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MnasmMoKNeTOYHbI NeiKo3 — peKoe, arpeccuBHoe 3aboneBaHne, xapakKTepusylolleecs KAoHanbLHoi nponudepalmen
NNasMaTMYeCKMX KNETOK, MMeloliee MHOTO 06LMX YepT KaK C N1a3MOKNETOYHbIMU HOBOOGPA30BaHUAMM, TaK U C OCTPLIMM
neiKko3amu. HecMoTps Ha CyleCTBEHHblE U3MEHEHUA B NOAXO0AAX K Tepanuu, MPOrHO3 Npu 3TOM 3a60NeBaHNUK 0CTaeTCs
HEBNAroNpUATHLIM.

MpuBefeHO onucaH1e ciyyas NepBUYHOrO NNA3MOKIETOYHOrO NIeK03a Y NaLUEHTKN 62 NET, KOTopas He UMena OTBeTa
Ha MHAYKLMOHHYI0 nporpammy VCD (6opte3omu6, uuknodocthamua, gekcamerasoH). C yyetom Hanuums t(11;14) B cxemy
Tepanuu BKIOYEH BbICOKOCENEKTUBHbI MHrMGUTOp Bel-2 BeHeToknakc (cxema Ven-Vd). Mocne 3 LMKNOB MHAYKLWM Ha OC-
HOBE BEHETOK/AKCa IOCTUTHYTA OYEHb XOPOLLAA YacTUYHas pemMuccusn. [lanee peannsoBaHbl BbICOKOAO3HAsA XUMUOTEPANHA
MEL200, ayToniornyHas TpaHCnNaHTaLMUA reMono3TUYECKNUX CTBONOBLIX KNETOK M 2 LMKna KoHconugauum Ven-Vd ¢ goctu-
XeHUeM nonHoro oteeta. OTpULATENbHbIA CTATYC MUHMMANLHOM OCTAaTO4YHOM GonesHu (107°) nogTBepXAEH METOLOM
NPOTOYHOM UUTODAYOPUMETPUM MO aCUPATY KOCTHOMO MO3ra B 2 BPEMEHHBIX TOUKaX. JAUTENbHOCTL PEMUCCMU HA MOMEHT
NOAroTOBKM Ny6aMKaLMK cocTaBuna 24 mec. MauueHTKa NpoA0IKAET Nosy4aTh NoAAepKUBaLOLLYI0 TEpANnUIo NeHannao-
MUOM.

KnioueBble CNI0Ba: N1a3MOKIETOYHBIA NIENKO3, IEPBUYHbINA MN1a3MOKIETOYHBIA IENKO3, MHOXKECTBEHHAsA MUENIOMA, BEHE-
ToKnakc, 6opre3omuo
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Plasma cell leukemia is a rare, aggressive disease characterized by clonal proliferation of plasma cells, having many
features of both plasma cell neoplasms and acute leukemia. Despite significant changes in therapeutic approaches, the
prognosis for this disease remains unfavorable.

The article describes a case of primary plasma cell leukemia in a 62-year-old patient who did not respond to the VCD
induction program (bortezomib, cyclophosphamide, dexamethasone). Given the presence of t(11;14), a highly selective
Bcl-2 inhibitor, venetoclax, was included in the therapy regimen (Ven-Vd regimen). After 3 cycles of venetoclax-based
induction, a very good partial remission was achieved. Then high-dose MEL200 chemotherapy, autologous hematopoietic
stem cell transplantation and 2 cycles of Ven-Vd consolidation were implemented, achieving a complete response. MRD-
negativity (10-%) was confirmed by flow cytometry on bone marrow aspirate at 2 time points. The remission duration
at the time of publication was 24 months. The patient continues to receive maintenance therapy with lenalidomide.
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BBepeHue

I1nma3MokeTOYHbIe OMYXOJM MPEeICcTaBIsIIOT COO0
TeTepOreHHYIO I'PYIITy 3a00JIeBaHM, BKIFOUAIOIIYIO MO-
HOKJIOHAJIbHYIO TaMMaIIaTUIO HEOIIPEAeICHHOTO 3Hade-
HUSI, TICIOIICI0O MUEIOMY, COJIMTAPHYIO ILIa3MOIIUTOMY
1 MHOXeCTBeHHYIO0 MuesioMy (MM). I11a3MoKIIeTOUHBII
neiiko3 (ITKJI) — penkas (popma I1a3MOKIETOYHBIX OITy-
XoJsiei, obJagaroliasl arpeCCMBHBIM TeYeHUEM UM KpaiiHe
HeOJ1aronpusITHbBIM IporHo3oM. ExxeronHo B Poccuu pe-
ructpupyercs 2,63 HoBbIx cirydass MM Ha 100 TeIc. Hace-
JIeHus1, 4to cocTasiseT 0,66 % Bcex 3710KauyeCTBEHHBIX
OITyXOJIe Y B3pOCIBIX [1]. DNMaeMnOI0rn4ecKnxX cBee-
HUI 10 OTASILHBIM BapHaHTaM ITapanpoTeMHEMMIECKIX
reMo0J1acTO30B HET — BCE BapMAHTHI MOMANAIOT B CTaTH-
cTrdeckue otyeThl Kak MM. CorjtacHO MeXXIyHapOIHbIM
npaHHbeiM, TTKJI 3aHuMaer 1—-2 % oT Bcex ciaydaeB MM,
a 3aboneBaeMocThb coctaBisgeT 0,04 cayyas Ha 100 ThIC.
HaceneHus [2]. Beimensttor neppuanbiii TTKJT (TTITKJT),
BO3HHUKamo1uii de novo (60—70 %), n Bropuunbiii (BITKJIT),
pa3BUBAIOLIUIICS B Pe3yabTaTe KJIIOHAJIBHOM 3BOJIOLIN
peunauBupylomeiit MM [3]. Hug ITITKJI, B otnnune
ot BITKJI, xapakTepHbl 60Jiee MOJIOAOIA BO3paCT, HAIUYUe
9KCTpaMeyJUIIPHBIX 04aroB (TemaTo- U CIICHOMeTaus,
IMopaXkeHne KOXM), 00jIee 9acToe BBISIBIIEHUE TUTIOIUTLIO-
WIAM U TpaHciokamuu t(11;14).

Jnarnoctuueckue kpurepuu ITKJI nznavganbsHo chop-
myaupoBai R. Kyle B 1974 1., ipenjiarass CauTaTh TAKOBBIM
ciiyuau MM, xoraa B riepugepudecKoil KpoBU OIpeaeisi-
etcs >20 % munasmaTnyeckux Kiaetok (IMK) nmm >2 x 10°/n
B a0COJIIOTHOM BbIpakeHUM [4]. YKazaHHBII TTOpOT OBLT
BbIOpaH Ipou3BoyibHO. [lo3aHee rpymmnoil mo u3ydeHuo
MM u amunounoza Karanonun (Mcranust) 1 KTMHUKON
Maiio (CIIA) 0bl11 poBeeHbI COOCTBEHHBIE MCCIIEI0-
BaHWU 111 YTOYHEHUS JaHHBIX [5, 6]. Ha ocHOBaHuu pe-
3yJIbTaTOB 3THUX MCCICAOBAaHUN 3KcrnepTamMmu MexkmayHa-
pOAHOU paboyeii rpyInbl MO U3YYEHUIO MHOXKECTBEHHOM
muesioMbl B 2021 . 66utn iepecMoTpeHbl Kputepun [TKJT
¥ CHUKEH TUATHOCTUICCKUI ITOPOT IT0 KOJMYECTBY LIMP-
kympyrommx IIK ¢ 20 1o 5 % [3].

ITomumo BeisiBAeHUS HUpKyaupytomux 1K B nepu-
depudecKoii KpoBH, 3a00JIcBaHIE MOXKET COITPOBOXKIATh-
Cs1 MOHOKJIOHAJIbHOM ITaparipoOTeMHEMUEH, IIPOTEUHYPUEN,
TOBBIIIEHUEM YPOBHS 32-MUKPOTTIO0YIMHA ¥ aKTUBHOCTH
JnaktataeruaporeHasbl. [1pu BBICOKOI omyxoJieBoit Ha-
Ipy3Ke 9acTO TUAarHOCTUPYIOTCS aHEMHUSI, TPOMOOIUTOTIC-
HUsI, TOPaXKeHUE ITOYeK U TUITePKATbIIMeMUS.

ArpeccuBHoe KinMHMYeckKoe noseneHue I1KJI, nme-
OIIIee CXOACTBO C OCTPBIMHU JICiiKOo3aMU, TpeOyeT He3aMeI-
JINTEJILHOTO Havajia iedeHus. B HacTosIee BpeMst OTCyT-
CTBYIOT oOLLenpuHsIThIe cxeMbl Tepanuu [TKJI, a Texkyiue
IMOIXOIBI AKCTPAIIOJUPOBAHBI M3 JICUCHUS ITallMEHTOB
¢ MM. Nmeroliuecs: peKoMeHAalu 6a3upyroTcsl Ha Or-

PaHUYCHHBIX JaHHBIX PETPOCIIEKTUBHBIX M IIPOCTICKTUB-
HBIX MICCJICIOBAHMI, OXBATHIBAIOIINX HEOOIBIIIE KOTOPTHI
MMaIlMeHTOB. B KIMMHMYECKNX UCCIIeIOBAHUSX, IIOCBSIIIECH-
HbeiXx MM, nunarno3s I1KJI Bcernma siBasieTcss Kputepuem
UCKMoueHMS. 10 TTOSIBIICHMS HOBBIX TAPTeTHBIX IIperapa-
ToB B Havasie 2000-X romoB pe3yabTaThl ICYEHMS IMalllieH-
ToB I1KJI OBLIM HEyOOBIETBOPUTEILHBIMU: YacTOTa 00-
mero orBeta (YOO) cocrapisiia 29 % ¢ MenraHol OO1LIei
BbikKBaemocTu (OB) <6 mec. BHenpeHue B COBpeMEHHbIE
ITPOTOKOJIBI TEPAITY UIMMYHOMOIYJIMPYIOLINX IIPEIapaToB
(MMIT), uaruduropos rmporeacom (MI1) u MOHOKITOHAITB-
HBIX aHTUTE] 1103BOJII0 focTryb YOO >70 % ¢ MenuaHoi
OB 19—-51 mec npeumymectsenHo mpu ITITKJL. B ciygae
BIIKJI pe3ynbraThl Je4eHusI II0-IpexXKHeMY HEYI0BJIeTBO-
putenbHbl [7]. Tak, B peTpOCIIEKTUBHOM MCCIEI0OBAaHUU
TepaIly Ha OCHOBE COBPEMEHHBIX IIPEITapaToB MeIraHa
OB npu INITKJI cocrasuiia 36,6 Mec B cpaBHEHNH C 3,2 MeC
y nauueHToB ¢ BITKJI [8]. Cpenn dhakTopoB, OKa3bIBa-
IOINX OTpHIIaTeIbHOE BiaussHUe Ha OB, BBIIEISIOT OBBI-
IIIEHKE YPOBHS KPeaTUHMHA, JIAKTATACTUAPOTCHA3BI, KajTb-
uust ¥ B2-mukpornodynuna [9]. B padore A. Jurczyszyn
U COAaBT. HE3aBUCHUMBIMU (DaKTOpaMM HEOJIArONPUSITHOTO
MPOrHo3a ObIIM Bo3pacT crapiie 60 JieT, TPOMOOLIMTOITEHIS
<100 x 10°/1 1 uncno uupkymupyomux [1K >20 %. Ipu
coyetaHuu 2—3 maHHBIX (pakTopoB MearaHa OB y manu-
eHToB ¢ [TTTKJI 6ni1a <12 Mec, B TO BpeMsI KaK ITpY HaJIu -
YU TOJNBKO | M3 HUX OHA mocturana 27 Mec, a MpU UxX
orcyrcTBUM — 46 Mec [2]. Beisieinenne y manmenTos ¢ TTKJT
TeHETUYECKIX AaHOMAINIA BEICOKOTO PMCKa, TaK e KaK 1 'y T1a-
LIMeHTOB ¢ MM, 3HaUMTETLHO yXyauIaeT nporHo3s [10].

IIpumeneHue 6opTe3oMuUbCOIEpKAIIUX PEKUMOB I10-
3BOJISIET OBICTPO CHU3UTD OITYXOJIEBYIO HATPY3KY U IOCTUYID
bonee riryookoro oreeta ¢ MeauaHoit OB 23 mec. Peanu-
3alMs BBICOKOJO3HOU KOHCOJUAALUU C MOCIEAYIOIEN
TpaHCIUIAaHTALIMEN TEMOITOATUYECKIX CTBOJIOBBIX KIIETOK
(TI'CK) moszBossiet mpommuth Menrany OB mo 35 mec mipo-
B 13 Mec, eciii oHa He mpoBoauTcs [2]. DDPeKTUBHOCTD
WII u Bricokono3Hoii KoHconupanuu ¢ TI'CK BnepBbie
npoaemoHcTpupoBanu W.I. Gonsalves 11 COaBT. B GOJIbILIOM
perpocrieKTuBHOM aHanu3ze. Y nmauueHToB ¢ ITTTIKJI B me-
puon ¢ 1973 mo 2009 1. oTMeYeHO yBeJIMUYCHUE MEINAHbBI
OB ¢ 5 1o 12 Mec 3a cueT MHTEeHCU(PUKALIMU JICUYSHUS
Y BHEApEeHUsI HOBBIX IperapartoB [11].

P. Musto 1 coaBT. IpUMEHWIY JICHATMAOMU U AeKca-
MeTa30H (cxeMa Rd) y matmenTos ¢ ITTTIKJL. YOO B aTom
Hccaen0BaHuM coctaBuia 73,9 % ¢ MeaMaHaMy BhKMBA-
eMoctu 6e3 rporpeccupoBanmst (BBIT) 1 OB 14 u 28 mec
cooTBeTcTBeHHO [12]. EcTh paboThI, rae mokasaHa s dek-
TuBHOCTb coueTaHusi UIT u UMII kak y MojoabIx naiu-
eHToB — KaHnuaaToB st TT'CK, Tak 1 y ITaliueHToB cTap-
11X Bo3pacTHhIX rpymil. Hosbie reHepauun WII, B Tom
qyycie KaphmizoMuo, MEIOT OTJIMYHYIO OT ITPOM3BOIHBIX

OHROFEMATONOIUA 1’2025 tom 20



PepaKue 1 CnoXKHble KINMHUYECKNE CUTYaLnn: AUArHOCTUKA U BbIGOP TaKTUKN nevyeHns

OHROTEMATONOIUA 1’2025 tom 20

OOpHOM KUCIOThl XMMUYECKYIO CTPYKTYpPY, (papMaKoOKu-
HeTU4ecKue 1 (hapMaKOTMHAMUYECKIE XapaKTePUCTUKI
1 60J1ee BhIpasKEHHYIO KITMHYECKYI0 aKTUBHOCTS [ 13]. B rpo-
cniekTuBHOM MccneaoBanu 11 ¢pazer (EMN12/HOVON129)
HCIIOJIb30BaHbl KOMOMHALIMS KaphrI3oMuoa, JJeHaINI0-
muna u nekcamerasoHa (KRd) B mHayKimm, BEICOKOAO3HAsT
KOHCOJIMIALMS Y COXPAHHBIX NALMEHTOB MOJIOXE 65 JIeT
u ionaepsxkuBaroras tepanus (I1T) kapbrizoMuooM 1 geK-
cameTazoHoM. Memmansl OB 1 BBIT coctaBuim cooTBeTCT-
BeHHO 28,4 1 15,5 Mec B TpyIIIie BEICOKOIO3HOM KOHCOIMIA-
i 1 24,8 u 13,8 mec 6e3 Hee [14].

IlepcriekTuBHBIM noaxoaoM K jieueHuto I1KJI sBnsi-
eTcs nmpuMeHeHune 610katopoB Bcl-2. Panee S. Kumar
U COaBT. B HeOoJIbIIOM MccienoBanuu | da3nl moxkasanm
3((HEKTUBHOCTh BEHETOKJIAKCa B MOHOTEpaIIy Y Maly-
€HTOB C PeININBUPYIOIINM TedueHrneM MM npu Hatmdumu
t(11;14) [15]. B uccaenoanum 111 pazer BELLINI (Vd =
BEHETOKJIAKC) TOCTUTHYTO yBeamdeHue Menuansl BBIT
o 22,4 Mec y TallMEHTOB C pelUIUBUpYIOIIei/pedpak-
TepHOiI MM, moy4aBIIMX BEHETOKJIAKC, TTpoTuB 11,5 Mec
B rpynmne koHTpouss [16]. KomOuHaumsa BeHeTOKIIaKca
¢ Kapdpumsomubom u nekcameTazoHoM (Ven-Kd) mpote-
CTUpOBaHA Ha TPYIIE MAIIMEHTOB ¢ PeIUANBUPYIOMICi/
pedpakrepHoir MM, B kotopoit HOO cocraBuia 78 %
C IOCTAXEHUEM OYEHb XOPOIIEW YACTUYHOU PEMUCCUU
B 56 % ciy4yaeB. Hawtydiiue pe3ynbsraTbl B 9TOM HCCIIE-
JIOBaHWM TIOJIyYEHBI Y TTAIIMEHTOB C UAarHOCTHPOBAHHOMK
t(11,14): HOO 100 %, oueHb XOpolliast YaCTUYHASI PEMUC-
cus 88 % [17].

B omimmamne or MM, nipu Kotopoii t(11;14) ooHapyxu-
BaoTy 15—20 % nauuenToB, B ciaydae [1KJI oHa BcTpeua-
€TCsl Y IOJIOBUHBI OOJBHBIX, aCCOLIMUPYSICh ¢ BHICOKOM
skcrpeccueit Bel-2 1 Mcl-1 [17]. CuHepru3m nipuMeHe-
HUS BEHETOKJAaKca ¢ 1eKCaMETa30HOM U 6opTe30MUbOM
(Vd) B maHHOM cilyyae OIOCpeIOBaH OOIIMM OJIOKHUPY-
IoIIMM AeficTBueM B oTHomeHur Mcl-1. ITpu aTom pabor,
ITOCBSIIIEHHBIX 3(P(HEeKTUBHOCTH BEHETOKJIAKCA B MOHOPE-
JK1Me WY B cocTaBe KOMOMHMpoBaHHOM Tepanuu pu TTKJI,
KpaiiHe Maio. [1o cyTu, 3T0 JUIIIb OIMCaHNE eAUMHCTBEH-
HOTO KJIMHUYECKOTO CJIy4asl YCIIeITHOTO IMPUMEHEHUS
BeHeTokJ1akca rpu peurausax BITKJI v coobiiieHust o KoM-
OMHMPOBAHUY BEHETOKIIAKCA C MOHOKJIOHAJIGHBIMU aHTH-
TeJlaMu Ipu pe3ructeHTHOM TeueHuu TTITKJT [18—20].

IIpoBeneHue BhICOKOAO3HOM KoHcoaupauuu u I1T
y maupeHToB moJtoxe 65 aet ¢ [TITKJI, monyynBImx B MH-
IYKIIMOHHOM TepaImy 60pTe30MUOCoaepKaIIie PeKIMBI,
TaK e KaK 1 y maureHToB ¢ MM BBICOKOIO pUCKa, acCco-
LMUpoBaHo ¢ 6osbiieii OB u 6onee rIyOOKMM OTBETOM.
OnTuManbHble CPOKY peain3allui BICOKOIO3HON KOH-
comaauu — mnociie 3—4 MHAYKIUOHHBIX KYpCOB IPU
YCIIOBUM JTOCTIDKEHUSI OTBETa, OJHAKO BOIIPOC O BEIOOpE
OITUMAJILHOTO PEXMMa KOHCOJIUIALINMN — ayTOJOTUIHAsI
TI'CK (ayro-TI'CK), rangemnas ayro-TT'CK, ayTo-amio
win ajutoreHHast TT'CK (amuro-TTI'CK) Ha ceromasimHmit
JIeHb OCTaeTCsT OTKPBITHIM. Bo3amoxkHo, TangeMmHas TTCK
ITO3BOJIUT YBEJIMIUTD IIIyOUHY Y IIPOIXOLKUTEIIBHOCTD pPe-
MMCCHUH, OMHAKO MMEIOIINXCSI JAHHBIX HETOCTATOIHO.

B perpocniektuBHOM aHam3e EBMT (European Society
for Blood and Marrow Transplantation, EBponeiickas
TPYIIIA IO TPAaHCIUIAHTALIMKM KOCTHOTO MO3Ta) Y ITAalIMeHTOB
¢ IIKJI, moayyuBIIMX BbICOKOAO3HYIO KOHCOJIWIALIMIO
¢ nocnenyronieit ayro-TI'CK, menuansr BBIT u OB cocra-
Bunu 14,3 u 25,7 mec coorBeTcTBeHHO [21]. B. Dhakal
1 COABT. OITyOJIMKOBAIN PE3Y/IBTaThl KPYITHOTO PETPOCIIEK-
TUBHOTO MCCJIEIOBaHMSI, B KOTOPOM HE OBLIO CYIIIECTBEH-
HbIX pasnuuuii B OB 1 BBIT y maumneHTOB, MOAYyYHUBIINX
amno-TI'CK no cpaBHenuto ¢ ayro-TI'CK. B rpyrme amo-
TI'CK 4-neruue OB u BBIT coctasunu 31 u 19 % nipotus
28 u 17 % B rpynme ayro-TIT'CK coorBercTBeHHO. [1pu
5TOM YacTOTa peluanBOB Obl1a HuKe Tociie amno-TTICK
(69 % npotuB 76 %), HO ObLI BbILLIE YPOBEHD JICTATbHOCTU
(12 % npotus 7 %) [22]. AHamorn4yHbIe pe3yabLTaThl IPe-
CTaBJIEHBI B ccaenoBaHuu A. Mahindra v coaBT., B KOTO-
pom y nauueHToB ¢ I1KJI, momyyuBIIuX 1100ble BUIbI
TI'CK B kauyecTBe KOoHCcommaunu, 3-netHsass BBIT cocra-
Buia 34 %, OB — 62 %; a takxe B pabote 1.G. Chineke
M COABT., Ii¢ JOCTUTHYTO CTATUCTUIECKHN 3HAUYMMOE yBE-
qmaeHre MenuaHel OB mpu mpoBeneHUN JTIOOBIX BUIIOB
TI'CK ¢ 5,7 no 44,9 mec [8, 23].

KnuHuueckui cnyyai

Ilayuenmra 62 1em 6 mae 2022 2. oopamunace 6 MHHOU
um. I1.A. Iepyena c scanobamu Ha Hapacmarouue 6 meveHue
2 mec 60au 6 epyOHOM omdene NO36OHOYHUKA, 00bIUKY, 00WYIO
crabocm, kawens. Tlpu obcaedosanuu no mecmy jcumens-
cmea no OaHHbIM KOMHbIOMEPHOU MOMopaApuu opeanos
2PYOHOIL noA0CMU 8blA8ACHI 00PA308aHUe 3a0He20 cpedocme-
Hus, deycmopoHuuil eudpomoparc. Ilo danubim sx0KapoU0-
epaghuu npu coXparHoll YYHKYUU 1e6020 HCeAYOOUKA UMeNo
Mmecmo Koarabuposanue c0000HOI CIMEHKU NPagoeo npeo-
cepous 3a cuem coaenenus cepoya uzeHe. Ilpu nosumpouHo-
IMUCCUOHHOU TOMOSDADUU, COBMEUEHHOT C KOMNBIOMEDHOLL
momoepagueil (II2T/KT), ¢ *F-¢pmopdezokcuenokoszoii
8bI161€HO eunepmemadoauteckoe oopazosanue, ucxoosujee
u3 noseonka Th9, pacnpocmpansioweecs napagepmedbpans-
HO 00 YpoeHs epyOHbix no3eonkos ThE—Th10, pazmepamu
87 x 114 mm, ¢ unea3sueil naespsi cnpasa, MaccUu8HvIM 08y-
CMOPOHHUM 2UOPOMOPAKCOM U CYOMOMANbHbIM AUMUHECKUM
nopaxcenuem ckenema (puc. 1).

C nodospenuem Ha 310KavecmeeHHoe HOB0OOPA306aHUEe
3a0He20 cpedoCmeHUs NayUeHmKa 20CRUMAanu3uposana 6 mo-
pakanvHoe omoeaerue, 20e 11.05.2022 b6bina evinoaHeHa 8udeo-
accucmupogarnnas 6uoncus oannoi onyxoau. Ipu eucmono-
2UYECKOM UCCAe008AHUL BbIAGACHbI KPYNHbIE AUMPOUOHBLIE
kaemxu CD20-CD45-CD79a-CD138°CD38" 6 uacmu c no-
snoxucumenvroli axcnpeccueil Bel-2, MUM 1 u PAXS. Huoekc
npoaugpepamugnoli axkmugnocmu Ki-67 docmuean 50 %
(puc. 2, 3). C npedeapumenvHvim OUA2HO30M NAAZMOOAACMHOU
AuM@omsl nayuenmra Oviaa nepesedera 6 omoeneHue 8blco-
K0003HOU Xumuomepanuu ¢ 640K0M MPAHCNAAHMAYUY KOCH-
H020 Mo3ed.

Tlpu nocmynaenuu 6 maske nepugeputeckoll Kposu onpe-
deasinocw 32 % 1K, npedcmasneHHbIX nPEUMYUECMEeHHo 00-
HOPOOHbIMU MOPPOA0SUHECKU 3PenbIMU KAeMKAMU HEO0AbU020
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Puc. 1. Pezyavmamosr ho3umpoHHO-IMUCCUOHHOL MOMO2paghuU, cosmeuleH-
HOll ¢ KomnblomepHoil momoepagpueti, ¢ '* F-gpmopoesokcuentokosoii do ne-
YeHUs1: a — Haauuue eunepmemadoruteckoil 00HOPOOHOL cUNEPBACcKyAsPHOLL
0nyxone6oii mKaHu 6 3a0nem cpedocmeruu ¢ decmpykyueii meaa Th9, npa-
60CMOPOHHUI 00NbULOL BLINOM 6 NAEBDANBHOL NOAOCMU 3A CHem UHBA3UU
ONYX0AbI0 HAEBPANLHBIX AUCHKO8 (20pU30OHMANbHYLIL cpe3 Ha yposHe Th9);
0—e — MHOdICcecm@eHHoe Memacmamu4eckoe nopajcerue Kocmelil ckeaema
Fig. 1. Positron emission tomography combined with computed tomography
with " F-fluorodeoxyglucose before treatment: a — presence of hypermetabolic
homogeneous hypervascular tumor tissue in the posterior mediastinum with
destruction of the Th9 body, right-sided large effusion in the pleural cavity
due to tumor invasion of the pleural sheets (horizontal section at the Th9
level); 6—e — multiple metastatic lesions of the skeletal bones

U cpedHeeo pazmepa. Bempeuanucs edunuunble KpynHvle naaz-
MOYUMbL C BbICOKUM S0EPHO-UUMONAAZMAMULECKUM COOM-
HouleHuem u ocmamxkamu Hykaeon (puc. 4). Konuenmpauus
2emoeoenobuna 98,3 e/n, spumpoyumos 2,94 x 107/a, neii-
kKoyumoe 13,5 x 10°/a, mpombouyumos 287,8 x 10°/x.
IIpu nposederuu npomouroll yumogayopumempuu nonyas-
yus I1K c abeppanmubim ummynogpenomunom CD45-CD19-
CD38*CD138°CD56"CD79" cocmasuna 4,32 < 10°/a,
unu 32 % om écex NOCHUMAaHHbIX MUEAOKAPUOYUMO8. B nyuk-
mame Kocmuoeo mosea naaydapm 11K cocmasun 65 % (puc. 5).
Ilpu uccnedosanuu memodom ghnyopecyeHmHoil eubpuduzayuu

Puc. 2. Pezyasmamut eucmonoeuueckoeo uccaedosaus buonmama onyxonu
3a0He20 cpedoCmeHuUs: ONYXO0ab COCHOUM U3 OMHOCUMENbHO MOHOMOPDHBIX
KAEMOK ¢ RAA3MOUUMOUOHOI MOopghonocuell, 00UNbHOL S03UHOPUALHOU YU~
MONAG3MOIL, OKpYnbIMU A0pamu U 3amemHoimu sopsiuikamu (<400; okpacka
2eMamMOKCUAUHOM U I03UHOM)

Fig. 2. Histological examination of a biopsy specimen of a posterior
mediastinal tumor: the tumor consists of relatively monomorphic cells with
plasmacytoid morphology, abundant eosinophilic cytoplasm, round nuclei and
prominent nucleoli (x400; hematoxylin and eosin staining)

in situ 0OHapyIceHbl MHOJICECMEeHHble 2eHemutecKue aHomMa-
auu, ekaovas t(11;14)(q14,932) ¢ donoanumensHbimu depu-
samuerviMu xpomocomamu 14, deaeyueii eenoe DLEU (13q14)
u TP53 (17p13.1), mpucomutro xpomocomsl 4 u dynaukayuro
eena FGFR3 (4p16). Ilpu snexmpoghopemuueckom uccaedo-
8anuu 6e1K08 8vis81eH0 credosoe Koauvecmeo beaka benc-
IDiconca 6 coisopomice, npomeutypus dantoeo beaxa 0,88 e/cym.
1lo dannbim negpenomempuu KonyeHmpauyus S 2-mukpoenody-
auna cocmaeuna 5,44 me/n (nopma 0,97—2,64 me/n). Obna-
DYIICeHHble 8 NAeBPANbHOM 8bINOME ONYX0/1e8ble KAemKU UmMe-
au xapakmeprotii ummyrogernomun — CDI138°CD38*.

1o cosokynnocmu kaunuueckux 0aHHbIX y O0ALHOU ycma-
HoeaeH duaeno3 TTITKJI u nauama mepanus no npoepamme
VCD (6opmeszomub, yuxaogocgpamud, dexkcamemason). O0-
Hako yce nocae 1-eo Kypca ommeuensl Hapacmarue 601€60-
20 CUHOpOMA, ygeauyeHue pazmepos napagepmedpaLbHO20
obpazosanus. C yuemom naauuus t(11;14) u sxcnpeccuu Bel-2
Havama mepanus 2-ii AUHULU C UCNOAb308AHUEM BEHEMOKAAK -
ca 6 couemanuu ¢ 60pme30MuUb0M U deKcamemasoHom (cxema
Ven-Vd). B pezyasmame npogooumoii mepanuu omme4eHvl
Obicmpoe Kynupoganue 00blWKU, Kauias U coKpauenue pazme-
pos8 napagepmebpanvroeo o0pazosanus. Tlocae 3agepuenus 3
Kypcoe no npozpamme Ven-Vd docmueryma ouens xopouras
UACMUYHAS PEMUCCUSL C HOPMAAU3AUUeI YUcAa nepugepueckux
KAemOoK 8 Kpo8U U KOCHHOM Mo032e, KYNUPOBAHUeM CeKpeyui
M-npomeuna, cokpaujenuem pazmepos napasepmedPanIbHO0
00pa308aHus, CHUMCEHUeM MemaboruecKol aKmueHocmu
6 MKAHU NAA3MOYUMOMbL U OCIEONUMUYECKUX 04azax (0anHble
TIPT/KT c " F-gpmopoesokcuenioko3oit) (puc. 6).

C yuemom Hebaa2onpUAMHO20 NPOCHO3A U BbICOKO20
pUCKa npoepeccuposanus nayuenmke ¢ okmsope 2022 e.
Ha HecmabUuAbHOM KPOBEemMEOPeHUU NPOGeOeHbl MOOUAUZAUUS
(¢ npumeHeHuemM yUMapaburHa) u cOop eemMonodIMUYECKUX
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Puc. 3. Pezyavmamvl UMMYHOSUCOXUMUYECK020 UCCAC008AHUSL ONYXO0AU 3A0HE20 CPeOOCeHUs: a — 6ce OnyXoaesvle Kaemku akcnpeccupyiom VS38c (<400;
okpacka VS38c); 6 — undexc nporugepamusnoit akmusnocmu (Ki-67) cocmasasem 40 % (<400, okpacka Ki-67)
Fig. 3. Immunohistochemical examination of a posterior mediastinal tumor: a — all tumor cells express VS38c (x400; VS38c staining); 6 — the proliferative

activity index (Ki-67) is 40 % (*400; Ki-67 staining)
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Puc. 4. Pe3yavmamer maska nepugepu4eckoil Kpogu: a — NpUCymcmeyrom Kaemki ¢ MopghoaoeutecKumu npUsHaKamu nAa3mokaemouHoi ouggepenyupos-
Ku (x400; okpacka no Pomanosckomy—Iumse); 6 — naazmamuueckue Kaemxu npeocmagienvl NPeumMyuecmeeHHo 00HOPOOHbBIMU MEAKUMU U CPeOHe20 pa3-
Mepa MopghonoeutecKu 3pensvimu KaemKamil, eOUHUMHbIMU KPYNHIMU KAeMKaMU ¢ 8bICOKUM S0ePHO-UUMONAA3MAMUHECKUM COOMHOUEHUEM C OCMAMKamMu
nyineon (% 1000; oxpacka no Pomanosckomy—Ilumse)

Fig. 4. Peripheral blood smear: a — cells with morphological signs of plasma cell differentiation are present (x400; Romanovsky—Giemsa staining); 6 — plasma
cells are represented mainly by homogeneous small and medium-sized morphologically mature cells, single large cells with a high nuclear-cytoplasmic ratio,

with remnants of nucleoli (x 1000; Romanovsky—Giemsa staining)

CMB0A0BbIX KPOBEMBOPHBIX KACMOK U Hepe3 MecCAly Gbino-
HeHbl 8bICOK0003HAs KoHcoaudauus meagananom 200 me/m?
¢ nocaedyroweii aymo-TICK. Ilepeaumo 7,5 x 10°/2 CD34*-
Kaemoxk. Tlocmmpancnaaumayuontblii Repuoo 0CAONCHUACS
paszsumuem onumenwvuoil (> 1 mec) nanyumonernueil, 3nuU3000Mm
hebpunbHOll HelmponeHuu, maxceaol 08YCMOPOHHeEN NHEeG-
MOHUeT ¢ ObIXamenbHOl HeAOCAMOYHOCMbIO U MOKCUHECKUM
MUOKApOUmom ¢ pazsumuem napoxcusma mpenemarusi npeo-
cepouii. [locegbl Kposu U3 6eHbl U UEHMPANLHOSO BEHO3HO20
Kamemepa HeoOHOKpamHo cmepunvruie. JITHK yumomeeano-
supyca, eupyca Inumeiina—bapp, supyca eepneca yenoeexa
1, 2 u 6-20 munoe memodom noaumepasHoil yenHou peaxyuu
He oOHapycenvl. Pezyasvmamol ananuza Kkposu Ha MAHHAH
U eanakmomanHan ompuyamensvhvle. [layuenmxe npogodu-

AUCH IMRUPUHECK AT AHMUMUKPOOHAS, NPOMUBOSPUOKO08AS
U NPOMUBOBUPYCHAS Mepanust, KoppeKkyus 6eakosoil u Hy-
MPUMUBHOT HeOOCMAMOYHOCMU, IAEKMPOAUMHBIX HapYlle-
HULl, 3aMecmumenvHas mepanus, 6KA4As MPaHchy3uu spu-
MpoyUmMapHoU 638ecu U KOHUEHMpAma mpomoOouumos,
a makice cmepouoHas mepanus no NOB00Y MOKCUHECKO20
Mmuokapouma. Bee ocroxncnenus Kynuposarvl. Boccmanoenenue
epanynonoasa Ha 32-ii Oenvb, mpomboyumonosza Ha 34-ii Oenbo.
Ilocae evinucku u3 cmayuonapa y 604bHol OmMMeUeHo no-
emopHoe pazsumue yumonenuu IV cmenenu, nayuenmia
nepenecaa COVID- 19 g aeekoii gpopme.

Yepes 3 mec nocae aymo-TICK, 6 mapme 2023 e., npo-
6€0eH0 KOHMPOAbHOE 00CAe008aHUe, 8 MOM HUCAE C OYeH-
Kol Munumanvrol ocmamounoi 6oasesnu (MOB) memodom
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Puc. 5. LJumonoeuueckas kapmuna acnupama KOCmHO20 M032a: G — 8bIPANCEHHAS UHDUABMPALUS KOCIMHO20 MO32a NAA3MAMUYECKUMU KAemKamu cpedHe-
20 pasmepa ¢ SKCUEHMPUUHO PACHONONCEHHBIM SOPOM, NEPUHYKAEAPHOU 30HOU NPOCeemAeHUsl, YeHemeHue POCIMK08 HOPMAanbHo2o Kpogemeoperus (<400;
okpacka no Pomanosckomy—Iumse); 6 — unguabmpayus Kocmno2o Mo3ea nAA3Mamu4ecKumu KAemKamu pasnoil CmeneHu 3pea0cmu ¢ WUpOKOoil UHMEHCUE-
HO 6a30¢unvHOl Yumonaazmoil. B edunuunbix kaemkax npucymemeyrom Kpucmaniuveckue 8KA0HeHUs 201y008amozo yeema 3a cuem KOHOEHCAuuy UmMmy-
H02100yAUH08 (YeHmpanvHo pacnonoxcennas kaemka) (x 1000; okpacka no Pomanosckomy—Ilumse)

Fig. 5. Cytological picture of bone marrow aspirate: a — pronounced infiltration of bone marrow by medium-sized plasma cells with an eccentrically located
nucleus, perinuclear zone of enlightenment, suppression of normal hematopoiesis (x400; Romanovsky—Giemsa staining); 6 — infiltration of bone marrow
by plasma cells of varying maturity with wide, intensely basophilic cytoplasm. Single cells contain bluish crystalline inclusions due to condensation of immunoglobulins

(the centrally located cell) (% 1000; Romanovsky—Giemsa staining)

Puc. 6. Pe3yasmamor no3umpoHHO-3MUCCUOHHOU MOMo2papuu, coeMeuleH-
HOU ¢ KomnblomepHoi momoepaguetl, ¢ 'SF-gpmopdezokcuentoko3oil neped
Havanom nodoepicusarouieli mepanuu: MHOJICECMEEeHHble 04azyu 8 KOCMAX
¢ HU3KOIl Memaboau4eckoii aKkmugHOCMblo, Haauyue pe3udydnvHoll Onyxo-
€601l MKAaHU 8 3a0HeM cpedoCmeHuU

Fig. 6. Positron emission tomography combined with computed tomography
with " F-fluorodeoxyglucose before the start of maintenance therapy: multiple
foci in the bones with low metabolic activity, the presence of residual tumor
tissue in the posterior mediastinum

MHO20UBEMHOL NPOMOYHOU YumoMempuu (¢ 4yecmeumensb-
Hocmbio 1073) 6 acnupame Kocmnoeo mosea: evisienena MOB-
ompuyamenvnas pemuccus. is Koncoaudayuu 60abHOI

npogedero ewe 2 Kypca mepanuu no npoepamme Ven-Vd,
u danee Hayama IIT nenasudomudom. B Hacmosujee pems,
cnycms 2 eoda nocae aymo-TICK, no danHbim KOHMPOALHO-
20 o6cnedosarus coxpansemess MOb-ompuyamensras pemuc-
cus. T naanupyemces 0o npoepeccuposanus.

06cyxpeHue

TT1a3MOKJIETOUHBIN JIEHIKO3 SBJISIETCS peAKOii (popMoit
IUIa3MOKJIETOUHBIX OMyXO0Jiei, o0J1aaarolieii arpecCUBHbIM
TeUeHUEM U HeOJIArONpPUITHLIM MPOrHo30M. OOIIHOCTH
TTKJI ¢ npyrum mia3mMoKJIeTOYHBIMA HOBOOOPA30BaHUSIMU,
B yacTHOCTU ¢ MM, nmoaTBepxkaaeTcss HaIM4MeM Xapak-
tepHoro ¢peHoruna — CD138*, CD38*. OmyxoseBble KIeT-
KU 4aCTO JIMILIEHBI OKCIIpeccuu MojieKy aare3un (CD56,
LFA-1, LFA-3, VLA-5), 4T0, BO3MOXHO, O0YCIIOBIBAET
BBICOKYIO YacTOTY 3KCTpaMeOyJUIIPHOTO IOpaKeHUS
npu [TKJI u pexe Bo3HUKaOILIME TUTUYECKIE OYaru B KO-
cTsx B omimure ot MM. [1pu uMMyHOGhEHOTUITMPOBAHUM
MOXeT ornpeaensaTeesa skcnpeccus CD20, CD45, CD19,
CD27, CD23 u unorma CD71, CD117, HLA-DR [24].
OcoOGeHHOCTHIO HAIIIETO CTy4yast ObLIIO BLISIBIICHUE B 1e010-
Te MAaCCHUBHOTO 00pa30BaHUS B IPYIHOI ITOJIOCTH, N3HA-
YaJIbHO PACIIEHEHHOTO KaK OITyXOJIb 3aIHETO CPEIOCTCHUS.
Opnako Hanmmuue nupkymupyomux [1K ¢ abeppaHTHBIM
UMMYHO(DEHOTUIIOM M TaHHbIC UMMYHOTHCTOXUMMYECKO-
T'O MICCJICAOBAHMSI OMONTATa OITyXOJIH ITO3BOJIMIN BepUbH-
LIMPOBATh IUATHO3.

Hna ITKJI xapakTepHO BbISIBJIEHHE KOMILUIEKCHOTO
KapHOTHUIIA, PAa3TMIHBIX XPOMOCOMHBIX abeppallnii: TpaHC-
nokanuii (11;14), (14;16), MYC, del(17p), del(1p21), my-
tauuit B rene TP53. IMpu ITITKJI, B otiimume ot BITKIJI,
yamie OOHAapPYXMBAIOT TMIOIUIUIOMIHBINA KapHOTHII

OHROFEMATONOIUA 1’2025 tom 20
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u t(11;14) [25]. ¥V Hamel NauMeHTKA TaKKe BBISBICHBI
MHOXECTBEHHBIC TeHETUUECKNE aHOMAJIWM, BKIIIOYast
t(11;14), Hammure KOTOPOi HEPEIKO COIMPOBOKIACTCS YBe-
Jm4eHneM skcnpeccun Bcl-2, 4To, 0 HEKOTOPBIM JaH-
HBIM, accouuupoBaHo ¢ ay4iieit OB [25].

Oo6mmenpuHAThie cTaHnapThl Tepanuu [TKJI oTcyreT-
ByIOT. Tak xe Kak npu MM, B MHAYKLIIMOHHOW Tepanuu
MCIOJIb3YI0TCSI OopTe3oMUbCcoaepKalue pexxumol. B Ha-
LLIEM CJIydae Mocie MOATBEPXKACHUS JUarH03a Hayaro Jie-
YeHHe ¢ MCIOoIb30BaHeM bopTe3omMuda, mukiodocdana
u nekcamera3oHa (cxema VCD). OmHako mmporpeccupoBa-
HHe Ipoliecca cpasy Imocje 1-ro Kypca moTpedoBajio cMe-
HBI JIeueOHOM TaKTUKHU. [IprHMMast BO BHUMaHUE BBISIB-
JICHHYIO y Hamreit manueHTKH t(11;14) u nMmeromuecs
MIaHHBIC JTUTEPaTyphl 00 3((HEKTUBHOCTH MHTHOUTOPOB
Bcl-2 B Tepanmun MM, a TakxKe Hajauuue IMyOJMKaLUA
00 MX IPUMEHEHUU IIpU pedpakTepHOM/peUIUBUPY-
roeM TedyeHuu TTKJI, Mbl IpUHSUIM pellieHue O BKIIIoYe-
HUM B Tepalnio BeHeToKIakca. biaaromapst atomy yxke
mociie 1-ro Kypca 2-i1 TMHUM Tepanuy y MallMeHTKA 3a-
(GUKCHUPOBaH OTBET B BUIE SIUMUHALIMU LIUPKYIUPYIO-
mwmx 1K, apagykanmm mia3MoKIeTOUHOH MHOWIBTPALAN
KOCTHOTO MO3Ta ¥ YMEHBIIICHUSI pa3MepPOB OITyXOJIEBOIO
KOHIJIOMepara.

ArpeccuBHbiit xapakTep TedeHust I1KJI, kak u mpu MM
BBICOKOT'O TEHETUUYECKOTO PUCKA, TUKTYeT HEOOXOIUMOCTD
paHHEe MHTeHCU(UKALINY JICUSHUS C TIPOBEICHUEM BBI-
cokomo3Hoii koHcommaauuu u TI'CK npu yciaoBum no-
CTHKEHMS OTBeTa. B Hamem cirydae ¢ ydeToM Bo3pacTa
MalMeHTKH 3arjlaHupoBaHa TaHmeMmHas ayto-TTCK.
IToaToMy 1OCIe TOCTMKEHUS ITOJTHOM MMMYHOXUMUYE-
CKOM M KOCTHOMO3TOBOW PEMUCCUM M 3aBEpIICHUS 3
KypcoB Io nporpamme Ven-Vd MbI TIpoBeI MOOMIIM3a-
LIVIO ¥ COOP TEMOTIO3TUYECKUX CTBOJIOBBIX KPOBETBOPHBIX
KJIETOK Y BBHIITOJHWJIM BBICOKOIO3HYIO KOHCOJUIAIINIO
C MOCIEOYIOLIEH ayTOJOTMYHOM TPAaHCIUIAHTALIMEN KOCT-

Horo Mo3ra. OIHAKO OT IMPOBEACHMS MOBTOPHOI ayTo-
TT'CK B ¢BSI3M ¢ IJTUTETBHOCTBIO M TSKECThIO IOCTTPAHC-
IMIAHTAIIMOHHBIX OCJOXHEHHUH OBIJIO pelIeHOo
OTKa3aThCSl.

IMono6Ho nmauuentam ¢ MM, nipu I1KJI npoBeneHue
IIT nmocne 3aBepuienust ayro-TT'CK mo3BonsieTr CHU3UTH
PUCK paHHeTO IporpeccupoBanus [24]. OObIYHO TpUMe-
Hs10T UMIT unu WUIT kak B MOHOpeXXKrMe, TaK U B COCTaBe
KOMOMHMPOBAaHHBIX cxeM [26]. B HeGobIIIOM peTpocrek-
TUBHOM HccieaoBaHuu y naieHToB ¢ [TKJI, momyauBiimx
IIT nocne ayro-TI'CK, oTMeueHO 3HAUNTETHLHOE YBEIM-
yenue BBII ¢ 3,8 no 18,6 mec u OB ¢ 16,1 mo 31,8 mec
1o cpaBHeHUIO ¢ Tpymmoii 6e3 1T [27]. [ToaToMy B Haliem
clly4yae mocjie 3aBeplieHus KoHcoaugauuu Havata 1T
JICHATMIOMUIOM, KOTOPAsl IIPOIOJIKASTCS 10 HACTOSIIIIEEe
BpeMsl. [1o tTaHHBIM KOHTPOJIBHOIO 00CIeA0BaHUS HA MO-
MEHT HallMCaHUs CTaThM y MallMeHTKU coxpaHsieTcss MOB-
OTpHILIATEIbHAS PEMUCCHSI.

3aknoueHue

I11a3MOKIETOYHBIM JIEMKO3 — penKasi U arpecCuBHas
IJIAa3MOKJIETOYHASI OITyXOJIb, XapaKTepU3YIOIIasiCsl HU3KOM
BBIKMBaeMOCTBIO 00J1bHBIX. [ToMrMO 001IMX YepT ¢ MM,
MMeeT YHUKAJTbHBIE KITMHIYECKHE, OMOJIOTUIECKIE U IIPO-
THOCTHYEeCKHEe ocobeHHOCTH. ONTMaNbHasl CTpaTerus
IUIST TOCTHKEHUS MaKcHMMaJibHOTO a(ddexTa Tepanuu
ITKJI — mpuMeHeHne MYJIBTUKOMITOHEHTHBIX CXEM B MH-
nykuuu ¢ ucnojbzoBanuem WIT u UMII, BeinonHeHue
TI'CK B 1-i1t nuHun u panbHeiee npoBeneHue I1T.
Tpancnokanus t(11;14) y naumenTos ¢ ITKJI — moTeHmm-
aJIbHasl MUIIEHD IS IIPUMEHEHUST BBICOKOCEIEKTUBHBIX
uHTHOUTOPOB Bel-2, 4To ITOATBEepKIaeT IMpeACcTaBICHHBII
HaMM KJIMHUYECKUi1 cirydait. OmHaKo HeOOXOOUMBI Jajlb-
Helle MPOCHEKTUBHbBIE UCCAEI0BAHUS UISI U3YYEHUS
U JTYYIIIero IIOHMMAaHUS TeHETUISCKUX MEXaHIN3MOB pa3-
BUTHSI OOJIE3HU.
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