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AHHOMAayus

Jlum¢poma Bepkumma si.8a55emcs 00HOU U3 Haubo1ee azpeccusHbIX POPM HeXOOHCKUHCKUX
B-knemouHbix aumgpom y demeil u nodpocmkos. Hecmompsi Ha 8bICOKYH 4acmomy NOJIHbIX
pemuccull npu Co8peMeHHOM Je4yeHUu, 3a60.1e8aHue Xxapakmepulyemcsi 6bICmpblM pPOCMOM
ONnyXo/u, B8bICOKUM PUCKOM NOPANCEHUS YEeHMpA/AbHOU HEepe8Hol cucmembvl U passumuem
cuHdpoma au3uca onyxoau. B nocaednue 200b1 ocoboe sHumaHue ydensiemcsi MOAEKYASPHO-
2eHemuyeckuM 0cobeHHocmsam aum@pomvl Bepkumma, ekawyass mpancaokayuu eeHa MYC,
HapyweHus cugHa/abHulx nymetl, mymayuu TP53 u ¢geHomunwel d8oliHo2o/mpotiHo2o nammepHa
sKcnpeccuu. [lepcoHanuzuposaHHwlli N00X00 K mepanuu, 0CHO8AHHbLI HA cmpamu@uKkayuu pucka
no e2eHemu4ecKuM MapKepam, no360.155em nogblcumb 3¢PHeKkmusHOCMb Je4eHusl U CHU3UMb
MOKCUYHOCMb Yy NayueHmos ¢ 6/1a20npusimHbulM Npo2Ho30M. B 0630pe npedcmasieHbl
cospemeHHble daHHble 06 anudeMuo102uU, namozeHe3e, JUAZHOCMUKe U 8apUAHMax mepanuu
aumgpomsvl Bepkumma y demeill u nodpocmkos, a mMakxice nepcnekmusvbl 6HedpeHUs
UMMyHOmMepanuu U MOHUMOPUH2d MUHUMAAbHOU ocmamoyHol 6oae3Hu (MOB). KomnaekcHas
OYEeHKa MONEKYASPHBIX MAPKEPO8 MOicem cnocobcmeaosams onmumMu3ayuu 1e4e6Hoti makmuku
U yAy4weHuo 00120CpO4HbIX UCX0008 3060.1€8aAHUSI.

Knawuessle cnosa: /lum¢poma bepkumma, demu, nodpocmku, MYC, TP53, BCLZ2, BCL6,
2eHOMHblE MAPKepbl.

Abstract

Burkitt lymphoma is one of the most aggressive forms of B-cell non-Hodgkin lymphomas in
children and adolescents. Despite the high rate of complete remissions with modern treatment, the
disease is characterized by rapid tumor growth, a high risk of central nervous system involvement,
and the development of tumor lysis syndrome. In recent years, particular attention has been paid
to the molecular genetic features of Burkitt lymphoma, including MYC gene translocations,
signaling pathway disruptions, TP53 mutations, and double/triple-hit expression phenotypes. A
personalized approach to therapy, based on risk stratification using genetic markers, allows for
increased treatment efficacy and reduced toxicity in patients with a favorable prognosis. This
review presents current data on the epidemiology, pathogenesis, diagnosis, and treatment options
for Burkitt lymphoma in children and adolescents, as well as the prospects for implementing
immunotherapy and minimal residual disease (MRD) monitoring. Comprehensive assessment of
molecular markers may contribute to the optimization of therapeutic tactics and the improvement
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of long-term disease outcomes.

Keywords: Burkitt lymphoma, children, adolescents, MYC, TP53, BCL2, BCL6, genomic
markers.

Annotatsiya

Burkitt limfomasi bolalar va o'smirlarda uchraydigan B-hujayrali noxodjkin

limfomalarining eng agressiv shakllaridan biri hisoblanadi. Zamonaviy davolash usullari
qo‘llanilganda to‘liq remissiya holatlari yuqori bo‘lishiga qaramay, kasallik o‘simtaning tez o'sishi,
markaziy nerv tizimi shikastlanishining yuqori xavfi va o‘simta lizisi sindromi rivojlanishi bilan
xarakterlanadi. So‘nggi yillarda Burkitt limfomasining molekulyar-genetik xususiyatlariga,
jumladan, MYC geni translokatsiyalari, signal yo‘llarining buzilishi, TP53 mutatsiyalari va
ekspressiyaning  qo‘shaloq/uchlamchi  (double/triple-hit) fenotiplariga alohida e’tibor
qaratilmoqda. Genetik markerlar yordamida xavf darajasini tabaqalashga (stratifikatsiya)
asoslangan terapiyaga shaxsiylashtirilgan yondashuv, ijobiy prognozli bemorlarda davolash
samaradorligini oshirish va toksiklikni kamaytirish imkonini beradi. Ushbu sharhda bolalar va
o'smirlarda Burkitt limfomasining epidemiologiyasi, patogenezi, diagnostikasi va davolash
variantlari bo'yicha zamonaviy ma’lumotlar, shuningdek, immunoterapiyani joriy etish va minimal
qoldiq kasallikni monitoring qilish istigbollari keltirilgan. Molekulyar markerlarning kompleks
baholanishi davolash taktikasini optimallashtirishga va kasallikning uzoq muddatli natijalarini
yaxshilashga xizmat qilishi mumkin.

Kalit so‘zlar: Burkitt limfomasi, bolalar, o‘smirlar, MYC, TP53, BCL2, BCL6, genomik
markerlar.

BBegeHue

Jlumpoma Bepkutta (JIB) mpeacTtaBssieT co60M BbICOKOArpecCMBHY B-KJeTOYHYIO
HEXO/DKKUHCKYI0 JIUMQOMY, XapaKTepHU3YIOUIYIOCS HCKJIIOYUTENbHO BBICOKOW CKOPOCTBIO
nposvdepand ONyX0JeBbIX KJETOK M CKJIOHHOCTbIO K OBICTPOMY paclpOCTpPaHEHHIO C
NpeuMYILeCTBEHHbIM NOpPa)KeHUEM 3KCTPaHOAa/IbHbIX OPraHOB, BKJII0Yasi OPIOLIHYI0 MOJIOCTH,
YeJIIOCTHO-JIUIEBYI0 00J1aCTh U LieHTpasibHyl0 HepBHylo cuctemy (LIHC) [1]. 3a6osieBaHue
MMeeT 0Cc000e KJIMHUYECKOe 3HaueHUe B NeJuaTpUyecKol NpaKTHKe, IOCKOJbKYy HaunboJee
4acTOo AUAarHOCTUPYETCA y AeTer U MOAPOCTKOB, IPEUMYILeCTBEHHO B Bo3pacTe 10 15 jeT [1].

KiaccuyeckuM  MoJIeKyJISpHO-TEHETUYeCKUM TpU3HAaKoM JuUM@oMbl bepkurra
SBJISIETCS TpaHCcaoKanus oHkoreHa MYC, yanie Bcero t(8;14)(q24;q32), pexe t(2;8) u t(8;22),
NPUBOAAILAA K er0 KOHCTUTYTUBHOM aKTHUBALlMU M HEKOHTpoJMpyeMou mposindepauuu B-
auMouuToB [1]. laHHOe reHeTUYECKOEe COObITUE pacCMaTpPUBAETCS KaK K/IOUYEBOHW JipaMiBep
OIyX0JIeBOW TpaHCPOpMaLUKW M JIEXKUT B OCHOBe (eHOMeHa 3KCTpPeMaJbHO BBICOKOTO
nposndepatuBHoro unzaekca (Ki-67>95%), apasmwiierocs xapakTepHOW MOpP(OI0TrhYecKOU
ocobeHHOCTBIO JIB.

BaxkHyto poJsib B maTtoreHe3e 3aboJieBaHUsI urpaeT BuUpyc JnurteirHa-bapp (EBV),
0COOEHHO B 3HJEMHYeCcKUX pervoHax AQpHKH, rae BUPYC BbisBJsdeTca 6osee yeM B 90%
caydyaeB. Accoumanuss EBV ¢ JIB oTpaxkaeT cJjioKHOe B3auMMOJEHCTBHE BUPYCHBIX,
MMMYHOJIOTUYECKUX W  TeHeTHYeCKMX (QaKTOpOB, CHOCOOCTBYIOLUX  OIYyXO0JIEBOU
TpaHcpopmaluu B-kinetok [1].

HecMoTpss Ha 3HAYWTeJbHbIM NpPOrpecc B JeYeHWU U BHeJpeHHe HWHTEHCUBHBIX
XUMHUOTEepaneBTUYECKUX IPOTOKOJIOB, ob6ecrneuynBamIIUX BbICOKHE noKasaTeJsu
BbDKMBaeMocTu y peted, JIB ocraérca 3ab6o/1eBaHMEM C BBICOKMM PHUCKOM TSKEIOU
TOKCUYHOCTU Tepalnuyd, a TakKXKe C BO3MOXHOCTbH pa3BUTUSA  peUUJUBOB U
XUMHUOpe3UcTeHTHbIX ¢opM [1]. B mocsegHue rojibl yCTAaHOBJIEHO, YTO JAOIOJIHUTEJbHbIE
reHeTUYecKUe HapylleHus, BKao4as MyTauuu reHa TP53, a Takxke nepectporiku BCL2 u BCL6,
OKa3blBAalOT CYylLleCTBEHHOE BJIMSIHME Ha OWOJIOTUYECKOe MOBeJleHHe OIyXOJiM, OTBET Ha
JieueHHe 1 MPOTrHO3 3a60/1eBaHUS.
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CoBpeMeHHOe pa3BUTHUE MOJIEKYJIIPHO-TEHETUYECKUX METO/J0OB JUAarHOCTUKH, BK/IOYAs
uMMyHorucroxumuto, FISH u cexkBeHupoBanue HoBoro nokosieHus (NGS), mosBosumio
yrAy6/J€HHO H3YYUTb TEeHETHYECKYH TeTEpPOreHHOCTbh JUMMGOMbl BepKHUTTa U BbIAEIUTH
HNOArPYNIbl MALMEHTOB C PA3/IMYHbIM PUCKOM HeOJAaronpuUsTHOrO TedeHHs. JTO, B CBOIO
ouepenb, popMUpPyeT OCHOBY /AJis1 pPa3pabOTKHM MepPCOHAJM3UPOBAHHBIX TepaneBTUYECKHUX
NOJIX0/I0B, HANpaBJIEHHbIX Ha ONTUMH3ALMI0 MHTEHCMBHOCTU JieYeHUS W CHUXKEHHUE ero
TOKCUYHOCTH, YTO 0COOEHHO aKTyaJIbHO B JIeTCKOM U MOJJpOCTKOBOM BO3pacTe.

[lesib10 HACTOSALIETO JIUTEPATYPHOTO 0630pa ABJSETCS aHAIM3 COBPEMEHHbIX JAHHbBIX O
MOJIEKYJIIPHO-TEHETUYECKUX MEeXaHU3MaX, JUAarHOCTUUYECKUX KPUTEPHUSAX U TepaneBTUYEeCKUX
cTpaTervsax npy juMmdpome bepkuTTa y /leTell U MOJAPOCTKOB C aKIIEHTOM Ha MPOTHOCTUYECKOE
3HaYeHUe reHeTUYEeCKUX MapKepPOB.

Uctopus usyyenus sum¢pomnl bepkurra

Uctopusi udydyeHuss JuMdpombl BepkuTTa SBASETCA OJAHUM U3 KJOYEBbIX I3TANOB
CTAaHOBJIEHUSI COBPEMEHHOW OHKOreMaTOJIOTUM M MOJIEKYJIIPHOW OHKOJIOTUU. BnepBbie
3abosieBaHMe 6blIO omucaHo B 1958 roay upnanfckuMm xupyprom JleHucoMm BepkuTTOM,
paboTaBmiuM B YraHje. OH o6paTu/J BHUMaHHUE HA OBICTPOPACTYIHE OMYXOJH Yest0CTHO-
JIULIEBOU 06J1acTH y JleTel, MPOXXUBAKIIUX B 3KBAaTOpHAIbHOU AdpHKe, U OTMETUJ HX
BbIpaQKeHHYI0 reorpaduyeckyro Kjaactepusanuio. [lo3gHee BepKUTT U ero KoJuieru
YCTAaHOBUJIH, YTO 3a00JIeBAEMOCTh HAMPSMYIO KOPPEJUPYET C KIUMATUYECKUMHU YCIOBUSIMU U
pacnpoCTPaHEHHOCTbIO TPOMUYECKHUX MH(PEKIUN, YTO MO3BOJIMJIO BIEpPBble MPEANOJI0XKUTH
poJib BHEIIHUX PaKTOpPOB B KaHIleporeHe3de JIUMQPOMbL. ITH HAOJIOJAEHUs CTAId OJHUM U3
NepBbIX MNPUMEPOB 3SMUJEMUOJOTUYECKOT0 NOAXO0AAa K H3YYEHUIO 3JI0KaueCTBEHHBIX
HOBOOOpa30BaHUU. PeBOJIIOLIMOHHBIM 3TanoM B u3ydyeHuu JIb ctano oTkpeiTue B 1964 roay
Bupyca IJnmteiiHa-bapp (EBV). Epstein, Achong u Barr BmepBble BbIJ€/JIMJIM BUPYCHbIE
YacTHULbl U3 KJIETOK JUMQOMBI, YTO CTAJO NEPBBIM J[0KAa3aTeJIbCTBOM BUPYCHOW 3THOJIOTUU
3JIOKaYeCTBEHHOM OINyXO0JIM 4YeJOoBeKa. JTO OTKpbITHE [OJIOKUJIO HadajJo pa3BUTHUIO
OHKOBHUPYCOJIOTUM U CYLIECTBEHHO pacCIIMpPUJIO MpeACTaBJeHUS O POJU HUHPEKIHOHHBIX
areHToB B pa3BUTUU onyxosed. B 1970-1980-x rogax mnocjaefoBad CAeAyOLUN
dyH1aMeHTa/JIbHBbIA IPOPbIB — ObIJIM ONMCAHbI XapaKTepHble XPOMOCOMHbBIE TPAHCJI0KALUU C
y4yactueM Jjokyca MYC, npexae Bcero t(8;14)(q24;932). Pa6oTs! R. Dalla-Favera u coaBTopoB
Jl0Ka3aJiy, 4To akTuBanusa oHkoreHa MYC aBjisseTcs LeHTpalbHbIM MOJIEKYJISIPHBIM COOBITHEM
B natoreHese JIB. 3To OTKpBITHE CTaJI0 OHOW U3 OCHOB MOJIEKYJ/IIPHOY OHKOJIOTUH U BIIEPBBIE
NpOJIEeMOHCTPUPOBAJIO MNPSAMYK0  CBfI3b XPOMOCOMHBIX IepecTpoeKk C pa3BUTHEM
3JI0Ka4yeCTBEHHbIX onyxoJied. C pa3BUTUEM UMMYHOTUCTOXUMHYECKHUX MeToZ0B B 1980-1990-
e roZibl ObLJIM yTOYHEHbI MOpPQoOJIOoTHUecKrMe U UMMYHHble KpuTepuu JIB. bruio ycTaHoBJieHo,
YTO OMyX0Jib XapaKTepusyeTcsl GeHOTUIOM 3pesibiX B-kieTok ¢ akcnpeccueid CD10 u BCL6,
KpallHe BBICOKMM HHAeKcoM mnpoJsudepanuu Ki-67 (npubamxkawmumcsa Kk 100 %) u, kak
npaBuJo, OTCyTcTBUeM 3kcnpeccud BCL2 [2]. ITH mnpuU3HAaKAd TNO3BOJIMJIM YETKO
IuddepennupoBats JIb oT apyrux arpeccuBHbIX B-K/1eTOUHBIX IUMPOM.

B mociegHue aBa AecATUJIETUS] BHeApPEHHE MOJIEKYJSIPHO-TeHETUYECKUX METO/IOB,
Bruitovyas FISH, PCR u cekBeHupoBanue HoBoro nokosieHusl (NGS), mo3BOJINJIO CYyLIeCTBEHHO
paclIMpUTDb Npe/CTaBJEHUSI O TeHETUYECKOU reTepOreHHOCTH 3a60JieBaHUSs. Bblyiu BbIsIBJIEHBI
JIOTIOJTHUTEJIbHbIE MyTaluy, 3aTparuBatouide reubl TP53, ID3, TCF3, CCND3, a Takxke onucaH
0co6bIM BapuaHT 1MMPoMbl bepkuTTa-nofgo06HoM onyxosiu ¢ 11q-abeppanyen, He CBI3aHHbIU C
nepectpoiikamu MYC [2]. DTU OTKpPBITHS JIErJIU B OCHOBY COBpeMeHHOU Kiaccupukauuu BO3 u
KOHIIeNIUK 6U0JIOTUYeCcKON HeoJHOpoaHOCTH JIB.

Takum o6pasoM, 3BoJolKA B3MIAA0B Ha JIB — OT KJIMHUYECKOTO ONHCAHHUSA [0
r1yb0KOTr0 MOJIEKY/ISIPHO-TeHETUUECKOTO aHa/lM3a — chAejiajla eé OJHOM H3 HauboJee
M3y4YEeHHbIX OMyX0Jel YyeJ0BeKa U MOJeJibHbIM 3a00J1€eBaHMEM [Jis TOHMMaHUs MeXaHHW3MOB
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OHKOI'eHe3a U [1epCOHA/IM3UPOBAHHOM TepanuH.
Inugemuosiorusa suMm¢pomsl bepkurra

Jlumpoma BepKUTTa OTHOCUTCA K PeJKHUM, HO KJIMHUYECKU 3HAYMMbIM B-K/1€TOUHBIM
HEXO/DKKUHCKUM  JIUMQPOMaM, XapaKTepU3YIOLHUMCA  BbIpaOXKEHHOW reorpapuyeckow,
BO3pPAaCTHOM U 3MU/€MHUOJIOTMYECKON HEOJHOPOJHOCTBIO. PacpocTpaHEHHOCTD 3a60JieBaHUSA
CyLLeCTBEHHO BapbUpyeT B 3aBUCHMOCTH OT peruoHa MHpa, YTO CBSI3aHO C 0COOEHHOCTSIMHU
OUPKy/AAnuMU Bupyca JnuteiHa-bapp (EBV), ypoBHEeM HMMMyHHOro cTaTyca HaceJleHHus,
pacnpoCTPaHEHHOCTbIO HMHQPEKLMOHHBbIX 3a00JieBaHUM M  COLMaJTbHO-35KOHOMHUYECKUMU
ycJa0BUSIMH [3].

lF'eorpaduyeckoe pacnpejesieHue.

JHaemuyeckue popma (Adppuka)

JHAeMUYecKMd BapuaHT JIb IMPOKO pacnpocTpaHéH B CTpaHaxX 3KBAaTOPHUAJbHOU
Ad¢puxku u Ilanya-HoBoit I'BuHeu, rje 3abosieBaHue coctaBiaser A0 30-50% Bcex
3JI0Ka4eCTBEHHBIX OMYX0Jiel [eTCKOro Bo3pacTa. 3aboJieBaeMOCTb JocTuraeT 5-10 ciy4yaeB Ha
100 000 meTel B roZ, 4TO 3HAYMTEJIBHO NPEBBIIIAET NNOKa3aTeJu B IPYTUX pernoHax mupa. [lo
90-95% »sHAeMUUYeCcKUX CJy4yaeB acconuupoBaHbl ¢ EBV-undekuueil. BaxHyio posb B
naToreHese WrparwdT XpPOHUYECKasd MaJgdpus, UMMyHHas aKTUBaluMd W HapyuleHue T-
KJIETOYHOTO 3B€Ha, YTO CO3JaéT YCJ0BUS [ HEKOHTpoJsupyeMod mnposaudepauuu EBV-
MHPHUIIMPOBAHHbBIX B-K/1eTOK.

Cnopaauydeckas ¢opma (EBpona, CIIA, A3us)

B crpanax EBpomnbl, CeBepHOl AMepUKH U OOJIBLUIMHCTBA perdoHoB Asuu JIb
BCTpedaeTCs 3HAYMTeJbHO pexxe — B CpeiHeM 2-3 c/1iy4das Ha 1 MJIH IeTCKOTro HaceJIeHUS B TO.
Cnopasuveckuil BapuaHT cocTaJsieT 0KoJ10 30-40% BcexX AeTCKHUX HEXOHPKKUHCKUX JIUMPOM.
B oTsinune oT saHJeMUYecKkord GopMbl, ciopaguueckas JIb yaile nopaxaeT opraHbl OGPIOLIHOM
NO0JIOCTH (UJleoLieKasibHasA 06J1acTh, Me3eHTepUaIbHble TUMbaTUUYECKHE Y3J1bl), a acCCOLMalUs
c EBV BrisBasierca snmb B 10-20% caydaeB. B CIIA nuk 3a60/1€eBaeMOCTH NPUXOAUTCA Ha
Bo3pacT 5-14 ser, c mnpeob6safiaHUEeM MYXCKOro 1moJia. AHa/OTM4YHble [OKasaTesu
PErUCTPUPYIOTCA B cTpaHax 3anagHoi U LleHTpanbHou EBponel, rae pocT BoisiBasgeMocTH JIb
CBSI3BIBAIOT C yJIy4dllleHHeM MOPQPOJIOTUYECKON U MOJIEKYJISIPHOM JUAarHOCTUKHU [4].

UMMyHOAeduMT-accouuupoBaHHas ¢opma

JIb Takxe BCTpedaeTcsd y MNalUEHTOB C BPOXKAEHHBIMU WJIM MNPUOOPETEHHBIMU
MUMMYHoJeduMTaMy, B ToM uuciae npu BUY-unpekuuu. Y BUY-nos0KUTENbHBIX J€TEU U
nogpoctkoB JIb cocraBaseT 1o 20% Bcex 3710Ka4yeCTBEHHbIX HOBOOOPa30BaHUM JTUMPOUHOU
TKaHU [5]. Jlnsg gaHHOW GoOpMbl XapaKTEpPHO arpeccMBHOe TedyeHHe U BbICOKAs 4acToTa
3KCTPaHOJAJIbHOTO MOpPaKEeHUS.

[los10BO3pacTHBIE 0COGEHHOCTH

JIb mnperMylleCTBEHHO JAWArHOCTUPYeTCsd y JeTed W mnoApocTkoB. CooTHouLleHHe
Ma/JbUMKOB U /[leBOYEK COCTaBJjseT MNpubausuTesbHo 3:1, 4TO xapakTepHO [Js BCeX
KJIMHHAYEeCKHMX BApUAHTOB 3a00JieBaHusA [6]. 3ab6os1eBaHUe peJjKo BCTpevyaeTcs y iuL, ctapuie 20
JIET, YTO MOAYEPKUBAET €ro MeAuaTPUYeCcKy0 HallpaBJIeHHOCTb.

Mopdosiorusa u uMmyHHbIN npoduis 1uMmpomsl Bepkurra

Mopdonoruyeckne u uMmyHorucroxumudyeckue (UI'X) ocobennoctu JIb aBaswoTca
KJIIOYEBbIMU 3JIeMEHTAMU [JUAarHOCTUKU U MO3BOJAKT AudpdepeHMPOBATh JaHHOE
3aboJsieBaHUE OT JpPYTUX arpeccMBHBbIX B-kieTouyHbix suMdoMm, npexzae Bcero audpPysHou
KPYIHOKJIETOYHOM B-KJjleTOuHOM IMMQPOMBI M BbICOKOArPECCUBHBIX IMM(OM C llepecTPpOrKaMHU
MYC/BCLZ2/BCL6.

Mopd¢osiorusa

Mopdonoruyecku sumpoma bepkuTTa npeacraBieHa MOHOMOPQOHOU MoOMyJsLUeN
OIYXO0JIEBBIX KJIETOK CpeJHEro pasMepa, HAMOMHUHAWIIUMX HOpPMaJbHble LIEHTPOOJIACTHI
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repMUHATHUBHOrO LieHTpa. OnyxoJsieBble KIETKU UMEIOT Ce/yIolie XapaKTepHble IPU3HAKU:
OKpYTJIble WUJIM CJIerKa OBaJIbHbIe A/1Pa;
rpyObIi XpOMaTHH;
2-3 4ETKO BbIpAKE€HHBIX AJPbILIK3;
Y3KHI 000/10K MHTEHCUBHO 6a30(pU/IbHOM I[UTOIIa3Mbl;
. Ype3BbIUaHO BbICOKAsi MUTOTHUYECKasA aKTUBHOCTD [15].

[laTorHOMOHUYHBIM MOp$o0TUYECKUM NpU3HAKOM JIb siBsieTcs kKapTUHA «3BE3JHOTO
HebGa», 00yc/lOBJIeHHAass HaJlW4yheM OOJIbLIOTO KOJMYecTBa Makpodaros, GparouuTHPYOLIMX
anonTOTUYEeCKUe omyxoJieBble KjaeTKU [15]. /laHHbIA deHOMeH oTpakaeT KpalHe BbICOKYIO
CKOpPOCTb KJIETOYHOI'O 000pOTa W SABJAETCI BaXXHbIM JUAarHOCTUYECKUM OPHUEHTHUPOM.
OTcyTCcTBHE BbIPQXKEHHOT'O KJIETOYHOI0 MoJMMopdU3Ma U HEKPO3a, a TaKXKe paBHOMEPHOCTh
KJIE€TOYHOU NOoNyJAMU OTAMYaT JIb OT APYryux BbICOKO3/10Ka4YeCTBEHHbBIX IUMQOM.

UMMyHOruCcTOXMMHYECKUNA NPOPUIb

WUmmyHorucroxumus (MIX) urpaet peluamwilnyro poJib B IOATBEPXKeHUU AuarHosa JIb.
OnyxoJieBble KJIETKHU JAEMOHCTPUPYIOT (EHOTHUIN 3pesbiX B-1MMQOLUTOB repMUHATHUBHOIO
[IleHTpa CO CAeAYI0IIMM XapaKTepHbIM NpoduieMm:

. CD19+, CD20+, CD22+ — noATBepKAalT B-KJI€TOYHY0 IPUPOAY ONYXOJIH;

. CD10+ — Mapkep repMMHAaTHUBHOIO L EHTPA;

. BCL6+ — »3Kcmpeccusi TpaHCKPUILMOHHOTO $aKTopa, XapakTepHoro s B-
KJIeTOK (OJIJIMKYJISIPHOTO MPOUCXOXK/AEHUS;

. BCLZ — oTpuuaTesbHbli WX CJAa60 TMOJIOXKUTEJNbHBIH —  BaKHBIN
nuddepeHMaNbHO-JUAarHOCTUYECKU U TPU3HAK;

. Ki-67 = 95-100% — npaktuuecku auddysHas nposrdpepaTUBHasi aKTHUBHOCTbD,
SIBJISIOIIASCSA O HUM U3 HauboJiee cieliiGUUHbIX NpHU3HaKoB JIb;

. MYC — BbIcOKas 3Kcnpeccus 6eJiKka B 00JIBIIMHCTBE CJIy4aeB, KOppeaupyoas ¢

Ha/IMYMeM FreHETUYEeCKOU nepecTporkH [15].

OTpunaTtesbHad WJUM MUHUMasibHadA 3kKcrnpeccua BCLZ mno3BosigseT OTJUYUTH
kJaccuueckyro JuMmpomy bepkurra oT auddy3HOW KpPYNMHOKJIETOYHOM B-KieTouHOU
auMdombl v iuMpom Tuna double-hit/triple-hit, ays koTopbix xapakTepHa Koakcnpeccust MYC
u BCL2 (Ta6.s1.1).

Tao6smmna 1.
AuddepennuanbHas auarHocruka JIb v cxoaHbIX B-K/1€eTOYHBIX IMM$OM
High-grade B-cell lymphoma
Mapkep Jlumpoma Bepkurra (HGBL)
Mopd¢osiorusa reog;(')'Mopc])Haﬂ, 3pesaHoe [lneomopdHas, KpynHble KJIETKU
Ki-67 >95-100% 06b14HO 70-90%
. . CHUIbHO MOJI0KUTENbHBIN (IpU
BCL2 OTpunaTesbHbIN /C/1a0bIN double-hit)
% 0,
MYC [lepecrpotika B 100% Mo>keT ObITh OJIOKUTETbHBIM
(knaccuka)
[IpucytcrByert (B Burkitt-like
11q aGeppanusa OTcyTcTByeT BapuanTe)

l'eHeTn4yeckas kinaccupukauus JIb (WHO, 2022)

CorsiacHo knaccudukanuu BcemupHoil opranusauuu 3gpaBooxpaHenus (WHO, 2022),
quMdpoma BepKUTTa OTHOCUTCA K TpyIIe BbICOKOATPECCUBHBIX B-K/jeTO4HbIX JUMPOM U
noApas/iesiieTcss Ha HECKOJIbKO MOJIEKYJISIPHO-TeHEeTUYECKUX BapUAHTOB, HMEIUX
pas3JyinyHOe GUOJIOTHYECKOE NTOBe/[eHHEe U TPOTHOCTUYECKOe 3HaYeHUe.
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1. Knaccuueckuiit MYC-peapaHKMpOBaHHbIM BApUAHT

XapakTepusyeTtcsa TpaHcaokauusaMu MYC ¢ MMMyHOrJ1I00yJIMHOBBIMU reHaMu: t(8;14)
(70-80%), t(2;8) u t(8;22). fABnsieTca Hanboiee TUMMUYHBIM U JUATHOCTUYECKU 3HAYUMbIM
BapuaHTtoM JIb [9].

2. MYC-no3utuBHbIe, FISH-HeraTuBHbIE Cly4au

B psje HabaogeHUNA oOTMeuyaeTcsl BbicoKas 3kcnpeccuss MYC 6e3 BbisgBJsseMOHR
TpPaHCJOKallMM, YTO MOXeT ObITb CBf3aHO C 3MUIreHEeTUYeCKOM aKTHUBalued WU
KPUIITHUYECKUMU NlepeCTPOMKaMHU, BbISIBJIsIeMbIMU NIPU Ucnob3oBaHuM NGS [10].

3. /lum¢poma, cxogHas c JIB, c 11q-abeppanuen

BeigesnieHa B kiaaccudpukanyuu WHO-2022 kak oTAe/ibHast HO30J10TUsA. XapaKTepU3yeTcs
oTcyTcTBUeM MYC-peapaH>XKMpPOBKH U Ha/IM4YKeM crieniupuyeckux abeppayuii 11q-s10Kyca, npu
CXOHOM MOP(}OJIOrHMU U KJIMHUYECKOM TeueHuH [8].

JdTtuosiorus u naroreHes simMmdomsbl bepkurra

dtuosiorusa JIb aABaseTca MHOroGakTOPHOM M  BKJ/YaeT B3aUMOJEWUCTBUE
reHEeTUYEeCKUX, BUPYCHbIX, UMMYHOJIOTUYECKUX WM CPelOoBbIX (PAKTOPOB, MPUBOASALIUX K
3JI0Ka4eCTBeHHOW TpaHcpopmauuu B-1uMpouuToB repMUHATUBHOTO LieHTpa. CoBpeMeHHble
npejicTaBieHUs1 paccMaTpuBaioT JIB Kak MoOJIEKYJIIPHO OOYCIOBJIEHHYH ONMyX0Jib C YETKO
onpe/e/JéHHbIM TeHeTUYeCKUM JApaiiBepoM, MoAUPUIMPYEMbIM JIOTMIOJHUTENbHBIMU
MyTalUSIMU U BHEITHUMU PAaKTOPAMHU.

Posib MYC Kak K/Il04eBOro OHKOIeHHOr0 JpaiBepa

[leHTpasibHBIM CcOObITHEM mnaToreHe3a JIb sBjasieTca akTuUBalusg oHKoreHa MYC,
00ycCJIOBJIEHHas ero mnepemelleHueM moJ KoHTpoJsb 3sHxaHcepoB (IGH, IGK, IGL ) reHoB
MMMYHOIJIOOYJIMHOB. B 3aBMCUMOCTHM OT TUIA TPaHCJOKALWH, 33aJeWCTBYIOTCA pasdyHble
JIOKYCBI:

IGH (Immunoglobulin Heavy locus): 'eH TspkenbIx Ijerned MMMYHOTJIOOYJIUHOB,
pacnoJsiokeHHbIM Ha XpomocoMme 14 (14q32); y4acTByeT B KJIAaCCHYECKOW TpaHCJOKAIUH
t(8;14), BcTpeuatonieiicsa B 70-80% ciy4aes.

IGK (Immunoglobulin Kappa locus): 'en nerkux neneu kamnmna, pacrnoJio)KeHHbIN Ha
xpoMocoMe 2 (2p12); ydyacTByeT B TpaHCJ0KaLuu t(2;8).

IGL (Immunoglobulin Lambda locus): I'en sierkux neneu 1iM6/a, pacrnojoKeHHbIX Ha
xpoMocoMe 22 (22q11); BoBaeueH B TpaHcaoKanuto t(8;22).

[locKko/IbKY 3TH TreHbl Ype3BblYalHO aKTUBHbI B B-smMdouuTtax, ux peryasTopHble
3JieMeHThl 3acTaBadlwT reH MYC paboraTb HemnpepblBHO. IJTO MNPUBOJUT K
HEKOHTpoOJIUpyeMoMy cHHTe3y Oenka MYC, KOTOpblM 3amyckaeT Kackaj, MHpOLeccoB: OT
6uoreHesa pubocoM [0 YCKOPEeHHUS KJEeTOYHOr0 LUKJ/A, YTO U 00yC/IaB/AMBaET 3KCTPEMaTbHO
BBICOKYIO0 CKOPOCTb POCTa OMYXOJIH.

MYC koaupyeT TpaHCKpPUILUOHHBINA GAaKTOP, PEryJIUPYIOLIUKA IKCIIPECCUIO COTEH F'€HOB,
BOBJIEYEHHBIX B:

. KJIETOYHBIN LUK,

° 6uoreHe3 pubocom,

. 3HepreTUYeCKHU U HyKJIeOTH/IHbIN MeTab0/IM3M,
° CHHTe3 6esKa.

['unepaktuBanuss MYC dopMupyeT KieTOYHbIA (GEHOTHUN C 3KCTPEMaJbHO BBICOKOMN
nposnudepaTUBHOW aKTUBHOCTbIO, YTO MOPQOJIOTUYECKU COOTBETCTBYeT HHJeKcy Ki-67,
npubamxkarwiemycs Kk 100%, ¥ KIMHUYECKU NPOSABASAETCA OYPHBIM, CTPEMUTENbHBIM POCTOM
OIYXOJIU.

Bupyc 3Jnurteiina-bapp (EBV) paccmaTtpuBaetcs kak ko-dakTop mnatoreHesa JIb,
0COOEHHO TMpU 3HAEeMHUYeCKOM BapuaHTe 3abosieBaHusi. EBV-undeknusi cnocobcTByeT
akTuBayuu MYC-3aBUCHUMBIX CUTHAJIbHbIX MyTeW, MOBbIIIAET BBDKUBAEMOCTb B-KJETOK,

246



2026 e 02TVt

J URNALI

MHTUOUpyeT alolTO3 U HapyllaeT UMMYHHBIMA HaJ[30p, cO3/aBas yCJA0BUSA [Ji1 HAKOIJIeHUS
JIOMOJIHUTEJIbHBIX TeHeTHUYECKUX NIOBPEX/AEHUH U 0NyX0J1eBOM TpaHCcOopMaLvH.

MyTtauuu TP53 kak pakTop He6/1aronpuUATHOrO NPOrHo3a

l'en TP53, koaupywiuil 6em0k p53 — KJIIOYEBOW pPeEryJisiTOp amnomnTo3a U penapanuu
JHK, urpaet BaxkHyl0 poJib B MoAudUKaLUK 6uoJsiornyeckoro nosegeHus JIb. B Hopme p53
obecriedyMBaeT OCTAaHOBKY KJIETOYHOIO LMK/JIAa U 3JUMMUHALMIO KJIETOK C MOBPEXAEHHBIM
TeHOMOM.

MyTauuu TP53 npu JIb npuBoAAT K:

o yTpaTe KOHTPOJISl KJIE€TOYHOTO LIUKJIA,

o CHHKEHHIO alloIlTO3a,
L MOBBIIIEHNI0 TEHOMHOH HeCTa6I/IJH:>HOCTI/I,
L Pa3BUTHIO XUMHUOPE3UCTEHTHOCTH.

KinvuHudyeckve ucciefoBaHUs  MOKa3blBAOT, YTO Hasmuuve MyTtauud TP53
aCCOLMUPOBAHO C:

° HU3KOM 0011el U 6e3pelu/IJUBHON BbIXKUBAEMOCThIO,
° BbICOKMUM PUCKOM PaHHUX PELUJUBOB,
° NJIOXKUM OTBETOM Ha CTaH/AAapTHbIE UHTEHCUBHbBIE IPOTOKOJIbI XUMUOTEPATIHUH.

Mytanus  TP53  paccMaTpuBaeTcss  Kak  He3aBUCUMbIA  He6JIaronpUsTHBIN
nporHoctudyeckuid ¢axktop npu JIb y getedd u moJpocTKoB [7]. A TakKe OH He MPOCTO
MOAUPUUUPYIOT TedyeHHe O00JIe3HH, a SIBJISIeTCS OHOJIOTMYECKHM MapKepoM IMepBUYHOM
PE3UCTEHTHOCTH K CcTa”HAapTHbIM cxemaM [IXT (mosuxumuoTepanuu). B KOHTeKcTe
NepCOHAJU3NPOBAHHOW MeJULMHBI, BbISIBJIEHME JAaHHBIX MyTallui HAa paHHEM 3Talle JJOKHO
CIYKUTb OCHOBaHHMEM [/l UHTEHCUPUKALMU JieYeHUs WJIM paHHero Iepexoja Ha
aJbTepHaTUBHbIE METO/b], TAKME KaK TapreTHas Tepanus.

3nayenue BCL2 u BCL6

Knaccuueckas JIb xapakTtepusyeTrcs OTCyTCcTBUeM 3kcrnpeccuu BCL2Z, yTo oTpakaeTt
3aBUCUMOCTb OIyXOJIeBbIX KJeToK oOT MYC-uHAyurupoBaHHOW mnposandepanuu 6e3
BbIpa>keHHOTO 6Ji0Ka anonTo3a [7].

OfHako B psijie C/iydyaeB BbIABJISAIOTCA:

° Koakcrnpeccusa BCL2Z,

. nepectpoiiku BCL2 niu BCL6,

. coyetanue MYC + BCL2/BCL6 (double-hit, pexe triple-hit).

Takue ciyyaun oTiM4aOTCA:
e 0oJiee arpecCUBHBIM KJIMHUYECKUM TeYEHUEM,
e XyJUIKMM IPOTHO30M,
¢ HeobOX0AUMOCThIO JUdPepeHIMaTbHON AUarHocTUKM ¢ high-grade B-cell
lymphoma (HGBL) corsiacHo knaccudukanuu WHO-2022 [8].

Jkcnpeccus BCL6 oTpaxkaeT Npoucxoxk/jeHHE OMYyX0JIeBbIX KJIETOK U3 TePMUHATUBHOTO
LleHTpa U y4YacTBYeT B HapylleHUU AU PdepeHIUPOBKU B-K1eTOK, ycuinBas 3Jl0KadyeCTBEHHbIN
noteHuuan [20].

Jpyrue reHeTndeckue HapymeHus (ID3, TCF3, CCND3, 11q-a6eppauus)

[Tomumo MYC, y OosbmiMHCTBa nauueHTOB C JIB BBIABAATCA [ONOJTHUTENbHbIE
MyTalWH, yCUJIUBaKOIMe OHKOTeHHbIN 3QdeKT:

. ID3 u TCF3 — HapyiieHusa B 3TUX TeHax NPUBOJAT K akTuBauuu B-cell receptor
(BCR)-curnanuHra v nojiep>kaHrno aBTOHOMHOT'O POCTa OMYX0JIEBBIX KJIETOK;
. CCND3 — myTanuu HapywmatT peryasuuio G1/S-nepexosia KJ1eTOYHOTO IIUKIIA;

° 11g-abeppanusi — xapakTepHa AJjs BapuaHTa «Burkitt-like lymphoma with 11q
aberration», k1MHUYecKH U Mopdosioruiecku HanoMuHawilero JIb, Ho He umeromero MYC-
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nepecTporkH [9].

JTU AaHHbIE IOATBEPKAA0T, 4To JIb npeacTaBasieT co60i reHETUYECKU TeTepPOTreHHY0
rpyIIy onyxoJied, 06 beAUHEHHBIX 001IMM GEHOTHUIIOM, HO Pa3/IMYalOIIUXCs 110 MOJIEKYJIIPHOX
apXUTEKType U MPOTHO3Y.

Posib Bupyca dnmreiHa-Bapp (EBV)

EBV urpaet BaxkHy10 poJib B IaToreHe3e aHJgeMuueckoil ¢opmbl JIb U BbISIBIsSIETCS:

o 710 95% cay4aeB B Appuke,
. 20-30% cayvaeB B criopaziiueckoit ¢popme.
Bupyc cnocob6cTByeT:
° akTuBanyu MYC-3aBUCHMBIX Iy TEH,
o N0/ZJaBJIEHUIO AllONTO33,
o YKJIOHEHUIO OMYX0JIEBBIX KJIETOK OT UMMYHHOT0 HazZ3opa [9].

[lepcneKTHBBI TAPreTHON U MMMYHOTEpPaNUuu

BHe/ijpeHre MOHOKJIOHA/IbHBIX aHTUTEJ (B 4aCTHOCTH, PUTykcuMaba) B KOMOUHALMU C
MHTEHCUBHBbIMHU MpoToKoJaMu [IXT 3HAUMTENbHO YAYYLIUJIO NMPOTHO3 y AeTel C MO3JHUMU
cTaAusaMHU 3abosieBanus. s penuguBupyronux ¢opm JIb nepcneKTUBHBIM HampaBJieHHEM
sBjsieTcs ucnosb3oBaHue CAR-T-kieToyHOU Tepanuu U 6ucnenuduIecKux aHTUTeJl, KOTOpble
M03BOJISIIOT IPE0/0J1eTh XUMHUOPE3UCTEHTHOCTh onyxoJu [11, 13, 14].

JuarHocTu4ecKue KpuTepum

JuarHoctuka JIb TpebyeT KOMIJIEKCHOT'O MOAX0/a, COYETAILEro OLleHKY KIMHUYEeCKOU
KapTHUHbI, MOPPOJOTUYECKUX TPU3HAKOB U MOJIEKYJISIPHO-TeHeTHYecKoro npodus [8].

e Mopdosiornyeckoe ucciaeJoBaHMeE: BbISBJIeHHUE MOHOMOPQHOW MOMyJsLUU
KJIETOK CpeJIHEro pasMepa € XapaKTepHOM KapTUHOM «3BE3JHOr0 Heba», 00yC/I0BJIeHHOU
IpUCyTCTBUEM MaKpodaros ¢ GaroMTUPOBAHHBIMHU alONTOTUYECKUMHU TeJbLAMHU.

e UmMMmyHorucroxumuuyeckuii npodpuab (UIX): o6s3aTesibHOE NMOATBEPXKAEHHUE
3pesioro B-ksieTouHoro ¢peHoTuna repMmmHaTUBHOrO 1ieHTpa: CD10+, BCL6+, CD20+, npu
OTCYTCTBHHM WJIM CJ1abou 3kcnpeccuu BCL2.

e [IponiudepaTBHAsE aKTHBHOCTb: HHJeKC Ki-67 mo/nkeH NpuUOIMKATbCA K
100% (95-100%), uTo ABJIAETCA KJIOYEBBIM UHAUKAaTOPOM arpecCMBHOCTH omnyxouiu [10].

e IlutoreHetnyeckud aHaau3 (FISH): BoisiBsieHUe TpaHcaokanyu reHa MYC —
t(8;14), t(2;8) uam t(8;22) — paccMaTpuBaeTCs KaK «30J0TOM CTaHAAPT» AUATHOCTUKHU
kJaccuuecko ¢opmbl. JuddepeHnyanbHasgs AUAarHOCTHKa: HcnoJsib3oBaHue FISH wu
CeKBEHUpPOBaHUs HoBoro mnokoJsieHuss (NGS) pgusa wuckiarodeHus JauMmoombl ¢ 11qg-
abeppanuuen Uy BbICOKOArpecCUBHbIX TUMPoM Tuma double-hit [15].

TepaneBTHYeCKHE CTpaTEeruu

CoBpemeHHoOe JsieueHUe JIB y leTel ¥ OAPOCTKOB HAlpPaBJIeHO Ha JOCTHXKEHUE MTOJHON
pPeMHUCCUY TPU MUHHUMHU3ALUH JOJTOCPOYHOU TOKCUYHOCTH.

WHTEeHCMBHAsA XMMHUOTEpaNMs: HCIO0Jb30BaHUE KPAaTKOCPOYHbIX BBICOKOJO3HBIX
npoTtokoJsioB [IXT, KoTopble NO3BOJIAIOT JOCTHYb BBICOKUX MTOKa3aTeJsiell BbLKMBaeMocTHu [11,
17].

UMMyHOTepanusa: BKJYEHHE MOHOKJIOHa/JbHbIX aHTuTen (Putykcumab) B
CTaHJlapTHble CXeMbl JieUeHUs] CYLeCTBEHHO VJIy4IIWJO pe3y/abTaTbl y MNalMEHTOB C
pacnpocTpaHeHHbIMU CTaJIUsIMU 3a60/1eBaHus [16].

[lepcoHa/IM3MPOBAHHBIN NOAXO0/: CTpaTUPUKALMA NALMEHTOB Ha TPYIINbl pUCKa Ha
OCHOBe TeHeTHYeCKHMX MapkepoB (Hampumep, Haauuue MmyTtauud TP53 uaum mnepectpoek
BCL2/BCL6) A ajanTallud UHTEHCUBHOCTU JiedeHus [16, 20].

Tepanuss penuaUBOB: NpUMEHEHUE COBPEMEHHbIX MeTO0/0B, Takux Kak CAR-T-
KJIeTO4YHas Tepanus U oucnenupuveckre aHTUTeJa, s peooeHus
XUMHUOPE3UCTEHTHOCTH.
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[IpodurakTUKa OC/I0KHEHUM: 00sd3aTesibHbII MOHUTOPUHI M Tepanus CHHApOMaA
JIN3MCa OMYXO0JIY, a TaKxKe npoduiakTuka nopaxxenusa [{THC [20].

IIporuos

[Ipornos npu JIb B nmeguatpuveckoy NMOMyJALMHU 3a MOCJAeJHHE TOAbl 3HAYUTEJNbHO
YAY4YLIUJICH, OJHAKO OH OCTaeTCs KpailHe 3aBUCHMMbBIM OT OHOJIOTUYECKUX OCOOEHHOCTeM
OILyXOJIH.

BJlaronpuATHBIA NPOrHO3: aCCOLMMPOBAH € KjaccuueckuM MYC-peapaHKHUpPOBaHHbIM
BapHUaHTOM IIPY OTCYTCTBUU JONOJHUTEJIbHBIX FTeHETUYEeCKUX [I0JIOMOK U XOpOoLIeM OTBETe Ha
Ha4ya/IbHYI0 Tepanuio.

Heo6s1aronpustHeie GaKTOpbl: Hainyve MyTaiui reHa TP53 saB/sieTcs He3aBUCUMbIM
MapKepoM IIJIOXOTO MPOTrHO3a, IEPBUYHOU XMMUOPE3UCTEHTHOCTU Y BBICOKOTO PUCKA PAaHHUX
peunguBos [11, 20].

leHeTH4YecKasa CJO0XKHOCTB: ciay4yan ¢ kKosakcnpeccuen MYC m BCLZ wniam BCL6
(double/triple-hit) xapakTepusyioTcs 6oJjiee arpecCMBHbIM TedyeHHUEeM U XYJLIUMU
HoKasaTeJIsIMU 0611el BbDKMBaeMocTH [11].

3HayeHMe MOHUTOPHUHTIA: BHeJAPEHUE KOHTPOJISI MUHMMaJbHON OCTaTOYHOU 60Jie3HU
(MRD) no3BoJ/isieT cBOEBpEMEHHO NMPOTHO3UPOBATh PELUJMBbI U KOPPEKTUPOBATb TAKTUKY
JiedeHHus.

PernoHasibHble OCOGEHHOCTU: B YCJIOBUAAX Y30€KHMCTaHa ONTUMM3alUs MPOrHO3a
cBsi3aHa c BHeZipeHueM FISH 1 NGS B pyTHHHYI0 IPaKTHUKY AJ1s1 TOYHOU cTpaTUUKALMU TPy
pucka [18, 19].

3aK/IloueHue

Takum o6pasomM, Jlumdpoma BepkuTTa mnpeacTaBisgeT cob60M OJHY U3 HauboJee
arpeccMBHbIX  QOpPM  HEXO/KKUHCKUX  B-kjeTo4HbIX JHUMGOM, MpPEUMyLIeCTBEHHO
NOpaXKawlylw JAeTed U NOAPOCTKOB. HecMOTps Ha 3HauuTesbHblE YCIIeXHW COBPEMEHHOMU
MHTEHCUBHOW XUMMOTepanuy, 3aboJieBaHUEe OCTaéTCAd KJUHWUYECKM H OHOJIOTUYECKH
reTeporeHHbIM, YTO 00yC/0BAMBAET pa3jiMyvd B OTBETE HA JieYeHHEe, YacTOTe peluJuBOB U
JlOJITOCPOYHOM IIPOTHO3e.

CoBpeMeHHble MpeJcTaBleHUss O martoreHe3e JIb oCHOBaHbI Ha KJIIOYEBOW pOJIH
reHeTU4YeCKUX HapylLleHUH, pex/e BCero TpaHcaoKanui oHkoreHa MYC, koTopble SABJSIOTCA
00613aTeJIbHbIM JMarHOCTUYECKUM KpUTepUeM KJaccuyecKou GpopMbl 3abosieBaHus. OHAKO
HaKONJIEeHHble JilaHHble CBUJETeJbCTBYIOT O TOM, 4YTO OJHOM Jullb akTuBauuu MYC
HEeJIOCTaTOYHO [JJi1 OOBbSICHEHHWS BCEro CIeKTpa KJIWHWYECKOro TIOBeJeHUs OIYyXOJIH.
JlonosiHUTE/IbHbIE MOJIEKYJISIpHbIE COObITUS, BKJIOYass myTauuu TP53, nepectpoiiku BCL2 u
BCL6, a Takxe HapyumieHus reHoB ID3, TCF3, CCND3 wu abeppauuun 11q, cyuiecTBeHHO
MOAUPULUPYIOT OHOJIOTHUI0 OMYXOJIH, ONIpeJeisisi YPOBEHb arpeCCUBHOCTH, YYBCTBUTEIBHOCTD
K Tepalyy U PUCK pelu/iuBa.

Ocoboe 3HaueHHe MMeeT BbIsiBJieHMe MyTaunuil TP53, koTopble accouuupoBaHbI C
XUMHUOPE3UCTEHTHOCTbIO, pPAHHUMH pelUUBaMHU U HEOJIarONPHUATHBIM NIPOTrHO30M JlaxKe MPHU
MCIIOJIb30BAaHWU COBPEMEHHBIX MPOTOKOJIOB JieYeHHsl. AHAJIOTUYHO, MOsIBJIEHUE 3KCIPECCUHU
BCL2 wunu nepectpoek BCL6 y manueHTOB ¢ MopdoJsiorved, HamoMHUHawlied JUMPoMy
BepkuTTa, TpebyeT AuddepeHMa U C BbICOKOArPECCUBHBIMU B-K/1eTOYHBIMU JTUMPOMaMHU
(HGBL) 1 MoXeT cny>UTb OCHOBAaHUEM /1IJ11 U3MEHEHUS TepaneBTUYeCKOU TaKTUKHU.

B crpanax lleHTpanbHoW A3uu, BkJw4Yas Pecny6sMKy Y306eKWcTaH, BHeApeHHE
paclIMpPeHHbIX MOJIEKYJISPHO-TEHETUYECKUX MEeTO/J0B JUAarHOCTUKU OCTAaéTCs aKTyaJbHOU
3aayeil. PeTpocneKTUBHBIM aHa/M3 KJIUHUKO-TEHETUYECKHUX [IaHHBbIX C MOCJAeAyHLUAM
BHegpeHueM FISH wu NGS-noaxoZoB OTKpbIBaeT BO3MOXXHOCTU [l (GOPMHUPOBAHUSA
HallMOHAJIbHBIX PETUCTPOB, OLLEHKU IPOTHOCTUYECKOU 3HAYMMOCTH reHeTUYEeCKHUX MapKepoB U
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ajlanTaluy MeX/IyHapoJHbIX TPOTOKOJIOB JIEeUEHUSI K PeTMOHAIbHBIM 0COOEHHOCTSIM.

[lepcneKTHUBHBIM HaNpaBJeHUEM Pa3BUTHUSA SIBJSETCS NepPCOHAJU3UPOBAHHAs Tepamnus
JIB, ocHOBaHHasA Ha MHTerpaluy KJIUHUYeCKUX JaHHbIX, UI'X, reHeTHYeCKUX HapyLIeHUU U
MOHUTOPHUHIa MUHUMaJIbHOU ocTaTO4HOM 60s1e3HU (MRD). Ucnosib30BaHKe TaKUX N10IX0/10B, a
TaK)Xe pa3BUTHEe MMMYHOTEpAallMM U KJIEeTOYHbIX TexHoJsoruu, Bkaw4das CAR-T-kieTo4yHylO
Tepanuio, MOXeT CYUeCTBEHHO VJAYYLUIUTb pe3yJbTaTbl JieUeHUs MaAlMEHTOB C
pedpaKTepPHbIMU U peUAMBUPYIOLUMU popMaMHy 3a60/1€eBaHHUS.

Takum o06pasoM, JasibHeMliee yriayoJEéHHOE H3y4YeHHE MOJIEKYJISIPHO-TeHeTUYeCKHUX
MexaHu3MOB JIb ¥ HX KJIMHUYECKOW 3HAYUMOCTH SIBJISETCS KJ/IOYOM K ONTUMU3ALUU
JIMAaTHOCTUKH, JIeYeHUI0 U MPOTHO3WPOBAHUIO 3a60JieBaHUs Y JIeTed U MOJPOCTKOB, a TaKxXe
$bOpMHUPOBAHUI0O HAyYHO OOOCHOBAHHBIX MEePCOHAJIM3UPOBAHHBIX CTpaTerudl Tepanuud B
YCJA0BUSX HAIMOHAJIbHBIX CHUCTEM 3/paBoOXpaHeHHUs. [ljig ONTUMMU3ALMU AUATHOCTUKUA U
JieueHUs: UMPoMbl BepkUTTa B yC/I0BUAX Y36eKUCTaHA HEOO6XOAMMO BHeJpEHHUEe eJMHOr0
JAVarHoCTUYeCKOro aJiroputMa, Bkiarodawuiero FISH-uccnenoBanue Ha tpancaokauuw MYC u
NGS-naHenu s BbisiBJeHUs conyTcTBywowux mytauud (TP53, MYC, BCL2, BCL6). 3to
06ecrneyuT TOYHYI CTpPaTUQUKALUIO TPYNI PHUCKA U TMO3BOJMT HHAWBUAYAIHU3UPOBATH
TepaneBTHYECKYI0 TAKTUKY.
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