoan wexken scac monmapbwl 3-7 scacma (43,5%) 6010w1, 6y nopecme wviybl 0en amanaowl. bapavix munmezi
KAUHUKAIBIK, KOPIHICME MaHuecmayus Ke3eqimeH Oipee Jcypemin UHMoKCUKayus cuHopomol nayuenmmepoiy 75,3% - vinoa 6010wt JJebrommix
Ke3eH il KIUHUKALIK ROTUMOPGU3MI "Mackanap "0ouacnoz0apeinbly opmypai mizimin anbikmaovl. bayvip ocemxkinikcizoiei mypindeei opeanoap
MeH dicytlenepOin 3akpimoanyst 41 (26,6%) 6anada, meinvic any scemkinikcizoieiniy oamyviven 12 (7,8%), 5 naykacma scypex-Kanmamoip scem-
Kinikcizoicimen (3,2%), 3 naykacma OIIII (1,9%), 5 (3,2%) naykacma OXKK 3aKbimoanyel anvikmanobl.

bapnvix ummyHOI02UANBIK HYCKANAPObIH MApAybl aHblKmManobl MeiHaoat mypoe: Bl — 9 (5,8%), B2 — 123 (79,8%), B3-18 (11,7%), B4-3
(1,9%). Cyuiex kemizin yumozenemuxanvlx sepmmey kesinoe 12(7,8%) scazoatioa eunepniouous anvikmanowl, 6(3,9%) nayuenmmepoe t (12;21)
(p13;922) mpanciokayuscol aHbIKMAObl HeoHe KOAALLIbL OOIAHCAMObIK hakmop 6010bl (pemuccusi mipkenzen). Tpucomus 21 xpomocoma 3 (1,9%)
naykacmapoa oatikanowl, oananapowiy 1,3% - Kocm cytiex kemizin sepmmey xesinoe Oipikmipineen ayblmyyiap anblkmanobl(Uzoxpomocoma 7,
mpucomust 4, 6, 15, 17, mpancroxkayus t(9; 22) (q34;q11), t(1;19)(q23,p13.3) mpanciroxkayusnaper 5,8%, del 9p — 3,2% owcazoaiioa 60106.

Kopvimuinowi: Tepanusiea sicayan dcome y3ax mep3imoi boaxcam kobinece icikmiy yumo2eHemuKkanwlk, epekienikmepi, npeonusononed ce-
3IMMANObIK, COHOAL-AK TUMPDONPONUDepayls MeH 2unepielikoyumo3obly alikbiH benziiepi peminoe KopiHemin azpeccusmiiix 08petceci CUsKmol
buono2UATBIK pakmoprapmen anvikmanaovl. 3epmmey baranapoazel samanayu ALL-BFM baz0apramansix mepanuscolHbly dco2apbl MuiMoinicin
Kopcemmi.

Tyiuinoi ce3oep: bananap, sxceden 6-Hcacyulanbiy, IUMGOOIACTNUKATBIK JeUKeMUsl, ONACH HCACYUANapbl, UMMYHOGEHOMUNMey, YyumozeHemu-
KanwlK 3epmmey.

ABSTRACT

THE ROLE OF CLINICAL-HEMATOLOGICAL AND CYTOGENETIC CHARACTERISTICS
IN THE PROGRAM THERAPY OF B-CELL LEUKEMIA IN CHILDREN
IN THE REPUBLIC OF KAZAKHSTAN

L.N. Manzhuova', G.T. Tashenova®, A.B. Tulebayevad®, E.S. Sarsekbaev', A.S. Zhailaubaeva', G.E. 0marova1,|D.M. Yeginbergenova1|

1«Scientific Center for Pediatrics and Pediatrics» JSC, Almaty, the Republic of Kazakhstan;
2«Asfendiyarov Kazakh National Medical University» NCJSC, Almaty, the Republic of Kazakhstan

Relevance: The study of immunological and molecular genetic characteristics of leukemia in children and the influence of biological features
of the tumor population of acute B-cell lymphoblastic leukemia (B-ALL) on the effectiveness of therapy is particularly relevant for the Republic of
Kazakhstan.

The study aimed to evaluate the effectiveness of modern program chemotherapy in children depending on the biological characteristics of
B-cell leukemias.
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Methods: The study analyzed the data of 154 children aged six months to 15 years with primary B-ALL on inpatient treatment at the Scientific
Center of Pediatrics and Pediatric Surgery JSC (Almaty, the Republic of Kazakhstan) in 2016-2018. When determining events, we were guided by
the criteria of the protocols of the ALL-BFM group.

Results: The age groups most exposed to B-ALL were 3-7 years old (43.5%), reflecting the so-called infant peak. In the clinical picture of
this type of ALL, intoxication syndrome accompanying the period of manifestation was present in 75.3% of patients. The clinical polymorphism
of the debut period determined the most diverse list of diagnoses of “masks.” Damage to organs and systems, in the form of liver failure, was
detected in 41 (26.6%) children, with the development of respiratory failure in 12 (7.8%), cardiovascular failure in 5 patients (3.2%), acute kidney
injury in 3 (1.9%), CNS damage in 5 (3.2%) patients. With B-ALL, the distribution of immunological variants was determined as follows: Bl —
9(5.8%), B2 — 123 (79.8%), B3 — 18 (11,7%), B4 — 4 (2,6%) and leukemia of B-cell lymphoma was noted in one (0.6%) patient. From the group
of quantitative anomalies, hyperploidy was detected in 12 (7.8%) cases. Among qualitative anomalies, t(12;21) (p13;922) was determined in 6
(3.9%) patients and was a favorable prognostic factor (remission was recorded). Trisomy of chromosome 21 with Down syndrome in 3 (1.9%)
patients with combined anomalies (isochromosome 7, trisomy 4, 6, 15, 17, translocation t(9; 22)(q34,;q11) was detected in 1.3%. Translocations
1(1;19)(q23;p13.3) in 5.8% and del 9-chromosome defect in 3.2% of cases.

Conclusion: The response to therapy and long-term prognosis are largely determined by biological factors such as cytogenetic features
of the tumor, sensitivity to prednisone, as well as the degree of aggressiveness, which manifests itself in the form of pronounced symptoms of
lymphoproliferation and hyperleukocytosis. The research has shown the high efficiency of modern ALL-BFM program therapy in children.

Keywords: children, acute B-cell lymphoblastic leukemia, blast cells, immunophenotyping, cytogenetic study.
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ORCID ID: 0000-0002-5628-8846;

OmapoBa N'ynbHapa Ep6ocbiHOBHa — Bpay-oHKOMNor/remaTtosnor (4eTCKuiA), 3aB. OTAeNEHNEM OHKonoruu-rematonorun Ne4,

AO «Hay4HbIV LeHTp neguatpum 1 geTckon xupyprumy», AnmaTtel, Pecnybnuka KasaxcraH, Ten. +7078513202, e-mail: o_gunya@mail.ru,
ORCID ID: 0000-0001-8511-3001;

[Ernn6epredosa iuHapa MypaTKbi3bl|— Bpay-oHKoMOr/reMaTosnor (4eTckuil) oTaeneHnsi oHkonorun-remartonormm Ned, AO «HayuHbiii
LEeHTp negmatpun u eTckom xupyprmy», Anmatsl, Pecnybnuka Kazaxcrah.

Adpec dns koppecnoHdeHyuu: Capcekbaes E.C., AO «HayyHbI LeHTp neamnaTpum 1 4ETCKON XMPYPrimny,
npocnekT Anb-Papabu 146, Anmatel 050040, Pecnybnuvka KaszaxcraH.
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