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JIEYEHUE OCTPOI'O

JIMMOOBJIACTHOIO JIEMKO3A Y OETEN

B ctatbe npeacTaBneHbl OCHOBHbIE 3Tamnbl COBEPLIEHCTBOBAHMS MPOrpamMM jieyeHus ocTporo aumgo-
6nactHoro neiiko3a (OJ1J1) y petelt oT MOHOTEpPaNUKU NPEeAHU30JIOHOM U 6-MepKanToONypuHOM A0 COBpe-
MEHHbIX MHOTOKOMMOHEHTHbIX PUCK-afaNTUPOBAHHbIX NPOTOKONOB nonnxumuorepanuu. OtaenbHoe
BHUMaHUE yaeneHo aHanusy GpakTopoB pUCKa, KOTOpPble MEHSNIUCL NO Mepe pacluMpeHUs NpeacTaBieHU
0 MoJiIeKynsipHo-6uonornuecknx oco6eHHocTax OJUU1. TonbKo AeTanbHbli aHANU3 KIMHUYECKMX U UMMYHO-
6uonornuecknx xapakrepuctuk OJUJ1 noseonun paspaboraTb COBpeMeHHbIe BbICOKO3((EKTUBHbIE NPO-
rpaMMbl Jie4eHUs1, NO3BONSIOLLME NMONYYUTb Bbi3A0pPOBNeHUs 6onee yem y 80% 60/bHbIX.

Kniouyegwbie cnoga:
ocmpobiti 1uM@obs1acmHbili 1eliko3
neyeHue, demu

cTpbit anmbobnactHeii nerkos (OJUT) anseTca
He TONbKO Hambonee YacTblM OHKONOTMYECKUM
3aboneBaHMeM y feTei, Ha 4O KOTOPOro npu-
Xxopmntcs 25% oT Bcex 310KaYeCTBEHHbIX onyxonen u 64,2%
OT BCeX reMo6/1acTo308, HO U BapuaHTOM remob1acTosa, npu
KOTOpPOM BbInin NoNyYeHbl MepBble YCNexu B Tepanuu 1 nsne-
yeHun 6onbHbIX [1-3]. Hanbonee vacto OJ1/1 6onetoT nuua
MYKCKOro nona B Bo3pacte 2-5 net. lNokaszaHo, yto OJI/1
[LOCTOBEPHO Yalle BCTpeyaetcs npu cuHapome [ayHa, Held-
podubpomaTose | Tuna, cuHaopome bnyma, lBaxmaHa -
[anmoHaa, HuiimereH, aTakcun-TeneaHrnakTasmm [4].
OcHoBHOM uenbto Tepanun OJ1J1 aBngeTcs 3pagmkaums
OMyX0NeBOr0 K/AIOHA M BOCCTAHOB/JIEHWE HOPMANIbHOMO KPO-
BETBOPEHMS. BbiiBNeHMEe NPOTMBONEMKO3HOM aKTUMBHOCTM
NeKapCTBEHHbIX MNpenapaTtoB MPOUCXOAWMNO B pe3sy/braTe
nccnenoBaHui in vitro u in vivo. Tak, Eliot u Hitchings noka-
3a/u, YTO NEeKapCTBEHHbIE MpenapaTbl M3 rpynmnbl TMONYpU-
HOB MPOSBASAN NPOTUBONENKO3HYIO aKTMBHOCTb Ha MbIlIW-
HbIX Mogensax onyxonu, a B 1952 r. Burchenal c coaBT. npo-
[LeMOHCTpMPOBanu, 4to 6-mMepkanTonypuH (6-MI1) okasancs
3 dEKTUBHBIM NPU NEYEHUM OCTPOro NerKosa yenoseka [5].
B Hauane 50-x Pearson u Eliel uccnenoBanm CBOMCTBa KOPTK-
30Ha W agpeHOKOPTMKOTponHoro ropmoHa npu OJ1J1 y netei
M YCTAaHOBM/IM WX CMOCOBHOCTb BbI3bIBATb KPATKOBPEMEHHbIE
pemuccum [6]. Mocnenytowme pabotsl, npoBoanmble B 60-80-e
IT., CyWecTBeHHO oboratunu $hapMakonornio LenbiMM Knac-
CaMu NeKapCTBEHHbIX COeAMHEHM, obnaaatowmx NpoT1BO-
onyxonesbiM 3dpdekToM, NogBUAMCL uuKnodochamua,
L-acnaparnHasa, 3nMnofodUANOTOKCUHbI, BUHKPWUCTUH,
QHTPaUMKAUHbI. HO npoBoAMMbIe McCnenoBaHna yoeauTenb-
HO MOKa3anau, 4To MOHOTepanus NobbIM 13 3TUX NpenapaToB
He cnocobHa npusecTu K gauntensHbiM pemuccuam O [7].
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Paspabotka nepsbix nporpamMMm nevenuns OJ11 y neten
B Poccum nposogunacb B 1970-e rT. noa pyKOBOACTBOM
N1.A.MaxoHoBol 1 C.A. MaskoBo#, Koraa 6bi10 NoKa3aHo, YTo
HanbonbLWKi IDDEKT B NTEYEHUU MOXKHO L0CTUYb, MPUMEHSS
He OOMH, @ HEeCcKoNbKO MpenapaToB, 06nafatoWmnx pasHo-
HanpaBNeHHbIM AeWCTBMEM B OTHOLUEHMM OMYyXONEBOM KNeT-
KW. Bblnn NpennoxeHbl NepBble CXeMbl NOAUXMMUOTEPANUM
OJ1N, Bkntoyaswwme 6-Mr1, BUHKPUCTUH, MPEAHN30M0H, LIUKIO-
dochamupa, pybommumH m L-acnaparumHasy. lNpennaraembie
KOMBMHAUMKM  XMMMOMpPEenapaToB MO3BOAMAM  MOMYYUTb
2-neTHIol0 BbkMBaeMocTb y 10% 60nbHbIx [1,7, 8].

KpaliHe HeynoBneTBOpUTE/bHbIE PE3YNbTaThbl JeYeHUs
OJ111 pukToBanu He0HXO0AMMOCTb MOMCKA HOBbLIX TepaneBTMYe-
ckux noaxopos, U B 70-e . XX B. D. Pinkel npeanoxun KoH-
Lienumio «ToTanbHOM Tepanumy», B OCHOBY KOTOPOM Bbln noso-
KEH MPUHUMN NPUMEHEHMUST HECKONBbKMUX XMMWOMpEenapaTos
NS LOCTUXKEHMS PEMUCCUM U BKIIKOYEHWUS B MPOrpaMMy neye-
HWS Mep, HanpaBfEHHbIX HA MPOMUNAKTMKY HeMponenkosa
(3HpontomMbanbHoe BBeAEHWE XMMMOMPenapaToB W JlyyeBas
Tepanus) [9]. MomobHbIM NOAXOA CYWECTBEHHO MOBbLICKN
pe3ynbTrathl fiedyenns OJUT u no3BoAun AoCTMYb 5-neTHel
obwen BbxmBaemMocTn y 50% 6onbHbIX [9], 4TO CTano nepsbiM
LIaroM Ha NyTv BbI3gopoBaerus aetei ot OJ1/1.

OcHosHoli yenbio mepanuu OJ1J1 agnsemca
3padukayus onyxoneso20 KJ0HA U BOCCMAHOB/IeHUe
HOPManbHO20 KPOBEeMBOopeHUs

M3yyeHne pexmmoB, KpaTHOCTM M CNOCOBOB BBeLEHMS
LUMTOCTaTUYECKMX CPefCcTB CTafio OCHOBOM AanbHewLero
COBEPLUEHCTBOBAHMS CXEM MOAMXMMMOTEPANMM U Npoobpa-
30M 151 KOHUENUUKU NpoToKoabHOro neyeHns OJ1J1, Bktoya-
IOLLEr0 MHAYKUMI0 PEMUCCUM, KOHCONMAALMIO U NMOALEPKM-
BAIOLLLYIO Tepanuio.

B nporpammax, paspabotaHHbix Riehm et al., npenapatbl
[LayHOPYOMLMH, BUHKPUCTWH, NPeAHU30M10H U L-acnaparnHasa
MCMNONb30BaNNCh Ha 3Tane MHAYKLUMKW PEMUCCUMM, @ LMKIO-



dochamup, untapabuH, 6-MIM n MeToTpekcaTt npu npose-
[EeHUN KOHCONMAMpYloWero 3tana Tepanuu (npotokon ).
5-netHas 6eccobbitnitHasg BbikmneaemocTb (BCB) okasanach
55% [10]. B 1976 r. aBTOpbl MPONOHIMPOBAAN MPOrpaMMy
neyenwus, nobasme npotokon Il. bbino nokasaHo, 4To CpokM
nposeaeHuns npotokona Il He BAManu Ha nokasatenu apdek-
TMBHOCTM Tepanuu 1 0Ka3anucb OAMHAKOBbIMM MPU ero npo-
BeAEeHUN yepe3 2 MecC. uan cpasy nocne npotokona | [11].
Npeonorus npoeneHuns npotokona |l 3aknwyanace B fanb-
Helwen peayKLMM OMyXOneBOro KAOHAa, LOCTUIHYTOW Mpu
npoBeLeHun npotokona |.

MapannenbHo € m3yveHnem 3OOEKTUBHOCTU PA3ANYHBIX
NPOTOKOJIOB MOIMXMMUOTEPANUM LLNO MCCNEL0BAHUE KITUHU-
Yyeckmx ocobeHHoCTel, MOPPONOrMYECKMX, UMMYHONOrMYe-
CKMX W umTOoreHeTmuyeckmx xapaktepuctmuk OJI/1. B Poccun
60MblION BKNAL B M3ydyeHue OMONOTMM M UMMYHONOTUM
onyxonesow knetku npu OJ1J1 BHecan paboTbl bapbilwHKWKOBA
t0.B., leHckown P.B., bynbiyeBon T.W., TynuubiHa H.H. n ap.
[12-15]. NMony4eHHble faHHble NO3BOAUAW OnpenenuTb dak-
Topbl HebnaronpuaTHoro nporHosa OJ1J1, KoTopble CHUXatOT
nokasaTtenu BbBKMBAeMOCTV HONbHbIX: BO3pacT mnagwe 1 u
ctapwe 10 net, MyKCKoW non, rmnepnenkoumTos 6onee 50
TbiC., nopaxeHune LUHC, Tun 6nactoB no FAB-knaccudukaumm
L2-3, T-kneTouHbli mMmyHodeHotnn OJ1J1, TpaHcnokauus
t(9;22), nnoxov otBeT Ha npenHu3onoH [13]. Mpowusowno
pa3sgeneHune 60NbHbIX HA CTAaHAAPTHYH, CPEAHIO U BbICOKYHO
rpynnbl pucka. Mogo6HbIM noaxon onpenennn nporpammy
neyeHns BONbHbBIX M3 CTAaHAAPTHOM WM CpegHel rpynn pucka
Kak MeHee TOKCMYHYH, COMPOBOXAAEMYIO B MEHbLIEM MPO-
LleHTe CIy4aeB THKENbIMU OCNOXKHEHMSIMU, B TO BpPEMS Kak
Mpy BbICOKOM rpynne pucka NpoOBOANUTCS UHTEHCUBHAS MOAN-
XMMKUOTEPanus, NOBbILLIAKLLASA BbIXXMBAEMOCTb HONbHBIX MPH
Hannyinm GakTopoB HEHBNAroNPMLTHOrO NPOrHO3a.

MN3yyeHne KMHETUKM U CYTOUHBIX PUTMOB BUONOTMYECKOM
aKTMBHOCTH onyxoneBon knetku npu OJ1JT no3Bonuno c yye-
TOM NepuoLOB AENEHUS U NMOKOS ONPefennTb PeXnMbl BBE-
[leHUS XMMUONPEenapaTos, NPOAEMOHCTPUPOBATb, YTO 0653a-
TeNbHbIM yCcnoBMeM ycnewHoro nedvernus OJIJ1 saBngertcs
cTporoe cobntogeHne BpeMEHHbIX MHTEPBANOB Tepanuu [16].
Ha ocHOBaHMM MCCNefoBaHMIA HA KMBOTHbIX M MaTeMaTuye-
CKMX Mofenein, NpeuvMyLLecTBEHHO 3MMMpUYeckn, Bbino
NpeanoXeHo UCMONb30BaTb YepedyHLLIMecs NeKapcTBEHHbIE
KOMOUWHauum, obnagatoliMe Manoi nepekpecTHOW pesu-
CTEHTHOCTbIO M NOTEHUMPYOLWMMUK 3bdeKTaMu, 4To NpensT-
CTBYeT BOCCTaHOBNIEHUIO NEMKO3HbIX KIETOK M Pa3BWUTUIO
pe3nCTeHTHbIX KNoHoB [17].

CoBepLUeHCTBOBaHME MpOrpaMM Tepanuu C Yy4eToM
MMMyHoBuonornyecknx ocobeHHocten OJ1T nossonuno
HWBENUPOBaTb He6NAronpusaTHOE NPOrHOCTUYECKOE BAWS-
Hue Takmx (HakTopos, kak Tun 6nactoB no FAB-knaccudmka-
UM 1 T-kneTouHblt uMMyHodeHoTun OJ1/T [18, 19].

Puck-apanTupoBaHHas Tepanusg npecnefoBana LUenb
[OCTUXXEHUS He TONbKO MaKCMMaibHO BbICOKMX HEMOCpes-
CTBEHHbIX MoKa3atenen 3POeKTMBHOCTM Tepanuu B Buae
MOBbILIEHMS YACTOTbl MOAHBIX PEMUCCUIA U Be3peLnanBHOWA
BbIXKMBAEMOCTU, HO M OTAANEHHbIX MOKa3aTenei — obulei
BbKMBAEMOCTH, YACTOTbl OTCPOYEHHbIX MOBOYHBIX pEaKLMii
NPOBEAEHHOrO NleYeHus.

OLHUM M3 OCHOBHbIX HebnaronpusaTHbIX GakTOpoB Npu
ONN1 sBngetca nopaxerne LIHC B CBA3M C OrpaHMYeHHbIM
NPOHUKHOBEHWEM XMMMOMNPENapaToB Yepes reMatosHueda-
nunyeckuit Gapbep [4]. TepBble MOMNbITKM NPODUNAKTUKM
Helponenkosa C MCMONb30BaHWEM Ny4eBOW Tepanuu Bbiiu
npeanpuHsatel B 1973 1. D. Pinkel St.Jude Children’s Research
Hospital. bbina nokaszaHa 3GEKTMBHOCTb KPAaHMO-CMUHANMb-
Horo obnyyeHus B cymMMmapHon ouarosow pose (COL) 24p
Ang npodunakTuku neikosHoro nopaxenus LHC [20, 21].
Moandurkaums MeToLoB NPOPUNAKTUKM HeMponelkosa Lwna
no MyTWU CHUXEHWS A03bl Ny4eBOW Tepanuu U NMpUMEHEHUS
MeToTpekcaTa, uuMtapabuHa v NpeaHU30/0Ha NS UHTpaTe-
KanbHoro BBedeHWs. KoMBWHMPOBaHHAs XUMWONyyeBas
Tepanug (COL 18[p) okaszanacb He MeHee 3QHEKTUBHON
nyyeson tepanum B COL 24 Tp, HO CONPOBOXAANacb MeHb-
MM YUCIOM OTAANIEHHbIX NOBOYHbIX peakuui [22, 23].

U3yueHue pexkuMos, kpamHocmu u cnocobos
8BedeHUs yumocmamu4eckux cpedcms cmasno
0CHOBOLUI 0a/bHeliuie20 coBepuieHCMBOBAHUS CXeM
nosuxumMuomepanuu u npoobpasom 01 KoHyenyuu
npomokosnbHo20 nedeHusn OJ1/1, skaouawe20
UHOYKYUIo peMuccuu, KOHconuoayuio

u noddepxxusaroujyio mepanuio

Nuameuayanusaums Tepanuun OJ1J1 yuutbiBana He TONbKO
pacnpeneneHve nNauMEHTOB Ha MPOrHOCTMYECKME Tpynmbl
puCKa, HO U M3MEeHeHWe [03 XMMMOMpenapaTos AN 3HAO-
NtoMBanbHOro BBeAeHMS C y4eToM MOpDOPYHKLMOHANBHOM
3penoctn LUHC. Tak, B 1978 r. 6bina onpegeneHa ontumarsb-
Has fo3a MetoTpekcaTta — 12 mr, umtapabuHa 30 Mr u npea-
Hu3onoHa 10 Mr ang pgetei ctapwe 3 net. [MonobHas TakT1ka
He TONIbKO AOCTOBEPHO yMeHblumnna Yactoty LUIHC-peumnanBos,
HO W CHM3MNA HEMPOTOKCUYHbIE MOBOYHbIE 3P dEKTbI Tepa-
nun [1, 23, 24]. OoHWM U3 pe3ynsTaToB UCCNEA0BATENBCKOTO
npotokona CCG-161 cranu gaHHble 0 TOM, 4TO NPObUNaKTU-
yeckoe 0b6NyYeHwWe roNoBHOrO MoO3ra Ang MpodUNaKTUKK
Helrponeikosa Takxke 3QdeKTUBHO, Kak U 3HA0NOMOANbHOE
BBEAEHME MeToTpeKcaTa y NaumeHToB M3 rpynnbl CTaHAApPT-
Horo pucka OJ1N [25].

Ewe ooHmM npuHumnom ycnewHoro nevenns OJ1J1 ctano
nonoxeHne 0 HeobxoAMMOCTH NPOBEAEHNS AAUTENbHON (4O
2 neT) NOALEPXKMBAIOLLEN TePAaNUK, HaNpaBAeHHOM Ha Mak-
CMManbHyl0 pefyKUMI0 pe3nayanbHOro neiKo3HOro KoHa.
[ina atoro ncnonezosanuch 6-MI n MeToTpekcaT [26].

CnepnoBaTtenbHO, KOHLUEMUMS  PUCK-aAanTMPOBaHHOM
Tepanuu, CoCTosLen M3 UHAYKLUMKM PEMUCCUM, KOHCONMAA-
LMW, paHHeN MHTEHCHdUKALMM C 06S3aTeNbHbIM NPOBEAEHM-
eM npoduNakTUKM HEMpONenko3a M MNOALEPXKUBAIOLLLEN
Tepanuen CTanu OCHOBOW BCEX CYLLECTBYHOLLMX MPOTOKONOB
neyennsa OJ1N1 y petei.

B 80-e rr. XX B. B OTAEMbHbIX KNMHUKAX KOHLEHTPUPYETCS
Hay4YHO-NpaKTUYecknii MaTepuan no 3QdEeKTUBHOCTU pas-
NIMYHBIX cxeM nedverus OJUT y geTei, HO AN MAaKCMMasbHO
MOJTHOW €ro OLEHKM 1 KPUTUYECKOro aHann3a Crtana oveBns-
HOM HeOBXOAMMOCTb OpraHM3aLLMmn MybTULEHTPOBBIX UCCNEe-
[LOBAaHWM U MEXAYHAPOAHbIX HAayYHbIX rpynn, KoTopble Obl
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MO3BOIMAN HE TONbKO 060OWMTL AaHHbIE KIMHWMK, HO M
onpenenuTb CTpaTerMyeckmne nyTu AajbHeLlero CoBepLUeH-
cTBOBaHMA nporpamm Tepanuun OJ1/1y getein. OagHon 13 nep-
BbIX MOAOOGHbIX rpynn CTano obbeArHEeHWe CneuuanmcToB
knuHuk bepnauHa, ®pankdypta M MioHctepa (Berlin-
Frankfurt-Munster) 8 BFM-rpynny. [lepBbie npoTOKONbI
neyenusa OJ1/1, npepnoxeHHble rpynnoi BFM, - ALL-BFM 83,
86 BkntoYanu npotokon | (MpefHU30M0H, BUHKPUCTUH, Aay-
HopybuumH, L-acnaparnHasa, umknodpocdamua, 4 6noka
untapabuHa un 6-Mr1), npotokon M (MeToTpeKcaT B BbICOKMX
[03ax), npotokon |l (aekcameTasoH, BUHKPUCTWH, aapuamu-
UMH, L-acnaparuHasa, umknodbochamua, 2 6noka umrapabu-
Ha n 6-MI). Bcem 6onbHbIM NpoBoAmMnach NpoduaakT1ka
HeWponeikosa 3HA0NOMOaNbHBIM BBEAEHMEM METOTpeKca-
Ta. Kputepuu rpynn pucka BKIOYAAN UHWULMANBHbIA NeiKo-
unto3 (bonee 100 TbiC.) M OTBET Ha 7-AHEBHYK npedasy
npenHun3onoHom [27]. OOHMM M3 BbIBOAOB MO MPOTOKONY
ALL-BFM 86 ctano 1o, 4to BKAtOYeHne npoTtokona |l B mpo-
rpaMMy fie4eHns LOCTOBEPHO MOBbLIWAET pe3ynbTaThl Tepa-
MWK BO BCEX MPOrHOCTUYECKMX rPYNMnax pucKa, a NoBblleHne
[03bl MeToTpekcaTa npu nedermn T-O/11 go 5 rp/m? ysenu-
ynBaeT BeposTHOCTb 5-netHert BCB po 72%. MoBblweHue
nokasartenen BbbkMBaeMocTn 6onbHbix OJU1 13 rpynnbl
BbICOKOrO pWMCKa MpU BKKOYEHWMU B MpOrpammy Tepanuu
npotokona Il 6bino nokasaHo B nccnenosaHun AIEOP-95, B
kotopom 10-neTHsig BCB cocrasuna 70,1% [28].

He Tonbko ycnexu xumuoTepanum cnocobcTBoBanm
YNyYLIEHWIO MoKa3aTenei BbDKMBAEMOCTU BOMbHbIX, HO U
pa3paboTka MNpPOTOKONOB COMPOBOAMTENbHONW Tepanuu,
CTPYKTYpPbl AETCKMX OHKONOrMYeCcKMX oTaeNneHui, obyyeHme
nepcoHana [29].

MapannensHo ¢ rpynnon BFM B lepmaHum cospaeTtcs
Hay4HbIM KoHcopumyM COALL, koTopbii B 80-e rr. XX B. cTa-
BMT 33434y CHM3UTb YACTOTY NleTaslbHbIX MCXOAOB Ha 3Tane
MHOYKUMM peMmuccumn b6e3 cHuxeHus oblien 3dhdekTUBHO-
ctm Tepanun. OoHMM M3 CNoCOBOB AOCTUXKEHMS NOCTaBNEH-
HOM 3ajauu CcTano mcknwyeHue L-acnaparvHassl U3 Tepa-
nuu uHaykumm OJ1J1 33 cyeT TOro, YTO AaHHbIM npenapaTt
yBENMYMBAET YaCTOTy TPOMOO30B NMPU UHTEHCUBHOM UHAYK-
LMOHHOM KneTo4YHoM pacnage. OTcyTcTBMe L-acnaparmHassl
B MPOTOKO/E Tepanuu MHAYKUUK MPUBENO K TOMY, 4TO HU Yy
04HOro 13 60MbHbIX (1818 NauMeHTOB) He pa3BMAUCH TPOM-
6oTnyeckne ocnoxHeHus [30]. M3MeHeHMs nporpammbl
Tepanuu KOCHYIMCb M BOMbHbIX CTaHAAPTHBIM PUCKOM, rae
unknodbochamua 6bln 3aMeHeH Ha MeToTpekcaT B gose 1
rp/M? Ha 3Tane paHHel MHTEHCUdUKALMM, @ MPU BbICOKOM
pucke metotpekcat (1 rp/m2) 6bin 4o6aBREH K LMKNO(OC-
damuay. MopobHbli nogxod nossonun nonyyunts 10-net-
Hioto BCB y 50% 6onbHbix [31]. JanbHerwas MogndukaLms
npotokona rpynnbl COALL kacanacb 60/bHbIX rpynmb
BbICOKOrO pWCKa, B MpPOrpaMMmy NleyeHus KOTopbIX Oblin
BK/IOYEHbl KOPOTKME BbICOKOMHTEHCMBHbIE On0okM [XT,
BK/IOYABLUME BbICOKOAO03HbIM LMTO3ap (10-netHas BCB
coctasuna 66,4%) [32, 33].

MHoronapameTpuM4yecknin aHanu3 pesynsTaToB Tepanuu
60nbHbIX BbICOKOM TPYMMbl pMCKa MOKasasn, YTo He UMeRT
MPOrHOCTMYECKOM 3HAYMMOCTH Takne HaKTopbl, Kak AUTeNb-
HOCTb MHTEHCMBHOW XMMMUOTEPANuM, OTHOCUTENbHAS MHTEH-
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CMBHOCTb A03bl, CyMMapHble KypCOBble A03bl NMpenapartos.
Jinwb pocTmkeHne peMuccun Ha 28-i AeHb neyeHus Hbi1o
CTAaTUCTUYECKM OOCTOBEPHBIM MPOrHOCTUYECKUM (DaKTOPOM
[34]. MporHocTnyeckas 3Ha4YMMOCTb Obina MokasaHa Ans
Takoro GakTopa, Kak OTBET Ha JayHOpybuumH Ha 1-i Hep.
Tepanuu, Npu 3TOM 3HaYyeHWe OTBEeTa Ha NPenHM30/I0H He
yMeHbluaeTcs [35, 36]. lNpu cpaBHUTENbHOM aHanu3ze addek-
TMBHOCTM 6-MIT 1 6-TMOryaHWHA Ha 3Tane NoAAEPXKMBAIOLLETO
neyeHns He HbINO NMOKA3aHO MPEUMYLLECTBO TOFO MAM MHOTO
npenapata: 5-netHss BCB B rpynne 60nbHbIX, NOAYYaBLIMX
6-MTr1, coctaBuna 82,8%, 6-TmoryanunH - 80,1% [37-39]. Takxe
He OblJI0 MOKA3aHO NPeUMYLLECTB B BbIKMBAEMOCTU BOMbHbBIX
B 33aBMCMMOCTM OT AUTENbHOCTM MHADY3UKM AayHOPYOULIMHA
(BBEAeHMe B TeueHne 24 4 unun 1 y) [35, 36].

B 1994 r. 6binn npencTaBneHbl pe3ynbTaTbhl MPOTOKONA
ALL-BFM 90, B KOTOpOM NoKa3aHo, 4To 0b61y4YeHne ronoBHo-
ro mosra B CO[ 12p 3HauuTenbHo cHukaeT yactoty LUHC-
peunansoB u nosbiwaet bCB no 82% [39]. MccnenoBaHus
rpynnbl COALL Takxke NpoLeMOHCTPUMPOBANM BO3MOXHOCTb
CHWXXEHMS [03bl Iy4eBOM Tepanuu npu npodunakTMyeckom
obnyyeHnn LIHC 6e3 cHuxeHMs pe3ynbTaToB fieyeHus
(10-netHasa BCB = 76,3%) [40].

He mMeHee akTyanbHoM 3agaven npotokona ALL-BFM 90
ObIN0 CHWXKEHME YACTOTbl OTAANEHHbIX MOCNEACTBUIA Tepanuu
33 CYET YMEHbLUEHUS CYMMapHOM A03bl aHTPAUMKIMHOB Ha
aTane MHAYKUMKU peMUCCUM Y BONbHBIX CTaHAAPTHOM M Cpea-
Hel rpynn pucka [41]. Mpu cpenHer rpynne pucka 60abHbIM
NpOBOAMNACH JIy4eBas Tepanus Ha rofloBHOM MO3r U yBeU-
YyeHue yncna BeefeHui L-acnaparnHasbl Ha 3Tane KOHCOoNu-
[auMU pemMuccum, a B nledyeHne 60/bHbIX BbICOKOW rpymnmbl
pucka Bbinm BKIKOYEHbl 9 60KOB BbICOKOMHTEHCUMBHOM MXT,
npoBoAMMoOW nocne npotokona l. B 3to xe Bpems Children’s
Oncology Group npenctaBwuna pesynbTathl, yoeauTenbHo
[l0Ka3aBLUIME, YTO HeyLOBIeTBOPUTENbHbIA OTBET Ha Mpea-
HWM30/0H Kak HebnaronpusaTHbIM (GakTop MpOrHo3a MOoXeT
ObITb HMBENMPOBAH MPU MPOBELEHWU OTCPOYEHHOM UHTEH-
cMdUKaumMm Tepanuu, a ABOMHAS OTCPOYEHHAs MHTEHCUDU-
Kaumsa ynydlaeT pe3ynbTaTbl fevyeHus O0NbHbIX CpefHen
rpynnbl pucka (5-netHas BCB = 75%) [34].

MHoz2onapamempuyeckuli aHanu3s pesybmamos
mepanuu 60/1bHbIX BbICOKOU 2pynnbl pUucKa nokasan,
umo He uMelom npo2Hocmu4eckoll 3Ha4uMocmu
makue ¢gakmopbl, KaK 0/umenbHOCMb UHMEeHCUBHOUI
XuMuomepanuu, 0mHocumesbHAA UHMeHCUBHOCMb
003bl, CyMMapHbie Kypcosble 003bl npenapamos

OpHowt n3 uenen npotokona Dutch ALL VI ctano um3yve-
HWe 3hdEeKTMBHOCTM AeKCaMeTa3oHa WM NpeaHM30/I0Ha Mpu
neyenun OJIJ1. Okasanocb, 4YTO AeKkcaMeTa3oH obnagaet
6onee BbIPAXKEHHBIM MPOTMBOOMYXONEBbIM 3hdEKTOM B
OTHOLLIEHWM NIENKO3HbIX KIEeTOK, HO LOCTOBEPHOrO MpenMmy-
LLLeCcTBa OHOIO KOPTUKOCTEPOMAHOTO NpenapaTa nepes apy-
M He Bbino nokasaHo: 4-netHas bCB coctasuna 88% (npu
MCNONb30BaHWM AekcameTasoHa) u 81% (npu Tepanuu npepn-
Hu3onoHoM) [42]. B uccneposanumn CCG-1922 Takxke 6bin0
MOKa3aHo, 4TO MPUMEHEHME AeKCaMeTa30oHa [AO0CTOBEPHO



yMeHbluaeT yactoty LUHC-peunamnBos, a BHyTp1BEHHOE BBe-
neHne 6-Ml1 He umeeT NpemMyLLEeCTB MO CPABHEHUIO C NEpo-
panbHbIM NpueMoM npenaparta (5-netHsas bCB = 81%) [43].

CospemeHHas xumuomepanus O0J1/1 docmuzna
€B0e20 MaKcuMyMa, U yXxe 8 medeHue decamusaemus
Habnodaemcn cmazHayus 8 nosy4aembix
pe3ysibmamax npu sie4eHuU 0aHHo20 3abonesaHusn

MapannenbHO C MCCNeoOBaHUAMM, U3yHAOLWMMKN D deK-
TMBHOCTb [eKcaMeTa3oHa M MpeLHM30/M0Ha, B MPOTOKOMAX
Tepanuu OJ1J1 npoBoannuce pabotsl, kacatowmecs 6-MIM1 u
elle ogHoro npenapara M3 rpynnbsl aHTAarOHMCTOB MypUHOB —
6-TnoryaHuHa. Tak, B uccnegoaniumn COALL-92 6bino ybeam-
TeNIbHO MOKa3aHo, YTO NPUMEHEHUE 6-TUOTYyaHMHA COMPOBO-
XA3aNoCb MoBblleHMeM MOOOYHbLIX MUENOTOKCUYECKMX
3 dekToB 6€3 NOBbILEHUS Pe3yNbTaToB Tepanuu (5-neTHas
BCB = 76,9%) [44].

B 1990-e rr,, B pabotax Meleod u Relling 66110 nokasa-
HO, YTO OAUTENbHOCTb npueMa 6-MI1 gBngeTcs dakTopom
nporHo3a npu OJ1/1 y netei. Tak, HEMTPONEHMS, BO3HMKAIO-
was B pe3ynbrate npueMa 6-MT1, 3acTaBnsieT yMeHbLIaTb
[103y npenapaTta Bn/0Tb 40 €ro OTMEHbI, YTO COMPOBOXAAET-
cs cHwkeHnem BCB. Ecam ymaBanocb MpoLOMKUTb Npuem
6-MI1 HenpepbIBHO, AaXe B MUHMMANIbHOW [03€, TO CHUXe-
Husa BCB He nponcxoaut [45,46], B cBA3M € 4eM BbIo caena-
HO 3aK/lloYeHne 0 HeobX0AMMOCTH AIUTENbHOTO, NOCTOSHHO-
ro npmvema 6-MrM1 B MakCMManbHO NepeHoCMMON Ao3e.

B nccnepoBaHmsx in vitro 661 MOKa3aH CMHEPTU3M Oent-
ctBug 6-MI n meTotpekcata [47-49], 4o 0BBACHUNO UX
[lanbHellee COBMECTHOE NPUMEHEHMI B NpOoTOKoNe M 1 Ha
3Tane nopaepxueatowei Tepanum [50, 51].

Hanbonee BaxHble [OaHHble, ONpeAenvBLIME POSb M
mecto /1T B nevermun OJIJ1 y peTteit, 6biamM NoayyeHsbl B Xo4e
aHanuza pesynbratoB npotokona DCLSG ALL-6: oTkaz ot
NpoBeAEHUs Ny4eBOW TepanuMu BO3MOXEH B rpymnne CTaH-
[apTHoro W cpenHero pucka OJI/1 u3 npenwecTBeHHML,
B-kneTok npu BKAKOYEHUM B NPOrpaMMy CUCTEMHOW Tepanuu
[leKkcameTa3oHa, NPoBeAEHUMN NPODUNAKTUKM Helponeliko3a
Tpems npenapataMu (METOTPEKCATOM, LMTapabuHOM 1 nNpea-
HM30/0HOM) W UCMO/b30BaHMM METOTpeKCaTa B A03e 2 rp/m2
B npoTtokone M, 5-netHas BCB cocrasuna 72%. B xome
nocnenywlwmx wuccnenosaHuii (npotokon DCLSG ALL-8)
MOKa3aHo, YTo BHYTPMBEHHbIe BBeAeHus 6-Ml1 He noBbiwatoT
pe3yneratoB Tepanuu, 10-netHaa BCB coctaBuna 63,4% [52].

BaxHble BblBOAbI, ONpeaenmBLIMe AaNbHENWY MOANDU-
kauuto nporpamm OJ1T y geTew, 6binm nonyveHbl B UCCNeno-
BaHun POG (1986-1994): BHyTpMBEHHOE BBeLeHME METO-
Tpekcata 6onee 3QdEKTUBHO MO CPaBHEHWIO C ero nepo-
panbHbIM MPUEMOM BO BpeMs MHTeHcuduMKauun; 6nokosas
Tepanus CyWeCTBEHHO He MOBbIWAET pe3ynbTaTbl NeYeHus
60MbHbIX M3 TPYNMbl BbICOKOrO pUCKa; MHTEHCUBHAS KOHCO-
NMOAUMS PEMUCCUM C BKItoYeHWeM L-acnaparuHasbl ynyd-
waet pesynbratbl nevyeHuns T-OJU/1. Ha npotokone POG
(1986-1994) 5-netHss BCB cocraBsuna 70,9% [53].

OcobeHHocTbio npotokona ALL-mBFM 95 nng neten co
CTAHAAPTHBLIMU U CPEAHMMU MPOrHOCTMYECKMMM TpynnamMu

pUCKa CTano CHUXeHue [03bl L-acnaparuHasbl B npoTokone
I (5 000 ME/M2); nposepnerue JIT Ha ro0BHOM MO3r NPOBO-
Onnocb B rpynne 60bHbIX BbICOKOW rpynnbl pucka, T-OJ11
(COL = 121p) v npu MHMLManbHoM nopaxeHun LUIHC (COL, =
18Ip). Mpu cpeaHent rpynne pucka OJ1J1 B npotokon M 6bin
nobasneH umtapabud 200 Mr/MZ BBOAWUMDIN B TeueHue 24
4 (9, 23,37 v 51-i oHK), n NOLAEPXKMBAOLWAs Tepanums Npo-
BOAMNACH YepefyllwmMMnCcs KypcamMu AeKCamMeTa3oHa M
BMHKPUCTMHA. B xope aHanusa AaHHbIX MO pe3ynbratam
Tepanuu no npotokony ALL-mBFM 95 66110 nonyyYeHo Bax-
HOe 3aK/toYeHMe O TOM, YTO TPAaBMATMYHASA CMIUHHOMO3rO-
Bas MYHKUMSA SBNSETCS BaKHbIM (aKTOpOB Hebnaronpusr-
HOro nporHo3a. 5-netHdas BCB Ha paHHOM npoTtokone
coctaBuna 79%. CnepoBaTenbHO, BbICOKME MOKasaTenu
MHoroneTHer bBCB, pocturHytble 6narogaps  puck-
alanTUPOBAHHOW XMMWUOTEPANMM W CONPOBOAMTENbHOWM
Tepanuu, N03BONUAN CBUAETENBCTBOBATbL O NOTEHLUMANBHON
nsneunmoctu OJ1/1 y neten [54].

Cnepyet OTMETUTDb, YTO 33 NOCIEAHWE HECKONbKO Aecs-
TMnetTuin B npotokonbl Tepanuu OJIJ1 y peteit He 6bino
[06aBNeHo HWM OAHOro HOBOro npenapata. lonyyeHHble
LOCTMXKEHMS OCHOBaHbl Ha MOAMDUKALMM PA3NNYHbBIX KOM-
BUHALMIA yXKe CYLLeCTBYIOLWMX XMMUOMNPENAPATOB, CHMXE-
HMM YACTOTbl OTAANEHHbIX NOBOYHbIX 3PhEKTOB U coBep-
LIEHCTBOBAHMU MPUHLMMNOB aHTMOAKTEpManbHOM, NPOTUBO-
rpnbKoBOM W TpaHChy3MOHHON Tepanuu. Pe3ynbTaTthl Tepa-
nuu petei ¢ OJ1/1 B ucTopuyeckoM acnekTe npeacTaBieHbl
B mabauye 1.

Tabnuua 1.  CpasHuTenbHblif aHanu3 3 peKTUBHOCTH
npotokonoB Tepanuu OJ1/1y peteit

AIEOP-ALL88 66,4 [55]
AIEOP-ALL 91 70,8 [56]
AIEOP-ALL 95 72,5 [57]
ALL-BFM 86 7 58]
ALL-BFM 90 78 [41]
ALL-mBFM 95 79 [54]
(CG-105 62 [59]
(CG-8882 72 [59]
COALL-89 76,3 [40]
COALL-92 79 [60]
COALL-97 749 [60]
Dana-Faber 85-01 78 [61]
Dutch VI 634 5]
POG 70,9 [53]
NOPHO ALL-92 75 [62]
NOPHO ALL-2000 75 [62]

Mpumeyanue: MeanaHa Habnoaenus ot 5 ao 10 net.
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[OaHHble mabnuysr 1 ybeouTenbHO AEMOHCTPUPYHOT
ycnexu B Tepanuu OJIJ1 y peTeit, 4oCTUrHyTble Bnaropaps
MHTEHCMbUKALMKM 1M COBMIOAEHMIO MPUHUMNA pUCK-afan-
TUPOBAHHOW Tepanuu.

OpHoM 13 coBpeMeHHbIx nporpamm neyeHuns OJIJ1 crtan
npotokon ALL IC-BFM 2002, koTtopebiit siBnsieT coboi TecHoe
B3aMMOLENCTBME KNMHUYECKON M PYHOAMEHTANbHOW OHKO-
norun. B paHHOM npoTokone ctpatudukaumg 6onbHbIX Ha
MPOrHOCTMYECKME TPYMMbl PUCKA YYMTbIBAeT BO3pacT 60/b-
HOro Ha MOMEHT amarHocTukm OJ1J1, UHUMUMANbHbIA NENKOLM-
TO3, OTBET Ha NPefHM30M0H K 8-My AHI0 Tepanuu, AaHHble
MuenorpaMmbl Ha 15-i neHb neveHns, UMMyHonornyeckue u
untoreHeTnyeckme ocobeHHoctn OJI/1. Mpu CcTaHAapTHOM
pUCKe YMEHbLUEHO YMCO BBEAEHWI AAayHOPyOUUMHA, a B
npotokone M 103a MeToTpekcaTa cocTaBnseT 2 rp/M? v Tonbko
npu T-OJ1/1 BonbHble MOAYYAIOT METOTPEKCaT B A03e 5 rp/M2.
B rpynne 601bHbIX BbICOKOTO pUCKa C LLeb KOHCONMAALMM
pemuccum nocne npotokona | nmposogutca 6 6nokos MMXT
(HR1, HR2, HR3) ¢ yBennueHHOW A030W L-acnaparnMHasel o
25 000 ME/MZ, nocne koTopbix cneayet npotokon |l

[ONS MAUMEHTOB rpynnbl CTaHAApTHOro pucka (SR): oueHka
3 DEKTUBHOCTM ABYX KOPOTKMX KYPCOB penHTeHCMbUKaLmnm
(npotokon Il x 2) BMecTo ogHoro npotokona Il npu coxpaHe-
HMW KYMYNSTUBHOM [03bl HONbLIMHCTBA XMMUOMNPENAPATOB,

ong rpynnel cpenHero pucka(IR): oueHka sdhdekTMBHOCTH
3 npotokonos |l BMecto npotokona Il ¢ uenbo penHTeHCHU-
dukaumm,

[N rpynnbl BbicOKoro pucka (HR): cpaBHMTENbHAS OUEH-
Ka 3 nocnepnoBatenbHblx npoTtokonos I, 2 npotokonos Il 1
3 B10KOB BbICOKOAO3HOM XMMMOTEPanuM C NOCAELYHLWUM
npotokosiom .

B npotokone ALL IC-BFM 2002 npepnnoxeHo nposefe-
HWe OLEeHKM MUHWMManbHOM ocTatoyHon 6onesnn (MOB)
MEeTOAAaMM NONMMEPA3HON LLeNHOM peakLun 1 NporHocTnye-
ckast ponb MOB npu OJI/1 y peteit. Kpome oueHKM NporHo-
ctmyeckoro BnausHus MOB, nnanmpyetcs Moaudumkaums
rpynn pucka OJ1]1 ¢ yuetom MOB-craTyca [63].

Takmum obpasom, OJIJT y peTteit B HacTodulee Bpems
nepewen u3 paspana MHKYpabenbHbIX B MOTEHLMANbHO
nsneynmole 3abonesanuns. Habnwogaemblr Hamm nporpecc
B neyeHun OJIJ1 ctan BO3MOXeH 6Gnarogaps rnybokomy
M3YyYEHUIO MONeKyNSIpHO-6MONOTMYECKMX U MMMYHONOIMU-
yecknx ocobeHHOCTel 3aboneBaHus, ONpPefeneHNo Kau-
HUKO-6Monornyeckux hGakTopoB NporHo3a M paspaboTke
PWCK-afanTMpoBaHHoM Tepanuun. COBpeMeHHas XuMMuoTe-
panus OJ1/1 pocTurna CBOero MakCMMyMma, 1 yxxe B TeHeHune
necatuneTns HabnwLaeTcs CTarHauus B MOJyyYaeMmblxX
pe3ynbTatax Mpu NeyeHun OaHHOro 3aboneBaHus. Lanb-
Helllee COBEpLIEHCTBOBAaHWE MpPOrpamMm neyeHus bOynet
HanpaBfNeHO Ha CHWXEeHWe TOKCMYHOCTM Tepanuu B Npo-
FHOCTMYECKM BNAronpuaTHbIX rpynnax nauMeHToB M pas-
paboTKy TapreTHbix cTpaternin nevenus OJI/1 no Mepe
NoNy4YeHUs AaHHbIX O KI0YEBbIX Buonormyeckmx bakropax
nenkKosoreHesa.
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CrpaHuua 88
1-6,2-8,3-a2,4-,5-1,6-3,7-1,8-,9-r,10-4,11-6,12-2a,13 -6.

Crpanuua 147
1-8,2-r,5-1,4-6,5-a3,6-8,7-B,8-23,9-a,10-a.
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Bbl MOXeTe 3anpoCuTb B peaakumu.





