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JleueHne remo6nacTo30B

BeepeHue. JlumdobnactHsie numdomsl (JIBJ1) npeactaBnsfioT cob0i arpeccuBHbI BAPUAHT HEXOMKKUHCKUX UMPOM,
KOTOPpBI 3aHMMAET 2-e MeCTo N0 YacTOTe CPeAN HEXOMKKUHCKUX NUMdOM y fieTeli. Mo MeXAyHapOAHbIM iaHHbIM, 3 dek-
TUBHOCTL Tepanuu JIBJ1 y peteit pocturaet 85 %. B Poccum uHcdopmauusa o pesynbrartax seyeHus 3Toro 3abonesaHus
KpaiHe orpaHuyeHHa.

Llenb nccnepoBaHuA — npeAcTaBuUTb NpefBapuUTeNbHble AaHHble 0 pe3ynbtatax Tepanuu J1BJT B getckom Bo3pacte B Poccuu.
Matepunansl n metoapbl. B uccneposavue BkntoyeHsl 392 naumeHTa feTckoro Bo3pacta ¢ AuarHosom J1BJ1, nonyyasiwme
NeyeHune B 57 npodunbHbIX cTaumoHapax Poccum ¢ 1999 no 2024 .

Pesynbrarbl. [Tokasatenu obuweit u 6eccobbITUIiHON BbiXUBaeMOCTH cocTaBuan 83 % (95 % JoBepUTENbHBIA UHTEPBAN
78-88) 1 70 % (95 % L[oBepUTENbHbIN UHTEpBan 64—78) COOTBETCTBEHHO. [TOMUMO 3TOrO, B XOA€e aHanu3a BbisBIEHA
BbICOKAs 4acToTa TPOMOOTUYECKUX OCTOXKHEHWI (29 %), ocobeHHO B cyyasx T-kneTouHblx JIBJ1. He 06HapyxeHo 3Hauu-
MbIX Pa3N4muil B Ucxofax 3aboneBaHns mexay ummyHonogsapuantamu J1bJI, ucnonb3yemelM npenapatom acnaparmHasb
u ctaguamu onyxonu. Mpu aHanu3se pesynstatos Tepanuu JIBJT (n = 146) no npotokonam ALL IC-BFM 2002/2009 c 6onee
CTPOrMMM KPUTEPUAMU OLLEHKW OTBETA HA TEPANUIO MHAYKLUK (COKpalLeHue onyxonu 6onee 70 %) U paHHWUM NEPEBOSOM
Ha 60/1ee MHTEHCUBHYIO XUMUOTEPaNWio BbICOKOZ03HbIMK Giokamu B HMUL, oHkonorum um. H.H. bnoxuHa oTmeyeHa bec-
co6bITUIHasA 1 06was BbixkUBaeMocTb 0kono 90 %. C nomowbto Mofenu perpeccim Kokca oLeHeHa 3aBUCMMOCTb MCXO0B
Tepanuu oT 0CTaTOYHOTO 06bEMA OMYXO0/M K OKOHYAHMI0 UHAYKLMM HAa OCHOBHOW KOTOpPTe NalMEHTOB: HE BbIABNEHO BU-
AHWUA 0CTaTOYHOTO 06bEMa OMyXOMM Ha Nokasatenb obuieit BbixkuBaemoctn (p = 0,2), OLHAKO UMENach CTaTUCTUYeCKas
cBA3b ¢ 6eccobbITUiiHOI BbiXMBaeMocTbio (p = 0,006).

06cykpeHue. MpuseseHbl NpesBapuTeNbHbIE Pe3ybTaThl Nepsoro B POCCUU MyBTULEHTPOBOO UCCNeA0BaHUA Tepanuu
JIBN1 y naymeHTOB fieTckoro Bo3pacta. Mo HaWMM AaHHbIM, NoKasatenu Bbixusaemoctu JIBJ1 TpebytoT ynyywenus. Hema-
NoBaXkHOI Npobnemoii B neueHun JIBJ y feTeil ABAAIOTCA OCNOXHEHUA HA (hOHE NPOBOAMMOII TEpanuu, 0COBEHHO BbICOKas
yacToTa TpoM6030B. B CBA3M C 3TUM peKOMeHAYeTCA NpoBefeHNe aHTUKOArYIAHTHOM NpodunakTMku y nauueHTos ¢ JIBJ1,
0C06EHHO C T-KNETOUHBIM UMMYHO(EHOTUMNOM W HanuymeM GakTopoB puUcKa. Takke HeoOXonuMbl fanbHelimne uccneno-
BaHWA AN YTOYHEHUA KPUTEPUEB FPYNNbl BHICOKOTO PpUCKA M pa3paboTKM HOBbIX NEPCOHANU3NPOBAHHbIX NOAXOA0B K Te-
panuu.

3aknioueHue. [pencTaBneHbl NpeaBapuUTeNbHbIe pe3ynbTaTbl NEPBOro MynbTULEHTPOBOTO KAMHWUYECKOTO UCCIeAoBaHUA
Tepanuu JIBN y neteii B Poccuu, CBUAETENLCTBYIOWME 0 HEOOXOAMMOCTM COBEPLIEHCTBOBAHUA NOAXOLOB, HANPABAEHHBIX
Ha noBbllWeHne 3hHeKTUBHOCTU NeYeHUs.

KnioueBble cnoBa: iumMpobnacTHble NUMGPOMBbI, HEXOMKKUHCKIE NUMOMBI, IETH, NOAPOCTKHM, NpoTokon Berlin—Frankfurt—
Muenster, Tpom603
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Background. Lymphoblastic lymphomas (LBL) are an aggressive variant of non-Hodgkin’s lymphomas (NHL), which ranks second
in frequency among non-Hodgkin’s lymphomas in children. According to international data, the effectiveness of LBL therapy
in children reaches 85 %. In Russia, information on the treatment results for this disease is extremely limited.

Aim. To present preliminary data on the results of LBL therapy in children in Russia.

Materials and methods. The study included 392 pediatric LBL patients, treated in 57 specialized hospitals
of the Russian Federation from 1999 to 2024.

Results. The overall and event-free survival rates were 83 % (95 % confidence interval 78-88) and 70 % (95 % confidence
interval 64-78), respectively. In addition, the analysis revealed a high frequency of thrombotic complications (29 %
of all patients), especially in cases of T-cell LBL. No significant differences in disease outcomes were found between
tumor immunophenotypes, the type of asparaginase, and the stage of the disease. A separate analysis of the results
of LBL therapy according to the ALL IC-BFM 2002/2009 protocols (146 patients) with stricter criteria for the response
to induction therapy (tumor reduction of more than 70 %) and early chemotherapy intensification with high-dose
blocks at the N.N. Blokhin National Medical Research Center of Oncology showed the event-free and overall survival
of about 90 %. The Cox regression model of the dependence of therapy outcomes on residual tumor volume at the end
of induction in the main cohort of patients did not reveal an association between residual tumor volume and overall
survival (p = 0.2), but there was a statistical association with event-free survival (p = 0.006).

Discussion. This paper presents preliminary data from the first multicenter study of LBL therapy in pediatric patients
in the Russian Federation. According to our data, LBL survival rates in the Russia should be improved. An important
problem in the treatment of LBL in children is therapy complications, especially the high incidence of thrombosis.
In this regard, anticoagulant prophylaxis is recommended for patients with LBL, especially with the T-cell phenotype
and the presence of risk factors. Further studies are also needed to identify high-risk patients for the development
of new personalized therapy approaches.

Conclusion. The paper presents preliminary results from the first multicenter clinical study of LBL therapy in children
in Russia, indicating the necessity of treatment approaches improvement for increase a treatment effectiveness.

Keywords: lymphoblastic lymphomas, non-Hodgkin’s lymphomas, children, adolescents, Berlin—Frankfurt—-Muenster
protocol, thrombosis

For citation: Volchkov E.V., Pavlova T.Yu., Shestopalov G.I. et al. Treatment of lymphoblastic lymphomas in children
in Russia: preliminary results of a multicenter retrospective study. Onkogematologiya = Oncohematology 2026;21(1):
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BBepeHue

JInmbooaactabie TuMbomsl (JIBJI) — BapuaHT Hexomn-
KkHCKUX JuMdom (HXIT), pa3BuBaronIniics U3 Ipeie-
crBeHHUKOB T- mimu B-xierok (T-JIBJI u B-JIBJI coot-
BETCTBEHHO) U cocTapisitoniuii 1o 35 % Bcex HXJ1 y nereii.
IIpumepHo 75 % JIBJI otHoCcsTCs K T-K1eTouHOMY ITOaBa-
puanty u 20—25 % — x B-knerounomy [1]. BnepBbie Tep-
muH JIBJI 6511 BBeneH B 1975 . M.P. Barcos u R.J. Lukes
BBUIY MOP(OJIOTMIECKOTO CXOICTBA OIYyXOJIEBOrO CyO-
cTpaTa ¢ ocTphIM JIMM@o0OIacTHEIM Jietiko3om (OJLT) [2].
ITo Mepe pa3BUTHUS KIMHUYECKON M (PyHIaAMEHTAJTbHONI

OHKOI'€MaTOJIOTMHU CTaIo MOHITHO, uto JIBJI mpeacrapisi-
I0T cO0O0I1 TeTepOreHHYI0 I'PYIIILY OIlyXOJieil ¢ IIMPOKUM
CITEKTPOM KIIMHUIECKMX, MOP(DOIOTUIECKIX, IMMYHOJIO-
TMYECKUX U LIMTOTEHETUYECKUX XapaKTePUCTUK, MHOTHUE
13 KOTOPBIX aHaJOrMYHbl TakoBbIM Tipu OJIJI. OmHako
B psJ€ UCCAEN0BAaHUI MTOKAa3aHO, YTO MEXIAY NJaHHBIMU
3a00JIeBaHUSIMU MOTYT OBITh OMOJIOTMYECKME pa3TUUMsI
Kak 110 IIPpOMIUIIO 9KCIIPECCUM TEHOB, TaK U 110 HATMYHIO
JIpaiiBEpHBIX XPOMOCOMHBIX TlepecTpoek [3, 4]. I1pu aTtom,
COTJIaCHO KJIaCCU(PMKAIIUM OITyXOJieli KPOBETBOPHOI
n nauMdbounHoil TKaHeil BceMupHOI opraHu3zanuu
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3npaBooxpaHeHus 5-ro repecmorpa, OJIJI u JIBJI paccma-
TPUBAIOT KaK eAMHYIO HO30JIOTUIECCKYIO CINHUILY, B Kaue-
ctBe nuddepeHIIMaIbLHOrO MpU3HaKa 0003HaYeH YPOBEHD
0JIaCTHBIX KJIETOK B KOCTHOM Mo3re (MeHee 25 % mst JIBJT)
[5]. BaxxubiM TtokaszateneM B nuarnoctuke JIBJI ssnstercs
omnpeneaeHNe MMMYHOJIOTMUECKON IPUHAIICKHOCTH
omyxojeBbix Kiaetok (T-, B-, cmemannas u ap.). s
ycranoBieHus1 tuHeitHocTH OJLJI MOTryT OBITh IPUMEHEHBI
pexoMeHmaunu EBpomneiicKoi TpymIITel IO UMMYHOJIO-
TUYECKOI XapaKTepHCTUKe JieliKeMuii u1 BceMupHoit
OpraHu3alliy 30PaBOOXPAHEHMSI, KOTOPhIE HE MICHTUI-
HEI [6, 7].

st ompenenaeHUs cTaquu 3a00JIeBaHMS Yy ACTEH ITpH-
MeHsIoT Kinaccudukamuu mo S.B. Murphy u IPNHLSS
(International Pediatric Non-Hodgkin Lymphoma Staging
System) ot 2015 T., TO3BOJISIIOLINE Pa3aEIUTh ITAIIMEHTOB
¢ Jokanm3oBaHHBIM (cTamuu I—1I) u pacripocTpaHeHHBIM
(cramum 111-1V) mopaxenuem [8, 9]. Beimenstor manmeH-
TOB C BOBJICYCHHUEM LICHTPAJIbHON HEPBHOM CHUCTEMBI,
HYXIAIOUINUXCA B TOTIOJTHUATEIBHOW JIOKAIbHOU TEparnuu.
C y4eToM OMOJIOTUIECKOIT OOIITHOCTH B KAYECTBE PEXKIMOB
Teparmuu ucnonb3yoT OJIJI-1mogodHbIe TPOTOKOIBI, Ha-
npuMep MexayHapomgHo#t rpymmbsl Berlin—Frankfurt—
Muenster (BFM) ¢ mogudukanusmu, St Jude, cxemy
LSA2-1.2, a TakKe psm OPYTrUX, MO3BOJISIONINX TOCTUYD
nokasareneii 6eccoobiTuiiHol BbikuBaeMoctu (BCB)

T-LBL:n =276 (2 ETP-LBL):
«stagel:n=1 B-LBL (n = 104):
-stagell:n=12 -stagel:n=13
«stagelll:n =195 -stagell:n=11
«stagelV:n =68 «stagelll:n=31
-stagelV:n =46
«not applicable:n =3

- Incorrect diagnosis (BL) and treatment (n = 2)
+ Delayed diagnosis/treatment according to ALL «Nodata (n=2)

okoJj10 80—85 % [10—14]. Ucnonb3oBaHue CXeM XMMHUO-
Tepanuu, MPUMEHSIEMBIX IS JIeYeHUsT 3PEIOKIETOYHbIX
n1uM@OM, HeopaBAaHHO BBUIY CYILIECTBEHHO XYMILIMX
rnokaszareJeii BekuBaemocTu (MeHee 70 %) [15]. ITpoBo-
JIATCSI MEXIYHAPOIHOE MYJIBTULIEHTPOBOE UCCIEA0OBaHUE
LBL 2018, B Tom 4mcie ¢ yqacTreM naieHToB u3 Poccun,
B KOTOPOM MCITOJIb3YeTCS CTaHIAPTHAsI CXeMa Tepaluu,
onHako cTpatudukanus nauueHToB ¢ T-JIBJI ocHoBBIBa-
eTcst Ha otieHKe cratyca reHoB NOTCH I v FBXW7 (Homep
EudraCT 2017-001691-39).

HannHsle o pe3ynsratax Tepanun JIBJI y neteit B Poc-
CHUM OCTAlOTCS HEIOCTAaTOYHBIMU. MIMeloTcs IUILb eau-
HUYHBIE COOOIIEHMS C y4aCTUEM HeOOJIbIIOrO Y1CIa I1a-
LIMEHTOB HAa YPOBHE OTIEIbHBIX JICUEOHBIX YUPEXKIACHUIM
[16, 17].

Iexn uccaenoBaHns — IIPEACTABUTD IIPEABAPUTEIbLHEIC
JIaHHBIE 0 pe3ynsraTax Tepanuu JIBJI B meTckom Bo3pacrte
B Poccumn.

Marepuanbi u metopabl

B MynbTHLIeHTpOBOE 0OCEpBALIMOHHOE MCCIIEIOBAHLE
BKJIIOUYCHBI 392 manmeHTa ¢ BepruUIIMpOBaHHBIM IUar-
Ho3oM JIBJI, momygaBmme nedeHure B 57 mpo@UIbHBIX
crauroHapax Poccum B repmog ¢ ssuBapst 1999 . o uiosb
2024 1. (puc. 1-3). Kputepuu BKIIOUEeHMS: BO3pacT Ha MO-
MEHT YCTAaHOBJICHUSI TMarHo3a MeHee 18 J1eT, ypoBeHb

n =392 (men/women - 1.9)

MPAL-LBL (n =5):
*T/M-LBL:n=1

*B/M-LBL:n=3 LBL with immunodeficiency

« T/B: n = 1 (Nijmegen syndrome) (n=8):

+«CMMRD:n=3

« Louis—-Bar syndrome:n =1
« Nijmegen syndrome: n = 3
*RALD:n=1

protocols (MB-2015) (n = 2) « Incorrect diagnosis (BL) and treatment (n = 4)
« Delayed diagnosis/treatment as ALL (MB-2015) (n = 2)

Puc. 1. Kaunuxo-demoepaguueckue dannvie uccaedyemoii nonyaayuu. T-JIBJI — T-aumepobaacmuas aumpoma; ETP-JIBJT — T-JIBJI u3z pannux T-kne-
mouHbix npedutecmeernukos; B-JIBJI — B-aumpooracmuas aumgpoma; MPAL-JIBJT — aumgobaacmuas aumgpoma co cmewrantvim genomunom (T — T-kae-
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mouHas auHelinocms;, B — B-kaemounas aunetinocms; M — muenoudnas auneiinocms); CMMRD — cundpom degpuyuma penapayuu ouubGO4HO CnapeHHbIX
HyKkaeomuodos;, RALD — RAS-accoyuuposantoe aetikonpoaugepamugnoe 3abonesanue; JIb — aumgoma Bepxumma; OJIJI — ocmputii aumgodaacmubiil aeliko3
Fig. 1. Clinical and demographic data of the studied population. T-LBL — T-lymphoblastic lymphoma; ETP-LBL — T-LBL from early T-cell precursors; B-LBL —
B-lymphoblastic lymphoma; MPAL-LBL — mixed-phenotype lymphoblastic lymphoma (T — T-cell lineage; B — B-cell lineage; M — M-cell lineage); CMMRD —
mismatch repair deficiency syndrome; RALD — RAS-associated leukoproliferative disorder; BL — Burkitt’s lymphoma; ALL — acute lymphoblastic leukemia



JleyeHne remo6nacrosoB

OHROFEMATONOIUA 1’2026 tom 21

KanuHuHrpapckasa obnacts / Kaliningrad Region
JleHuHrpapckana obnactb / Leningrad Region
Pecny6nuka Kapenws / Republic of Karelia
MypmaHckas obnactb / Murmansk Region
ApxaHrenbckasa obnactb / Arkhangelsk Region
Bonoropckas obnactb / Vologda Region
BpAHckan obnactb / Bryansk Region
Benropopckas obnactb / Belgorod Region
BopoHexckas obnactb / Voronezh Region
TamboBcKkas obnactb / Tambov Region
Jlnneukas obnactb / Lipetsk Region
Opnosckas obnactb / Oryol Region

Tynbckas obnactb / Tula Region

PasaHckan obnactb / Ryazan Region
MockoBckas obnactb / Moscow Region
TBepckan obnactb / Tver Region

MBaHoBcKas obnactb / lvanovo Region
Bnapumupckas obnactb / Viadimir Region
fipocnasckas obnacTb / Yaroslavl Region
KocTtpomckas obnactb / Kostroma Region
Hwxeropopckas obnactb / Nizhny Novgorod Region
Yysawuckan Pecny6nuka / Chuvash Republic
Pecny6nuka TatapctaH / Republic of Tatarstan
Yamyptckas Pecnybnuka / Udmurtian Republic
Mepmckuin kpait / Perm Territory

Csepanosckan obnactb / Sverdlovsk Region
YenabuHckasa obnactb / Chelyabinsk Region
OpeHbyprckas obnacts / Orenburg Region
Camapckan obnactb / Samara Region
CapatoBcKas obnacTb / Saratov Region
YnbsAHoBcKas obnactb / Ulyanovsk Region

Pecny6nuka bawkoptocTaH / Republic of Bashkortostan

MeH3eHckaa obnacTb / Penza Region
AcTpaxaHckas obnactb / Astrakhan Region
Bonrorpapackas obnactb / Volgograd Region
KpacHopapckuit Kpaii / Krasnodar Territory
CraBpononbckuii Kpaii / Stavropol Territory
Pecny6nuka Aabires / Republic of Adygeya
Pecny6nuka Kpbim / Republic of Crimea
Cesactononb / Sevastopol

Pecny6nuka [larectaH / Republic of Dagestan
YeueHckan Pecniybnuka / Chechen Republic
Pecny6nuka WHrywetua / Republic of Ingushetia
KabapaviHo-bankapckas Pecny6nvka /
Kabardino-Balkarian Republic

Pecny6nuka Xakacus / Republic of Khakassia

Puc. 2. [eoepagus nabopa nayuenmos 6 ucciedosatue

Fig. 2. Geography of patient recruitment

1999 2014

lop nocTaHoBKM fuarHosa / Year of diagnosis

Pecny6nuka Antaii / Republic of Altai
Antaiicknin kpait / Altai Territory
KemepoBckas obnactb / Kemerovo Region
HoBocunbupckas obnactb / Novosibirsk Region
Tomckas obnactb / Tomsk Region

Omckas obnactb / Omsk Region

TiomeHcKas obnactb / Tyumen Region
XaHTbl-MaHCHIACKMI aBTOHOMHbIN OKpyr — tOrpa /
Khanty-Mansi Autonomous Area - Yugra
KpacHosapckuii kpai / Krasnoyarsk Territory
WpkyTckas obnactb / Irkutsk Region
Pecny6nuka Bypsatusa / Republic of Buryatia
Amypckan obnacTb / Amur Region
XabapoBckuii kpait / Khabarovsk Territory
Mpumopckui kpaii / Primorye Territory
MaragaHckana obnactb / Magadan Region
YyKOTCKMi? aBTOHOMHbI OKpPYT /

Chukotka Autonomous Area

- g

Puc. 3. Hucao nayuenmos 6 3agucumocmu om 200a NOCMAHOBKU OUACHO3A
Fig. 3. Number of patients depending on the year of diagnosis
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2015-2024
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Puc. 4. Pesyavmamu: mepanuu é obueii koeopme nayuenmos: a — S-aemuss oowas (OB) u 6eccobvimuiinas (BCB) eviicusaemocms; 6 — uacmoma cepves-
Hbix ocaonchenuil (6oaee 11 cmenenu no Illlkane 06wux mepmunonsoeuteckux Kpumepues 0s HeJlceAamenvrvix seaenutl 5-ii pedakyuu) Ha @oHe mepanuu
6 0bwell Koeopme nayuenmos (eemamonoeuteckas mokcuunocms ommeyenay 100 % nayuenmos). JIH — dosepumenvhuiii unmepean

Fig. 4. Treatment outcomes in the total cohort of patients: a — 5-year overall (OS) and event-fiee survival (EFS); 6 — incidence of serious complications (greater
than grade 11 according to the Common Terminology Criteria for Adverse Events, 5" edition) during treatment in the total cohort of patients (hematological

toxicity was observed in 100 % of patients). CI — confidence interval

0JIACTHBIX KJIETOK B KOCTHOM MO3re MeHee 25 %, Mopdo-
WMMYHOJIOTYecKas Bepudukaiys nuarto3sa. I[larmmeHToB
¢ JIBJI, accouunpoBaHHOM ¢ HacJieICTBEHHbIMU WX UM~
MYHOJIOTMYECKMU CHHApPOMaMH (1 = 8), paccMaTpUBaIA
B OTIEIbHOM KoropTe. CTamrpoBaHMe 3a00JIeBaHUS TIPO-
BOJIMJIM B COOTBETCTBUH ¢ Kiaccudukanueit S.B. Murphy
n MexayHaponHoii cuctemoit IPNHLSS [8, 9]. Knunuko-
neMorpaduIecKre XapaKTepUCTUKA UCCIISTYeMO TTOITyJIsI -
LIMM TIpeAcTaBIeHbl Ha puc. 1. COop TaHHBIX OCYIIECTBIISIIN
IOCPENCTBOM PETPOCIIEKTMBHOTO aHAIM3a MEIUITMHCKOMN
TOKYMEHTALINM, BKITIoYast ODUIIMaTbHBIC OTBETHI HA CTPYK-
TypUpPOBaHHBIE 3aIIPOCHI B JICUCOHBIC YUPEKICHUS, ap-
XUBHBIE MaTe€pUasbl TEIEMEIULINHCKUX KOHCYJIbTaUUI
U peepeHCHBIE 3aKII0YCHMS IIEPECMOTPOB THCTOJIOTH -
yeckoro marepuaia. Jnsa odbecredeHUsT KOHDUIESHIIN-
aJIbHOCTH M LIEHTPAJIM30BaHHOTO XpaHEeHUS MH(MOPMaLII
HCIIOJIb30BaHAa 3alUIIeHHAs JIEKTPOHHAsI 0a3a JaHHBIX
HUC. Cratuctnueckass o0paboTKa JaHHBIX BBITTOJTHEHA
C IPMMEHEHNEM METOIOB OIMCATEIPHOM aHAJIUTUKY C FC-
ITOJIb30BaHMEM IIPOrpaMMHOTO ITakeTa R.

HccnenoBaHue MpoBeAEHO B COOTBETCTBUU C XEJb-
CUHKCKOI AeKJiapalueit 1 ofoOpeHO He3aBUCUMBIM 3THU-
YyecKUM KoMuTeToM (mpotokosnbl Ne 1e/4-19 o1 02.12.2019
u Ne 53/4-24 ot 25.06.2024).

Pe3synbTathl

W3 nccnenoBaHus UCKIIOYEHBI 12 MallMeHTOB, Y KO-
TOPBIX MOCIIe pedhepeHC-IIepecMOTpa IIPOU30IIUIa CMEHA
IMaTHO3a WK ObLIN BEISIBJIICHBI CYIIIECTBEHHBIE OTKJIIOHE-
HUSA B JIeYeHUM (IIpUMEHEHME IIPOTOKOJIOB MIJIST 3PEJIOKIIC-
TOYHBIX JTuMboM). B utore B aHanu3 BkiodeHBI 380 ma-
LIMEeHTOB (cM. puc. 1). PacripeneneHre maieHTOB 110 AaTe
IIOCTAaHOBKM AWAarHo3a MpeacTaBieHo Ha puc. 3. Bce
MMalMeHTHI, BOIISAIIE B aHAINU3, TTOJyJali TePaIuio,
OCHOBAaHHYIO Ha CTaHAAPTHOM IpoToKoJje rpyninsl BFM
(I-mporoko:, Bkmovatonuii ¢asel la u Ib; M-ipoToxon

C BBICOKOJO3HBIM MeToTpeKkcarom; II-mpoTokoli, BKIto-
yaromuii ¢dassl [1a u 1Ib; kparuanbHOE obIyYeHME (TIpU
MMOpakeHN! LIEHTPAJIbHON HEPBHOI CHUCTEMBI); TOIIACP-
KuBalouias Tepamnus). Yactb marmeHToB (1 = 146) momy-
yanu MoauduupoBaHHbI BFM-110g00HbBII TTPOTOKON
(ALL IC-BFM 2002/2009), B xotropom st B-JIBJI cpen-
HETOo pHrCKa IPeIycCMOTPEeH MOTU(MUIIMPOBAHHBIN M-T1po-
TOKOJI (103a MeToTpekcara 2 T/M? BMeCTo 5 r/M?); Bce
IMalMEeHThI TPYIIIBl BEICOKOTO PHCKA TaKXKe ITOJIyJaIn
6 BBICOKO03HBIX 0J10KOB xumuorepanuu (HRs).
IMokazaTenu BBDKMBAEMOCTH BCeii KOTOPTHI ITAIIMEHTOB
MpencTaBaeHbl Ha puc. 4, a. [ToxydyeHHBIe TaHHBIE TTOKA-
3BIBAIOT, YTO BELKMBAEMOCTB ITALIEHTOB IETCKOTO BO3pacTa
¢ JIBJI B Poccuu Xyxe mo cpaBHEHUIO C JAaHHBIMU 3apy-
0exXXHBIX aBTOPOB: MOKa3aTelu OOlleil BhIXKMUBAEMOCTU
(OB) u BCB cocrasunu 83 % (95 % moBepuTeIbHBIN UH-
tepai (AN) 78—88) m 70 % (95 % AU 64—78) cooTBeT-
ctBeHHo. [1o manueM uccnenoBanus EURO-LB02, OB
u BCB cocraBuiu 87 u 82 % coorBeTrcTBeHHO [10].
PesynpraTel aHaMM3a 9aCTOTHI BCTPEIACMOCTH CEPhb-
€3HBIX ocJIoXHeHu Tepanuu (6osee 11 crermenu cormacHo
[Ikane oOmMX TEPMUHOJIOTUMICCKIUX KPUTEPUEB IIJIST He-
JKEJIaTeIbHBIX SIBIEHUH 5-11 pefakiium) MmokKa3aiu, 4YTo Oc-
HOBHBIM ITOOOYHBIM SIBJICHHMEM, 3a MCKIIOUCHHEM TeMa-
TOJIOTMYECKOM TOKCUYHOCTU, ObUIM MH(MEKIIMOHHBIC
OCJIOXHEHHMS, KOTOpble Habmoaanuch y 73 % naluueHTOB
(puc. 4, 6). He meHee 3HauMMOI IIpodIeMoii Ha (poHe Te-
panuu SBJISIaCh BbICOKasl 4acToTa TpomM0030B (29 %),
npu 3tom 1151 T-JIBJI u B-JIBJI atoT noka3aTenb cocTaBul
32120 % coorBercTBeHHO. Takast cylecTBEHHAsI pa3HU-
ua mexay T-JIBJI u B-JIBJI moxeT ObITh 00bsICHEHA Tpe-
MMYIIECTBEHHOM MEeINACTUHAJILHOM JIOKAJIN3ALMEN OITy-
XOJIA CO CIaBJICHUEM KPYITHBIX MaruCTPaJIbHBIX COCYIOB
npu T-JIBJI. I1pu 5TOoM Becomblii BKJIaa B pa3BUTHE TPOM-
0030B MOTYT OKa3bIBaTh IIPYMEHEHNE MperapaToB aclia-
parvHa3bl ¥ IITIOKOKOPTUKOCTEPOUIOB, YTO KOCBEHHO IO~
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TBEPXKAAETCI BBICOKOU YaCTOTOU KIIMHUYECKU 3HAYMMBIX
nmaHkpeatuToB (6 %), Koaryiaonaruii (13 %), TpeOyoImux
3aMECTUTEILHOM TepaIiin, U TSDKEJIbIX aJIEPTUICCKIX pe-
akuuit (9 %) Ha BBemeHMe acmiaparvHasbl. [IpuurHaMu
cMept y 6 (1,5 %) nauMeHTOB CTaM CENTUYECKUIA 10K
(n=4: 3 — mpu npoBeneHnu daswl Ib; 1 — B xome moryde-
HUsET M-TIpOTOKOJIa) U TPOMOOTHMYECCKHME OCIOXKHEHUS
mpu Ipotokoie la mo HacTymieHus pemuccuu (n = 2:
TpoMO03MOOJIKS JIETOYHOI apTepun 1 MACCUBHbBII ME3eH-
TepUaJIbHBII TPOMOO03).

CucreMHasT peTUCTpallvs MEePBUYHBIX MAIlMCHTOB
¢ JIBJI B Poccuu Havanace ¢ 2015 1. ¢ BBeieHHEM BO MHO-
rue JieueOHbIe yUpexXIeHUs 3JICKTPOHHON HJOKYMEHTa-
mn; nHopmauuio o nauueHTax ¢ JIBJI, ycranoBneHHOI
no 2015 1., ynaBajoch MONTYYUTH MPEUMYIIECTBEHHO U3
TpaHCIUIAaHTAIIMOHHBIX LIEHTPOB, Ky/Ia OHM ITOIAIAJII C pe-
UANBaMu /pedpakTepHBIM TeUeHNeM 3a00J1eBaHuUs (CM.
puc. 3). JlanpHERIINI aHaI13 BBITIOIHSUIN C BKIIIOUYCHUEM
nauueHToB ¢ 2015 1. 1151 oTy4eHUsT MaKCUMAaJTbHO perpe-
3C€HTaTUBHOI BHIOOPKMN U KOPPEKTHBIX CTATUCTUUECKUX
PE3YJIBTaTOB, 3a UCKIIOYECHUEM MAIlMeHTOB, BKIIIOUEHHBIX
B uccinegoBanue ALL IC-BFM 2002/2009, akTBHOE Ha-
o6moaeHre KoTophix Benercs ¢ 2002 . DTy rpyIy aHaIu-
3UPOBAJIY OTICIBHO.

M1 He 0OHAPYKIUIIU CTATUCTUYECKU 3HAYMMBIX pa3Jiv-
Yii B BEDKUBaEMOCTH MexX Iy uMMyHodeHoturioM (T-JIBJI
npotuB B-JIBJI), ncrosbs3yeMoii acmaparnHa3oii (Iervim-

a
5-netHaAs bCB (B-J1BJ1) — 69 % (95 % AU
58-84); n =81/ 5-year EFS (B-LBL) - 69 %

100 =0y (95 9% Cl 58-84);n =81

poBaHHBIE (DOPMBI ITIPOTUB HATUBHOM |_-acraparrHasbl, B TOM
YHcJIe He3aBUCUMO OT UMMYHO(EHOTHIIA OITyXOJIU (HaHHbIE
otaensHO o T-JIBJI He nipencraBieHsl)) U cTanueii 3a0oe-
Banus (I/11 mpotus I11/1V) (puc. 5) 3a HCKTIOYEHMEM TOTO,
yto mmauueHTsl ¢ T-JIBJI jjokann3oBaHHOI cTaauy MMenIn
xymamme rokasatean bCB o cpaBHeHMIO ¢ pacnpocTpaHeH-
HBIMU cTangusMu (puc. 6, a). BeposiTHO, 3TO MOILJIO ObITh
CBSI3aHO C TeM, YTo yacTb nmauueHToB ¢ T-JIBJI ¢ nokanuzo-
BaHHBIMU CTAIVSIMH (Tak Xe Kak 11 ¢ B-JIBJI) o kputepusm
aKTyaJIbHOTO MPOTOKOJIA He TTOIyIIIa KOHCOTUAUPYIOITYIO
Teparuio (tipotoko: 1I) mepen mommep:kuBaiomieit Tepa-
mmeit. JI1st mpoBepKU 3TOTO IMPEAIIOI0XKEHSI MBI BKITIOUH -
JIA TAIIUCHTOB, JICYCHUE KOTOPBIM MPOBOIIIN IO IIPOTOKO-
nmam ALL IC-BFM 2002/2009 (maHHBIE TPOTOKOJBI
MIPEITOAraoT IIPOBeACHIE KOHCOTUIUPYIOIICH Tepanii),
B 001110 TpyIy. B cityyae rpoBeneH1ss KOHCOMUAMPYIOLLIer
Tepanuy 9acToTa PEelMINBOB HE OTIMYAJIACh OT TAKOBOM
Y HAIlMEHTOB C PacIIpOCTPaHEHHBIMU CTAIUSIMU, B TO BpEMSI
Kak y 2 u3 3 manueHToB 0e3 KOHCOMMAALUY Pa3BUCs pe-
LIMIYB Ha 3Talle MOAAepKMBAIOLIeil Tepanun (puc. 6, 6).
C yuetoMm Toro uro cinydau T-JIBJI ¢ nmokann3oBaHHBIMU
cragusiMu, B orinuue ot B-JIBJI, upe3BblyaiiHO peiKu, HET
yOemUTEIIbHBIX JAHHBIX O TOM, YTO Y JAHHOM TPYIIIIBI AT~
€HTOB MOXXHO He ITPOBOINTH PEMHTCHCU(DHUKALINIO (IIPOTO-
xoi II), B cBsI3u ¢ 4eM pelreHre o IpoBeaeHNH poToKona 1
BO MHOTOM 3aBHUCHUT OT MCHOJIb3yeMOTro IpoTokoia [10].
OmHaKO CYMTAeTCsI, YTO MCIOJIb30BAHUE T€HETUUCCKUX
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64-79); n =186/ 5-year EFS (L-asp) - 71 %
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Puc. 5. Pezyavmamot ananuza 6eccoovimuiinoii (BCB) u o6weit (OB) sviocusaemocmu 6 nodepynnax nayuenmos. Cpasnernue S-nremueit 6CB u OB coom-
semcmeenHo: a, 06 — mexcdy T-xknemounoii (T-JIBJI) u B-kaemounoii (B-JIBJI) aumgpobaacmuoimu aumpomamu; 8, 2 — mMexcoy RAUUEHMAMU, NOAYHUSUUMU
[ID9I-acnapaeunasy (I1916) u L-acnapaeunasy (L-asp); 0, e — npu B-JIBJI ¢ aokaauzoeannoimu (1/11) u pacnpocmpanennoimu (111/1V) cmadusmu.
MU — dosepumenvHblil uHmepsan

Fig. 5. Event-free survival (EFS) and overall survival (OS) in patient subgroups. Comparison of 5-year EFS and OS, respectively: a, 6 — between T-cell (T-LBL)
and B-cell (B-LBL) lymphoblastic ymphomas, 6, ¢ — between patients who received PEG-asparaginase (PEG) and L-asparaginase (L-asp); 0, e — for B-LBL
with localized (1/11) and advanced (I11/1V) stages. CI — confidence interval
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Puc. 6. Cpasuernue noxkazameneii beccobvimuiinoii evincusaemocmu (BCB) nayuenmos ¢ T-kaemouroii aumgpooracmuoii aumepomoii (T-JIBJI) 6 3aeucumo-
cmu om cmaduu: a — aokaruzoearuvie cmaouu (1/11) npomue pacnpocmpanennvix (I1L/1V); 6 — nokaruzoeannvie cmaduu ¢ npomorxosom I (I np+)
u be3 neeo (11 np—) (¢ yuemom dannvix HMHUI[ onxonoeuu um. H. H. broxuna). JIH — dosepumenvrotii unmepean

Fig. 6. Comparison of event-free survival (EFS) in patients with T-cell lymphoblastic lymphoma (T-LBL) depending on the stage: a — localized stages (1/11)
versus advanced (I11/1V); 6 — localized stages with protocol 11 (11 pr+) and without it (Il pr—) (taking into account data from the N.N. Blokhin National

Medical Research Center of Oncology). CI — confidence interval

¢axTopoB OoJIee onpaBIaAHHO I CTpaTU(UKALINM Ha TPYII-
161 pucka. CorjlacHO HalllUM AaHHbIM, natueHTsI ¢ T-JIBJT,
HE MOJIyYMBIINE PEMHTEHCU(DUKALINIO, MMEIN BBEICOKYIO
YacTOTy pPeLUIMBOB. XOTsI YMCJIO TAKUX MALIeHTOB HEOOIb-
1110€, Ipu JoKanuizoBaHHbIX cTanusix T-JIBJI orMeueHo 1o-
BBIIIICHUE TTOKa3aTesieli BBLKUBAEMOCTHU TIPY IIPOBEICHNI
JTAHHOTO 3JIEMEHTA TePaIiu.

I1pu oTaenbHOM aHaIU3e pe3yiabTaToB Tepanuu JIBJI
(n = 146) no niporokosam ALL IC-BFM 2002/2009 no-
kazateau BCB u OB cocrasmmm 88 % (95 % AU 81—96)
192 % (95 % AU 86—99) cootBeTcTBeHHO (pHC. 7).
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X
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Puc. 7. Pe3yabmamsr mepanuu nayueHmos ¢ AUM@ooaacmusimu aumpoma-
Mu coenacho npomokoaam ALL IC-BFM 2002/2009 ¢ HM U] onkonoeuu
um. H.H. Baoxuna. OB — o6was eviocusaemocms; BCB — 6eccobbimuiinas
svlocusaemocms,; JIU — doeepumenvHulii unmepgan

Fig. 7. Treatment outcomes in patients with lymphoblastic lymphoma
according to the ALL IC-BFM 2002/2009 protocols at the N.N. Blokhin
National Medical Research Center of Oncology. OS — overall survival; EFS —
event-free survival; CI — confidence interval

CornacHo npotrokoiiamM ALL IC-BFM 2002/2009 naiu-
€HTBI ¢ perpeccoM ormyxonu MeHee 70 % K 3TaIly 3aBepLIeHUSsT
(a3l mHmyKIIMN (33-11 JeHb JISYCHMST) pecTpaTH(hUILIMPOBa-
JINCh B BBICOKYIO TPYIIITY pYCKa, B KOTOPOI MOCIICIYIOIICe
JIeYeHHe TIperiosaraeT IIPoBeIcHIE BEICOKOIO3HBIX OJIOKOB
nomxumuotepanuu (HRs). I1pu 3T0M B OONIBIITMHCTBE ApY-
TUX IIPOTOKOJIOB (Harpumep, ocHoBaHHBIX Ha EURO-LB02)
JIOCTATOYHO COKPALLEHMS OITyX0/I1 Ha 34 % M1s IpoaoJIKe-
HUS JICYSHMS B TPYIIIEC CTAHIAPTHOTO PHCKA.

MBI pelIn IMpoOBEPUTh, MOXKET JTM MHTCHCUDUKAITUS
Teparu, OCHOBaHHasI Ha 0oJiee BEICOKOM IIOPOTe OTBETa
Ha MTHOYKIIUIO, IIPUBECTHU K JIYJIIAM Pe3yJIbTaTaM JICUCHUS.
7151 5TOT0 MBI IIPOAHAIM3UPOBAIA UCXOMBI JICYCHMS HC-
XOISI U3 TIPOIICHTA OCTATOYHOM OITyXOJIM IT0 3aBEPIICHUHI
¢dassl la (MEAYKINS peMUCCHI) Y TeX ITAIIMEHTOB, Y KOTO-
PbIX ObUIM TOCTYIHbI 3aKJIIOUEHUS BU3yanu3auuu (n = 163).
M1 0OHAPYKWIM TEHASHIUIMIO K YXYAILIEHUIO IToKa3aTesen
BCB (#0 He OB) cpenu MarMeHTOB, Y KOTOPBIX 00BEM CO-
KpallleHH!sl OIyXOJIu Haxoawics B auama3one 34—70 %,
10 CPaBHEHMIO C TEMH, y KOT'O 3TOT ITOKA3aTe)Ib COCTABIISLT
6onee 70 % (puc. 8, a, 6). C IOMOILBIO METOIA MAKCHMAJIb-
HOI log-rank-CTaTUCTUKU MBI OLIEHIUIA TOYKY TUXOTOMUH,
HaWIYJIIM 00pa30M pa3nesIsIoNIyio KPUBbIC BBLKIBAEMO-
CTH ITALIMEHTOB 10 00BbEMY OCTaTOYHOM orryxonn: 21 % s
BCB, 17 % nns OB (puc. 8, 6, ).

C y4eTOM TOTO YTO MOJIyUeHHBbIE HAMM PE3YJIbTAThI
MOTYT ObITh OOBSICHEHBI HeCcOaJIaHCUPOBAaHHOCTHIO BbI-
OOpPKM, MbI PELLIWJIN ITIOCTPOUTH MOeb perpeccun Kokca
IJISI IPOBEPKU TUIIOTE3bl O HAJTMYUU JIMHEHOM 3aBUCU-
MOCTH MEXIY OCTaTOYHBIM OOBEMOM OITYXOJU M PUCKOM
HeOmaronpusaTHoro coobrTus (puc. 9). st BCB nomydeHst
CTaTUCTUYCCKM 3HAUYMMBIE Pe3yJIbTaThl: OTHOIICHUE PH-
ckoB coctaBmio 1,28 Ha kaxaeie 10 % ocraTodHoi OITy-
xou (p = 0,006); nist OB 00HApPYXKUTh CTATUCTUYECKU
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Puc. 8. Hcxoows: mepanuu 6 3agucumocmu om cmenenu COKpaujeHusi OnyXoau Ha MOMeHm OKOHYAHUs UHOYKUUU: a, 6 — cpagHenue S-1emHeil 6eccoObimuiiHoll
(BCB) u o6weii (OB) sviicusaemocmu coomeemcmeeHHo mexcdy nayuenmamu ¢ peepeccom onyxoau <34 % u memu, y Koeo 5mom nokazamend Haxoo0uAcs
6 duanasone 34—70 %; 71— 100 % u nayuenmamu c noanvim omeemom (100 %); 6, ¢ — onpedesenue maKcumansHo docmosepHo mouku ouxomomuu no BCB
u OB coomgemcmeeHHo 6 3a8UcUMOCU Om Npoyerma ocmamounoil onyxoau. 1M — dosepumenvhuiii unmepean

Fig. 8. Treatment outcomes depending on the degree of tumor reduction at the end of induction: a, 6 — comparison of 5-year event-free (EFS) and overall
survival (0S) between patients with tumor reduction <34 %, 34—70 %, 71—100 % and patients with a complete response (100 %); 6, ¢ — determination

of the maximum reliable dichotomy point for EFS and OS depending on the percentage of residual tumor. CI — confidence interval

3HAYUMYIO CBS3b He yaanoch (p = 0,2). Takum obpazom,
SCKaJallMsl Teparnyy, OCHOBaHHASI Ha BBICOKOM IIOPOTE
otBeTa noce dasbl Ia, ¢ 6OJIBIION BEpOSITHOCTBIO HE TIPH-
BeneT K yBenmaeHno OB nmammenToB. OgHAKO 3TO TaKKe
O3HAa4aeT, yTo Hopor 34 % MOXET He SIBISIThCS ONTUMAJIb-
HBIM ¥ 9aCTh IALIMEHTOB ¢ 00JIee BhIPAKEHHBIM OTBETOM
MOTYT UMETh TMIIOTETUYECKYIO BHITOAY OT Ha3HAYeHUs
JIOTIOJTHUTEIIPHOM Teparuu.

Cpenu 8 naumeHToB ¢ JIBJI Ha ¢poHe HaciaenCTBEHHO-
r0 UIMMYHOJIOTMYE€CKOTO CUHAPOMA MJI CUHIPOMA IIpeI-
PaCITOIOXXEHHOCTH K Pa3BUTHIO OHKOJOTMYECKOIo 3a00-
JIeBaHMS Y 3 pa3BWJIaCh BTOPUYHAS OIyXoJb (muddy3Has
B-kpynHokneToyHast tuMdpoma, ymMmepeHHO nuddepeH-
LIMPOBaHHAs allcHOKapIIMHOMA 1 HeCITeLIM(UIIMPOBaHHAS
T-xnerounas tumdoma) gepes 1,5; 1 u 8 1et mociie 3aBep-
menmst Tepanuu JIBJI coorBeTcTBeHHO (CM. puc. 1). Ymep-
JIM 2 TIAIIMeHTa U3 BCe TPyIIbI (OOMH — OT MH(PEKIIMOHHBIX
OCJIOXKHEHUI B peMHUCCUM Ha (POHE MpomorKalomieics
tepanuu JIBJI; BTopoit — oT mporpeccuy BTOPUYHOI OITy-
XoJIM — HecrnenuuuupoBaHHoOi T-KiaeTouHOoM MuMpOo-
MBI); OCTaJIbHBIC XKVBHI B PEMUCCHM.

06cyxxaeHune

MpbI TIpuBeNn IpeaBapUTeIbHBIC TaHHBIE IIEPBOTO
B Poccnut MyIBTUIIEHTPOBOIO MCCICIOBAHMS PE3YIBTaTOB
tepanuu JIBJI y nereit, KoTopoe BKIIOUMIIO OOJBIINHCTBO
MpoUIIBHBIX JIe4eOHBIX YUpexXaeHUii cTpaHbl. [To Hammm
JIaHHBIM, IMOKa3aTtesiu BbkuBaeMocTu JIBJI B Poccuu He-
CKOJIBKO XyXX€, 9eM I10 JaHHBIM 3apyOeXHBIX aBTOPOB,
U HeoOXoauMo uX yiaydiueHue. [1pu 3Tom umeercst TeH-
JIEHIINS K YIYJIIEHUIO ITOKa3aTeIeil BEBLKMBAEMOCTH TIa-
LIMEHTOB, MOJIyJaBIIMX Teparnwio rmocie 2015 & (cM. puc. 5),
OIHAKO JaHHOE YTBEPXKICHUE TPEOYeT NOIMOJTHUTEIHFHOTO
aHaIM3a U U3YyICHHUSI.

HemanoBaxHoit npobsiemoii B teueHuu JIBJI y nereit
SIBIISIIOTCS] TOKCHYECKHE OCJIOXKHeHUs . Tak, B HaIlleit Ko-
rOpTe MALMEHTOB HA0JTIONAIACH BRICOKAS YACTOTA CEPhE3HBIX
OCJIOXKHEeHHH Ha (hoHe Teparuu. [ToMrMo TpaguiIMOHHOTO
JUTSI MTHTCHCUBHOM XUMUOTEPAITMK BEICOKOT'O YKciIa MHMEK-
LM, MbI HAOJTIOIAJIM 3HAYNTETHHOE YHCIIO HEBPOJIOTMIECKIIX
1 TPOMOOTHUYECKUX OCIOKHEHHUI (ITPaKTUYECKU Y TPETU
OOJIPHBIX), a TAaKXKE OCIOXHEHMI, CBSI3aHHBIX C IIPUMeE-
HEHUEM acllaparuHasbl (IaHKpeaTUThI, KOATyJIONaTU!
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Fig. 9. Cox regression model: association of event-free (a) and overall (6) survival with residual tumor volume at the end of induction. LOESS — local polynomial

regression; HR — hazard ratio; CI — confidence interval

U ajuieprudeckue peakiuu). C ydeToM TOro 4To pa3BUTHE
IMOOOOHBIX OCIOXHEHMI CBSI3aHO C BBICOKMM PHUCKOM JIe-
TaJILHOCTH, a TaKXe 3a4acTyio TpeOyeT peIyKIUU 103
XUMUOIIPETIapaToOB WX BPEMEHHOTO IIPEeKPAICHUS Jie-
YeHUsI, IJI1 JAaHHOM TPYIIITHI AIIMEHTOB KpaifHe BasKHBI-
MU (haKTOpaMU ycIiexa TepaIrnu SBJISIOTCS CBOEBPEMEH-
Has TpoUIAKTUKA U COTTPOBOAUTENILHOE JIeUeHUE. DTO
0COOCHHO aKTyaJIbHO B OTHOIICHUM MHQEKIMOHHBIX
OCJIOXXHEHU 1 TpoM0030B. PekoMeHmyeTcsl IpoBeaeHue
AHTUKOATYJISTHTHOM MPOoMWIAKTUKHY y TTaliueHToB ¢ JIBJI,
ocobenHo T-JIBJI n HannuneMm pakTopoB pucka [18, 19].
PesynbraTtel aHaan3a TOKCMIHOCTH, aCCOIMMPOBAHHOM
C JICTATbHOCTBIO, ITOKA3aJIM OTHOCUTEJIFHO HU3KYIO Ya-
CTOTY JieTaJbHbIX UCcX0H0B (1,5 %), 4TO B LIeJIOM CBUIE-
TEJILCTBYET O Xopollei nepeHocuMoct BFM-nogo6Hoit
CXEMBI JICUCHUSI NPU aAeKBATHOM CONPOBOIUTEIBHOMN
teparmu. OMHAKO MTPaKTUIECKHU BCE CIIydau JIETaTbHOCTH
BO3HUKJIM IIPU MPOBEACHUHU IIPOTOKOIA I: MHIYKIIUHK
pemuccuu (TpoM003sI Ha (haze la m monmopraHHast He-
IIOCTaTOYHOCTD Ha (hoHe cercuca Ha dasze Ib), uTo, Be-
POSITHO, CBSI3aHO C IMMPUMEHEHNEM acIlaparuHa3bl B CO-
YeTaHUU C TIIOKOKOpTUKOocTepoumamu (daza Ia),
a TaKxKe BBICOKMM PHMCKOM aIUIa3uM KOCTHOTO MO3ra
IIpY Tepanuu 6-MepKanTOMypUHOM B COYETAHUU C LIU-
To3apoBbeIMU OJIokamu (aza Ib). DTo TpebyeT ocoboro
BHMMAaHUS K COIPOBOAUTEIBHOM Tepallii B JaHHOM ITe-
puone.

PesynbraTel aHaMm3a peTPOCIIEKTUBHBIX JaHHBIX I10-
Ka3aJii, 4TO C YMEHBIIIEHHEM 00beMa PEIYKIINY OITYyXOJI!
(mo 34 %) He NPOMCXOAUT 3HAYMMOTO YBEJIUYEHMS PUCKOB
JIETAJIbHOTO MCXO0/Ia, OMHAKO, BEPOSITHO, PAaCTeT PUCK pe-
LIUINBOB. DTO CBUIETEIBCTBYET O TOM, UTO O0JIee CTporast
OLICHKA OTBETa HAa MHIYKIIMIO ¥ paHHEe Ha3HAYCHUE BBI-
COKO/IO3HBIX OJIOKOB XOTSI U HE MOTYT ObITh peKOMEHI0-

BaHBI BCEM ITAIIICHTaM, OHAKO YaCTh M3 HUX MOTYT UMEThb
KIMHUYECKOE TIPEUMYIIECTBO OT JOITOJHUTEIBHOU Te-
panmu.

B nocnenHee BpeMs Bce 60Jiblliee BHUMAHUE B KOH-
texkcte JIBJI y merei cTano yaeasiTbCsl MOJIEKYJSIDHO-
TeHETUIECKMM MapKepaM IPOrHo3a (BBICOKOTO/CpeaHEro
pucka). Tak, mo maaHeiM ucciaenoBanuss EURO-LB-02,
K HanboJjiee 3HAYMMBIM ITPOTHOCTUYECKUM MapKepam
oTHocAIT cratyc reHoB NOTCHI n FBXW?7, myranuu
B KOTOPBIX aCCOLIMUPOBAHBI C OJIATOIIPUATHBIM KJIMHUYE-
cKuM TedyeHueM 3aboneBanus [20, 21]. Takke oTMedeHa
MPOTHOCTHUYECKAsI 3HAUMMOCTh TAKNX TeHOB, KaKk FLASH
(CASPSAP2), NRAS, KRAS, PTEN, ctatyca T-KjIeTOYHO-
ro pernenropa u apyrux Mapkepos [20, 22]. Ucnionb3oBa-
HME TaHHBIX MApKEPOB MOXET OBITh IOJIC3HBIM TS CEJICKITN
MMAIlMeHTOB 1 paHHEeH 3cKanauuu Tepanuu. [IpoBomutcs
MeXAyHapogHoe KoorepatuBHoe nuccienoBanre LBL-2018
(Homep EudraCT 2017-001691-39), B KoTOpOM cTpaTu-
¢ukaums Ha TpynIibl pucka nauueHToB ¢ T-JIBJI yauThl-
BacT MOJICKYJISIpHBIN ctatyc TeHOoB NOTCHI u FBXW7.
TepameBrrueckasi cxema MpearioaaraeT SCKauauio Tepa-
1Y ¢ J00aBICHUEM XMMMOIIPEIIapaTOB Il TPYIIIIBI BBI-
COKOTO pHcKa. Pe3ysbraThl JAHHOTO MCCIIEIOBaHMS TIOMO-
TYT OTBETUTH Ha BOIIPOC O HEOOXOMMMOCTH U ITOKa3aHUSIX
K paHHe# nHTeHCu(pUKay JedeHus y manmeHToB ¢ JIBJI
BBICOKOI'O PHCKa.

B Ha1meM peTpoCIeKTUBHOM MCCIICAOBAHUM I10 OLICH-
ke a(ppexTuBHocTH NeueHus JIBJI y nereit B Poccun nme-
€TCs PsII OTPAaHUYCHMIA; HO YKE ceifdyac MOXKHO 3aKJIIOYUTD,
YTO HEOOXOIMMEBI BHEIPEHNE ¢IMHBIX CTAHAAPTOB Tepaliy
¢ yueToM (haKTOpOB HEOJIArONPUSITHOTO IIPOTHO3a, TIPO-
CIIEKTUBHBIN HA0OP JaHHBIX B MYJBTULIEHTPOBOM IIPOTO-
KoJjie. Bce aT0 OyneT cnoco6CcTBOBATh AAbHEMIIIEMY YIIyd-
LLIEHUIO pe3yJbTaToB JdeyeHus gereit ¢ JIBJI.
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3aknioueHue
IIpencraBneHbl NpeaBapUTENbHbIE PE3YJIbTAThl MEP-

BOTO MYJBTUILICHTPOBOIO KJIMHUYECKOTO MCCIICIOBAHUS
pe3ynbratoB Tepanuu JIBJI y gereit B Poccuu. JlaHHbie
MOKAa3bIBAIOT, UTO B LieJIoM 3 GeKTUBHOCTD ieueHus JIBJI
y IIET€} B HAIIIEW CTPAHE HECKOJIBKO XYK€ MO CPABHEHUIO
C TaHHBIMU 3apy0OeKHBIX aBTOPOB, OMTHAKO OITBIT OTHC/Ib-

—

10.

11.

12.

13.

14.

HbIX LIEHTPOB I€MOHCTPUPYET, YTO MPUMEHEHUE €AUHBIX
CTaHAAPTOB CHEM(PUUIECKON U COMMPOBOIUTENHHOM Tepa-
MUU MOXET CMOCOOCTBOBATh YIYUYILIEHUIO MOKa3aTeaen
BBDKMBAEMOCTH. Takxke HEOOXOIMMBI NaTbHENIIIE UCCIIE-
JIOBaHUS U1 BbIAEJICHUS] MALIMEHTOB I'PYIIbl BEICOKOTO
prcKa 1 pa3paboTKX HOBBIX IEPCOHATM3UPOBAHHBIX MO~
XOJIOB K TEpaIuu.
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