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Beenenue. Jlumpoma bepkurra (JIB) — BBI-
cokoarpeccuBHasi B-kieTo4Hasi HEXONKKHHCKAs
aumdoma, cocrapiaser A0 40% aumdpom y ma-
nueHToB ¢ BUY-undexumeii. Ilupoxoe mnpu-
MeHeHHe aHTuperpoBupycHoii Tepanuu (APBT)
CIOCOOCTBOBAJIO YJIy4YIIeHHIO Pe3yJbTaToOB Mpo-
TUBOOMYX0JieBoii xumuorepanun (IIXT) aum-
¢pom Ha pone BUU-undexkuun, B Tom uncie Jb.
Tepanuu JIb B P® nocBslIeHO TOJIBKO HECKOJIb-
KO pador, a nyoaukauuii o JIb y manueHToB ¢
BUY-undexuneil HeT.

Heanr padorbl: M3YyYUTHh KJIMHUKO-3NUAEMU-
0JIOTHYEeCKHEe XAPAKTEPHCTHKH W OIEHHMTh pe-
3yabTarbl Tepanuu JIb y manuentoB ¢ BUY-
uH(pexuueii B PO.

Marepuaasl u MeToabl. B mccaenoBanme
ObL10 BKIWYeHO 37 manueHToB ¢ JIB Ha ¢one
BUY-nndexnnu, npoxoauBmux Jedenue B 10
nentpax P® B nmepuoa c¢ 2010 mo 2021 rr.

Pesyabrarel. JIb 'y mnanuentoB ¢ BHY-
HH(peKknreil AUATHOCTHPYETCSI B MOJIOAOM BO3-
pacre, ¢ meguanoui 37 Jser (21-58 ser), uyame
y myxxumH (75,7%), B pacnpocTpaHeHHOH cTa-
aun (IV cragus Ann Arbor — 64,7%) u ¢ 3kc-
TpasmMdaTnyeckuMu TposiBjeHusamMu (73,5%),
BKJIIOYAas MOpa)KeHHe UEHTPAJIbLHOH HEepPBHOM
cucrembl (HHC) (16,1%). OcHoBHasi Tepamusi:
EPOCH-nono6ubie kypcol (54,1%), 0J0kxoBBIE
cxembl (32,4%). Y 76% nanueHTOB NPOTHBOOITY-
xoneBasg XT BrJoyaga purykcumao, y 91,4% —
ongHoBpeMeHHo ¢ APBT. Mennana kojauuyecrBa
KypcoB Tepanmum coctaBuiaa 4 (1-8). O0masn
BblKHBaeMocTh (OB) B Teuenme 1 roma cocra-
BuwiIa 64% (95% AU 38-82%), BbLKMBaeMOCTb

0e3 nporpeccupoBanus (BBII) — 59% (95% AU
34-77%). Nopaxenue IIHC (p=0.0064), u mpoBe-
aenme IIXT 6e3 APBT yxynmaer OB (p=0,00016)
u BBII (p=0,00012).

3akirouenme. i1 yiayuuieHusi pe3yJibTaTOB
Tepanuu W MPOrHO32a HeOOXOAUMBI NMPOCHEKTHB-
Hble MHOIOLICHTPOBbIE HCCJIeJOBAHHA IO Jiede-
Huw JIb y manuenros ¢ BUY.

Karwuesbie cioBa: Jmmdpoma Bepkurra,
BUY-undexuusi, poccuiickoe MHOIOLEHTPOBOE
HccJieioBanne, 001mas BbIKMBAaeMOCTh, MOpaxe-
nue IIHC, APBT

BBenenue

Jlumpoma bepkurra (JIB) mpencrasnsier coboit
BBICOKOArpECCUBHYIO B-KJIeTOuHyI0 HEXOMKKHH-
ckyto Jumpomy (HXJI). B ocHoe pazsutus JIb
JEKAT HapyLIEHHE PEerysluu SKCIPEecCHH TeHa
MYC, oObIYHO B pe3yabTare PEIUIpPOKHBIX TpPaHC-
JIOKallMH y4acTKOB XpoMocoM 8 u 14, mpumepHO
B 80% cmywaeB, 8 m 22 wm 2 u 8. B ciyuae
t(8;14) (q24;932) yuactox xpomocoMmbl 8q24, co-
nepxkamuit red MYC, TpaHCIIOIUPYETC Ha y4acTOK
XpOMOCOMBI 14, B 30HY [EHCTBHUS I'€Ha TSHKEIOU
nenn ummyHoroOynmuHa (IGH), uro mpuBomuT K
runepakcnpeccun MYC. benok c-MYC paboraer
KaK TPaHCKPUIILMOHHBIA (PaKkTop, peryaupyrommn
KJICTOUHYIO mpojudepaiuio, TuhGepeHIupOBKY H
arnonto3. OCHOBHBIM CIIE€ACTBUEM THIIEPIKCIPECCHU
c-MYC sBnsiercst ycunenue nponudepaniuy KIETOK.
Knerkn mumdompl bepkuTTa HACIEIyIOT OT CBOETO
HOPMaJIBHOTO aHajiora BBICOKYIO NponHudepaTHB-
HYI0O aKTHBHOCTH (HeSITCS KaXKAble HECKOJNBKO Ya-
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coB). OTHM OOBsACHSIETCS, KaK KpaiiHe arpecCHBHOE
TedeHue 3a00JIeBaHUs, TaK M BBICOKAs TYBCTBUTEIb-
HOCTh K XUMHOTEPAIIUH.

JIb — penkas nmumdoma, Ha e OO MPUXOIUT-
cs 1-2% Bcex ciyuaeB HXJI B oOrieid momynsiuu.
Breigensitor Tpu ocHOBHBIX Tuna JIb: aHnemMudeckas,
criopasinyeckasl U CBsI3aHHAs ¢ UMMYHOIC(PHUIIUTOM
(manmpumep, acconuuponanHas ¢ BIY). JIb cocras-
nser go 40% mumdom, ceszanabix ¢ BUY [2-4].

B cootBercTBUM ¢ COBpEeMEHHOU Kiaccu(uKa-
e, 5-M m3manmeM Kiaccudukarmuun BcemupHoi
opraHmzanuy 3apaBooxpaHenust (2022 1), mon-
YEPKUBACTCSA MPUHIUITHAIHHOE 3HAUYE€HHWE BHpycCa
Ommreiina—bapp (BOB) B marorenese [5]. Pexo-
MEHJYeTCsl pa3jivuarh J[BE OHMOJIOTUYCCKUE TPYII-
mel oryxonmn — BDb-momokurensHas uw BOb-
orpuuarenbHas JIb, koTopble OCHOBaHBI Ha WUX
MOJICKYIIIPHBIX OCOOCHHOCTSIX HE3aBHCHMO OT JIIH-
JIEMHOJIOTMYECKOTO KOHTEKCTa M TeorpadudecKoro
MOJIOKEHUST M, CIICOBATEIbHO, 3aMEHSIIOT KJIACCH-
YECKOE pa3ieiiCHUE Ha 3MUJIEMUOJIOTHYECKUE THUIIBI
[5-11]. BOb-undexuuss urpaerT BakKHYIO pPOJIb B
paHHEM TaTOTeHEe3e, 3acTaBlisisi B-KIeTKH YKIIO-
HATbCA OT amonTo3a [12, 13], a mosBisAOIIHECS
JIAHHBIC CBUJCTEILCTBYIOT O JBOWHOM MEXaHU3ME
naroreHe3a JIb: BUPYCHOM WM MYTallMOHHOM B 3a-
BUCUMOCTU OT cTtaryca BOb [7].

YV namuwentoB ¢ BUY puck paszsutus JIb B
TeueHue Xu3Hu coctaBiuster 10-20%, mpu sToM
HET CTPOroil CBA3M C Koim4decTBoM ypoBHS CD4-
TUMQOLUTOB W Ha3HaYCHHEM aHTHPETPOBUPYCHOM
tepariuu (APBT) [14]. HecmoTpss Ha mpoBeneHue
APBT, 3aboneBaemocts JIb y manuentoB ¢ BUY He
CHU3MJACh, B omiinune oT Apyrux HXJI, cBa3aHHBIX
¢ BUY, takmx kak auddysHas KpyMTHOKIETOIHAS
B-knerounas numdoma u numdoMa IEHTPATBHOMN
HepBHO#l cuctembl (UHC). Xora BUY sBusercs
Hamboyee pacnpoCTpPaHEHHBIM (AKTOPOM pHCKa
pasBurus JIb, uccinenoBaHud mMOKas3aiu, YTO BO3-
aukHOBeHME JIb y BUY-mHOHUIHpPOBAHHBIX TaITH-
€HTOB HE 3aBUCUT OT KonuuectBa CD4-kieTok u
Hanuuust nporpeccupoBanuss BUY kak Ha ¢one
APBT, Tak u 6e3 APBT [15, 16].

MMaruents! ¢ JIb Ha doune BUY ¢ Oounblieii Be-
POSITHOCTBIO HMMEIOT B-CHMITOMBI, 3KCTpaHOIAJb-

Hoe mopaxenue, nopaxenne L{HC n umeror Goiee
HU3KUH 00I1eCOMaTUYECKU CTAaTyC, YeM MallUeHTHI
¢ JIb 6e3 BUY-undexunu. Kak mpaBuio, guarHos
CTaBIT Ha Ooyiee MO3MHUX CTaaAusAX 3abosieBaHMSA
[17-19].

3HAYUTEIbHBIE YCIEXH B JICUEHUH IMAIUEHTOB C
JIb mpoumszonun mocie BHEAPEHHS PEXHMOB MPO-
tuBoomyxoneBoit xumuorepanuu (IIXT) Gonee wH-
TEHCUBHBIX 110 CPABHEHUIO CO CTaHAAPTHOM CXeMOM
xumuotepanun CHOP [2]. B nactosmiee Bpems
PEKOMEHIOBaHHbIE K NpPUMEHEHHIO pexumbl [IXT
mnsa neuenus JIb: CODOX-M/IVAC; DA-EPOCH;
HyperCVAD B coyeranuu ¢ purykcumadoom [20].

Hnsa marmmentoB ¢ JIb Ha done BUY, B perpo-
CIIEKTUBHBIX M MPOCHEKTHUBHBIX HCCIEJOBAHUAX
ObUla IPOJEMOHCTPUPOBAHA YIOBJIETBOPHTEIbHAS
0e30macHOCTh, W, CpaBHHMas C MalMeHTaMu O0e3
BUY s¢ddexkTHBHOCTD, pEKOMEHOBAHHBIX ISl Te-
panuu JIb mporokonoB xumuotepanuu. OCHOBHBIE
pe3ynbTaTel  ONMyOJIMKOBaHHBIX —HMCCIEOBaHUHA B
rpynne nagueHTos ¢ JIb u BUY npencrasiens! B
Tabmn. 1.

HccnenoBanusi moka3and, YTO CXEMBI C BBICO-
KO HWHTEHCHUBHOCTBIO 3(P(EKTUBHBI AN OOCTHKE-
HUSl YCTOMYMBBIX PEMUCCHU W YBEJIMYEHUs 0OLIeH
BepkuBaemoctr (OB) y marmmentoB ¢ JIb u BUY, y
kotopeix BUY kontponupyercs APBT. B uccneno-
BaHUSAX MPOJIEMOHCTpUpPOBaHO, uTo APBT ynyumia-
er nporHo3 y BUY-uHPUIUpOBaHHBIX MalMEHTOB
¢ numbomamu [25]. OmHako, cieayeT HOMHHTH O
pHCKe HEOMarompusATHBIX JIEKAPCTBEHHBIX B3aMMO-
JIEHCTBUSX M TOKCHUYHOCTH COBMECTHOIO NpPHMEHE-
Hus npenaparoB APBT u IIXT, nmostomy Tpebyercs
TECHOE COTPYAHUYECTBO CO CIELUAINCTAMU HH(]EK-
nmonnctamu CIIW/I-tieatpos [26].

Ucnonp3oBanue purykcumaba B Tepanuu
B-kierouHbix JTUMQOM 3HAYUTEIBHO  YIYYIIHIIO
Mporao3 manueHToB [27]. beszomacHOCT, U 3-
(eKTHBHOCTD pUTyKcMMaba y manuentoB ¢ BUY-
nHpekuedt u JIb Tarke moarBepxaeHa [21, 23].

B Poccum omeiT Tepanmuu JIb mpencrasneH B
kpynHoit pabore E.A.Bapsx, m coaBT., omyOiuKo-
BaHHOH B 2015 r. [28], B KOTOpOH IPOAEMOHCTPH-
poBaHa 3((EKTHBHOCTD U 0E30MaCHOCTH MPOTOKO-
ma JIb-M-04 y manuentoB 6e3 BUY-undexumn.

Ta6nuua 1. OcHOBHbIe pe3ynbTaThl UccnenoBaHuii nporokonoe MNXT y nauueHTor ¢ JIb Ha ¢oHe BUY

ABTOpD, roa MpoTokon

n, Nepuoj BKIOYEHNS

BbiknBaemocTtb

O6LLaa BbXKMBAEMOCTb 663 NPOrPECcCMPOBaHIS

Noy A., 2015 [21] CODOX-M/IVAC +R

n=34, 2007-2010

2 ropa: 69% (95% ClI,
50-82%)

1 roa: 69% (95% Cl,
51-82%)

Cortes J., 2002 [22] HyperCVAD +R

n=13, 1995-2000

2 ropa: 48% 2 ropa*: 52%

4 ropa: 87,0% (95% Cl, 4 ropa: 84,5% (95% Cl,

Roschewski M., 2020 [23] | DA-EPOCH +R n=113 (28)"*, 2010-2017 |47 ¢ AL R
Dunleavy K., 2013 [24] | SC-EPOCH-RR n=11, 2000-2009 go’l‘gécygo?% (95% Cl, 32“_91};52/;)1 00% (95% Cl,

MpumeyaHus. * 6espeunarBHas BbXMBAEMOCTb; ** Tonbko 28 naumeHToB ¢ BUY-uHdekumeir, a peaynstaTthl NpeacTaBneHbl Ans BCeit rpynmbl nauneHToB (n=113,

Kk

13 Hux 28 ¢ BMY n 85 naumentos 6e3 BUY);
cunTbiBanca metopgom Kannana—Menep).

csoboga ot nporpeccuposaHng, cobbiTreM YYUTLIBAETCS TONMBKO dakT NporpeccmpoBaHns 3abonesaHnst (pac-
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Tak, 5-netusis OB cocraBuna 85%, S5-nmetHsas Ges-
penuauBHas BbDKHBaeMocTh — 95%. Ilpu mpose-
JIEHUH MHOTO(AKTOPHOTO aHalHu3a BBISABICHO, YTO
nelko3 bepkurra M mnopakeHHe KOCTHOTO MO3ra
ABTISIOTCSL (pakTopamu, Brusiromumu Ha OB u 0e3-
PELHUINBHYIO BEDKMBAEMOCTb.

[IpocrieKTUBHBIX WM PETPOCHEKTHBHBIX paboT
nmo tepanuu JIb y manuentoB ¢ BUY-undexiueit
He omyOnukoBaHo. B pabore A.B.IluBHMKA 1 COaBT.
[29] npoBonuTcs aHanu3 pe3yapratoB Tepanuu HXJI
y nauuentoB ¢ BUY. B ananuzupyemoii rpymre na-
nuenToB (n=48) ¢ HXJI u BUY, 16% cocrapmustor
nanuenTtsl ¢ JIb. OmHako, aHanu3 pe3yabTaToB Te-
panuu MpoBOAWJICS A OOIIel TpyHmbl MarMeHTOB
¢ HXJI u BUY, Tak 3-netuss OB u 6e3peuuauBHast
BbDKHMBaeMocTh nocie Tepannu CHOP-nono6HbIME
npotokoiamu coctaBuna 52% u 32% (n=26), mpo-
TuB 48% u 40% mpu mpoBeneHUH OJIOKOBOH XH-
muotepanuu (n=12) coorBercTBeHHO. OTIEIBHOTO
aHanmu3a 3QQEKTUBHOCTU Tepaluu JUIs MalHeHTOB
¢ JIb u BUY He npeacraieHo.

B cmyuae peumauBa, MpOrHO3 y TAIMEHTOB C
JIb, B Tom uncie Ha pone BIY, HeOmaronpusaTHbIH,
OJIHAaKO B ciiydyae AocTrkeHus 3ddekra BTopoi nu-
HUU Tepanuy OOJNbHBIM MOKAa3aHO MPOBEJCHHS BbI-
cokono3Hoi IIXT ¢ ayTosornyHoi TpaHCIIaHTalu-
eil remonoaTudecknx cTBONOBBIX KieTok (TI'CK)
n(mmm) amwrorennoit TI'CK [20]. Ayrtonormdanas
TI'CK y nanmenToB ¢ nuMmpomamu Ha pone BUY
Tak ke dPPeKTHBHA U Oe30MacHa, Kak y MalieHTOB
6e3 BMY [30, 31].

C yderoM HapacTalomei akTyaJbHOCTH IIpo-
0JeMBI 37TI0OKaYeCTBEHHBIX OIYyXOJeH y MAaIMeHTOB C
BUY, orpaHn4eHHOCTH OITyONMKOBAaHHBIX JTaHHBIX, &
TaKKe OTCYTCTBUSI CUCTEMBI ydeTa JIMM(OM y Talu-
eHToB ¢ BUY, MBI MHUIIMMPOBAIIN PETPOCIEKTUBHOE
MHOTOIIEHTPOBOE HcciIefoBanne B Poccun ¢ menbro
aHaM3a JNHUIEMHUOJIOTHH W PEe3ylbTaToB TepaIruu
mumpom Ha pore BUY-urdexunu. Poccuiickas mpo-
rpamMMa 1o M3y4eHHUIo TUMQoM y marueHToB ¢ BUY
BKITIOYAET PETHCTP MAIMEHTOB, KOTOPHIE MOTyJasIH
CHENHaNN3UPOBAHHYIO TIOMOIIIb IO TEPPUTOPHATIEHO-
My Tpu3HaKy B Oonee yeM 20 meHTpax reMarToIOTHH
n oHkojormm u3 Oomee em 10 permonoB Poccum.
KpurepussMu BKITIOUEHHS SIBISTIOTCSI TTOATBEPIKICH-
HBIA juarHo3 gumdbombl 1 BUU-undeknnn BHE 3a-
BHCHUMOCTH OT WCXOZa, BKJIIOYEHHE MAaIMeHTa OCy-
IIECTBIIAECTCSl PETPOCHIEKTHBHO, HA OCHOBE aHAaJH3a
MEIULMHCKON JOKYMEHTALIUH.

Ilenp paOOThI: M3YyYUTh KIMHUKO-3IHAEMHOJIO-
TMYECKUE XapaKTEePUCTUKU U OLIEHUTH PE3yNbTaThl
tepanuu JIb y mammentoB ¢ BUY-mnbeknmeir B
Poccuiickoit denepanuu.

IHaumeHTHI 1 METOALI

Poccuiickoe MHOTOIIEHTPOBOE PETPOCHEKTUBHOE HCCIIE-
noBaHue auMQoM y manueHToB ¢ BUY-uHbpexuueir BKIO-
gaer 283 nanuenta ¢ BUU-undekuueit u 310kadecTBEHHOM

OIyXOJIbI0 KPOBETBOPHOI M nuMdaTrnyeckold TKaHH, KOTO-
pele 00pamanuck 3a MEJUIMHCKOH MOMOIIBIO B CIIELH-
aTM3UPOBAHHBIE OTAEICHHUS OHKOJIOTUU HIH TE€MaTOIOTHH
Poccuiickoit ®enepauuu. IlanueHTH ¢ HEXOMKKHHCKMUMU
amuMmpomamu — 220 MaNHEHTOB, COCTABJISIOT OCHOBHYIO
JOJI0 BKIIOYCHHBIX B HCClIeJOBaHHE OONBHBIX. B HacTos-
meil paboTe MBI MpeacTaBIseM MOATPYNIIOBON aHANU3 Ma-
uuenros ¢ JIb u BUY.

B wuccnenopanue BkiaroueHO 37 NAUEHTOB, MPOXOAUB-
mux JedeHue no nosoxy JIb ma ¢one BUY-undpexnuum B
10 nenrpax P® (Canxr-IletepOypr, 1. Upkyrck, r. Caparos,
r. Huwxuuit Hosropoxn, r. Boarorpaa, r. TromeHnb) B mnepu-
on ¢ 2010 mo 2021 rr. ¥ BcexX ManMEHTOB OBLIO MOJYYCHO
UH()OPMUPOBAHHOE COIVIACHE HA y4yacTHE B HCCIEIOBAHUH.
JlokanbHble 3THYECKHE KOMMTETBHI MEAMIMHCKHX ILEHTPOB
Jlalli pas3pellieHHe Ha NPOBEACHHUE HCCIeNOBaHUN. AHAIN3
MPOBOJMIICS HAa OCHOBAaHMM H3Y4YCHHS MEIUIMHCKOH m0-
KyMEHTAIlM, B CBSI3M C Ye€M MHOTHE IMapaMeTphl OIEHUTHh
HE TMPEACTaBIsACTCS BO3MOXKHBIM, HampuMep, CTparuu-
OUpOBaTh MAIHEHTOB II0 TPyINIaM pUCKAa C HNPHUMEHEHHEM
unnekca ARL-IPI [32]. [duarno3 JIb ycranaBiauBanu Ha
OCHOBAHMM THCTOJIOTMYECKOTO U HMMYHOTHMCTOXUMHUYECKO-
IO MCCIEJOBaHUI B JIOKAIBHBIX Jaboparopusix. BupycHyro
Harpy3ky BUY (BH) u yposenp CD4'-kieTok ompeneisiu
¢ noMouiplo kosuuecTBeHHOM IILIP B peanbHOM BpeMeHU
U METOAOM NPOTOYHON LUTOMETPUU COOTBETCTBEHHO. Jlua-
THOCTHKAa M KOHTpoib BUY u comyTcTBYOmMUX KOMH(EKIHH
ocymectBisuinch B CIIM/I-eHTpax mo MecTy XHUTEIbCTBA
TIAI[CHTOB.

D¢ eKTHBHOCTh Tepanuu OLCHMBANACh KIMHHYECKH, IO
pesyabTataM kommbioTepHOi ToMmorpaduu (KT) m mosurpon-
HO-OMHCCHOHHOI TOMOTrpaduu, COBMEMIEHHOH C KOMIIBIOTEp-
Hoii Tomorpadueit (IID9T-KT) ¢ ucnonn3oBanmem 18F-D/IT,
B COOTBETCTBUU C KPUTEPUSMH OLCHKU OTBETa Ha TEPAIHIO
Lugano 2014 [33].

CraTucTudeckuil aHanu3 BKJIIOYAJl OMMCATElIbHbIE XapaKTe-
PUCTHKH (I0JTM, MEIHAHBI, JIMAana30H 3HA4YCHHUi). AHamu3 00-
IIeif BEDKMBAGMOCTH U BBDKMBAGMOCTH 0€3 MpOrpecCHpOBaHUS
(BBII) npoBoauics B TedeHue 12 Mec OT MOMEHTa OCTAaHOBKU
IUarHo3a ¢ HUcmoibp3oBaHHeM Mertona Kammana-Metiep, cpas-
HEHUSI BBINOJHSIA C HCIIONb30BAaHHEM JIOT-PAHTOBOTO TECTA.
CraTucTU4ecKkd 3HAYMMBIMU CUHMTAIH pazamuus mnpu p<0,05.
B kadecTBe MHCTpyMEHTa IJIsl aHalIHM3a HCIONB30BaJIach IPO-
rpamma EZR ver. 1.55 [34].

Pe3yabTarsl

Jlumpoma bepkurTa 3aHIMaeT BTOPOE MECTO TI0
gactoTre BcTpedaemoctu (n=37/220, 18%) mocie
muddysHol B-kpynmHOKIeTOUHOH JITUMGPOMBI Cpe-
mu narentoB HXJI ¢ BUY-undekuueit (puc. 1).
Menuana Bo3pacra coctaBwia 37 met (21-58 ner).
Mennana Bpemenu ot Bepudukamuun BUY mo mo-
CTAaHOBKHM JHarfoza JuM@omel cocraBmia 24 Mec
(0223 wmec). Memuana HaONIONEHUS COCTaBHIIA
6 mec (1-35 mec). B uccnemyemoil rpymmne orme-
qanochk Oombie MyxuuH (75,7%).

CragupoBanue 3a0ojeBaHHS OBLJIO BO3MOXK-
HO BBIMIONHUTHh Yy 34 MalMeHTOB, CPEIr KOTOPBIX
y 64,7% Obuta BeisBineHa [V cramus 3abomeBaHUs
(Ann Arbor), ’xcTpaHOJANIEHOE TIOpaXKeHUe HaOII0-
naigock y 73,5% mnamuentoB, a B-cummTomMbr —
64,7% cnyyaeB. OOIIeCOMaTUYECKUN CTaTyc IO
mkane ECOG wuzBecreH y 30 manueHTOB U COOT-
BerctBoBaN 0—1 Oamnam B 70% ciyuaes. Cratyc B
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otnomenun nopaxkenus [HHC wu3Becren y 31 ma-
nueHTa, U B 5 cmydasx (16,1%) ObuTo BEISBICHO
nopaxenue. YposeHnb JIJII' B neOroTe u3BEeCTEH y

Tabnuua 2. XapakrepucTuka naumeHToB
¢ J1Ib u BUY-undpekuuen

XapakTepucTukn NaumeHToB

Bcero n=37 (%)

19 GonbHBIX ¢ Meauanoi 466 E/n (150-6589 E/m). |Mon:
FISH-uccnenoBanue B paMkax IUAarHOCTUKU BHI- MYXCKOM 28 (75,7%)
MONHSIIOCh B 9 ciyuasx, t (8;14) BepudumupoBana | xeHckuii 9 (24,3%)
y 3 NanueHToB. Boapact 37 (21-58)
Wudopmarus B oTHoeHnn HazHaueHuss APBT B-cumnToMmbl (n=34) 22 (64,7%)
N3BCCTHA IJIA 35 IMallM€HTOB, CPEAU KOTOPBIX TOJIb- OkcTpaHoaanbHoe nopaxeHue (N=34) 25 (73,5%)
ko 3 manuenta (8,6%) He momyuanu APBT Ha MO- | Mopaxenne LIHC (n=31) 5 (16,1%)
MECHT IIOCTAHOBKH JJHAr”Ho3a J'II/IM(bOMI:I n Ha4dalia Cragma nexogHo (Ann Arbor) (n=34):
MIpOTUBOOMIyX0NeBoil Tepanuu. BH u kommuectBo || 2 (5,9%)
CD4'-knetok B nedrore nmuMdombl u3BecTHBI y 10 [y 4 (11,8%)
nauueHTtoB, menuaHa BH cocraBunma 130226 ko- | 6 (17,6%)
/M (150-613357 xonmit/min), menuana CD4Y — [y 22 (64,7%)
192 kn/mrn (29-381 ki/mki). CONMyTCTBYIOIIME | ECOG-craryc Ha MOMeHT Hadana Tepanim
KOMH(EKIMKU ObUIM 3aperncTpupoBanbl y 32,4%  [(1=30)
NaIlMEHTOB. 0 5 (16,7%)
B KkadecTBe Tepanmuu NEpBOH IHMHUM Yy OOnb- | 16 (53,3%)
[IMHCTBA TMAlMEHTOB ObUTH Hcmoib3oBansl EPOCH- |2 8 (26,67%)
3 1 (3,33%)

nofo6ueie npotokonsl (54%), y 76% mnanueHToB
Tepanus MNPOBOAWIACH C HCIOJIb30BAHHEM PHUTYK-
cuMaba. Mennana dmciia KypCcOB TEpamyyl IIEPBOM

Megawnana yposHsa J14I (E/n), (n=19)

466 (150-6589)

ConyTtcTBytowme KonHdekumm (n=12):

auanK cocraBuna 4 (1-8). Xapakrepuctuka mamu- | renamr C 9 (24,3%)
€HTOB TpEe/ACTaBlIeHa B Ta0m. 2. renatut B, C 1(8,3%)
UYacrota oOmiero orBeTra Ha Tepaluio IMepBoil | renamwr B, D 1(8,3%)
auHuK coctaBuna 89%, monsblid orBer (IIO) —  |TyGepkynes 1(8,3%)
39%, wactuunbli orBeT (HO) — 50%, mporpeccu- | Cxembl Tepanuu nepsoit nHnm
poanue 3aboneBanus (I13) — 11%. EPOCH-nognoGHble 20 (54,1%)
OB manuenToB ¢ JIb u BUY B Teuenne 12 mec | Bnokossie cxembl (HyperCVAD/HMA, NHL- 9
o o 0 BFM-90, JI5-M 04) 12 (32,4%)
cocrasmia 64% (95% AU 38-82%) (puc. 2). Takue
! . CHOP-nono6Hble 4 (10,8%)
¢axTopsl, kak mon (p=0,73), Bo3pact (p=0,94), cTa-
_ o Ipyrve (R-ICE) 1(2,7%)
must 3abomeBanus (p=0,63), B-cummntomer (p=0,5), -
ECOG-CTaTyc (p=0 082) SKCTPaHONAIBHOE II0pa- MepnuaHa KypcoB Tepanvu nepson anHUm 4 (1-8)
_ > ’ M Meauana BH (MLP PHK BWY) (konuit/mn), | 130226 (150
xkenue (p=0,13), xommuectBo CD4" (p=0,16), Ba- |n=10 613357)
puaHT Teparnuu nepBoil ymuHuE (p=0,71) 3HAYMMO Menvana konvsectsa CDA+-kneTok Ha MO- | 19 (29_3g1)

He B Ha OB.

MEHT Havana neyenuns (kn/mkn) (n=10)

@ [BKKI
® NG
nen
THN
«n
MK
HNBC3
nc3
on

® NnuHC

Puc. 1. CTpyKTypa HEXOOXKMHCKUX nnmdomM y nauneHToB ¢ BUY- nHobekumen (n=220).
ABKKN — auddyaHas B-knetouyHas kpynHoknetouHas numeoma; JIb — numdoma Bepkutra; MBJ1 — nnasmobnactHas numdoma; TKIT —
T-kneTouHble MMM@omsl; XJTJT — xpoHudeckuin numeonerikos; MKJ1 — maHTuiiHokneTo4Has nnmeoma; HNBC3 — HexomxkxkuHckas numdoma
BbICOKOI CTeneHn 3nokadectBeHHOCTU; JIC3 — numdombl cepoli 30Hbl; DJ1 — donnukynspHaa numooma; MJILHC — nepeuyHas numdoma LIHC
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Puc. 4. BnusHue aHtnpetpoBupycHon Tepanun (APBT)
Ha 1-roposyto OB

dakTopomM, KOTOpHEIH 3HaunMoO yxyaman OB sB-
nsutock nopakenue [THC — 40% (95% AU 52—
55%) ¢ menuanoit OB 1,4 mec, npotuB 66% (95%
AU 35-85%) (p=0,0064) (puc. 3). Taxxe, OB Obuna
3HAYMMO BBIIIIE B TPYIIE MAI[UCHTOB, MOIYYaBIINX
APBT na moment nHawama [IXT — 73,6% (95%
[ 44-89%), B cpaBHEHHHU C TPYIION NalKEHTOB,
koropeie He mojydanu APBT — 0% c¢ meauaHnoit
OB 0,8 mec (p=0,00016) (puc. 4).

BrepkuBaeMocTh 6€3 mporpeccupoBaHusl anyeH-
toB ¢ JIb u BUY B Teuenue 12 mec cocraBuna 59%
(95% N 34-77%) (cm. puc. 2). [on (p=0,97),
Bospact (p=0,54), cramus 3aboneBanus (p=0,3),
B-cumnromsr  (p=0,69), ECOG-craryc (p=0,082),
JKCTpaHofanbHOe opaxkenue (p=0,13), koamuecTBoO
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Puc. 3. BnusiHme nopaxenus LUHC Ha 1-rogosyio OB
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Puc. 5. BnusHmne aHTnpetpoBupycHoi Tepanun (APBT)
Ha 1-roposyto BBl

CD4" (p=0,12), BapuaHT Tepamuy TIEPBOW JIMHUH
(p=0,66), nopaxenune LITHC (p=0,055) — 3nauumo
He Brnusiim Ha BBIL. Opnako mpumenenume APBT

3HaYMMO yaydmano l-romoByro BBII — 64,5%
(95% W 36-83%), B cpaBHEHHH C TPYIION mMa-
nueHToB, e APBT we mpoBommmace — 0%

(p=0,00012) (puc. 5).

Oo6cy:xneHue

Hacrosimee uccnenoBaHue sBIs€TCS MEPBBHIM B
P®, rne nposenen ananus pesynsraroB IIXT y na-
uuentoB ¢ JIb na gone BMY. K mpeumymectBam
cinemyer oTHecTH «real-lifey xapakrep wucciemona-
HUSl, KOTOpPOE JEMOHCTPUPYET OOBEKTHBHYIO KapTH-
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Hy JICYEHUS NALUEHTOB B PYTUHHON KIMHUYECKOU
MIPAKTHKE, OJHAKO PETPOCIIEKTUBHBIA XapakTep Hc-
CIIEJIOBaHUS SBISETCS Ba)KHBIM HEJOCTATKOM, 4YTO
ITOJITBEPKAAETCA OTPAaHUYEHHOCTBIO JOCTYITHOCTH
JMAHHBIX JUIS aHajW3a W TepHojAa HAOMONeHHUS 3a
MaIeHTaMU.

Ha ocHoBaHMM M3yuYeHUs KIMHUKO-DITHIEMHOIO-
rudyeckux xapakrepuctuk JIb y nanuentos ¢ BUY
cieayer OoTMeTuTh, uto JIb siBisercs BTOpOM Mo
4acToTe€ BCTPEYaEMOCTH, AWArHOCTUPYETCS B MO-
JIOZIOM BO3pAacTe, MPEUMYIIECTBEHHO y MYKYHH, B
pacnpocTpaHEeHHOW CTaguu 3a00NeBaHHUS U C 3KC-
TpaHOAAJBHBIM TOpPaK€HHUEM, YTO COOTBETCTBYET
MEeXIyHapoaHbIM HaHHBEIM [19]. V OompmmHCTBa
oonpHBIX ompenensiace BH BUY, mennana ypos-
a1 CD4"-mumdonuToB cocrapmia 192 KI/MKII, 9TO
TaK)K€ COOTBETCTBYET OITyONIMKOBAaHHBIM JaHHBIM
[14].

Cpenn ucnonb3oBaHHBIX NpoTokonoB IIXT, mms
OONBIIMHCTBA MAlMEHTOB MPUMEHSIM PEKOMEHye-
MbI€ MHTEHCHBHBIE MPOTOKOJIBI, oqHaKo Oonee 10%
MAIMEHTOB TOJyyaldd TEepamuio He COOTBETCTBYIO-
IIyI0 yCTaHOBJIEHHOMY [HMAarHo3y, 4TO HE MOXET
OBITh OOBSCHEHO TSHKECTHIO COCTOSIHHUS TIalueHTa
B MOMEHT JIMAaTHOCTUKU JTHUM(OMBI, TaK KaK OTATO-
mennblii comarnaecknii craryc (ECOG 3) 3aperu-
CTPUPOBAH TOJBKO Y OAHOTO OonbHOro. BepostHo,
3TOT (hakT oTpaxkaeTcs Ha 3PGHEKTHBHOCTH TEpaIH,
tak [10 mocturnyt Toneko y 39% nauuentos, a OB
u BBII cocraBiser 64 u 59% COOTBETCTBEHHO, YTO
XyXke, 9eM B OITyOJMKOBaHHBIX paHEe HCCIEH0Ba-
Husax [21, 23, 24]. Taxxke ciaenyeT OTMETUTh, YTO
nopaxxkenue [{THC u npoBenenne xumuorepanuu 0e3
APBT sBnsnuce ¢axropamu HEOIaronpusITHOTO
nporaosa. [lannasie rpynmel coctaBmim 16,1 u 8,6%
COOTBETCTBEHHO, YTO TAKXKE MOIVIO OTPa3uUThCH Ha
HEYJOBJIETBOPUTEIBHBIX PE3YyNbTaTax Teparuu.

HemocraTtkoM HacTOAIIET0 WCCIIEAOBAaHUS SB-
JSeTCsl PETPOCHEKTUBHBIN XapakTep U TMPOIOIIKHU-
TETBHBIA TEepHOoN BKIIOUeHHUS marueHToB ¢ 2010
mo 2022 r. 3a 12-neTHUH mepUON AMATHOCTUKA
mM(OM yCOBEpIIEHCTBOBAJIACH, M3MEHIIIACH KJIAC-
cupuKanusd W BHEAPEHBl TEHETHYECKHE METOPI,
nonreepxkaaromue auarno3 JIb (FISH) [5, 35]. B
UCCIEeyeMOU TPYIIE TONBKO 9 MalKdeHTaM BBINOJ-
wsnock FISH wnccnemoBanme, u t (8; 14) Bepudu-
[UpOBaHa JIWIIb y 3 ManueHToB. Takum o0paszom,
MBI MOXEM IIperoararb, 4T0 OTYaCTH B TPYII-
ny nauueHtoB ¢ JIb MomM momacTe MalMEeHThl ¢
B-knertounbMu muMdomMaMu BBICOKOH CTENEHH 310~
Kau€CTBEHHOCTH C JIOTOJHUTENBHBIMH XPOMOCOM-
HBEIMH TIepecTpoiikaMu, B ToM uncie «double-hity u
«triple-hit». IIporHo3 y 3Toli Kareropuu mamueHTOB
3HAUUTENIBHO XyXe, 4yeM y maiueHtoB ¢ JIb, uro,
HECOMHEHHO, MOXKET OKa3aTh BIUSHUE HAa Pe3yibTa-
el Tepanuu, OB u BBII [35]. Oror dakr cnenyer
UMETh B BUJAY IPH WHTEPIPETAIUN MOTYyYEHHBIX
pe3yabTaToB.
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OnmHO W3 BaXHEHIIMX OOCTOATENHCTB, KOTOPOE
BIHSIET Ha PE3yNbTaThbl IMPOBEIEHHOTO HCCIIEI0Ba-
HUSl — KOMIUTAGHTHOCTH MAIMEHTOB, YTO OTpa)ka-
€TCS B KOPOTKOM TIEpHOJIEe HAOIFONCHUS 32 OOJILHBI-
MH — MeAHMaHa 6 Mec, U KOIWYeCTBE MPOBEIECHHBIX
KypcoB XHMHOTepanuu — Menuana 4. Tonbko mo-
JIOBWHA TAI[UEHTOB U3 aHAIM3HPYEMOW TPYTMIIBI TI0-
ny4yuriu 6onee 4 KypcoB Teparuu, OcTajlbHbIE — HE
3aBEpIIMIIN JIEYeHHE TI0 TeM WJIM WHBIM MPUINHAM.

B pesymprate npoBEAEHHOTO HCCIEAOBaHMS
BIIEPBBIC TPOAHAIN3UPOBAHBI  KIMHUKO-3TUICMH-
onorudeckrne xapakrepuctuku JIb y mnanmeHTOB
¢ BMY, npoBeneH aHaiu3 JIEUYEHHUS WU TOTYUYEHbI
JaHHBIE O pe3yJbraTrax Tepanuu. BuIABIeHBI 0cCo-
OCHHOCTH 3TOH TpymIibl OONBHBIX W CIOXKHUBLICHCS
KInHUYeckol mnpaktuku B P®. IlpencrapieHHbie
JaHHBIE JAEMOHCTPUPYIOT aKTyalbHOCTb MPOOIEMBI
BUY-undexkunn u nuMdoM, HEOOXOIUMOCTh MPO-
BEJICHHUS MPOCIEKTUBHBIX MHOTOIIEHTPOBBIX HCCIIe-
noBanuil. [lodydeHHBIE pe3yabTaThl U BBISIBICHHBIC
HEJOCTaTKM IO3BOJST MPABWIBHO CIUIAHUPOBATh
MHOTOIIEHTPOBBIE MPOCHEKTUBHBIE HCCIICAOBAHUS C
HENBI0 YAYUIICHHS Pe3yNbTaToB Teparuy MaryeH-
toB ¢ JIb Ha pone BUY-undexumn.

3akJouenue

JIb y manuentoB ¢ BUY-undekuueit 3annma-
€T BTOPOE€ MECTO II0 YacCTOTE BCTPEYAaEMOCTH IIO-
cine auddys3Hoil B-kieToyHOW KPYMHOKIECTOYHOM
TUMQPOMBI, TUATHOCTHUPYETCS B MOJOJOM BO3pac-
Te, Jallle y MYX4YHH, B PaCIpOCTPaHEHHONW CTaJuu
3a00NeBaHMs M C HKCTPAaHOJAIBHBIM TOPaKEHHEM,
Biirogass mopakenune I[IHC. PesympraThl Tepamuu
JIb y BUY-unpuIupoBaHHBIX MAUEHTOB OKa3a-
JIUCh XYK€ paHee OMyOIIMKOBAaHHBIX M OKHUJAEMBIX
nokaszateneil. [lonmyuyeHHBI pe3ynbTar, BEpOSITHO,
CBSI3aH KaK C OCOOCHHOCTSIMH HCCIIEIOBaHHS, Ta-
KHMH KaK PETPOCHEKTHBHBIX XapakTep U IJINTEIb-
HBIM Mepros BKIIOUEHHUS MallMeHTOB, TaK U C 0CO-
OCHHOCTSAMH OOJBHBIX U CIIOKHUBIIEHCS TPAKTHKH:
HEJOCTaTOYHO WHTEHCUBHBIE IPOTOKOJBl XUMHU-
oTepanuy, NpUMEHsIeMble Yy YacTH MHaIlMeHTOB, C
OJHOM CTOPOHBI, U HH3Kas NPHUBEPKEHHOCTh Ia-
uueHToB ¢ BUU-nHpekuneit x Ie4eHuto, ¢ Jpyrou
CTOPOHBI.

JUid yaydiieHus pesyslbTaToB Tepanmud U Ipo-
THO32 HEOOXOIMMBI MPOCTIEKTHBHBIE MHOTOLIEHTPO-
BBIE HCCIeNoBaHus o jedeHuto JIb y mamnueHToB
¢ BUY-undexuueii.

Bxnao asmopos:

ITonosa M.O., Uekanos A.M., Jlenuk K.B. —
HalMCaHWe TEKCTa PYKOMHCH, 0030p MyOIuKaruit
M0 TEME CTaThH;

HpirankoB U.B., lemuenkoBa M.B., I'puropsesa
M.B., Yenenckas O.C., Pyxunckas O.C., [Toranen-
ko B.I., Mensenesa H.B., 3ro3run UN.C., Kamia-
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HoB K./I., Kcenzopa T.U., Jleanor A.H., Camoii-
aoBa O.C., I'ycak A.A., baiikoB B.B., Muxaiinosa
H.b. — npenocraBineHue AaHHBIX ISl aHAIU3a;

ITonosa M.O., Yekanos A.M., Boakos H.II., Po-
raueBa FO.A., piranko W.B., beitHapoBuu A.B.,
I'ycak A.A., Jlenuk K.B., baiikoB B.B., Muxaitnosa
H.b., Kynarun A.Jl. — aHanu3 U HUHTEpHpETaLU
MOJIYYCHHBIX JTAHHBIX;

ITorroBa M.O., [demuenkoBa M.B., VYcmneHckas
O.C., Mensenesa H.B., 3ro3run U.C., MuxaiinoBa
H.B., baiixoB B.B., Kynarun A./[. — okoHuarenb-
HOE 0J00pEeHHEe PYKOIHCH.

Kongnuxm unmepecos
ABTOPBI 3asBJSIFOT 00 OTCYTCTBUH B CTaThe KOH-
(hMKTAa WHTEPECOB.

Dunancuposanue
HccnenoBanue HE HMMENO CHOHCOPCKOH IOA-
JIePKKH.

brazooapnocmu

CoTpynHuKaM LIEHTPOB-y4acTHUKOB Poccuiickoi
MPOTPaMMBI 10 M3YYEHHUIO JIMM(POM y MalHEeHTOB C
BUUY-nndeknnelt, npuHAMAIONINX yJacTHe B Jiede-
HUU U YXOJie 3a MalUeHTaMHU.
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Introduction. Burkitt lymphoma (BL) is a highly aggres-
sive B-cell non-Hodgkin's lymphoma, and it accounts for up
to 40% of lymphomas in patients with HIV. The widespread
application of antiretroviral therapy (ART) has contributed to
improving outcomes of antitumor chemotherapy (CT) for HIV-
associated lymphomas, including BL. Several publications in
Russia are dedicated to therapy for BL, however, there are no
publications on BL in HIV-infected patients.

Aim: to study the clinical and epidemiological characteris-
tics and to give an assessment to outcomes of BL treatment in
HIV-infected patients in the Russian Federation.Matherials and
methods. The study included 37 HIV-positive patients treated
for Burkitt lymphoma in 10 centers of the Russian Federation
from 2010 to 2021.

Results. BL in HIV-infected patients was diagnosed at a
young age (median 37 years, range 21-58 years), more of-
ten in men (75,7%), in the advanced stage (Ann Arbor stage
IV — 64,7%) and with extranodal lesions (73,5%), includ-
ing the central nervous system (CNS) involvement (16,1%).
Main therapy protocols: EPOCH-like courses (54,1%), block
schemes (32,4%). In 76% of patients, antitumor CT included
rituximab, and in 91.4% it went together with ART.

The median number of therapy courses was 4 (1-8). Over-
all survival (OS) at 1 year was 64% (95% CI 38-82%), pro-
gression-free survival (PFS) was 59% (95% CI 34-77%). CNS
involvement (p=0.0064) and conducting antitumor chemothera-
py without ART was a factor worsening OS (p=0.00016) and
PFS (p=0.00012).

Conclusion. Prospective multicenter studies on BL treat-
ment in HIV-infected patients are needed for improving therapy
outcomes and prognosis.

Key words: Burkitt lymphoma, HIV infection, Russian
multicenter study, overall survival, CNS involvement, ART
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