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CHMKEHMeE YacToThbl peuyanBoB
N MN1aZieHYeCKO CMEPTHOCTM NP OCTPbIX
nnmobnacTHbIX 1eiiko3ax y geTei mnaguwe 1 roga,
Nosly4YaBLUMX MPOTUBOOMYXO0/1IEBOE /lIeYeHMEe
C BK/THOUEHMEM AnhdepeHLMPOBOYHONO areHTa
B Nporpammy cTaHAapTHOM XMMmMoTepanum

B nocnepHee Bpems 60MblUOe BHUMaHWE YAENseTCs COXpaHeHWo HapoaoHace-
neHns Poccun. BonbLuoe BAUSHKE Ha yNyuLLeHNe AeMOrpaduyecKoli CUTyaLum oka-
3bIBAKOT HE TO/bKO MOKa3aTenn yBeMYEHUS POXAAeMOCTV U YA/IMHEHWE NPOAOS-
YKUTENbHOCTU XXM3HU CPeam NOLei NOXMOro Bo3pacTa, HO U NpeAoTBpaLLeHure no-
Tepb, CBA3aHHbIX C MMOENbIO fieTeli OT TAXe/bIX 3a060/1eBaHN, 0CO6EHHO Ha MePBOM
rofy >Xu3Hu. OfHUM U3 Takux 3a60neBaHNI ABNAETCS OCTPbIA NMMBOBNACTHBIN Nelt-
ko3 (O/V1) y aeTeii MnagLue rofa, pesy/bTaTbl Ie4EHUs KOTOPOro B MUPE [0 CUX Mop
HeyJ0BNIETBOPUTENbHbBI. ITO CBA3aHO C YHUKaNIbHBIMU G10N0rMYECKMMU 0COBEHHO-
CTAMM MNaleHYECKYIX N1EIK030B, @ UMEHHO C XapaKTepHbIMW FeHeTUYECKUMU Nepe-
CTpOikamu ¢ yyactmem MLL-reHa, pacnonoXeHHOro B AAMHHOM niede 11 XpoMoco-
Mbl B permoHe 11g23, ¢ 0AgHOI CTOPOHBI, U BbICOKOI TOKCMYHOCTBIO MPOTUBOOMYXO-
NEeBOI XMMMOTepanuu, ¢ apyroii. OCHOBHOI NPUYMHOI CMEPTHOCTM B 3TOI BO3pacT-
HOIA rpynne IBNSOTCA PaHHUE U O4YeHb PaHHWE PELMAVBLI. 3TN PeLManBLI NPaKTH-
YeCKY He MOAAAIOTCA NIEYEHNHD.

MonbITKM cO34aHN MHHOBALMOHHbIX TEXHOMOTWIA leYeHns, KoTopble 6bl 6a3u-
poBa/MCb Ha MOMEKYNAPHBIX MEXaHU3Max pa3BMTUS OMYXONK, HO NPW 3TOM COOTBET-
CTBOBa/IM BbICOKUM CTaHAapTam 6e30MacHOCTH, 0Nroe BPeMs OCTatoTCs 6e3ycreLd-
HbIMU. [J0 HACTOSLLEr0 BPEMEHU He pa3paboTaH Cnocob fieYeHus, CrocobHBbIN Cyle-
CTBEHHO Y/YULLNTb AONTOCPOYHYHO BbDKMBAEMOCTb.



TTpuHUMas BO BHUMaHUe [PUPO/AY OITYXOJIEBOTO KJIOHA, KOTOPbIH IPOUCXOANT H3
MPUMHUTHUBHbIX KAETOK-NPEALIECTBEHHUKOB, He MMEIOLIHX NOJTHON JIMHeHHOM Mp.
HaZNeXHOCTH, BO3MOXHO OTHOGAILUXCA K ellte 6o/ee paHHHM NpeALIeCTBEHHUKaM,
YeM K1eTKa-pOAOHaYIbHHLE KPOBETBOPEHHA, Mbl CO3/1a/i¥i HOBBIH METOA NIEYEHHA.
OH OCHOBBIBaeTCA Ha BKIOYEHHH AM(pdepeHUHPOBOYHOIO areHTa — MOJHOCTbio
TpaHCpeTHHOEeBO# KHCI0Thl (ATRA) B cXeMy CTaHAAPTHOH MPOTHBOOITYXO0AEBOMH XH-
MHoTepanuy. JJaHHbIi METOA JledeHus NOMyurI HasBarHe npotokon MLL-Baby. O
BKJLIOYAeT nosTopsmouecs 1-2-x HegesnbHble Kypchl ATRA B fo3e 25 MT. Ha MeTp
KBaJ|paTHBI [UI0LaAH TOBEPXHOCTH TeJa, KOTOPbIE NMPOBOAATCA THO0 Mexy 6i1oKa-
MM CTaHAAPTHOM XMMHOTEpanHH, JH60 Napa/vtebHO ¢ KypcaMy peHHAYKLHHA. [Tep-
Bbli Kypc ATRA Ha3HayaeTcs BCeM JETAM Ioule 3aBepLIEHHs Tepanti MHAYKUKK
peMucenH - Yepes 36 AHel OT Havala iedyeHHs. O6A3aTeNbHbIM YCIOBHEM ABJIACT-
51 IpOBeAEHHE HeCKOJIbKMX KOHTPOJILHBIX H3MePeHHH yPOBHA MHHUMaIbHOH OCTa-
TOYHOI 6o/Ie3HN ABYMA METoAaM: MHOTOLBETHOH NPOTOYHOH LIUTOQIIOOPOMETPHH
M noJaHMepa3HOM LIeITHOH peaKUHH.

[poTokon nosmy4nn oao6peHHe TIOKATbHBIX ITHYECKMX KOMUTETOB H 3THYECKOIo
KomuTeTa PefilepasibHOro HayYHO-KIIMHUYECKOTro LeHTpa AETCKOH reMaTo/IoTHH, OH-
KOJIOTHH W MMMyHosToruH Pocsapasa.

Uenb paboTel: HcoleA0BaTb, BAMAET M BiUlloyeHHe ATRA B nmporpammy CTaH-
JAPTHOM XMMHOTEPANKH Ha CHIDKERHE YacTOTB! Pa3BUTHA PELIMANBOB Y MIa€HLIEB
cOJUL.

Matepuab M MeTozbl: ¢ ceHTA6pA 2003 roza 108 aeteit Miaauie roja, ¢ BiepBble
YCTaHOB/IEHHBIM AxarHo3om OJUI, nosmyyasy NpOTHBOOITYXOJIEBYIO TEPANHIO B paM-
Kax HEPaH/IOMH3HPOBAaHHOTO MHOTOLIEHTPOBOIO KOHTPOJIHPYEMOTO HCCIEIOBAHMA, B
TOM YHc/Ie 75 NaLyeHToB NOTyYaIH JiedeHue no npotokory MLL-Baby ¢ BkItoueHHeM
ATRA v 33 nauneHTa — CTaHAapTHYI0 XMMHoTepanHio 6e3 BitoyeHusa ATRA. Cnocob
JIeYeHHA BbIGHpanH ieyalie BpayM KIMHHK, B KOTOPBIX JIEYWIHCh KOHKpETHbIe Ma-
LMEHTBI., B Hcce10BaHHH NPHHKMMAaH yuacTHe 24 xinHHiu Poccriickor Pesepaumm
1 Pecrry6mixu Benapychb. Bo Bcex GIy4anx poAuTeIy AaBali MMCbMEHHOe HHGOPMH-
POBaHHOE COrMIacHe Ha NPOBEAEHHE JIeUEHHA 110 YCTaHOBIEHHOM dopMe.

O6e rpynnbl NaLHeHTOB, MOTY4YaBIIHX JeYeHHe ¢ BKIoYeHreM ATRA — rpynna
ATRA(+) 1 6e3 Hee — rpynna ATRA(-) He OTAHYAIHCh MeXAY cO6OM MO MHHLHANDL-
HBIM XapaKTEePHCTHKAM: CpPeIHHI BO3pacT B 06eHX rpynnax cocTaBwi 6 MecsLeB ¢
BO3PacTHBIM AHana3oHOM Ha MOMEHT NMOCTAHOBKM AuarHo3a ot 1 o 11 mecsAues u
ot 0 20 11 MecsiueB cooTBeTcTBERHO. COOTHOILIEHHE MAILYMKOB U AeBOYEK B obe-
HX rpymnax 6bU10 OAMHAKOBBIM K COCTaBHIO 1:2 To ecTh 12/21 1 25/50 cooTseT-
CTBEHHO. YPOBeHb HHULMAILHOTO JIEHKOUMTO3a HE3HAYHTEIbHO painyancs: 96,7
ThIC. (0T 0,7 20 940 ThIc.) B rpynne ATRA(-) 1 83,9 Toic. (0T 1,6 A0 2058 ThIC.) B rpyTI-
ne ATRA(+).

YacToTa MHMLMAILHOTO OIYXQ/IEBOTO MOPAKEHHA UEHTPAIbHOM HEpBHOM CH-
cTeMbl 6bU1a BbILlE B IPYTINe AeTeH, MOTy4aBLIMX IeYeHHe C BKIoyeHneM ATRA - 18

28



D

jereit (24%), yeM B rpynne ATRAC(-) - 4 peGeHka (12%) COOTBETCTBEHHO. [Nepectpoit-
Kt B ONYXO/IEBBIX K1eTKax ¢ ydactHeMm MLL-reHa Habmoganuch y 15 u3 33 nawsenTon
(53,6%) B rpynme ATRA(-) ny 53 13 75 siaaeHues (70,7%) B rpynne ATRA(+). Cpeaut
nalMeHTOB, NOMYYaBIIHX JleueHHe ¢ BKIoYyeHHeM ATRA, cablllle NOJIOBHHBI AeTelt — 39
113 74 06¢1€40BaHHBIX (52,7%) MMEH OYeHb PaHHUI B-HeliHbId GeroTnn (BI- OJUT).

PeaynbTath! paboThl: Noc/e 3aBeplleHHs HHAYKLHOHHOM Tepanuy 60/1bIHHCTBO
aLMEHTOB AOCTHTa/I0 KIHHHKO-FeMaTONOrMYecKoi peMucchu: 28 u3 33 (84,9%) B
rpynne ATRA(-) 1 67 u3 75 (89,3%) B rpynne ATRA(+).

YacToTa pasBMTUA PELMAMBOB 3HAYMMO paannyanach. Bbuto 3aperucTpupo-
paHo 16 peuuansos y 28 mauxeHToB (57,1%), AOCTHIIIKMX PEMHCCHH B Tpynne
ATRA(-) 1 16 peunausos y 67 (23,8%) aocTHriuMx pemuccuu B rpynne ATRA(+).
BocbMueTHsA GespeunarsHas BbbkubaemocTs (RFS) paccuuranHas no mero-
Jy Karuan-Maiiep, CTaTHCTHYECKM 3HAYMMO OTIMYanach M cocTaswia 36+8%
g rpynne ATRA(-) u 59+6% B rpynne ATRA(+), p=0,02. KymynsaTHBHas yacro-
Ta pa3BUTHA PelUANBOB (RCI) Taroke GbL1a AOCTOBEpPHO Bbillle CPEAH MALMEHTOB
ATRA(-): 62+ 1% u 31+0,4% cootBeTcTBeHHO (p=0,03). [1pH aHaNH3e NALHEHTOB
¢ He61aroNpUATHBIMY GHONOTHYECKHMH NPU3HAKAMH, TO €CTb, UMEIOIUHUX TeHETH-
yecKHe NepecTpOMKH B OIYXOJIeBbIX KIETKax ¢ ydacTHeM MLL-reHa, y 46 nmauseH-
TOB, JICYHBILINXCA 110 MpoTOKOIy MLL-Baby, 65110 3aperucTprpoBaHo 14 peunanBos
(30%); yacToTa peLiAKBOB CPeAH NMalHeHToB, He noy4asmnx ATRA, 6bL1a 3HauH-
TesibHO Bhilite: 12 cydaes (80%) u3 15 MLL(+) nauueHToB, JOCTUTIIHX PEMHCCHH
(p=0,008). KynynsaTusHas BepOSTHOCTb Pa3BHTHA peLHAKBOB cocTaBHia 80% cpe-
M NalMeHToB, He noy4asluux ATRA, 1 6bu1a B 2 pasa MeHblile — 40% y nalMeHToB,
JIEYUBLIHXCA C ee BIUIIOYEHHEM.

Taknm o6pasom, Ge3peLarBHAA BLDKMBAEMOCTb OKa3a1ach 3HAYHTE/IbHO HHXE
y nauMeHTOoB He noy4aslumx ATRA 20+10%, npotis 59+ 8% y nauveHToB, 1€4HB-
wuxes no nportokaiy MLL-Baby, cootsetcTBeHHo (p=0,02).

[pu npoBeieHUH 0AHOPAKTOPHOTO aHAIM3a, CTATHCTUYECKH 3HAaYUMbIMH ¢ak-
TOpaMH HeraTHBHO BIMAIOIUMMH Ha NPOTHO3 Cpeay NalMeHTOoB, NOoTy4aBIIHX Jeye-
HHe 1o npoTtokaay MLL-Baby, okasanuch: Bospact mnaaue 6 mecsues (p=0,001);
Haniune MLL-nepectpoek (p=0,004) 1 r1oxoii oTBeT Ha npoda3sy ¢ AexkcameTaso-
HoM (p=0,01). MNpu nposeseHHH KOKc-perpecCHOHHONO aHaIN3a pe3y/IbTaThl, NONy-
YeHHbIe B XoAe OAHO(AKTOPHOro aHaM3a, ObUIM NOHOCTHIO NOATBEPXKAEHBI.

BoiBoapl: BrTioyeHHe ATRA - npenapara, obnagarolero cBoicTsamMu andde-
PEHLHMPOBKM KJIETOK, B CTAHAAPTHYIO MPOrpaMMy XMMHOTEpPaNWH WIS JeyeHHA
ocTporo anmbobiiacTHOro eiiko3a y Aeteii Maaaue 1 roaa, obecneywno AByKpaTHoe
CHIDKEHHe YacTOTh! PeLMIMBOB, NP 3TOM, He NoTpe6oBaloCch NPOBEAEHHA TPaHC-
IVIaHTaLMK KOCTHOTO MO3Ta H yBe/IMYEHHA MHTEHCHBHOCTH NPOrpaMMHON XHMHO-
TepanuH. Hamu niaHupyertcs nposeAeHHe dKCNePpUMEHTaATbHOIO HCCIeA0BaHHA 1A
H3YYeHHA MOJIEKYIAPHBIX MEXaHNU3MOB RIMAHMA ATRA Ha KieTouyHble IMHUKM ¢ MLL
nepecTpoikaMu.
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