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JlumcpobnacTHble numdombl (JTIBST) cocTaenstoT o 25—30% Bcex CnyvyaeB HEXOAXKKMHCKMX numcom (HXJ/1) B negnaTpun. Lienb
paboThl 3aknoyanacb B uccnefoBaHnn 3heKTUBHOCTM NnevyeHns geTeill u nogpocTkoB ¢ JIBJ/T no npoTokonam NHL-BFM-90
n NHL-BFM-95 B ycnoBusix MOCKOBCKOro permoHa. B aHanus BkntoyeHo 58 (40 My>KuuH, 18 >KeHWMH) NepBUYHbIX NauneHToB ¢ T-
nB-NBJ1 B Bo3pacTe oT 1,5 g0 21,6 roga (Megnana 11,0 roaa), NponeyeHHbIX N0 yKa3aHHbIM NpoTOKonam B nepuog ¢ 05.1991 r. no
08.2008 r. BonbWKNHCTBO NaymeHToB — 52 (90%) — nonyuunn neyeHne, nogobHoe Tepanuu ocTporo MMM obaacTHoro neiikosa (OJ11)
no npoTokony NHL-BFM-90 nan NHL-BFM-95 ans He B-HX/1, a yacTb — 6 (10%) — «6n0okoByto» Tepanuto no NHL-BFM-90 ans
B-HXJ1. YacToTa nonHbix pemuccuiti cocTasnna 94 n 83% cooTBeTCTBEHHO. MATUNETHAA 6eccobbITHAHAsA Bb>KBaeMocTh (BCB)
cocTasuna 0,80+0,06(meanaHa Habnogenms 4,1 roga) n 0,67+0,19(5,1 roga) cooTBeTCTBEHHO (p>0,05). O6LLas BbI>KNBAEMOCTb —
0,85+0,05 1 0,80+0,06 cooTBeTCTBEHHO (p>0,05). B cnyyae T-JIBJ1 chakTOpPOM HebGNaronpuMATHOrO NPOrHo3a 6biN0 OTCYyTCTBUE
nopa>keHus cpegocTenus: 5-neTHsas BCB — 0,56+0,17npoTwue 0,90+0,05 (p=0,036). Takum obpasom, npoTokonsl NHL-BFM-90
NWNHL-BFM-95 ans He B-H X J15B1410 T CA BbICOKO3(PeKTUBHLIM MeTOLOM fleHeHns aeTei n nogpocTKos ¢ JIBJ1, a nonyyeHHble HaMu
[lONrOCPOYHbIe Pe3yNbTaThbl CONOCTAaBUMbl C MEXKAYHAPOAHLIMU [aHHbIMU.

KntoueBble cnosa: iMmdobaacTHble IMMGOMbI, AeTW, NOAPOCTKM, Tepanus, npoTokonsl NHL-BFM-90 nNHL-BFM-958

Long-term results of Berlin-FTankfurt-Muenster based therapy for childhood and adolescents’ lymphoblastic lymphoma
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Lymphoblastic lymphoma (LBL) is one ofpredominant childhood non-Hodgkins lymphoma (NHL) subtypes and consists 25—30%. The
studypurpose was to investigate outcomes in children and adolescents with LBL treated withprotocolNHL-BFM-90 and 95 in the Moscow
region. 58primary patients (m—40, f —18) with T- and B-LBL were enrolledfrom 05.1991 to 08.2008 (aged 1.5—21.6years; median 11.0
years). Fifty-two (90%) patients were treated with ALL-like therapyprotocol NHL-BFM-90 or 95for non-B-NHL and 6 (10%) — NHL-
BFM-90for B-NHL. The complete response (CR) rate was 94 and 83%, respectively. 5-years event-free survival (5y-EFS) was 0.80+0.06
(median of observation 4.1 years) and 0.67+0.19 (5.1 years), respectively (p>0.05). 5-years overall survival (5y-OS) was 0.85+0.05
and 0.80£0.06 respectively (p>0.05). The situation without mediastinal involvement was afactor unfavorable prognosisfor T-LBL: 5y-
EFS — 0.56+0.17vs. 0.90£0.05 (p=0.036). Thus the NHL-BFM-90 and 95for non-B-NHL protocols are effective therapeutic regimes
forpediatric LBL and obtained long-term results are comparable with international data.

Key words: lymphoblastic lymphoma, children, adolescents, therapy, NHL-BFM-90 and 95protocols

NumgobnactHele numdomsl (JIBST) — ato anmdo-  asnsetca T-nuHeiiHaa JIBJST — onyxosnb, TECHO CBA3aH-

MAHbIe OMYyX0NM W3 KNeTOK-NpPeALIeCTBEHHWNKOB, Xapak-
TEpPU3YIOLLMECS BbICOKO CTENEHbIO 3/10KaUYeCTBEHHOCTM
W PAAOM YHUKa/bHbBIX LIUTONOrMYECKUX, TUCTONOMMYECKNX
M KIMHWYECKUX NPU3HaKoB. 3aboneBaHne OTHOCUTENBHO
penko BCTpeuvaeTcs y B3poc/bix (okono 3—5%), ofHa-
KO y AeTeil 1 NOAPOCTKOB OHO HabnogaeTcs vawe (go
25—30% BCex CNy4yaeB HEXOIKKUHCKUX IuMpom —HXJT)
[1, 2]. AomuHuMpyrowmMm BapuaHToM (4o 90% cryyaes)

Has ¢ T-KNeToYHbIM OCTPbIM MMME061ACTHLIM NEAKO30M
(ONJ). T-ZIBJ1 06bIYHO BO3HUKAKOT Y NOAPOCTKOB U MO-
NofpIX B3pOCnbIX (MenaHa Bo3pacta okoso 20 feT) npeu-
MYLLIECTBEHHO MY>CKOT0 nona (go 75%), a B-J1I6J1 06bIy-
HO MMEKOT MECTO B IETCKOM U MOXMIOM Bo3pacTe [2—4].
B HacTodAwee Bpema Kak B-, Tak n T-KneToyHble
NBJ1, Kak npaBwio, fieyat C MOMOLLbIO MHTEHCUBHbIX
LNNUTENbHBIX PEXMMOB, aHa/I0MMYHbIX TaKoBbIM npu OJ1/1.
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JTaNoHOM ycnewHoro nedyeHus J16J1 ctanmn pesynstarsl,
ony6nvkoBaHHble B 2000 r. rpynnoin BFM [4]. Matwnert-
HAs 6eccobbiTnitHaa BbhkMBaemocTb (BCB) B faHHOM
NCCnesoBaHMM 0Kasanacb MakCMManbHO BbICOKOW U CO-
ctaBuna 90% gns 60nbHbIX ¢ T-J1BJ1. K coxaneHuto, BocC-
MPOW3BECTU CTOMb NMPEKPACHbIe pe3ynbTaTbl B Mocnesyto-
LLMX UCCe0BaHMAX OKa3a/10Cb HENPOCTON 3aaaveli [5, 6].
Mpotokon NHL-BFM-90 ¢ oTaensHbIMU MOAUPUKALLUA-
MW SIBNISIETCA OCHOBHbIM METOA0M neveHus JI6J1 B 60/b-
LUMHCTBE NejnaTpuyeckux KNMHUK Poccumn. BmecTe ¢ Tem
[ONrocpoYHble pesy/bTaTbl NOA06HON NPaKTUKM He aHa-
nusnposanmcs. Kpome Toro, Bce MeXayHapoaHble uccre-
f0BaHWA No JS16J1 BbINOMHEHbI C BKNHOYEHWUEM OTpaHNYEH-
HOro yucna nayueHToB, NMo3TOMy BCE eLle HeJoCTaTo4HO
[aHHbIX N0 pakTopam NPorHo3a npu 3Toi NaTonoruu.

Llenb paboTbl 3aknwuanacb B uUcCnefoBaHun 3ag-
(hEKTUBHOCTW NleyeHus aeTeid u nogpoctkos ¢ JIBJ1 no
npotokonam NHL-BFM-90 n NHL-BFM-95 B ycnosu-
AX MOCKOBCKOro permoHa 1 npoBefeHun aHanmnsa npo-
FHOCTUYECKOW 3HAYMMOCTW OTAE/bHbIX GMOMOrNYECcKmX
N KNIMHUYECKNX NPU3HAKOB.

Martepuanbl 1 MeToAbl

PeTpocnekTMBHO OUeHeHbl faHHble 58 (40 MyXUuH,
18>KeHLLUH) NepBUYHbIX NaLMEHTOB C T- 1 B-KNeTOUHbIMY
NB/ B BO3pacTe oT 1,5 go 21,6 roga (MegmaHa 11 ner).
BK/toyeHbl BCe NauueHTbl, Mony4YasLUne Tepanuio B pam-
Kax MoAuguumpoBaHHbiX npotokosnos NHL-BFM-90
n NHL-BFM-95 B nepuog ¢ mad 1991 r. no asrycr
2008 1. B OAHOM M3 4 LEHTPOB: Poccuiickoii 4EeTCKOW Kn-
Huyeckoi 6onbHMue — 37 (64%), MoCKOBCKOM 0651acT-
HOM OHKONOrmyeckom pucnaHcepe — 16 (28%), M'Kb
nm. C.M. botknHa — 3 (5%) 1 MOpPO30BCKOI JETCKOWA ro-
POACKO KnnHu4yeckol 6onbHuLe Nel —2 (3%) naumeHTa.
BkntoyeHne 60/bHbIX B npoTokon NHL-BFM-90 B oTpe-
neHun Ha 6ase KB mm. C.M. BOTKMHA 6bIN0 3aKPbITO
B anpesne 2003 r., a BCe NOCefytoL e nauneHTb! Ne4minch
no npotokonam MockBa—bepnuH gna OJ11 [7]. AHanu3

NEYEHWNE,

CONPOBOAWTENBbHAA TEPANUA

BbINOMHEeH no cocTtoaHuio Ha 01.09.2009 r. Mpocnexe-
Hbl NaLUEHTbl C ANMTENbHOCTLIO HabNOAEHNUS He MeHee
12 Mmec OT MOMeHTa BK/IHOUYEHWA B UCC/efloBaHNeE (MefpaHa
4,5 rofa).

[wnarHos yctaHasnmsany Ha 0OCHOBaHWW MOPgONoru-
YeCcKOoro uccnefoBaHus 6MoNTaToB IMM(ATUYECKUX Y3/10B
(/TY) n/vnwn KkoctHoro mosra. VIMMyHONornyeckoe uccne-
[l0BaHWe 0ryxo/eBbIX K/1ETOK 6b110 BbINOMHEHO B 52 (90%)
cnydasx. [pu mopakeHWn KOCTHOroO Mo3ra B KayecTse
KpuTtepus JIBJ1 paccmaTpuBanock Hamume 61acTHbIX Kie-
TOK B KOCTHOM Mo3re < 20%, a npu nHpunbTpaumm > 20%
C/lyyan COOTBETCTBEHHO OTHOCUIM K OJ1J1 [8].

VHMumanbHoe CTagpoBaHue 1 OLeHKY OTBETa Ha Te-
panuio NPoBOAW/IN Ha OCHOBAHWM (DU3NKAILHOTO OCMO-
Tpa, pe3ynbTaToB O6LLEro aHanuM3a KpoBu, MUENOrpaMMbl,
BMOXMMUYECKOr0 aHann3a KpoBK, BK/IKOYas onpejenieHune
aKTUBHOCTW nakTatgermaporeHassl (JIAIN), nccnefosaHus
CMUHHOMO3rOBOW >KUAKOCTWU, PEHTreHorpaguy OpraHoB
rPYAHOW KNeTKN 1 KOCTeN, Y/bTPa3BYKOBOe UCCef0BaHNe
(Y3W) nepudrepuueckux J1Y, opraHoB GpHOLLIHOI NOOCTY
N 3abpHOLNHHOIO MPOCTPaHCTBa, KoMmMbloTepHoi (KT)
M MarHUTHO-PEe30HAHCHON TOMOrpagun, pagnoHyknena-
Horo obcnefoBaHMs KOCTel ckeneta. B paboTte ncnonb3o-
BaHa c1cTeMa KNIMHNYeCcKoro ctaguposaHus rno St. Jude [9).

BonbwnHcTBO NayueHToB nonyunam OJ1/1-nogobHyo
Tepanuio no npotokony NHL-BFM-90 ana He B-HX/T —
42 (73%) unu NHL-BFM-95 ana He B-HXJ/1 — 10 (17%).
YacTb NauneHToB No peLleHnto BpaYeli H6biin NponeyeHsbl
«6/10K0BOW» Tepanuein no npotokony NHL-BFM-90 gns
B-HX/1 — 6 (10%). AnzaiiH npotokona NHL-BFM-90
ans He B-HXJ1 npeacrasneH Ha puc. 1 MNaumentam ¢ 1
cTagmamu (rpynna CTaHAapTHOTO PUCKa) OCYLLECTBSAIN
WHAYKUWIO, NeyeHne no npoTokosy M 1 nogaepXusato-
wyto Tepanuio; ¢ IV crtagusmm (rpynna npomexy-
TOYHOrO PUCKA) — WHAYKLUMIO, NeYeHne no npoToKosy
M, pevHAYKLMIO, KpaHUanbHOe 06/1yYeHne U NoaaepXu-
BalOLLLyt0 Tepanmio. MpodmnakTuyeckoe KpaHanbHoe 06-

Puc. 1. Aun3saiiH npoTokona NHL-BFM-90 ans He B-HX/
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Ny4eHne NPOBOAMJIOCH B CyMMapHOIA 04aroBoi gose (CO/)
12 I'p. B cnyyae Heiponeiikemun COJ, yBenmumsanm o 24
1p v npoBOAMAN 2 OMONHUTESNIbHBIX MHTPATEKAbHBIX BBE-
LeHVs Ha 8- 1 22-1 AHW MHAYKUMK. B cnyyae Meg/ieHHOro
oTBeTa (pegykuus onyxonm < 70% Ha 33-ii feHb fleveHuns)
nauueHTbl NepeBOAUINCHL Ha Teparnuio 41 rpynbl BbICO-
Koro pucka (n=9). JleyeHne 6ONbHBLIX B Lie/IOM COOTBET-
CTBOB&/I0 OPUTMHA/BHBIM MPOTOKOMAM, 33 UCK/THOYEHUEM
MOAM(MKALMW [,O30BOTO PeXMMa BBELeHUS MeToTpeKcaTa
(1 r/m23a 36 4 BMeCTO peKOMeH/0BaHHbIX 5 r/M23a 24 y)
y yactu naumeHTtoB. Otnnume npotokona NHL-BFM-95
ana He B-HXJ1 3aknovanoch B 0TKase OT MpounakTu-
YeCKOro KpaHuasbHOro o6syyeHus M pefykuum [o03bl
L-acnaparunHasbl ¢ 10 000 go 5000 ME/m2[5]. MogpobHoe
ornucaHve TepaneBTUYECKMX MPOTOKO/OB MUMeEeTcs B OT-
KpbITOl nuTepatype [3, 4, 10].

AhheKTUBHOCTL TEPaANUK OLLEHNBAN B COOTBETCTBUN
C KpUTEPMAMM U (HOPMYNMPOBKaMMU, OMpPeseneHHbIMI Npo-
TOKONaMu. He OTBETUBLUMMMW Ha Tepanuio No NpPoToKo1aM
NHL-BFM-90 n NHL-BFM-95 ans He B-HXJ1 cuuta-
NN NauMeHTOB, Y KOTOPbIX He 6Obina AOCTUrHyTa MoJiHast
pemuccua (MP) nocne 3-ro 6noka (HR-3) Tepanuu ans
rpynnbl BbICOKOTO pucka, no npotokony NHL-BFM-90
ans B-HXJ1—nocne 3-ro 6noka tepanum (CC, CCz). Ans
OLLeHKW peLuninBoB Mo BPpeMeHW BO3HUKHOBEHWS UCMOSb-
30Ba/IM CMedyHoLLYI0 Knaccuukaumio: paHHne —pa3BuB-
LLMecsa Yepes 3 Mec, HO He no3gHee 12 mec nocne OKOHYa-
HWA Tepanuu, 1 No3gHWe — AMarHOCTUMPOBaHHbIe Yepes
12 mec 1 6onee nocne OKOHYaHUs Tepanuu [3, 4].

Tabnuua 1. HMumManbHble xapakTepucT KW 60NbHbIX

NEYEHWNE,
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PacueT nokasatenein o6wein (OB) n 6eccobbiTwii-
Hoil (BCB) BbDKMBaeMOCTWM MPOBOAMAM MO METOAY
KannaHa—Maiiepa [11]. CraTucTuyeckue pasnmnuus
MeXJy MoKasaTeniiMM  BbDKMBAEMOCTU  OMpefensnm
C NOMOLLbIO HenapameTpuyeckoro Kputepus Log-rank.
CpaBHUTENbHbIA aHaM3 NPU3HAKOB MEXAY rpynnamm
nawlueHTOB NMPOBOAM/IM C MOMOLLbIO HemapaMeTpUyecKo-
ro Kputepus X2 Pasnnuuns cudTanm CTaTUCTUYECKU 3Ha-
Ynmbimmn npm p<0,05.

Pe3ynbTarbl vUccreaoBaHus

ViHMupanbHble XapakTepucTukn 6onbHbIX (Tabn. 1)
Cpeaun nonynsauuy npeobnaganm nauueHTbl MY>KCKOro
nona —40 (69%). T-NUHeHbIi BapuaHT cocTaBus 60/b-
LWMHCTBO cnyyaeB — 45 (90%). MepamaHa Bo3pacTa Ha
MOMEHT BO3HWKHOBeHUA 3a60/ieBaHnA Gblna cTaTucTu-
YecKM 3Haymmo Bbiwe B rpynne T-JIBJ1 no cpaBHEHUIO
¢ B-N16/1: 11,0 ropga npoTus 5,4 roga (p<0,05).

Hanbonee obwumu nposisneHnaMmu T-JIBJ1 6biin
BOB/ieyeHue cpepocTeHns — 35 (78%) M KOCTHOro MO3-
ra — 13 (29%) cnyuaes. Jns B-J/1BJ1 xapakTepHbIMU AB-
NANNCH IKCTPaMeLyNNIsipHble NOPaXEHNA KOXMW, KOCTel
CKesieTa, MArKMUX TKaHei, snydek v TKaHm nerkmx: 5 (71%)
npotms 6 (13%) npu T-J1I6J1 (p<0,05). BoBneyeHwue LeH-
TpabHO HepBHOW cucTembl (LLHC) vawe gnarHoctupo-
Banv npu T-J16J1, uem npu B-JIB/1: 4 (10%) u3 42 npoTuB
0 (0%) u3 7 cnyyaeB (p<0,05). MoBbILIEHNEe aKTUBHOCTK
NAr > 1 Hopmbl 3apeructpuposaHo y 30 (75%) u3 40
NnauMeHToB, MO KOTOPbIM MMEKTCA COOTBETCTBYHOLLME
JaHHble. BONbLWIMHCTBO NaUWEHTOB ¢ 060UMU UMMYHO-

VIMMyHOMOMMYeCKII BapyiaHT Beero (= 58%)
MapameTp T(n=45) B(n=7)
abe. % abe. % abe. %

MeganaHaBo3pacTa (pa3bpoc), net 11,0 (1,5-21,6) 54 (3,8-11,4) 11,0 (1,5-21,6)
My»kcKoii non 31 69 4 57 40 69
NAC (>1 HopMbl) 26/32 79 2/4 50 30/40 75
MegunacTuHanbHble Macchbl 35 78 0 U 37 64
Mopaxenue LIHC 4142 10 0 U 5/54 9
MopaXxeHne KOCTHOroO Mo3ra 13 29 4 57 17/57 29
MeyeHb >4 cm 3 7 1 14 4 7
CeneseHka >4 cm 1 2 0 0 1 2
JKcTpameaynnspHble U HeNUMGBONAHbIE
nopa§<eHmn¥"' P ® 6 13 5 7 13 22
Cragus:

i- i 4 9 1 14 5 9

1H-1v 41 91 6 86 53 91
MpoTokon BFM:

ans He B-HXN 43 96 5 71 52 90

ans B-HXN 2 4 2 29 6 10

"Bktoyas NaLMeHTOB C HEOL,EHEHHbIM UMMYHODeHOoTUNOM; "'p<0,05; """nopaxeHne KOCTeW, MATKNX TKaHel, KOXW, ANYEK U TKaHW Nerkux.
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Tabnuua 2. PesynbTaTbl Tepanuu
Mpotokon Bcero (n= 58)
MapaveTp anaHe B-HX/1 (|'|= 52) onsaB-HXJ1 (n= 6)
abc. % abc. % abc. %
CMepTb B MeEpPUOS MHAYKLUUN 1 1,9 1 16,7 2 3.4
PethpakTepHOCTb K Tepanuu 2 3,8 0 0 2 34
MonHasa pemuccuns 49 94,3 5 83,3 54 93,1
Peungusbl:
paHHune 3,8 1 16,7 3 52
nosgHue 2 3,8 0 0 2 3,4
CMepTb B Nepuog pemuccuu 2 3,8 0 0 2 3,4
MoTepsAHbl M3-N0f HabNofeHns 3 58 0 0 3 52
5-neTHss BCB 0,80+0,06 0,67+0,19 0,79+0,06
5-neTHsa OB 0,85+0,05 0,83+0,15 0,85+0,05
MegunaHa HabnofgeHns (pasbpoc), net 4,1 (1,2-11,2) 51 (3,4-10,7) 45 (1,2-11,2)

NornyeckMmm BapuvaHtamm 3abonesaHms — 53 (91%) —
Ha MOMEHT AMarHoCTUKM umenu passepHyTtble (I11—V)
K/IMHUYECKME CTagun.

AhhekTMBHOCTL Tepanuu (Tabn. 2). Ha goHe npu-
meHeHuns npotokonos NHL-BFM-90 n NHL-BFM-95
ana He B-HXJ1 yactoTa MNP cocTtasuna 94%. 3HaunTenb-
Has peayKuus OrnyxoneBol macchl (> 70%) K 33-My AHHO
Tepanuu ¢ NOCNeAyroLWMM SOCTMxKeHneM TP nmena me-
cT0 B 42 (81%) 13 52 cnyyaes. Ha NpoTSXeHUU NHAYKLUN
ymep 1 naumeHT. B nocTpeMmccuoHHOM nepuoge 2 na-
LMEHTA YMEPIN OT TOKCUYECKNX OCNOXHEHWI NleYeHus,
y 4 —BO3HMKM peunamsbl (y 1—I1 ctaguns; y 2 —Illny
1—1V cTagus). N3 4 nauneHTos c peuyuansamu 2 (50%)
XUBbI, BO 2-i MNP, 2 (50%) ymepnun. HeT cBefeHuid 6onee
12 mec no 3 naumeHTam, HaxogmsLimmcs B MNP Bo Bpems
nocnegHero susunTa. essatun (17%) naymeHTam ¢ MeaseH-
HbIM OTBETOM Ha 33-ii AeHb (pefyKums onyxonm < 70%)
npoBoAMNaCh WHTEHCMBHASA Tepanua B COOTBETCTBUU
C NPOTOKONOM A1 BbICOKOr0 pucka: 7 (78%) focturniu
MP, 2 (22%) ymepnun BCcnefCTBUe pedhpakTepHOCTU 3a60-

Tabnuua 3. AHanu3 TepanesTUYECKUX Heyaay

nesaHus. MNpu meanarHe HabnwogeHns 4,1 roga 5-neTHAs
BCB cocrtasuna 0,80+0,06; OB —0,85+0,05 (puc. 2, 3).

«bnokosyto» Tepanuio ang B-HXJ1 nonyuunm no
2 (33%) naumeHTa ¢ T-, B- 1 HEYyTOUHEHHbIM BapyaHTOM
NBN. OpnH naumeHT (I cTagms) nonyuun 2 6noka Tepa-
nuu anga rpynnel pucka R1; 2 (111 ctagus) —4 6noka ans
rpynnbl pucka R2 n 3 (1V ctagus) — 6 610KOB 415 rpyn-
nbl pucka. Yactora MNP cocrasuna 83%. OfuvH naumeHT
yMep B UHAYKUMU peMuccum 1y 1 pa3suncs peunams 3a-
6onesaHuns. Mpu MeamaHe HabnogeHNs 5,1 rogaJoKyMeH-
TuposaHa 5-netHas bCB — 0,67+0,19; OB — 0,83+0,15
(cm. puc. 2, 3). AHanu3 TepaneBTUYECKMX Heyfad npej-
cTaBfieH B 1abn. 3. B vccnefosaHun 3aperncTpuposaHo 2
(3,4%) cnyyan pethpakTepHOCTU K Tepanuu u 5 (8,6%) pe-
umanBeoB. o BpemMeHU BO3HUKHOBEHUA 3 (60%) peunnBa
6b1M paHHUMK, 2 (40%) — no3gHuMK. KypabenbHbIMK
OKasanucb 06a ciyyas NO3gHUX PeLnanBoB U 1 paHHWIA:
ONTeNbHOCTL HabnoaeHMa 3a 60/bHBIMK B nepuog 2-i
MP cocrasuna 3,6 (ALL-REZ-BFM-2002), 51 (ALL-
REZ-BFM-2002 nntoc ayTonorMyHas TpaHcniaHTaums

Ne  Bospact,nier BapuaHT JIBJ/1 Cragus MpoTokon CobbITne JloKa/m3aLpis nopaxkeHnA Mcexop
1 12 T v He B-HX/ PedpakTepHoCTb HemegunactuHanbHble 1Y Ywmep
2 14 T 11 He B-HX/ PedpakTepHoCTb CpepocTeHue Ymep
3 7 B v B-HXN Peyngne (no3gHuin) KoCTHbIA MO3r, KOCTU Xwus, 2-a MNP, 5,1 roga
4 1 T 111 He B-HX/ Peunans (paHHWI) HemegunactuHanbHble 1Y Ywmep
5 1 T 11 He B-HX/ Peuunane (No3gHuin) Koxa, Markue TkaHu, 1Y Xwus, 2-a MNP, 3,6 roga
6 1 T 111 He B-HX/N Peunauns (paHHWI) KOCTHbI MO3r, MArKWe TKaHu Ymep
7 12 T 11 He B-HX/ Peunauns (paHHWIA) Mouka Xwus, 2-a MNP, 7,2 roga
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Puc. 2. BCB B 3aBUCUMOCT Y OT NPOTOKONA IeYEHUS.
MpoToKonbl Ans He B-HXJ1, n=52, cobbiTwit 9, ECB 0,80+0,06;
npoTokon ana B-HX/, n=6, cobbliTuit 2, 6CB 0,67+0,19

CTBO/IOBbLIX reMOMO3TUYECKNX KNeToK) n 7,2 roga (ALL-
MB-91) cOOTBETCTBEHHO. ¥ Mepnu 2 nauueHTa, nosyyas-
LKe NPOTMBOPELMANBHYIO Tepanuio no npotokony ALL-
REZ-BFM-90.

dakTOopbINporHo3a. OLeHKa NPOrHOCTUYECKOA 3HaUN-
MOCTW OTAENbHbIX KITMHUYECKUX 1 BUONOTMYECKUX (DaKTO-
OB BbIMO/HEHA MO NaLMeHTaMm, NnoJiyyasLLIMM Tepanuio rno
npotokonam ana He B-HXJ1. PesynbTartbl Ie4eHns He pas-
NNYaNMUCh B3aBUCUMOCTMN OT T- Unv B-MMMYHOI0TM4ecKoro
BapwaHTa 3abonesaHus: 5-netHas bCB 0,82+0,06 npoTtus
0,75+0,22 cooTBeTcTBEHHO (p>0,05). Ana T-/1BJ1 efnH-
CTBEHHbIM BbISIBIEHHbIM He61aronpuaTHLIM NPOrHOCTY-
YeCKUM (HaKTOPOM OKa3asiocb OTCYTCTBME MOPaXKeHus
cpefocteHud: 5-netHaa bBCB 0,56+0,17 npotus 0,90+0,05
AN cnyvaeB ¢ MeauMacTUHanbHbiMKM Maccamu (p=0,036).
[Mon, Bo3spacT cTaplle unm mMonoxe 10 neT, noBsbilleHne
aktmsHocTw 14T, BoBneyeHue LIHC nnm KocTHOro mMosra,
ropakeHue OTAeNbHbIX HENMM(OUAHLIX OpraHoB (Koxa,
KOCTW, MATKMNEe TKaHW, ANYKN UK TKaHb NErknx) He BNus-
N Ha nporHo3 (p>0,05). KoHeuyHas agheKTUBHOCTL Tepa-
MU NaLVeHTOB C MeL1EHHbIM OTBETOM Ha 33-Ii fieHb UH-
Aykumun (pegyKums onyxonesoi maccbl < 70%) okasanach
COMOCTaBMMOIA C TaKOBOI 60JbHBIX C ObICTPbIM (> 70%)
oteeToM: 5-nieTHaAs BCB 0,75+0,15 npoTus 0,84+0,07 co-
0TBETCTBEHHO (p>0,05). Kpome Toro, He ckasanach Ha rno-
KasaTensax BbDPKMBAEMOCTU BbIHYX[EHHas Yy 4acTu nauu-
EHTOB MOAMMUKaLMA pexunMa BBeLeHUs MeToTpekcara:
5-netHas BCB 0,89+0,07 ans pexxuma 1r/m23a 36 4 (n=20)
npotus 1,0+0,0 ans 5r/m23a 244 (n=8) (p>0,05).

AHaNM3 VHULMATBHBIX XapakKTepucTUK nNauueHToB
¢ T-/1BJ1, pa3feneHHblX B 3aBUCUMOCTM OT (PaKTa Hannumus
WU OTCYTCTBMA MOPAXKEHWUS CPefOCTEHWs, MpefcTaB/ieH
B Tabn. 4. Mexay noarpynnamui He 6bi10 CTATUCTUYECKU
3HAYMMbIX pa3nnynii No MegmaHe Bo3pacTta 60nbHbIX (13,5
roga npotus 10,5 roga; p>0,05), nony (My>xunHbl — 70%

NEYEHWE, CONPOBOAWTENbHAA TEPANUA

Puc. 3. OB B 3aBUCUMOCTY OT NPOTOKONANEYEHNS.
MpoTokonbl gng He B-HX/1, n=52, >kusbl 42, OB 0,85+0,05;
npoTokon gna B-HXJ1, n=6, >xusbl 5, OB 0,83+0,15

npotus 70%; p>0,05), yactoTe nopaxeHus LUIHC (10%
npotus 10%;p>0,05) 1 kocTHOro mMo3ra (40% npoTus 24%;
p>0,05). Mexay Tem cnyyanm 6e3 nopaxeHUs cpefocTe-
HWMA GblNM B OCHOBHOM NpeACcTaBneHbl paHHUMKU (npo-T/
npe-T) UMMyHONornyeckmun sapuaHtamu T-J16J1 (100%
npotus 36%, p=0,041), a ¢ MeAMacTUHaNbHbIMW Maccamu
COOTBETCTBEHHO — MO3AHUMMN (KOPTUKa/bHbLIA 1 Megyn-
NspHbIA T-NB1).

ObeyxaeHve

OnTumarnbHas Tepanusa gna J1I6J1 o KoHLa He onpege-
neHa. Ony6/MKOBaHHble aHHbIe NOyYeHbl HA OTPaHNYEH-
HOM KONMYeCTBe NaLyeHTOB U He BCeraBoCnpon3BOAYMbI.
[JokasaHo, uto ans nevenus J1BJ1 Henpuemsembl npo-
rpammbl, 06bIYHO UCMOMb3yemble 41 B-kneTouHbix HXJ1.
PesynbTatbl Tepanun no CHOP-nogo6HbIM nporpaMmam
abCoNOTHO Heya0BNeTBOPUTENbHBI: P BO3MOXHA NULLb
y 53% 60nbHbIX, a 5-neTHAs OB He npeBbiwaeT 20% [12].
CyLLEeCTBEHHO YNyULLIAET CUTYaLMIO BBEAEHWNE B a/iTOPUTM
NeyveHnss NPOMUNAKTUKNA HeRponeikeMun N MNoaLepXKu-
BatoLLei Tepanmu. B npoTtokone LSA,L2 rpynnsl MSKCC
pexxum CHOP 6bin MHTEHCU(PULMPOBAH 3a CYET UHTpa-
TeKa/lbHOW NPOMNaKTUKN HeponenkemMmmum, nokanbHo
Ny4eBO Tepanuu, HanpaBneHHOM Ha 60/bLUNE NCXOAHbIE
onyxone.ble Macchbl, W AAUTENLHON MOALEPKMBAIOLLEN
Tepanuu ¢ NOMOLLbIO 6-MepKanTonypuHa U MeTOTpeKca-
Ta. Yactota MNP gocturna 80%, 10-netHas ECB — 75%,
a OB — 79% [13]. MpwuopwuteT OJ1/1-noA06GHOIR Tepanuu
ana nedveHust JIBJ1 6bin gokasaH B uccnegosaHum NHL-
BFM-90 Ha nonynaumm n3 105 naumeHTOB, B KOTOPOM
5-netHas BCB ans 6onbHbIX ¢ T-J1BJ1 coctasuna 90% [4].
PesynbTatbl neveHnst T-JIBJ1 B Hawein paboTe OkasanCb
COMOCTaBUMbIMK C 3TUMW JaHHbIMU — 5-neTHAA BCB
0,82+0,06.

CornacHo [aHHbIM nUTepaTtypbl, B OPUTMHA/bHbIE
npoTokonbl NHL-BFM-86 n NHL-BFM-90 6bi10 BK/HO-

17

22010



22010

18

FTEMOBNACTOS3bl: AUATHOCTUKA,

Tabnuua 4. AHanus cnyyvaes T-J1BJ1c MeguacTUHaNbHbIMU Maccamm 1 6e3 HuX

MapameTp
abe.

MeguaHaBo3pacTa (pa3bpoc), net

My»xcKkoii non 7
NMMyHOdeHoTMN:
npo-T 2!
npe-T 2.
KOPTUKanbHbIN-T on
MefyNNApHbIA-T on
HEOUEeHEHHbIN-T* 6
Bosneuenve LUHC 1
MopaXxeHne KOCTHOTO MO3ra 4
OrpaHuueHHas (I/11) knMHnuyeckas ctagus 4

NEYEHWNE,

HeT (N= 10)

135 (1,5- 16,8)

CONPOBOAWTENBbHAA TEPANUA

MepamnacTvHasbHbIe Macchbl
ecTb (N = 33) P
% abc. %
10,5 (2,0-21,6) 0,41
70 23 70 0,65
50 1 7
50 4- 29
5 s 0,041
4, 29
R 9 R
10 3 10 0,70
40 8 24 0,27
40 0 0 0,002

*Cnyyan T-/IBJ1 ¢ orpaHMyYeHHbIM Ha6OPOM UCCNef0BaHHbIX MAPKepPOB, He NO3BONAIOLL UM YCTAHOBUTL CTaANI0 AN(HEPEHLLUPOBKMA.

yeHo 27 peTeid ¢ B-JIB/1: 21 nauyveHT noayyvn nedeHune
no npotokony ana OJI1 n 6 — gna B-HXJ1. Yacrota MNP
coctasunia 100%, 10-netHag BCB —73%. J/inwb y 2 u3 21
naumeHTa Ha (hoHe Tepanuu no npotokony ans OJ1/1 Bo3-
HUKNW peuMauBbl, TOr4a Kak rno npotokony ana B-HX/
Y M0MI0BUHBI 60/bHbIX — 3 13 6 [3]. B Hallem uccnenosa-
HUW 6bIN0 7 NauneHToB ¢ B-J1BJ1, n3 HMUX 5 nonyunnn Te-
panuto gna ON1 (2 — 11 ctagus m 3 —IV cTagnsa) n 2 —
«bnokosyto» ang B-HXJ (1 —1 ctagusa u 1 —1V ctagus).
Mocne Tepanuu gna OJ1/1 4 nauneHTa ¢ B-J1BJ1 HaxogsaTca
B Neproje NepBoii NPoLo/HKMTENbHOW peMuccuu, a 5-net-
HAa BCB coctasunia 0,75+0,22 ,4To He OT/IMYAETCA OT JaH-
HbIX rpynnbsl BFM.

MIToroeble pe3ynbTaTbl Hallero WcCnefoBaHUs Mo
MoAauguumpoBaHHbIM  npoTokonam  NHL-BFM-90
n NHL-BFM-95 gna He B-HXJ1 He oT/inyaroTca OT KO-
HeYHbIX JaHHbIX OpUTMHaNbHOro uccnegosaHns NHL-
BFM-95 [5]: 5-neTHas BCB —80 n 82%; OB — 85 1 85%
COOTBETCTBEHHO. HecMoTps Ha OorpaHUYeHHbIE BO3MOXK-
HOCTM HALLIEro UCCNef0BaHUs, BXXHbIM AN ONpejeneHuns
onTumanbHoW Tepanuu J16J1 npefcTaBnseTcs OTCYTCTBYE
YXYALLEeHUs MoKa3aTeneid BbKMBAEMOCTW, KOTOPbIE MOT-
AU MPOU30ATW BCMEACTBME OTKasa OT MCMONb30BaHMWS
BbICOKOL03HOr0 MeToTpekcaTa: 5-netHas 6CB 0,89+0,07
npotus 1,0+0,0 (p>0,05). Hawwmn faHHbIe B U3BECTHOM
CTENeHu CornacyrTea ¢ pesynbtataMmy HeAaBHO ony6su-
KOBaHHOIo amepukaHckoro uccnegosaHma COG A5971,
B KOTOPOM [15 Tepanuu 6e3 MCMnosb30BaHUA MPOMeXy-
TOYHBIX WU/IN BbICOKMX [03 METOTPeKcaTa B CPaBHEHUU C
NMPUMeHeHMeM BbICOKOLO03HOro metoTpekcara (5 r/m2 3a
24 4) 6b1/10 paHAOMU3MPOBaHO 257 NauueHToB (MeanaHa
Bo3pacta 10,3 roga) C pacnpocTpaHeHHbIMU CTaAuAaAMU
NBN 6e3 BoBneveHus LIHC [14]. ABTopbl y6eauTenbHO
NPOLEMOHCTPUPOBANIN, YTO 3TOT «K/IACCUYECKUIA» 3ne-
MEHT Tepanuu BCe-Taku He YNyyllaeT ee KOHeuyHbIX pe-
3ynbtatoB: 3-neTHAs BCB 0,83+0,04 6e3 BbICOKOA03HOIO

meToTpekcara npoTtus 0,85+0,04 B criyyae ero npumeHe-
Hua (p>0,05).

CornacHo fJaHHbIM NIUTepatypbl, MeanacTUHa/IbHbIe
peLMaMBbLI OCTAOTCS Hanboee YacTol NPUYMHOW Heyaau
neveHus T-N161 [15]. B cBA3K € 3TUM BaXXHO OTMETUTb,
4TO, HECMOTPSA Ha OTCYTCTBME B NpOTOKONe BFM Takoii on-
LMK, KaK JIoKanbHas nyyeBas Tepanms faxe Ha 0CTaTouHble
Onyxonu B 061aCTU CPefOCTEHNUS, B HALLEM WUCCNeA0BaHUN
He 6bIfI0 3apPerncTPUPOBaHO HY OAHOr0 Cny4as peuuansa
C MeMacTUHaNbHOM noKannsaumeii. 3T0 0CO6EHHO UHTe-
pecHo B CBETe MPOTVMBOPEUMBBIX AaHHbIX psada nybnvka-
LA, KacaroLLMXCs B3POC/bIX NaLueHToB. B uccnefosaHm-
Ax GMAT.T,04/89 1 05/93 60/1bLWINMHCTBO (47%) peLmanBoB
BO3HWK/I0 B CPeOCTEHUN, aXKe HECMOTPSA Ha NpoBefeHne
NOKaNbHOI Nly4eBO Tepanum ¢ 061yueHnem 3Toi 06nacTu
M NPUYMEHEHNe BbICOKOA03HOro MmetoTpekcara [2]. O6b-
ACHEHVEM MOJ0OHbIX Pasnuuuii NpeacTaBnseTcs B yKa-
3aHHbIX uccnefoBaHusx GMAT T oTka3 OT nposefeHus
OJIUTENbHOM NOAAEPXKMBAIOLLIEN Tepanmu, BOSMOXHO Kpu-
TUYECKW BXXHOW AN NPpeaynpexaeHns MeAnacTUHaNbHbIX
peunavBoB. B Hawewm uccnefoBaHUy B NPOTUBOMOMOX-
HOCTb BbILLIEONNCAHHOI paboTe, HA060POT, OTCYTCTBUE BO-
B/IeYEHMA CPefoCTeHUs No AaHHbIM KT okasanock (akTo-
pom HebnaronpuaATHOro nporHosa ans T-J1BJ1: 5-neTHss
BCB 0,56+0,17 npotus 0,90+0,05 (p=0,036).

Vcxogas n3 ocobeHHocCTel HOPM&J/IbHOT 0
T-nMM(ONo33a MOXHO MPeAnoNoKUTL Hanuyne cylle-
CTBEHHbIX OMOM0MMYECKMX Pa3Munii Mexay BapuaHTamu
T-NIBJ1 ¢ MeAMacTUHAbHLIM MOPAXeHUEeM U 6e3 Hero.
13BeCTHO, YTO NepBOHaYa/IbHO IMM{ONAHbIE T-KNeTKM-
MpeSLecTBEHHUKA MUTPUPYHOT 13 KOCTHOTO MO3ra Yepes
KPOBOTOK B TUMYC. Pa3BuTue T-KNeTOK MPOUCXOAUT B TH-
Myce, ABNAIOLLEMCA NEPBUYHLIM JIMM(POUAHBLIM OpraHoM.
TumoumTbl, TaKuM 06pa3om, NpeacTaBstoT coboli Hespe-
Nble  BHYTPUTUMUYECKUE T -KMETKU-MPeSLLECTBEHHNKMN.
lMocTeneHHO OHW MUTPUPYIOT W3 KOPKOBOIO Cosl TU-
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MyCa B MO3rOBOI, KOHTaKTMpys C TUMWYECKUMMW 3nuTe-
NWanbHBIMW KNeTkamu, MakpogaraMum u LeHAPUTHLIMM
Knetkamu. lMocne 3aBepLUeHVs 3TOro 3Tana yxe 3penble
T-KNeTkn MArpupyroT Yepes KPOBb BO BTOPUYHBIE TUMO-
MaHble opraHbl —J1Y, ceneseHKy 1 MyK030acCcOLMNPOBaH-
Hble MMM{OnAHbIE TKAHU [16]. C y4eToM Hanmumsa pasHbIxX
YpOBHei angdepeHLpoBKy T-KNETOK, U3 KOTOPbIX NO-
TEHUMNaNbHO BO3MOXXHO BO3HMKHOBeHMe T-S1BJ1, cTaHo-
BUTCSH 0O6BACHUMbIM CyLLECTBOBaHME pasnunyatoLmnxcs no
KMMHWYECKUM M BUONOrMYECKMM NpPU3HAaKaM BapuaHTOB
3a60neBaHNs, OLHUN 13 KOTOPbIX XapakTepusytoTcs arpec-
CMBHbIM, a ipyrue — 60/1ee MHAONEHTHLIM TeueHnem [17].

B Hawem uccnefoBaHumn B ciyyasx 6e3 BOB/eUeHMA
CpefoCTeHMS OblNl HECKOMbKO CTapliue BO3PacT 60MbHbIX
(megmana 135 roga npotus 10,5 roga), oTmevyanucb 6o-
Nlee BbICOKas 4acTtoTa NopaxkeHus KocTHoro mosra (40%
npotnB 24%) n paHHWii (Npo-T/npe-T) MMMYHO(EHO-
TUN onyxonesblXx T-numdgo6bnactos (100% npoTtus 36%;
~=0,041).

MonyyeHHble HAMW faHHbIE KOPPEeNNPYIOT C HeAaBHO
NpeaIoKeHHOW MONEKYNAPHOI Knaccugukauneid T-N1B61
[18]. ABTOpbI BbIAENNAN 3 BapnaHTa 3a60/1eBaHMSA C Xapak-
TEPHLIMU FEHETUYECKMMU NPU3HAKAMU U KIVHUYECKM
TeyeHneM: 1) paHHWIA (He3penblil) C HEMOJTHOM peapaHXu-
poBKoW T-KneTouHbix peuentopoB (rKP)D DJ nnn 6e3
TaKOBOW, C HEACHOW NNHWEN MMMYHOIOTUYECKON andde-
PEHLMPOBKM M 3KCNpeccueli NnLlb LMTOM1a3MaTMyecKo-
ro CD3; 2) NpoMeXXyTOUHbIVi C MOSTHON peapaH>XMpPOBKOI

NEYEHWE, CONPOBOAWTENbHAA TEPANUA

reHoB TKPD VDJu TKPG VJn akcnpeccuein TpaHCKpum-
T0B HOXA/TLX1 unn HOXA9; 3) no3gHuii (3penbiit) ¢ ro-
Mo3uroTHoii geneunein TKPD, ¢ nepecTpoiikamu reHoB
TKP kak G, Tak 1 B, 1 nocneaoBartesibHON pecTpukumen
TKPaB. PaHHWiA BapwaHT Obll TUMWYEH A9 B3POC/bIX
60/bHbIX (MefuaHa 24 rofa) U XapakTepu3oBasics 3KC-
TPaTUMUYECKUM TUMOM nopaxeHus. K coxaneHuio, pe-
TPOCMEKTUBHO B HalleM UCCMe0BaHNM Y)Ke HEBO3MOXHO
AnddepeHUMpoBaTL CUTYaUUM C UCTUHHBIM MOPaXeHU-
em TUMyca 1 yBe/IMYeHeM BHYTPUTpYaHbIX JTY, noatomy
CPaBHEHWE He ABNAETCA MOHOCTLIO TOXAECTBEHHBIM, HO,
no BCeW BUAMMOCTH, B rpynny 6e3 nopaxeHns cpefocTe-
HWA B OCHOBHOM NOMNajatoT MMEHHO NauueHTbl C NepBbIM
BapuvaHtom T-J1BJ1.

TakuM 06pa3om, UCnonb3oBaHWe NPoTokonos NHL-
BFM-90 n NHL-BFM-95 gna He B-HXJ1 aBnsetcd Bbico-
KO3(h(heKTNBHbIM METOLOM NeYeHNs feTeld U NOAPOCTKOB
c JIBN, obecneumBaowmm yactoty MNP Ha ypoBHe 93%,
nokasatenu 5-netHeid BCB 1 OB 0,79+0,06 n 0,85+0,05
COOTBETCTBEHHO. [lonrocpoyHble pesy/bTaTbl COMoCTa-
BMMbI C MEXAYHAPOAHbIMW LaHHbIMU. [anbHeiwve uc-
CllefloBaHMA, BK/KOYas HAKOMIEHWE JaHHbIX MO0 MOJIEKY-
NApHON 6monormm 3toro 3abosneBaHns, HeOH6X0AUMbI A5
onpefeneHns ONTUManbHOM TaKTUKN NeveHns 60/bHbIX
C pasHbiMKn BapuaHTamu T-J1BJ1. BO3MOXHO, NpOTOKO/bI
6e3 NpUMeHEeHNs MeTOTPeKcaTa B BbICOKMX 033X, B YacT-
HocT MockBa—bepnuH ana OJI/1, moryT 6bITb MeHee
TOKCWYHOI a/ibTepHaTMBOI NpoToKoam BFM.
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