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B PE3IOME

Beepenne. Anannactuueckas kpynHoknetouHas numdoma (AKKJ) xapaktepusyetca knuHuueckoi, mopdonornyeckoit
M UMMYHOTMCTOXMMMYECKOM reTEPOreHHOCTbIO. B Tepanmm npuMeHsIIoT KOK MHTEHCUBHbIE BIIOKOBbIE CXEMBI, TAK M MPOrPAMMbI,
QHANOMMYHbIE UCMONb3YEMbIM B N€4eHUM ocTporo numdobnactHoro nerkosa (OJ11). C yuetom nporHoctueckn Hebnaro-
MPMSTHOTO BIIMSHUS SKCMIPECCUM T-KIIETOUYHBIX MOPKEPOB KNEeTKaMK onyxonu bein paspabotan npotokon «AKKJT HAM OOl
2003, yunTHIBAIOLWMI HE TONMBKO MPYMMbl PUCKA, HO M UMMYHOPEHOTUMMYECKME OCOBEHHOCTH onyxonesoro cybcTpara.
Lenb: ouennts sbdektmBHoCTb nevenus geter, 6onbHbix AKKJT, no npotokony «AKKJT HUM OOul 2003» u cpasHuts ee
Cc pe3ynbtratamu neverus no npotokony «NHL-BFM 95».

Marepuansl u metopbl. B nccnegosanue rnoueHsl 100 GonbHbix ¢ Bnepsbie yctaHosneHHbiM anardozom AKKJ, nony-
ameimnx neverne ¢ 2000 no 2023 rr. B nat1 pepepanbHbIX U PETMOHANbHBIX AETCKUX OHKOTEMATONOTMYECKMUX YUpeXAEHM-
ax. B 3aBucMmocTH oT nposoaumMoro npotokona neveHus GonbHbie Bbinn pasgeneHsl Ha 2 rpynnsi: | rpynna — 48 6onbHeix,
nonyyaswmx neverune no npotokony «AKKJT HAM OOul 2003»; Il rpynna Bkntouana 52 6onbHbIX, NONy4aBWMX NEYeHUe
no npotokony «NHL-BFM 95». OcHosy npotokona «AKKJT HAM OOl 2003» cocTtasunm BbICOKOMHTEHCUBHbIE BIOKOBbIE
PEXMMbI, AHONOTMYHbIE TAKOBbLIM, MCMOMb3yeMbiM B ieueHnn T-nuHeiHoro OJ1JT rpynnel Beicokoro pucka. lNposoannu cpae-
HUTENbHYI0 oLeHKy obien Boixnaemoctn (OB), GeccobbituitHon eeixmneaemoctu (BCB) 1 6espeunaneHoit BEIXMBAEMOCTH
(BPB) 60nbHbIX B 30BUCMMOCTH OT TEPANEBTUYECKOrO NPOTOKONA € UCMONb3oBaHem nporpammsl SPSS 21.0.

Pesynbrartbl. Jecatunetrss OB y GonbHbix | rpynnel coctasuna 95,3 £ 3,3 %, Il rpynns — 82,0 £ 5,4 % (p = 0,037).
10-netHss BCB y 60nbHbix | rpynnbl 6bina 95,3 £ 3,3 %, |l rpynnel — 68,6 £6,5 % (p=0,001). JecstunetHas BPB y 6onbHbix
| rpynnbl coctasuna 97,3 £ 2,7 %, torga kak Il rpynnel — 74,4 £ 6,4 % (p = 0,003).

3akniovenue. [udpdepeHunpoBaHHbIM MMMYHOOPHEHTUPOBAHHBIK noaxof K Tepanun AKKJT ¢ nomoubio nporpamme
«AKKJT HUN OOul 2003» noseonun goctuyb 6Gonee BbICOKMX NOKA3ATENEH BbIXMBAEMOCTU BOMbHBIX MO CPABHEHWIO CO
CTOHAAPTHLIM MPOTOKOJSIOM JIEYEHMUS.
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BN ABSTRACT

Introduction. Anaplastic large cell lymphoma (ALCL) is characterized by clinical, morphological and immunohistochemical
heterogeneity. Both intensive block regimens and programs similar to those used in the treatment of acute lymphoblastic leu-
kemia (ALL) are used in therapy. Taking into account the prognostically unfavorable effect of the expression of T-cell markers
by tumor cells, a protocol ALCL NIl DOIG 2003 was developed, which takes into account not only risk groups, but also im-
munophenotypic features of the tumor substrate.

Aim. To evaluate the treatment effectiveness of children with ALCL according to the protocol ALCL NIl DOIG 2003 in com-
parison with the standard protocol NHL-BFM 95.

Materials and methods. The study included 100 patients with newly diagnosed ALCL who received treatment from 2000 to
2023 in 5 federal and regional pediatric oncohematology departments. The patients were divided into 2 groups depending
on the protocol of therapy: | group — 48 patients treated with protocol ALCL NIl DOIG 2003; Il group — 52 patients treated
according to the NHL-BFM 95 protocol. The basis of the protocol ALCL NIl DOIG 2003 was made up of high-intensity block
regimes similar to those used in the treatment of high-risk T-precursor ALL. A comparative assessment of the overall, event-free
and relapse-free survival of patients was carried out depending on the therapeutic protocol using the SPSS 21.0 program.
Results. The 10-year overall survival rate in patients from | group was 95.3 £ 3.3 %, |l group — 82.0 £ 5.4 % (p = 0.037). 10-
year event-free survival in | group was 95.3 £3.3 %, Il — 68.6 £ 6.5 % (p=0.001). 10-year relapse-free survival in | group
of patients was 97.3 £ 2.7 %, while in the Il group — 74.4 + 6.4 % (p = 0.003).

Conclusion. The obtained results indicate the high efficiency of a differentiated, immuno-oriented approach to the treatment
of ALCL with the ALCL NIl DOIG 2003 protocol, making it possible to achieve significantly higher survival rates of patients
compared to the standard treatment protocol.
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Beenenue

Anannacruyeckas KPYITHOKJIETOYHASI aumdoma
(AKKJI) B crpykType 3aboneBaemocTu geteil U nogpocT-
koB Hexomxkkunckumu aumpomamu (HXJI) cocrasaser
no 16 %, sanumas TpeTbe MECTO MO YACTOTE BCTPEYAEMO-
ctu. Cpenu Bapocuoii nomyasaumnu Gonpuerx HXJT AKKJI
AMArHOCTUPYIOT ewle pexxe — 10 3 %. Menuana Bospacra
cocrasasier 11-12 ner, manpunku G6oseror B 3—5 pas uame
[1, 2].
Cornacno kaaccudukanum
Hoit u numdounnnoit Tkaneit BO3 [3] soimensiior ALK-
nosutuBHyto, ALK-nerarusHylo, nepBuYHy0 KOXHYIO
AKKJI n AKKIJI, accoumnpoBaHHy0 ¢ MMILIAHTOM MO-

JI04HOM sxestesbl. B nmegnarpuueckoit npakruke 6omee 95 %

OonyxoJjied KpOBEeTBOP-

cayuaes AKKJI npencrasnenst ALK-nosurusubim Bapu-
antom. ALK-nerarusnas AKKJI Becrpeuaercs B ocHoBHOM
y Gosbubix ctapuie 40 jeT U BKJIIOYAET BADUAHTHI C Mepe-
crpotikoii rena DUSP22, TP65, a rakske BapuaHT 6e3 BbISIB-
JIEHHBIX TeHeTUUYeCKUX aHomanuii [3, 4].

AKKIJI xapakrepusyercsi MOpP(OIOrMYECKON TIeTepo-
FeHHOCTBIO. Bbiensitor 5 OCHOBHBIX THUCTOJOTMYECKUX
MOATUIIOB: KJIACCHMYeCcKHMil (common), MeJIKOKJeTOUYHBIH,
JII/IM(i)OI‘I/ICTI/IOLU/ITaprII'/)I, XOIDKKUHOMOMOOHBIH,  KOM-
nosutHbiil (cmemannsiii). B 60-70 % cayuaes Berpeua-
ercst kaaccuueckuit noantun AKKJI, menkokserounbri
u aumdornctnonurapusii — B 10 % ciayuaes xaskabri,
XOIPKKHHOIOLOOHBIH MMCTOJOIMYeCKUH TOATUII — B 3 %0
ciayuaeB. Penkue (mo 1 %) rucronormveckne moarumb
BKJIIOYAIOT TMIIOKJETOYHBIA 1 capkomarouanbid. B 16 %
ClyuaeB NpU aHAJIM3€ THMCTOJOTMYECKMX OCOOEHHOCTEMH
AKKJI mo)xHO OTMeTHTH NpPUCYTCTBHE XapPaKTEPUCTHK,
CBOHICTBEHHBIX HECKOJBKUM TTOATUITAM — KOMITO3UTHBIH
(cmemannsiit) nogrun AKKJI [3, 5].

Nmmynorucroxumuueckue ocobennoctu AKKJI npen-
craBynenn akcnpeccueit CD30, koropas onpepensiercs
B 100 % cuayuaes. BoisiBienne sroro anturena Hecre-
uuduuno ans AKKJI — ero skcnpeccus Berpeuaer-
csl M npu Apyrux 3aboJeBaHUAX, B TOM 4dncje aumpome
XOom KKUHA.

AKKJI xapakrepusyercs cnenuduueckoii Xxpomocom-
Ho¥ Tpancaokauueit t(2;56)(p23;q35), koropas obpasyer-
cs1 B peayabrare causiiust renos ALK (2-a xpomocoma)
u NP (6-s1 xpomocoma). Onucano obpaszosanue TpaHc-
KpuUnTa u ¢ Apyrumu renamu-napraepamu: 1 PM5 (16 %),
ATIC (1 %), TFG (1 %), a rakxe menee yem B 1 % cayuaes
c renamu CLTC, TPM4, MYH 9 u TRAF-1. O6pasosanue
XMMEPHOro TpaHcKpunTa ¢ yuyactuem rena ALK ne Tonbko
peasnsyeT ero TUPO3MHKMHABHY 0 AKTUBHOCTD, HO U IIPH-
BOAMT K aKTUBALMM BHYTPUKJIETOYHBIX CUTHAJIBHBIX ILy-
treit — RAS/MAPK, JAK/STAT, PI3K/Akt, PLC (doc-
dbonunasa C)-y [6-8].

B 90-95 % cayuaes onpepensiercs akcnpeccus benka
ALK npu AKKJI, uro xoppenupyer ¢ Hanmumem xpomo-

COMHBIX MEePECTPOEK C y4daCTUEM OTOro rexHa. HOCKOJIbe

ALK-nosutusnas u ALK-uerarusnas AKKJI mopdo-

JIOTUYECKM MACHTHUYHBI, BAaXXHO INIIPOBEAEHHNE HNMMYHO-

FUCTOXMMHMYECKONO HCCJIENOBAHUSL C  OIpeJe/eHUeM
akcnpeccun benka ALK. Oxcnpeccus ALK Bbicokouys-
creutensna ans AKKJL, no necnenuduuna — onucans
cayuan ALK-nosuruBHbBIX CilydaeB paka JIETKOro U Apy-
rux conuanbix onyxoseit, ALK-nosutusnoit nuddysnoit
B-kpynHokaerounoit mumdomsr [6-9].

Oxcnpeccus T-K1eTOYHBIX MApKEPOB HOCUT BapHabesib-
ubiit xapakrep. Cornacno pauubsim T. Muzzafar u coasr.
[9], CD2 smisiBasiercs: 8 67 %; CD7 — B 60 %; CD3 —
B45%; CD4 — 833%; CD5 —814% uCD8 — 814 %
cayuaes. Y 20 % 6onapabix AKKJI xapaxTepusyercs «Hy-
neBbIM» nMmyHopeHorunom (koraa T-kaerounsre anTure-
HBI HE OIPEIE/ISIOTCS Ha KJIETKaX OILy X0JIN), O/IHAKO IPaK-
TUYECKU BCEr/la BBISIBJISIETCS KJIOHAJbHAsI MEPECTPOMKa
reHoB nenei T-kieTouHOro penenTopa, 4To NOATBEPIKAAET
T-nuneitnoe npoucxoxaenne AKKJI [9, 10].

YcraHoBIeHO  HeraTUBHOE

BJIMVSIHUE OKCIIpeccruun

T-xkneTouneix mMapkepos 3aboJileBaHUSI.
B 2013 r. D. Abramov u coasr. [11] coobmunu o Gonee
HUBKUX MOKA3aTess1X BbKMBaeMocTH y 6osbubix ¢ CD8+
AKKJIL:
(BCB) y 60abnbIx Ges sxcnpeccun CD8 cocrasuna 68 =
5 %, y Gonpubix CD8* 25 + 10 %; p < 0,001, 5-nernas

obmas sexuBaemocts (OB) cocrasuna 84 u 55 % coor-

Ha NIPOTHO3

5-metHsis  0eccOOBITHIHAST  BBIXKMBAEMOCTb

BETCTBEHHO.

Kpome Toro, npornocruuecku HebnaronpusTHoe BaMS-
nue sxkcnpeccun CD3 Ha BeI>KHMBaeMOCTb GONBHBIX ObBLIO
nokasano B pabore L. Mussolin u coasr. [12]: y 6onbabIx
¢ CD3* AKKJI 10-neTusis B>k mBaemocts 6e3 mporpeccu-
posanus coctasuiaa 56 %, y 6oasnsix ¢ CD3” AKKJI —
74 %.

Knunuveckue nposinenuss AKKJI y nereit Bapuabesnn-
ubl. Ha momeHT nmarHocTMky oTmeueHbl, Kak NpPaBuUJIoO,
pacnpoctpanennbie (I1I-1V) crapuu saGonesanus, Bo-
BJleYeHHE JMMMATUYECKUX Y3JI0B M Pa3IMYHBIX OKCTPa-
HOAAJLHBIX 30H (KO)XKa, MATrKMe TKAHWU, MeYeHb, KOCTH,
KocTHBIH moar, kpaiine peako — LIHC). B 6onpumncrse
ciayuyaeB y OOJbHBIX B AebroTe 3ab0seBaHUSI BBISBIISIOT-
cs croiikas nmumdanenonarus u B-cumnromsl, B penkux
cayuasx aumdaeHONaTH sl MOXKeT HOCUTh HEMOCTOSTHHbIH
XapaKTep, 4TO 3aTPyAHSET CBOEBPEMEHHYIO MOCTAHOBKY
nuarnosa. Kpome toro, onmcansl ciyuan KIMHMYECKHX
NnposiBJIeHUH 3a00JI€eBaHM S 10 TUILYy OCTPOTO JIEHKO03a C MO-
pa’keHHuemM KOCTHOI'O MO3ra y OOJBHBIX MeJKOKJIETOUHbIM
sapuantom AKKJI [13, 14].

3a nocaennue 30 ner nongxons! k seuenno AKKJII mens-
auce. Hanpumep, rpynnoit BEM (Berlin-Frankfurt-Mun-
ster) MCroJIb30BAINCh KOPOTKHME MHTEHCHUBHBIE PEXKMMBL
anasnornunble nporpammam sedenuss HXJl us spensix
B-knerok. B ocHOBe TakuxX pesKMMOB JIEXKUT IPEHMYILLE-
CTBEHHOE NPUMEHEHNE AJTKMINPYIOLMX Ar€HTOB C MUHM-
MaJIbHBIM HCIIOJIb30BAHMEM MPENAPATOB aHTPALMKJIMHO-

Boro psapa [15].
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Buepsrie B IpyIIILy
6oabubie AKKJI Gbiiu Boinenenst B nportokone «NHL-
BFM 90» B xoropom, B 3aBUCMMOCTH OT pacrnpocTpa-

OTAEJIbHYIO TeEparneBTUYIECKY1I0

HEHHOCTH OILyXOJIEBOI'O MPOLEecca, OOTbHBIM MPOBOINIIN
3 nnu 6 kypcos xumuorepanuu (XT). Beimonnanu cie-
AyIOULy0 cTpaTU(UKAIMI0 HA TPYNIbl PUCKA: B TPYIILy
K1 6butu Brarouens: Goababie ¢ I, [1 cranusvu sabosesa-
HUS U TIOJTHOCTBIO PE3ELIMPOBAHHON OILyXOJIbIO, B IPYIIILY
K2 — Goasnsre ¢ 11, 111 cranusamu saboseBaHus u HemmoJI-
HOCTBIO PE3EeLMPOBAHHON OIyXosabio, B rpynmy K3 —
Gosbable ¢ [V cranmeil 3aboseBaHMS MM MHOYKECTBEH-
HbIM noparxeHuem kocreid. OCHOBHBIE OTIIMYMSA OT paHee
ucnosnbzoBasuxcs B tepanun AKKJI nporpamm se-
YEeHMsl 3aKJIIOYAJNCh B 3aMeHe NMPEIHU30J0HA HA AEKCa-
METa30H U BKJIOUeHUU B Os0KkoBble cxembl udocdamua.
Cy1iecTBEHHBIM AOCTHIKEHHMEM IMPOrPAMMHOIO JIEUEHU S
AKKIJI cramo npumenenme merorpekcara B BBICOKUX
nosax (1000-5000 mr/m?) B Bune 24-yacosoit undysumu,
a Taksxe apdexrusnas npodunakruka nopaskenus [[HC
3a CYET MHTPATEKAJbHOIO BBEIEHUS METOTPEKCATa, LH-
tapabuna u npenHusosioHa. Heboabiias panurenbHOCTD
negerus: (2 mec.) 6omapHBIX ¢ | cramwmeit mam cramumeit 11
C MOJIHOM pe3eKI el Oy xomu, 5 MecsieB — MpPU PacIpo-
crpanennoii popme AKKIJI; nuskue kymynsrusHbie 10361
OCHOBHBIX XUMHUoNpenaparos — 3,4 r/m* pnsa nuxnodoc-
bamuna, 12 r/m’ pna udochamuna, 150 mr/m? nns an-
tTpanukaunos u 1,3 r/m® s oromosuna — ompenenuan
JajbHellllee perysjsipHOoe NPUMEHEHUEe 3TOM NMporpammal
B repanuu AKKJL Ilpu arom noxasarenun 5-nerneit bCB
ObLIM CPABHUMBI C paHee MOJLyYeHHBIMU IPU UCTIOIb30Ba-
num nporokosnos «NHL-BFM 83/86» u cocrasuau 100 %
ans rpynnst K1, 73 % — K2 u 79 % paa rpynnet K3 [15].

Onnum u3 HamboJsiee KPYINHBIX MEK/YHApOAHBIX MC-
ciefoBaHuil, B Koropoe Bouunu 175 uenrpos us 12 crpas,
cran nporokoa «ALCL99» [16]. Cxema neuenus Oblia
ocnosana Ha nporpamme «NHL-BFM 90» ¢ pangomusa-
uueii Ha BeTBU A (C BBEIEHMEM METOTpEKCaTa U3 pacuera
1000 mr/m* B Teuenue 24 yacoB U MHTpPaTeKaJbHBIM BBe-
[leHUMeM MeTOoTpeKcara, IurapabuHa, npeaHusosona) u B
(c BBenenuem merorpekcara 3000 mr/m? B Teuenne 3 wacos
6e3 MCITOIb30BAHMUSI unrparexasasnoit XT). Kpome roro,
AJst GOJBHBIX BBICOKOH rpynmnbl pucka (c BOBJeYeHHEM
CPe/loOCTeHMS, KOYKHU, BHYTPEHHUX OPraHOB) Oblia mnpef-
ycmorpena pangomusanust Ha Bersu (AV/BV) B saBucu-
MOCTH OT BKJIOUEHUs B OJIOKM BMHOJIACTMHA M3 pacuera
6 mr/m>. Y Gonpubix ¢ | cragueil 3aboeBaHUS U TIOJTHO-
CTBIO PE3eLMPOBAHHON OILyXOJIbI0 00BbEM JIeYeHUS TIPey-
cmarpusan 3 6roka XT. B aroit rpynne 6onbubix Gblia
nosyuena 2-netusis BCB, pasnas 100 %, Torma xak cpenu
GOJIBHBIX M3 IPYIIbI BHICOKOIO PUCKA PE3YJIbTAThl ObLIN
xyoxe: 2-nerusis BCB cocrasuna 71 %. Ilpu Brarouenun
B HPOTOKOJ Tepanuy BUHOJACTUHA KOJHMYECTBO COOBI-
TU B MEPBBIA IOJ MOCJe OKOHYAHUS JedeHUs ObLIO 3Ha-
gyurenbHo menbine: l-metass DCB 6sia 90,9 %, torma
Kak B rpynne OOJbHBIX, HE MOJy4YaBIIMX BUHOJIACTHH,
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TOT Tokasaresp okasaiycs 73,8 %. Tem ne menee 2-mer-
usst BCB nus atux aByx rpynn npakTudecku He passiu-
yanace — 72,6 u 70,1 % coorsercrsenno [16].
Necneposarensckue rpynner CCG (Children’s Cancer
Group, I'pynna mo usyueHMIo 370KaueCTBEHHBIX OILy-
xoneit y pereir)) POG (Pediatric Oncology Group,
[lennarpuueckas onkosornueckas rpynma) u COG
(Children’s Oncology Group, [erckas onxonoruueckas
rpyIna), HapOTUB, MCIOJIb30BAJIN IPOJOHIMPOBAHHBIE,
OpMEHTHPOBaHHbIe Il OCTPOro Jumd¢obIacTHOro Jei-
kosa (OJIJI) nporpammsr sneuenus. lannble npoTokossl
BKJIIOYAJIM AHTPALUKJIMHBL B 0OOJiee BBICOKHUX KyMyJIsi-
THUBHBIX [03aX, TOrJa KaK [03bl AJKHIUPYIOLIUX areH-
ToB Oblin muHumansHbimu. |'pynnoit POG ony6auko-
BaHbl peaysbrarhl JeueHus pacnpocrpanenusix ([1I-1V)
craguit AKKJI nmo OJlJI-opuentupoBannoit nporpam-
Me JUIMTEJBHOCTBIO 12 mecsiues: mocJie srana MHAYKLUU
(MpesHU30JI0H, BUHKPUCTHUH, NOKCOPYOWUIIMH) MpPOBOAU-
Ay paHgomusanmio boabHbix Ha 2 BeTBU. B onHOI BeTBM
GOJIbHBIE MOJLy 9aJTU TEPATTHIO C UCIIOIB30BAHUEM JOKCOPY-
OulMHA, BUHKPUCTUHA, MPEIHU30J0HA, UHTPATEKAIbHOe
BBEeJIeHME METOTPEKCATa B BOSPACTHOMN N03MPOBKe (peXkum
APO); B apyroit — APO B ansrepuupyiomem peskume
¢ merorpekcarom 1000 mr/m® (anurensHOCTH BBEIEHUSI
24 4) n uuTapabUHOM, MHTPATEKAJbHBIM BBE/IEHUEM METO-
TpeKkcarta B BO3pacTHOH no3uposke. JlnurensHocTs 1 00b-
eM Tepanuu ObLJIU OIMHAKOBBIMU BHE 3aBUCUMOCTH OT CTa-
aun u rpynnsl pucka. 4-nerasss BCB u OB cocrasunn
71,8 u 88,1 % coorBeTCTBEHHO MJIsT BCeX OOJIBHBIX Oe3 cTa-
THUCTUYECKH 3HAYMMBIX Pa3jnduil mexxay rpynnamu [17].
B nccnenosanun «<ANHLO0131», nposenennom rpymnmnoit
COG, ocHoBy Js1euebHOI IPOrpamMMmbl COCTABUJI MPOJIOH-
FMPOBAHHBIMA IMPOTOKOJI, BKJIIOYABIIUMA 3Tal MHAYKIUAU
(MpeAHM30JI0H, BUHKPHUCTHH, AOKCOPYOULUH — PEeXHM
APO) ¢ wunTparekanbHBIM BBEJEHHMEM METOTpPEKCATa
B BO3pacTHbIX fo3upoBkax. [locse saBepmenus stana nn-
AyKLMHU TPOBOAWIN PAHIOMU3ALUIO OOIBHBIX Ha 2 rpyn-
nel: B nepBoil G6oabHbiMm mpoBoauauchk 15 nukmaos XT
B pexxume «APO + 6-mepxanronypun» (1-5-i1 umkanr),
¢ 6-ro mo 156-if nuka UCIONB30BAIN AHAJOTUYHYIO CXe-
My C 3aMeHOM AOKcopybOuimua Ha mertoTpekcar 60 mr/m?;
BO BTOPOH IpyIINe B CXeMe JIe4eHUs] BUHKPUCTUH ObLI 3a-
MEHEH Ha 3 e)KeHeAeIbHBIX BBEIEHUSI BUHOIACTHHA B 03¢
6 mr/m>. Kymynsarusnas nosa noxcopybuiuna cocraBuia
300 mr/m?, aJIKUJIMPYIOLUINE areHThl He ObLIM BKJIIOYEHBI
B nporoxou sevenust. [lomyyennsie pesysnbrarsr BbKMBa-
€MOCTH AJISl KasK/10i U3 TPy NN ObLIM COMOCTABUMBIL: 3-J1€T-
uas BCB u OB B nepsoit rpynne cocrasuau 74 u 84 %,
Bo Bropoit — 79 u 86 % coorsercrBenno. Ouenusas Tok-
CHUYHOCTB IPOBOAVMOIO JIEY€HMSI, ABTOPBI OTMETHUIIH Y OB~
JIETBOPUTEJIBHY 0 TIEPEHOCUMOCTD KaXX/0T0 U3 PEXKNMOB,
TemM He MeHee y OOJIBHBIX M3 BTOPON IPyIIbI remMaToJo-
rMYecKasi TOKCUYHOCTh Oblia Gosiee BbIpajskeHa: KyMmyJisi-
THUBHBIHA PUCK Pa3BUTH sl HEUTPOIIEHUHU B rpyIIe OOJbHBIX,
nosy4yaBmux BuHOAacTUH, coctasuia 84 %, uto Gosee uem
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B 2 pasa NMpeBbICMJIO AaHAJIOTMYHBIN [TOKA3aTeb B IEPBOM
rpynne. B cBsisu ¢ Belpa>keHHOH remMaTOJIOrMYeCcKOi TOK-
CUYHOCTBIO MPOBOJAMJIACH PEAYKIUs 103bl BUHOIACTHHA:
menuana 10361 coctaBuia 4 mr/m? [18].

Takum o0Opasom, He yCTAHOBJEHO NPEUMMYILIECTBA
Hu oxanoit us crpareruit sevenuss AKKJL. Hecmorps
Ha JOCTUIHYTblE OTHOCHUTEJIBHO YHAOBJIETBOPUTEJbHbBIE
noxasarean OB u BCB, Bue saBucumoctn or ncnonsay-
eMoii IporpamMmbl Tepanuu, penuanB 3aboseBaHus pas-
sBuBaercst y 25—30 % 6oabHBIX B IePBBI O MOCJIE OKOH-
YaHUS JeYeHUSs.

B uccneposanuu «<ANHLI2P1», nposegennom rpymnmnoi
COG B nepuon c 2013 no 2017 r., 6b111 ouenensr addex-
TUBHOCTb U IEPEHOCHMOCTb OpeHTykcumaba BefrOoTHHA
u kpusoTuHuba B pamkax nepsoit nunuu repanuu AKKJL.
Bpentykcnmab BeOTMH — KOHBIOTaT MOHOKJIOHAJBHOTO
anrurena k antureny CD30 u antumurornyeckoro aren-
tTa — moHomeTua aypuctatuna E. Panee 6bu10 onucano
ero NpuMeHeHUe y TeAuaTpUuecKux 6onbHbIx ¢ pedpak-
tepubim TeueHuem AKKJI / peumpusamu zabonesanus.
F. Locatelli u coasr. [19] onucann npumenenune 6pentyx-
cumaba BeOTHHA B MOHOpe>kume y 17 GonbHbIX ¢ ped-
paktepHoil min peunansaoil popmoit AKKJIL. O6wasn va-
crora OTBeTa Ha Tepanuio cocrasuia 53 %: mosHsi oTBeT
6611 otmeuen B 41 %, wactuuneiii — B 12 % cayuaes.

B uccnepoBanun «<ANHLI2P1» 6pentykcnmab Bemo-
TuH GObL1 Brepsble ucnonbzosBan B geuenun AKKIJI B co-
craBe nepBoit inHun tepanun. Cxema seueHns BKIO9aIa
nposesenue npeadassl u 6 kypcos XT (o cxeme, anaso-
ruunoii nporpamme «ALCL99>) ¢ BBenenuem Gpentykcu-
maba BepgotuHa Ha +1 cyTku. Pacuernas mosa cocrasuaa
1,8 mr/kr (makcumym 180 mr) ¢ BOBMOXKHOCTBIO peayKInn
B CJly4dae pasBuTus TokcuaHocTH. Y 14 ns 68 GonbHbIx ObL1
BbIsBJIeH penuans. B 79 % cayuvaes penuaus Gb1 guarto-
cruposaHn B tedyenue 10 mec. or Hauana sedeHus. 2-yner-
usis BCB cocrasuna 79,1 %, 2-nernas OB — 97,0 % [20].
Bo Bropoii Bersu nporokona «<ANHLI2P1» y 66 Gonbubix
¢ pacnpocrpanennbimu craguamu AKKJIL B pamkax nep-
BOU JiuHUYM Tepanuu 6b11 ncnoassosan unruburop ALK |
nokosieHus kpusotunub (B cocrase 61okos XT). 2-netnas
BCB 6s11a 76,8 %, 2-netusist OB — 95,2 %. ¥ 15 6onbHbIX
pasBuiics peuuans (c meauaHow 7,4 mec. OT MOMeHTA yCTa-
HoBKM auarnosa) [21].

[Tonbrtkn unTeHcMdUKaUKM Tepanuu TepBON JTUHUU
y 6onpubix AKKJI sa cuer BriroueHus Tpancnaantanmu
&y TOJIOTMYHBIX/AJIJIOTEHHBIX TE€MOIMNOITHYECKUX CTBOJIO-
BBIX KJIETOK HE IMOKAa3aJli NPEMMYLIECTB B BBIXKUBAEMO-
cTH, MoaTOMy coBpemeHHble nporokossl Tepanun AKKJI
y J[eTel He BKJIIOYAIOT TPAHCIJIAHTALMOHHbIE OIMLUU
Y OPMEHTUPOBAHBI HA MPOTUBOOMYX0JeBble 29 deKT 1u-
TOCTATUYECKUX M TAPTETHBIX MPENapaToB.

B cBsisu ¢ pokasaHHBIM MPOrHOCTHYECKU Hebaaronpu-
ATHBIM 3HAYEHUEM OKCIPECCUU [-KJIETOYHBIX MapKepoB
npu AKKJI 6b11 paspaboran nporokon «AKKJI HUU

JOwul" 2003», koTopbIii y4UTEIBAI HE TOJIBKO MPOrHOCTH-

YeCKyl0 TIpyIy PUCKA, HO U MUMMYHO(EHOTUITHUYECKUe
XapaKTEPUCTHKHM OILyX0JIEBOro cybcrpara.

Ilennio HacTosiieit paboThl ssBUIaCh olleHKa 2 deKkTUB-
Hoctu sevenust pereit, 6onpubix AKKJL, no mporokomy

«AKKJI HUN JOwul” 2003» u cpaBuenue ee ¢ pesymbra-
tramu siedeHus no nporoxosay «NHL-BFM 955.

MaTepI/IaJIbI U MeTOoAbl

C 2000 no 2023 r. B MHOTrOLEHTPOBOE PETPOCIEKTUBHO-
npocnekTuBHoe ucciaepoBanue BriaodeHsl 100 GonbHbIx
¢ Brepsbie ycranoBieHHbIM auarsosom AKKJL nonyyas-
LINX TEPAINIO B YCJIOBUSX OTAEJIEHUN OHKOJIOIUU U FeMa-
Tonoruu (xumuorepanuu remobnacrozos Ne 1 u 2) HUU
merckoii oHkoJsiormu u remarosoruun DOI'BY «HMMUMI]
onxosiorun um. H.H. Bnoxuna» Munsppasa Poccum, ro-
POIACKMX M PErMOHAJIBHBIX AETCKUX KanHukax r. Kasanm,
Houkap-Ounsi, onenxa, Baxy (Asepbaiimxan). 52 Goib-
HBIX [OJLydYasau JedeHue cornacHo mnporoxoiny «NHL-
BFM 955, a 48 6onbubix — nporokony «AKKJI HUN
H1Oul" 2003».

[Tokasarenun OB, BCB, 6espenunusHoii Bb>)KMBaeMOCTH
(BPB) paccunreiBanuce na 01.09.2023 .

Huarnos AKKJI Gein ycranossnen na ocHoBanuu naH-
HBIX TMCTOJIOTMYECKOr0, UMMYHOIMCTOXUMUYECKOTO U LM~
TOreHeTUYEeCKOI'O METO/I0B MCCJIeI0BAHUSA B COOTBETCTBUM
C KpUTEpUAMU KJaccudUKaL MU OMyX0Jel KpOBeTBOPHOM
u numdounnoil Tkaneii Becemupnoii opranusanuu sapa-
Booxpanenus [3]. Craguposanue GOJBHBIX MPOBOAMJIN
cornacuo S. Murphy [22], onpenenenue rpynnst pucka —
B cooTBeTcTBUM ¢ Kputepusimu rpynnst BFM [23]. Beuiu
BBbIIEJIEHBl CJEAYIOIIME TPYIIbl PUCKA: CTAHAAPTHAS,
K KOTOPOH OTHOCHUJIM OOJIbHBIX C MOJHOCTBIO Pe3elupo-
BaHHOM omyxoubto u [-II craguamu sabonesanus; cpen-
HsIsl — OOJIBHBIX C HepedeLMpPoBaHHOM omyxousbio u [-111
cTagusamu 3abosieBaHUS; BBICOKAsl IPyIINa pUcKa — 00JIb-
HBIX C MHO>KECTBEHHBIMM MOPA’KEHUSIMU KOXKH, KOCTeH
u nerkux u/nnu 1V cragueii saboseBanus.

Ilpoepamma neuwenus. Ha nepsom arane 6osnbHbIM U3 cpes-
Hel M BbICOKOI IPpyMIl pUCKa NPOBOAMJIU HUTOPENYKTUB-
nyto d¢asy: nuxaodpochamun 200 mr/m? BHyTpUBEHHO
kamesbHO 3a 1 u 1-2-i1 guu; nexcamerason 5 mr/m? 1-2-it
auy, 10 mr/m? 3—5-i1 AU, MHTpaTeKkaJbHOE BBeJeHUEe Me-
TOTpekcara, qurapabuHa, npeJHU30J0Ha B 1-if IeHb B BO3-
pacTHbIx posupoBkax (tabs. 1). Boasubim rpynmsr cran-
AAPTHOrO PUCKA LIUTOPEAYKTHUBHYIO (pagy He MPOBOAMIIH.

IIpu BeisiBaennu T-kierounsix mapkepoB Ha oILyxoJe-
BBIX KJIETKAX JIEYEHUE BKJIIOYAJIO BBICOKOMHTEHCUBHbIE
6JI0KM, aHAJOrMYHbIE TAKOBBIM, MCIIOJIb3yEMbIM Ha 9Ta-
ne koncoaupanuu B tepanuu OJIJI rpynnsr Beicokoro
pucka. B ciayuae orcyrcrBust sxcnpeccun T-kierounbrx
MapKepoOB MPOBOAMJIM CTAHAAPTHYIO OJIOKOBYIO TEpAIuIo,
anasnornunyio nporokosry «NHL-BFM 95». [locie saBep-
mweHusi 6JOKOB GOJbHBIE MOTyuyaau BUHOAacTUH 6 mMr/m?
(makcumanbHas pasosas posa 10 mr) 1 pas B 3 Hepenn
B TeyeHue 6 MecsIEB.
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Ta6nuua 1. Joss xMmMonpenapaTos Npu MHTPATEKANEHOM BBEAEHMM B 30BMCHMOCTM OT BO3PACTA GOMBHOTO
Table 1. Doses of chemotherapy drugs with intrathecal administration depending on the age of the patient

Bospacr MeToTtpekcar Uutapabun MpenHusonoH

Age Methotrexate Cytarabine Prednisone
Hetn B BOo3pacte go 1 roaa
Children under the age of 1 year mr/ mg 16mr / mg 4w/ mg
Or1 po 2 ner
From 1 fo 2 years 8 mr/ mg 20 mr / mg 6 mr/ mg
Ot12 pno 3 ner
From 2 fo 3 years 10 mr / mg 26 mr / mg 8 mr/ mg
3 ropau crapwe 12 mr / mg 30 mr/ mg 10 mr / mg

3 years and older

Ipozpamma aewenus dns boronoix ¢ AKKJI u omeymemeéuem
T-knemounsix maprepos

ITporpamma neuyenus pereit I rpynnsr pucka cocrosiina
us 3 61okos (uepenosanue la-16-la), nposonumeix ¢ un-
repBanom 2 Hegenu. Bonsusie I rpynner pucka nonyuann
6 6soxos XT (la-16-la-16-1a-16), npoBopumbIx ¢ uHTEp-
BaJIOM 2 Hemesu.

Biok la:

Hexcamerason 10 mr/m? nepopanbho, 1-5-i nuu;

Bunbnacrun 6 mr/m? BHYTPUBEHHO CTPyIHO, l-i1 neHb
(makcumanbHas pasoBas gosa 10 mr);

Ndochamun 800 mr/m* BHyTpHUBEHHO KameabHO B Te-
yenue | waca na doune mecunt (400 mr/m? BHyTpuBeHHO
3 pasa B 0, +4, +8 yacos or nauana undysuu udochamu-
na), 1-56-11 nuuy;

Aronoaun 100 mr/m? BHYTPHBEHHO KaIlleJIbHO B TeYeHUE
2 gyacos, 4-5 nuu, 2 BBegeHus ¢ unTepsasom 24 u;

Hurapabun 150 mr/m? BHyTpUBeHHO KaneabHO B Tede-
nue | gaca, 4-5-it nau, 4 BBeenus ¢ unrepsasnom 12 u;

Merorpekcar 1000 mr/m? BHyTpUBEeHHO KamesbHO B Te-
uenue 24 uacos, 1-ii neHb;

Jleiikosopun (ponunar xanpuus) 15 mr/m? BHyTpuBeH-
HO uepes 42, 48 u 54 1 or HauasIa BBeAEHUST METOTPEKCATA;

Merorpekcar, nutapabus, npeaHU30y0H (B BO3PACTHBIX
[O3UPOBKAaX) MHTpaTeKaabHO, 1-if nenn (Taba. 1).

Baox 16:

Hexcamerason 10 mr/m? nepopanbho, 1-5-i1 nuu;

Bunbnacrun 6 mr/m? BHYTPUBEHHO CTPyIHO, l-i1 neHb
(makcumanbHas pasoBas gosa 10 mr);

Huxnaodochamun 200 mr/m? BHYTPUBEHHO KarmesabHO
B Teuenue | yaca na dpone mecunt (70 mr/m? BHyTpUBEHHO
3 pasza B 0, +4, +8 uacos or nauana undysun nuxaodoc-
dbamuna), 1-5-it nenn;

Hokcopyounun 25 mr/m? BHYTPHBEHHO KaIlleJIbHO B Tede-
nue | vaca, 4-5-11 nun, 2 BBetenns ¢ nnrepsaom 24 vaca;

Metorpexcar 1000 mr/m? BHy TPUBBEHHO KaneJabHO B Te-
genue 24 wacos, 1-i neub;

JletikoBopun (ponunar kanbuus) 15 mr/m? BHyTpPUBEHHO
yepes 42, 48 u 54 yaca ot Hauasa BBeleHU s METOTpEKCATa;

Merorpekcar, uutapabus, npegHNU30JI0H (B BO3PACTHBIX
[O3UPOBKAaxX) MHTpaTeKaJabHO, 1-if nenb (Taba. 1).

[Iporpamma neuenus gereit ¢ AKKJI III rpynner pucka
BKJIIOYAJIa aHAJOTMYHbIE YKA3AHHDBIM BbIlle OJIOKU C yBe-

Audenuem 103l metrorpekcara ao 5000 mr/m? (BHyTpUBeH-
HO KamesbHO B Teuenue 24 uacos, neiikosopun 30 mr/m’
BHYTPHUBEHHO 4epe3 42 4 oT Havasa BBEJEHUS METOTPEK-
cara u B nose 15 mr/m? BHyTpuBeHHO 4epe3d 48 mu 52 u
OT HavaJla BBEJEHUs] METOTPEKCATA), a TaKke 2 Gyioka ¢ mc-
noJb3oBaHMeM LUTapabuHa B Bblcokux aosax (3a-36-3c-
3a-36-3c) o caenyouei cxeme:

Biox 3c:

Hexcamerazon 20 mr/m? nepopansho, 1—5-it nuu;

Bunbunacrun 6 mr/m? BHYTPUBEHHO CTpyiHO l-il neHb
(makcumanbHas pasosas nosa 10 mr);

Hurapa6un 3000 mr/m? BHY TPMBEHHO KaneabHO B TeueHUe
3 wacos, 1-2-i1 nuu, 4 BBeeHus ¢ unrepsasom 12 yacos;

Oronosuz 100 mr/m? BHyTPMBEHHO KanejbHO B TeYeHUe
2 vacos, 3—5-i1 nuu, 5 BBegenuit ¢ unrepsanom 12 yacos;

Merotrpekcar, uutapabus, npegHN30/I0H (B BO3PACTHBIX
[O3UPOBKaX) MHTpaTeKaJabHO, 1-if nenb (Taba. 1).

[lporpamma Jseuenusi OGoOabHBIX C 9KCHpeccuei
T-k/1eTOUHBIX MapKepoB OTAMYAJIACh MCIOJIb30BAHU-
eMm B coctaBe OJIOKOB nuTapabuHa B BBICOKMX /[103aX
(2000 mr/m?), a Taky>ke BKJIOYEHMEM B KaKAbIi OJOK
L-acnaparunasst ua pacuera 10 000 ME/m? B cayuae
HENEPEHOCUMOCTH — TMernJMpoBaHHONi (opmbl npe-
napara us pacuera 1000 ME/m?, y Gonbubix ¢ nuoma-
aplo nosepxHocTu Tesna menee 0,6 m?’ — us pacuera
82,6 ME/xr).

IIporpamma nevyenust pereit I rpynner pucka cocrosuia
us 3 6sokos (uepenosanme la, 16, la), nposopumsix ¢ un-
repBasom 2 Hegenu. Bosbusie 11 rpynner pucka nosyuanu
6 6aokos XT (la-16-1a-16-1a-16), nposonumpix ¢ unTepBa-
JOM 2 Hemesu.

Biox la:

Hexcamerazon 10 mr/m? nepopanbho, 1-5-it nuu;

Bunbaacrun 6 mr/m? BHYTPHUBEHHO CTPYMHO, B 1-i1 1 6-i1
nHu (MakcumasibHas pasosas nosa 10 mr);

Merorpexcar 1000 mr/m? BHYyTpUBEHHO KameabHO B Te-
yenue 24 yacos, 1-il neun;

Jleiikosopun (ponunar xanvuus) 15 mr/m? BHyTpuBeH-
HO cTpyiHO 4epesd 42, 48 u 54 vaca or Hauasa BBeseHUS
MEeTOTpeKcaTa;

Huxaodochamun 200 mr/m? BHY TPUBEHHO KanesbHO B Te-
yenue | yaca na pone mecuni (70 mr/m” BHyTpuBenHo 3 pasa
Ha 0, +4, +8 yacos or nauana undysuu nukaodochamuna),
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2—4-ii nenb, Bcero 5 BBemeHMi ¢ uHTepBasom 12 uacos.
[lepsoe BBemenue uepes 12 u or okonuanus undysun
METOTPEKCaTa;

Hurapabun 2000 mr/m? BHyTpUBEHHO KaleibHO B Teue-
Hue 3 yacos, 5-i1 neHb, Bcero 2 BBEAEHUS C MHTEPBAJIOM
12 vacos;

L-acnaparunasza 10 000 ME/m? BuyTpuBento kanenbHo
B TeueHUue 2 4yacos, O-1 eHb;

Merorpekcar, urapabuH, npeAHU3070H (B BO3PaCTHBIX
[O3UPOBKaxX) MHTpAaTeKaJbHO, 1-if nenb (Taba. 1).

Bioxk 16:

Hexcamerason 10 mr/m* nepopasnbho, 1-5-i nuu;

Bunb6nacrtun 6 mr/m? BHyTpuBenHo crpyiiHo B | u 6 nnu
(maxkcumanbHas pasosas gosa 10 mr);

Ndochamun 800 mr/m? BHyTpUBEHHO KamesbHO B Te-
yenue | yaca na done mecusr (300 mr/m? BHyTpUBEHHO
3 pasa na 0, +4, +8 yacos or nauana undysun ndochamu-
na), 2—4-it neun, Bcero 5 BBepeHuUi ¢ nHTepBasom 12 ua-
cos. IlepBoe BBenenue uepes 12 yacos or okoHuaHuUs MH-
¢dysuu merorpekcara;

HNaynopy6unun 30 mr/m? BHyTPUBEHHO KalesbHO B Te-
genue 24 4, 5-i1 nensp;

Metorpexcar 1000 mr/m? BHyTpUBEHHO KaneabHO B Te-
genue 24 gacos, 1-it neusn;

JletikoBopun (dponunar xanvuus) 15 mr/m? BHyTpuBeH-
HO cTpy¥iHO veped 42, 48 u 54 vaca or nauasa BBeneHUS
METOTpEeKCaTa;

L-acnaparunasa 10 000 ME/m? BuyTpuBenHo kaneabHo
B TeueHUe 2 4acoB, O-1 IeHb;

Merorpexkcar, nutapabus, npegHU30J0H (B BO3PACTHBIX
[03UPOBKAaX) MHTpaTeKaabHO, |-it nenn (Taba. 1).

2 blocks
with mix
dosage

1000 mg/m*

CrannapTHEIH
Standart

CTpaTHHKAINA Ha TPYTITEL

Ilporpamma sneuenus pereit III rpynner pucka Briro-
Yasla aHaJIOTMYHble YKa3aHHbIM Bbllle OJIOKU C yBeJnde-
Huem 0361 metorpekcara g0 5000 mr/m? (BHyTpuBeHHO
KarnesbHO B Teuenue 24 uacos, netikosopun 30 mr/m? BHy-
TPUBEHHO uepe3 42 waca OT HauaJa BBEJEHUSI METOTPEK-
cara u B nose 15 mr/m* Buyrpusenno yepes 48 u 52 uvaca
OT HayaJla BBEJIEHUSI METOTPEKCATA), a TaK ke 2 6yioka ¢ uc-
nosb3oBaHuem nurapabuna B Beicokux posax (I1la-1116-
[1Ic-111a-1116-111c) no cnepyromeit cxeme:

Baox Illc:

Hexcamerason 20 mr/m? nepopasbio, 1-5-i nuu;

Bunbnactun 6 mr/m? BHyTpusenno crpyiino, l-ii nenp
(makcumanpHas pasosas nosa 10 mr);

Lurapabun 3000 mr/m* BHy TPMBEHHO KareibHO B TeYeHUe
3 wacos, 1-2-i1 nuu, 4 BBenenus c uarepsanom 12 yacos;

Oronoaung 100 mr/m? BHYTPHBEHHO KalleJIbHO B TeYeHUE
2 wacos, 3—b-it nuu, b BBenenuit ¢ unrepsaom 12 vacos;

L-acnaparunasa 10 000 ME/m? By TpusenHo kaneabHo
B TedyeHHe 2 4acoB, 6-i 1eHb;

Merorpekcar, nutapabun, npeaHU300H (B BO3PACTHBIX
[I03UPOBKAaX) MHTPaTeKaabHo, 1-it nenpb (raba. 1).

IIporokon «AKKJI HUM JOul’ 2003» ne npeanona-
raj NpoBefeHME TPAHCIUIAHTALMU ayTOJOTMYHbIX/AJI0-
FeHHBIX FeMOMNO3THUYECKHMX CTBOJIOBBIX KJIETOK y OOJbHBIX
¢ Buepssble auarnocruposannoit AKKUJLL

OO0was cxema NpoTOKOJIa NpeACTaBIeHa Ha pUCYHKe 1.

C/71a/7w01nuLLeCKuLZ AHAJU3

CTaTI/I‘IeCKyIO 06pa60TKy IOJIYy9Y€HHbIX NAHHBIX IIPOBO-
ANJIN Iy TEM IOCTPOCHM SI Ta6JII/ILI COIIPSI2KEHHOCTH IO KPpH-
TEPpUIO HI/IPCOHa. OLIeHKy BBI2)KMBA€MOCTHU BBITIOJIHAJIN

TMoanepemsaoman

6 bnoxos
TIXT ¢ pozoit
mtx 1000

Mr/n?

Tepamna
sunGnacTioon 6 ar/u’
enyTpusenno | pass
3 Henenu B TeqeHne

6 Mecanes

Cpenuuii
Intermediate

pHCKa
Risk group stratification

Pucynok 1. O6uas cxema npotokona «AKKJT HA AOul 2003»

6 blocks with
mix dosage
1000 mg/m*

Maintenaoce therapy
with vinblastine
6 mg/m*
intravenously
overy 3 weeks

Jor 6 months

Mpumeyanme: npu obHapyxeHun T-kneTouHbIX MApPKepOB GOMbHbIE MOMYHAIOT IEYEHME C BKIIIOUEHMEM BNOKOBBIX PEXMUMOB, QHANIOTMYHBIX TAKOBbIM, MPUMEHSIEMBIM Y BOMBHBIX
OJN rpynnsl Bbicokoro pucka. Mpu otcyTcrBum skenpeccum T-knetouHbx MapkepoB 610KkoBasi Tepanus GbI1a AHANOTMYHA TAKOBOM, Ucnonbayemoi B npoTokone «NHL-BFM 95x.

Figure 1. Scheme of protocol ALCL NIl DOIG 2003

Note: in case of detection T-cell markers, patients receive treatment with the inclusion of block modes similar to those used in high-risk ALL patients. If expression of T-cell markers was

not confirmed, block therapy was similar to that used in the NHL-BFM 95 protocol.
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C TIOMOLIBIO MTOCTPOEHUSI KPUBBIX BBI)KUBAEMOCTHU I10 Me-
rony Kannana — Maiiepa. Ilpu nocrpoennn kpusoit OB
NPOAOJKUTENBHOCTD JKU3HU PACCYMTBIBAJIN OT MOMEH-
Ta Havasa JedeHUs 10 CMEPTH OOJIBHOrO MJIM MOCJeLHEH
naTtel KoHTakTa ¢ HUM, bPB — oT momenTa moctmikeHus
pemuccuun 1o xoncrarauuu peunausa, bCB — or nasasna
JedeHUs 10 MOMEHTa HACTyIJIeHUsX cobbiTusi (mporpec-
CUpOBaHUe, PELUAUB, CMEPTh MO J060H MPUYUHE, B TOM
4qucse Ha srane nHAyKuun). CpaBHEeHNE KPUBBIX BBDKH-
BAEMOCTH MEXKy IPYIIIaMU IPOBOAWIN C UCIIOIb30BAHU-
€M JIOr-paHroBoro tecra. PasHuiy mesxay kpusbiMu cum-
tasu pocrosepuou npu p < 0,056.

Pesyabrars:

[lpu ananuse KAMHUYECKMX XapPaKTEPUCTUK GOJBHBIX
B 3aBUCHUMOCTH OT MCIIOJIb3YEMOIO MPOTOKOJIA JIEUEHUSI
OKas3aJioCh, YTO MO BO3PACTy, MOJY, CTaausaM, OOsbHbIE
ObL1U comoctaBuMBbI (TabJ1. 2).

Hecstunernss OB 6onbHbIX, nonyvaBIINX JeyeHue co-

ranacuo nporokony «AKKJI HUW 1Oul" 2003», cocraBu-
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aa 95,3 + 3,3 %, cornacuo nporoxony «NHL-BFM 95> —
82,0 + 54 % (p = 0,037) (puc. 2).

Hecarunernsas BCB y Gonpubix, nosy4asmnx seueHune
no nporokoxy «AKKJI HVUM HOul" 2003», okasamnace
BbILlE, YEM B IPyIIe OOJBHBIX, TEPAIUIO KOTOPBIM IPOBO-
auiu o nporokoxy «NHL-BFM 955, — 95,3 + 3,3 1 68,6
+6,5% (p = 0,001) coorsercTBenno (puc. 3).

Hecarunernss BPB Gonbupix AKKJL, nonyuasmmx se-
gyenue cornacHo nporoxony «AKKJI HUW JOul’ 2003»,
cocrasuina 97,3 = 2,7 %, no nporokory «NHL-BFM 95> —
74,4 + 6,4 % (p = 0,003) (puc. 4).

Crpykrypa cobbituii (7 = 2), BbIABIEHHBIX Y OONBHBIX,
noJydaBmux Jedenue no nuddepeHnUpoBaHHOMY, UM-
MyHOOOPHEHTHUPOBAHHOMY IIPOTOKOJLY, IPEACTaBIEHA
1 2,1 %) pedpaxrepubim Teuenuem zabonesanust u 1
(2,1 %) peunpusom. Mcnonbsosanue XT Bropoii n nocae-
AYIOIMX JUHUN HE NPUBEJO K JAOCTHIKEHUIO PEMMCCUM.
Ob6a GoapabIX yMepau. B oboux ciaydasx Ha MOBEPXHO-
CTH OIy XOJIEBbIX KJIETOK OblJIa MOATBEPIK eHA IKCIIPeCCH st
T-xanerounpix mapkepos. Hacrora peunausos okasanace

Tabauua 2. CpasHutenshbie xapakTepucTrki GonsHbix AKKJT 8 3asicumocTi oT npotokona nederis
Table 2. Comparative characteristics of patients with ALCL depending on the freatment protocol

MpuaHak

Parameter

Mpotokon / Protocol

AKKJTHAU OOul 2003

Dl o) ALCL NIl DOIG 2003

Yucno 6onbHbix / Number of patients 52 48
Bospact (meamnana) / Age (median) 11 11
Manbuuku : pesouku / Boys: girls 1.6:1 1.36: 1

I crapus / Stage | 0 3(6.2 %)
Il cragusa / Stage |l 8 (15.3 %) 10 (20.8 %)
ll cragusa / Stage 1] 26 (50 %) 22 (45.8 %)
IV crapgus / Stage IV 18 (34 %) 13 (27 %)

Mpumeuanmne: aHanusmupyemsie rpynnsl 60nbHBIX CONOCTABUMBI MO YUCATY, BO3pacTy, nony, craguam AKKJI.

Note: the analyzed groups of patients are comparable in number, age, gender, stages of ALCL.
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Figure 2. Overall survival of patients with ALCL treated according o the ALCL NI DOIG
2003 and NHL-BFM 95 protocols

AKKJT HUH JI0uT 2003 / ALCL NII
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2003» u «NHL-BFM 95>

Figure 3. Event-free survival of patients with ALCL treated according fo the ALCL NI
DOIG 2003 and NHL-BFM 95 protocols
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Figure 4. Relapse-free survival of patients with ALCL treated according to the ALCL NII
DOIG 2003 and NHL-BFM 95 protocols

CYILECTBEHHO BBbILIE PU JIEYUEHU U OOJTBHBIX MO MPOTOKOJLY
«NHL-BFM 95> — 12 (23,1 %), rorna xax npu npose-
neHuu rtepanuu B coorserctBuu ¢ nporoxosom «AKKJI

HUU AO0ul 2003> — 1 (2,1 %) (p < 0,05).

O6cyxpenne

AKKJI
HXJI, cocrasasiromum or 10 no 15 % cpenu Bcex HXJI

SIBJISIETCSI  BBICOKOATPECCUBHBIM ~ BapUAHTOM
y nereit. AKKJI xapaxrepusyercss kamHu4eckod, mop-
(poIOrnuecKoil 1 MMMYHOJIOTMYECKOM I'eTePOreHHOCTHIO,
BapuabesnbHOl okcmpeccueit T-kjaeTouHBIX MapkepoB
[1, 2, 10]. MccaepoBarenbckumu rpynmamu BO IJIaBe
c¢ T. Muzzafar [9] u coast., D. Abramov u coasr. [11],
ObLIO MOATBEPIKIEHO MPOrHOCTUYECKHU HebIaronpusiTHoe

snauenune sxcnpeccun CD8, CD3 knerkamu omyxonn.
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