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PE®EPAT

AkTtyanbHocTtb. [lnasamo6nactHaa numcdoma (MBJ1) —
3TO peaKuii BapmaHT B-kpynHoknetouHor numdombl. 3a-
6oneBaHMe, Kak npaBuno, cedasaHo ¢ BUY-nndekumen,
a cpean 3a6oneBLUNX NPEBANUPYIOT NiMLA MY>XCKOro nona.
Hanbonee yacTo oyar onyxoneBoro nopaxeHus nokanu-
3yeTcs B nonoctn pra. MNbJ1 xapakTepuayeTcs arpeccus-
HbIM TeYEeHNEM, HU3KUMM MoKa3aTesIIMN OTAANEHHOM Bbl-
XMBAEMOCTH.

Lenb. CoobLieHne 0 KTMHNYECKOM HabNioAeHUN peaKoi
nokanusauuu MNBJ1 ¢ NnepBUYHbBIM NOPAXEHUEM KOCTHO-
ro mosra y 19-netHero nauueHTa ¢ BUY-otpuuartencHbim
cTatycom.

Martepuansbl n metogpbl. [InarHoctnka 3abosieBaHMa okasa-
nacb CrOXHOW 3agadvert n 6a3vpoBanacb Ha pe3ynbratax
MHOrO3TanHoOro KOMMEKCHOro MMMYHOMMCTOXMMUYECKOrO
nccnegoBaHus TpenaHobmonTata KOCTHOMO MO3ra.
Pe3ynbratbl. VIHTeHCHBHaa 6/10KkOBasd NONUXMMMUOTEPANUS
no npotokony MNHL-BFM-90 B codeTaHum c 6oprtesomu-
6oM 1 gapatyMymaboM npuBena K AOCTUXKEHUIO PEMUCCUN,
6narogaps yemy Oblla peanusoBaHa nNocnefoBaTte/ibHas
TPaHCNNaHTaUMs ayTO/MIOTUYHbIX, @ 3aTeM — asl/IoreHHbIX
reMonosTMYecknx CTBOJIOBbIX kKneTok. K coxaneHuto, oT-
CYTCTBME MMMYHHOIO KOHTPO/A TPaHCM/1aHTaTa Haa Onyxo-
b0 HEe MO3BOMU/IO FTOBOPUTL 06 ycrnexe npoBefeHHON Te-
panuu. bonbHoi ymep 4epes 11 Mec. Nocse yCTaHOBIEHNSA
AnarHosa rno NpuynHe NporpeccMpoBaHns OMyxosu.
3aknouveHue. besycnoBHO, TpebyloTCca HOBblE MOAXOAbI
K NIeYEHUIO 3TOrO C/I0XHOro 3aboneBaHud. MsyyeHne me-
XaHM3MOB, Nexalmx B ocHoBe naTtoreHesa [1bJ1, BeposaT-
HO, ByaeT cnoco6CTBOBATh NyylleMY MOHUMaHMIO 6UOOrnn
OnyXon 1 NepcoHanM3npoBaHHOMy nogoéopy NPOTUBOOMNY-
XONeBOW Tepanuu.

KnioueBble cnoBa: nna3mobnactHas nvmdoma,
CD38, 6opTe3omMnb, gapatymyma, aytoTl CK, anno-
TICK, KOCTHbI MO3TT.
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ABSTRACT

Background. Plasmablastic lymphoma (PBL) is a rare variant
of large B-cell ymphoma. This disease is usually associated
with HIV infection and is predominantly identified in male
patients. Tumor lesion is typically localized in oral cavity. PBL
is characterized by aggressivity and low rate of long-term
survival.

Aim. To report a clinical case of a rare localization of PBL
with primary impairment of bone marrow in a 19-year-old
HIV-negative patient.

Materials & Methods. The diagnosis of the disease turned
out to be challenging and was based on the results of a
multi-step complex immunohistochemical analysis of a bone
marrow core biopsy sample.

Results. Intensive block-based mNHL-BFM-90 polychemo-
therapy combined with bortezomib and daratumumab re-
sulted in remission which allowed to perform consecutive
autologous and then allogeneic hematopoietic stem cell
transplantations. For the lack of immune control of transplant
over the tumor the conducted therapy was disappointingly
unsuccessful. The patient died in 11 months after diagnosis
because of tumor progression.

Conclusion. New approaches are definitely called for in
order to explore methods of treating this complex disease.
A study of mechanisms underlying PBL pathogenesis can
contribute to better understanding of tumor biology and
personalized choice of chemotherapy.

Keywords: plasmablastic lymphoma, CD38, borte-
zomib, daratumumab, auto-HSCT, allo-HSCT, bone
marrow.
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BBEJAEHME

[lepBoe ymoMuMHaHHE O [JIa3MOGJIAaCTHOU JuUMdomMe
(ITBJ1) matupyetcsa 1997 r, koraa H.J. Delecluse u coaBT.
ONMCa/IY CaMOCTOSITe/IbHbIN BapUAHT JUMPOMBI C Xapak-
TEpHOH JIOKaJMU3alueld NepBUYHOIO OIYyX0JIEBOr0 o4ara
B noJsioctd pta. [IBJl npenmyiiecTBEHHO pa3BUBAeTCA
y BUY-unounupoBanHbix nauueHToB [1]. C TeyeHueMm
BpeMeHHU NOSIBUJIMCh CBeJleHUs1 0 MHOT00OpasHuu Jpyrux
Jqokanusauuit [1BJI U ydacTuanch caydau JUarHOCTHKU
3TOro BapHaHTA OMYyX0JM y O60JIbHBbIX, He HHUIHUpO-
BaHHblIx BHY. Ceromua IIBJI paccMaTpuBaeTcs Kak
BapHUaHT B-kpynHokJieToyHOH JMMQOMBI, Yallle BCTpeya-
IoLUiica y 60ybHBIX ¢ BUY-uHbeknue.

[IBJ1 — kpaiiHe pefikoe 3a6oseBanue. Cpeau 1umMmoom,
cBsi3aHHbIX ¢ BUY-undekuuel, yacrora I1BJI cocTtaBisieT
okoJsio 2 % [2]. [IBJI Takxe BcTpedaeTcsl y MallMeHTOB C
HaJMuveM UMMYyHoZedULMTa UHOU aTHoM0ruU. PaKTH4e-
cKasi yactoTa pa3BuTus [16J1 y sinL, He UHGULIMPOBaHHBIX
BUY, HeusBecTHa.

B 2015 r. ony61MKkoBaHa paboTa, B KOTOPOU MpoBeJeH
aHa/lu3 MpeACTaBJeHHbIX B JuTepatype 590 HabJt0-
nenuit [1BJ1 [3]. BUY-undekuusa umena mecto y 63 % mna-
LIMeHTOB, y 28 % — 6b11 BUY-oTpULaTeNbHbIN CTATYC, ¥
6 % — 3aboJieBaHHe Pa3BUJIOCH NOC/Ie TPAaHCIJIaHTAL MU
COJIUAHOTO OpraHa WJIM TeMOINO3THYEeCKUX CTBOJIOBBIX
KJ1eTok, B 3 % cay4aeB [1BJl 6bl1a pe3ysbTaToM TpaHC-
dopmauuu Apyroyd reMaToJsIOrMYecKOM OMYXOJH, dalle
XpoHUYecKoro juMbosieiikoza U QOTUKYJISIPHON JIUM-
¢dombl. 3aboJieBaHME BCTpPeYaJoCh Y BCeX BO3PACTHBIX
rpyI, cCpeiy NallueHTOB IPpeBaJMPOBaJIM JULA MY>KCKOT0
nona (75 %). Meauana Bo3pacta 601bHbIX [1BJ], uHbULIU-
poBaHHbIX BUY, cocTaBusa 38 seT. B npencTaBieHHON B
paboTe BbIGOPKE Ha J0JII0 JeTCKOro Bo3pacTa NpHUIIIOCh
3,5 % HabJII0jeHUH, 60JIbIIMHCTBO AeTel 6bl1d BUY-uH-
$ULIMPOBAaHHBIMHU.

Hanbosiee yacTas JoKaJn3alus OMyXoJayd — M0JOCTb
pTa (oxoJsio moJioBUHEBI ciaydaeB BUY-acconunpoBaHHON
[1BJI). Bropass mo yacTtoTe JIOKaJu3aLUsl — KeJyJ04-
HO-KHIIEeYHbIH TpakT. KpoMe Toro, npu 3TOM BapuaHTe
ONYXOJIM BO3MOXHO TopakeHHe JUMdaTHYeCKUX Y3JI0B,
koxH, kocteld, JHC, BHyTpeHHUX opraHoB. B ciydyae 3kc-
TPaHOZa/JIbHOTO paclpoCTpaHeHUs OMyX0JIM BOBJIeYeHHe
KOCTHOro Mo3ra orMevaeTtcs y 30 % nanueHToB. OfHaKO
IepBUYHOE MOpakeHHe KocTHoro mosra npu IIBJI —
penkoe cobbiThe. ].J. Castillo u coaBT. npoBesn aHaIU3

MeaULMHCKOUN uTepaTyphl ¢ 1997 o 2010 1., BKJIIOYUB B
cBot 0630p 76 caydaes [1BJ] y 1ul, He UHQUITUPOBAHHBIX
BUY. B maHHOU kaTeropuu naunuenTtoB yactoTa IIBJI c
nopakeHueM KOCTHOIr'0 Mo3ra coctaBujia 15 % [4].

OfHa U3 HauboJsiee BaXXHBbIX QPYHKIUNW repMUHATHUB-
HOro LeHTpa $oJIUKyAa JUMMdaTHYeCKOoro y3ja — IMpo-
AyKius B-kjeTok ¢ BbICOKOU cTeneHblo apPUHHOCTU K
onpezie/leHHOMY aHTUTeHY [5]. BrepMuHaTHBHOM LieHTpe
B-k/J1eTKM MUTPUPYIOT M3 CBETJOH 30HbBI B TEMHYIO B
Lessax GopMUpOBaHUA MONYJIALUM B-KjeTok ¢ BbICOKO-
adduHHBIM B-KyeTOuHBIM penenTopoM. IIpoucxoaaT
CcoMaTH4yeCcKue MyTalluM, B pe3ysbTaTe yero GpopMupy-
10Tcsl B-kjeTku ¢ IgM-noBepXHOCTHBIMM pellenTopaMu
[6]. Janee B-kaeTKu MoABepralwTcs PeKOMOWHALUMU C
nepeKk/lOYeHueM KJjacca UMMyHornobyauHoB (IgA, IgE,
IgG), yTo yBesW4YUBaeT pasHoOOpasue aHTUTEN. AyTo-
VMMYHHble WJIM aHepruyHble B-K/eTKW NojBeprarTcs
BHYTPEHHEMY WJIM BHELIHEMY allONTO3Y, KOTOPbIN MOXET
ObITh 3aMyLeH pa3JMYHbIMU MexaHu3MaMH [7]. B cBeT/101
30He (QOJIIMKYJIOB NPOUCXOAUT cesieKLUs B-kyeTok c
BbICOKOAPPUHHBIM B-K/IETOYHBIM penenTopoM U AU-
depeHIIMpPOBKA UX B [JOJTOXKUBYIIME B-K1eTKM NaMATH U
nj1a3MoluThl. [lepefaya cUrHa/IOB, KOTOpas NPUBOAUT K
JuddepeHIMPOBKe MIa3MaTHUYECKUX KJIETOK, BKJIIOYaeT
WHaKTuBaLuio ¢akTopoB TpaHckpuniuu PAX-5 u BCL-6
yepe3 ¢dakTopbl TpaHckpunuuu BLIMP-1, XBP1. Yactb
aKTUBHUPOBaHHBIX B-KJIeTOK Ha 3Talne M/1a3MOKJIeTOYHON
IuddepeHIIMPOBKU TPaHCHOPMUPYETCS B [1J1a3M06J1aCThI
u deHoTunuyecku skcnpeccupyet CD38, IRF-4/MUM-1,
yTpadyuBas akcnpeccuro CD20.

Cybctpatom IIBJI cuuTaetca miaasMobJjacT —
KpyIlHasi akTUBHpOBaHHas B-k/eTka, koTopas nmojBepr-
Jlacb COMaTH4YeCKOW TulepMyTallUM U peKOMOWHaLUU
C IepeKJIIOYeHUEM KJIACCOB MMMYHOIVIOOYJMHOB U
HaxoAUTCsl B Ipoliecce NpeBpalieHUs B 11a3MaTHY€eCKYI0
kJeTKy. [IpucyTcTBHe m/1a3M06J1acTOB OTMevaeTcsl B
TUCTOJIOTHUYECKUX NpenapaTax peakTUBHO M3MeHEHHbIX
JUM$aTUYEeCKUX Y3JI0B NPU BUPYCHBIX UHOeKUAX (BU-
pyce dniuteitHa—bapp [BIB], Bupyce uMmmyHoaepunura
yesioBeka [BUY]). [Ipu B3b-undekuuu akTUBUpyeTCs He-
CKOJIbKO MeXaHU3MOB, NPeNATCTBYOLIUX BHYTPEHHEMY U
BHeLIHEMY anonTo3y B-kjetok [8].

JuarHoctuka [1BJ1 — TpyzaHas 3aaaya, T. K. MopdoJio-
Ul KJETOK MOXeT HalOMHWHATb [J1a3MO6JIacTHbBIN
BapUaHT MHOXeCTBEHHOHW MuesoMbl. OTMedaeTcss JUP-
Gy3HBI XapaKTep OIyX0JIeBOTO pOCTa, ONYyXoJeBble
KJIETKU KPYTIHbIe, C 0OMJIbHOM IIUTOIJIa3MOM U LieHTpaJlb-
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HBIMU OKDPYIJIBIMU WMJIM OKpPYIJIO-OBaJbHBIMHU fI[paMM C
OJHUM LIeHTPaJbHO PAaclOJIO)KeHHBIM KpPYIHBIM BbIpa-
>)KEHHBIM S1PBIIIKOM M LIUTOMOpdoJoruen, ueHTUIHON
MMMYHOGJACTy, UJIM C OKPYIJIbIM TUIIEPXPOMHBIM SAPOM
C HECKOJIbKMMH HebGOJIbIIMMHU SIAPbILNIKAMU U LJUTOMOD-
dosorveit mnasmobsacta. [Ipy mopakeHUH CJAU3UCTOHU
060J104KK moJiocTU pTa ¥ BUY-uHOUIIMpPOBAHHBIX Ma-
LIMeHTOB OMyXxoJ/ieBble KJIETKH BBIMIAAAT KaK KpyIHble
LeHTPOO6JIacThl /UM UMMyHOOJACcThl. B TO ke BpeMs
BbIpa)KeHHas1 IJla3MOKJeTo4yHass AuddepeHHMpPOBKa
¢ dopMHUpOBaHMEM MONYJALMM KPYMHBIX OMNYXOJEBbIX
KJETOK C 3KCLEeHTPUYEeCKU pacCHoJIOKeHHbIMU fpaMH,
6a30¢ubHON LUTOMIA3MON ¢ MopdoorHuend mjaa3Mo-
6J1aCTOB MJIM MMMYyHOO6JIACTOB yallle BCTpedyaeTcsl MpHU
3KCTPaHOAAJIbHON JIOKaJIU3alM{d OIYX0JM B Yy4yacTKax
BHe IMpeJieJloB CJHU3UCTOM 060JI0YKM MOJOCTH pTa y
BUY-oTpunartenbHbix nauueHToB. g [1BJ1 xapakTepHbl
KpyIHble 04aru HeKpo3a, BbICOKasi MUTOTHYeCcKas aKTHB-
HOCTb OIYX0JIEBbIX KJIETOK C BbIpaXKEHHBIMU IPU3HAKaMHU
amonrosa [9].

XapakTepHasi ocobeHHOCTb cybcTpara [1BJ1 3akioya-
eTcsl B TOM, YTO Ha ONyX0JIeBOU KJeTKe 3KCIPeCCUPYIOTCs
Mapkepbl IJ1a3MOKJIEeTOYHOM [AuddepeHIIMPOBKU MpHU
yTpate B-kjeTouyHbIxX. OnyxoJieBble KJAETKH, KaK IpaBUJIo,
akcnpeccupyotT CD79a, IRF-4/MUM-1, BLIMP-1, CD38,
CD138 [9]. Bo3aMo:xkHO IPUCYTCTBUE IKCIPECCUU OJHOTO
WA HEeCKOJIbKHUX M3 NepevyuCcIeHHbIX Bbllle MapKeposB.
Onyxo/ieBble KJETKH He 3KCIpeccMpyloT B-kJjieTouyHble
Mapkepbl CD19, CD20, PAX-5. OgHako B psifie cjiy4aB Co-
xpaHsieTcst akcnpeccusi CD45, ciabas skcnpeccus PAX-5.
Tak, o gaHHbIM 0630pa J.J. Castillo u coaBT., akcnpeccus
CD45 ormedanack B 33 % cay4daes [1BJ1 [4]. UHorAa MoxeT
HabJtofaTbcsl abeppaHTHasi sKcnpeccusl T-KJIeTOYHBIX
MapkepoB CD2 uiau CD4 [10], CD10. KyneTku omyxoJy,
KaK NpaBuJio, 06J1afjal0T BbICOKON mposindepaTUBHON
aKTUBHOCTbIO. JKcnpeccuss 6Geska MYC BbisgBiseTcs
npuMepHo B 50 % ciyyaeB M KOppesupyeT ¢ HaJu4ueM
reHeTnyeckux nepecrpoek rena MYC. IlpumepHo B 70 %
HabsoZeHud oTMedaeTcs skcnpeccuss EBER (B3b-konu-
poBaHHble PHK) [3].

[Ipy aHanuze MeJULMHCKON JIMTepaTypbl Mbl
BCTPETUJIM ONMCaHHe KJIMHHWYecKoro HabuogeHus I1BJ1
KocTHOro Mo3ra y BUY-uHuuupoBaHHOro mamnueHTa c
HeOObIYHBIM (EHOTHUIIOM ONYyX0JieBbIX KJeTok. CD38- u
CD138-HeraTuBHas [1BJl 6bly1a ycTaHOBJIEHA Y MaljUeHTa
¢ juMmdaZieHonaTHel, renaToclnjeHoMeraivel, Haau-
yueM BIB-undekunu, BUY-nonM0KUTENBHBIM CTATYyCOM,
TpaHcaoKanued redHa MYC, akcnpeccueil OnyxoJsieBbIMU
KJieTKaMU B-kjieTouHoro Mmapkepa BOB-1, a Takxe CD45,
MUM-1, EMA. UHpekc nposddepaTUBHOM aKTUBHOCTHU
Ki-67 cocraBusa 95 % [11].

[Ipy aHasn3e MOpPOIOruyecKUX U UMMYHOTUCTOXU-
MHYeCKUX MapaMeTpoB onyxosu [16J] 6o/iee HanmoMyUHaeT
MJ1a3MOGJIaCTHBIM BapUaHT MHOXXeCTBEHHOM MHEeJIOMBI.
OaHaKo 1Mo AaHHBIM [EHOMHOI'0 CEKBEHUPOBAHUSA 3TO 3a-
6oJieBaHUE, I0-BUAUMOMY, Osmke K fuddy3Hoit B-kpyn-
HOKJIeTOUHOHU JuMdome [12].

JuddepeHnianbHbIN [UarHo3 Npex/jie BCero NpoBo-
JUTCS C MJIa3MOO6JIaCTHbIM BapUaHTOM MHO>KeCTBEHHOM
MHEJIOMBI.

Mex/yHapoAHblil nporHoctuyeckuil uHpaekc (IPI)
sIBJIIeTCSl HauboJiee pacpoCTPaHEHHbIM /1 CTpAaTUDHU-
KallM{ PUCKa NPOrpeccUpoBaHUs arpeCcCUBHbBIX JUMGOM,.

K/TMHNYECKAA OHKOTEMATO/ON 4

Y4UTBIBalOTCS TaKKe MapaMeTphbl, Kak BO3pacT, o611iee co-
CTOsIHME 6O0JIbHOTO, aKTUBHOCTb JIAKTaTAeTUAporeHasbl
(JIAT), KoaM4ecTBO 3KCTPaHOAAJIbHBIX 0YaroB, CTaJus
6oJie3HU. B cepun peTpOCHeKTUBHBIX MCCJIeOBaHUN
[I0Ka3aHo, YyTo napameTpsl [Pl uMeloT nporuoctuyeckoe
3HavyeHue y nanueHToB c [IBJI. OgHako npeAUKTOpaMu
He6JIaroNpUATHOrO0 NPOTHO3a B 6OJIbllell CTeNeHU BbI-
CTyNaloT NO3/HsAs cTaAus 60J1e3HU U TsKeJloe obliee co-
cTtosiHUe 6oJibHOro Mo 1kane ECOG, yeM Takue GpaKkTopHI,
Kak aKTUBHOCTb JI/I' U BOBJIedeHHEe KOCTHOrO MoO3ra
[13-15]. B HekoTOpbIX paboTax coobLiaeTcs 0 Hebaro-
NPUATHOM IPOTHOCTUYECKOM 3HAYeHUM IepecTPONKHU
rena MYC npu I1BJI [10]. Tak, peapaHxupoBka rena MYC
y BUU-unbuupoBanHbix 60bHbIX [1BJ] 6b1y1a cBsA3aHa C
6-KpaTHBIM yBeJMYeHHWeM pHCKa JIeTaJIbHOTO MCX0Z4a Mo
Jar060i npuynHe [14]. [To ganHbiM ].]. Castillo v coaBT,, npu
Ki-67 > 80 % oTMevanuch XyALIKe TOKa3aTeJu BbKUBae-
MOCTHU GOJIbHBIX [4, 14].

[IBJI xapakTepu3yeTcs arpecCUBHbIM Te4YeHHEM,
YacTbIMU peLUAUBaMM, HU3KHMM IOKasaTeJsIMH Bbl-
*)kuBaeMmocTu. [IporHo3s npu I[IBJI HebGsaronpusTHHIN.
OnuvcaHbl eJUMHUYHbIE CAy4Yyau CIOHTAHHOW perpeccuu
[IBJ mnocne Havyajsa aHTUPETPOBUPYCHON Tepanmuu
y BUY-unounupoBaHHbIx 60ybHBIX [16, 17]. B 0630pe,
B KOTOPOM MpOAaHa/JM3UPOBAHbI pe3y/abTaTbl Tepanuu
y 112 BUY-undunupoBaHHbix 60sbHBIX [1BJ], MeauaHa
obmeir BbDKUBaeMocTd (OB) cocraBuna 15 wec,
a 3-netHsasa OB — 25 % [18]. B MHoroueHTpoBOM pe-
TPOCNEKTUBHOM MCCJe[J0BaHUM, B KOTOPOe BKJIIYEHO
50 BUY-unodunupoBaHHbIx 60abHbIX [1BJ], mosyyaBuinx
aHTUPETPOBUPYCHYIO Tepanuto, 5-1eTHss OB 6b11a 24 %
[14]. B uccnenoBaHuu, BKJIOYaBIIeM 76 60bHBIX [1BJ],
He uHuuupoBaHHbIXx BUY, meaumana OB cocraBusia
9 Mmec., a 2-netHsasg OB — Tosabko 10 %. B aToit pabote
MOKAa3aHO CTAaTUCTUYECKU 3HauMMoe yjydllleHHhe MOoKa-
3aresieil OB mauueHTOB, y KOTOPBIX KOHCTAaTHpOBaHa
M0oJIHAs peMHUCCHs TocJe XMMHUOTepanuu. [lo JaHHBIM
0HODAKTOPHOTO aHa/u3a, NPOBEeJEHHOr0 aBTOpPaMH,
TOJIbKO TakoW ¢(aKTop, KaK AOCTHKEHUEe IOJHOU pe-
MMCCHUH, UMeJ IPOrHOCTHYEeCKOoe 3HaueHue [4].

BBuay Toro, yto [1BJ1 — peznkas Ho3os10THs € KpaiiHe
He6J1aroNpUATHBIM NIPOTHO30M, /10 HACTOSIILEr0 BpeMeHU
He CyllecTBYeT eJUHOro CcTaHAapTa Tepamnuu. CorysacHo
pekoMeHJauusAM HanuoHanbHOM BceoOblied OHKOJIOTH-
yeckoit cetu (NCCN), pexxum CHOP (mukinodocdamup,
JLOKCOPYOHUIIMH, BUHKPUCTHH, IPeJIHU30JI0H) He SIBJsAeTCs
cxeMoH Bbi6opa. Heyzauu JiedeHUs1 JUKTYIOT HEOOXOAu-
MOCTb MHTeHCUPUKaUUM Tepanuy. Hauuim npumeHeHue
Takue pexumbl, kak EPOCH (3Tomo3uj, BHUHKPUCTHH,
JloKcopy6ouLuH, uukiaodpocbamuy, npeaHusoson), CO-
DOX-M/IVAC (uepepoBanue kypcoB CODOX-M — nukJo-
docdamuji, BUHKPUCTHH, [JOKCOPYOHUIMH, BbICOKHE [103bl
MeToTpekcaTa U IVAC — udocdamu/i, 3T0M031J, BbICOKHE
Jlo3bl uTapabuxa), hyper-CVAD (nukinodocdamus, BUH-
KPUCTHH, JOKCOPYOMIMH WU JeKcaMeTa3oH 4epeayTcs
C MeTOTpPeKCaTOM W IUTapabMHOM B BBICOKUX [103aX)
[19]. TpaguuoOHHO MefUaTpUYeCKUe PeXUMbl GJIOKOBOM
Tepanuu BbICOKOArPeCCUBHBIX JUMQPOUAHBIX OIMyxoJel
OblIM aJallTUPOBaHbl JJIs JleueHUs] B3pPOCJbIX OOJIbHBIX
(nmpotoxon mNHL-BFM-90) [20, 21]. OfHako pe3y/nbTaThbl
NpUMeHeHUs U 6ojlee UHTEHCHBHBIX PEXUMOB NMPOTHUBO-
ONyX0JIeBOM Tepalmuy MOKa OCTAIOTCA HEeYyJ0BJIETBOPH-
TeJbHbIMU. JlOKa/ibHas JiydeBas Tepanusl NpHUMeHseTcs
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Puc. 1. ®oto naumeHTa . B gebrote nnaamobnacTHON numcoMbl. BelpaxeHHas renatocnneHomeranma. YepHbiM LLBETOM Ha KOXe XMBOTa
OTMEeUY€eHbl NePKYTOPHO 0603HAYEHHbIE NTIMHUM HUXXHEro Kpasi MeyeHu U cene3eHkun

Fig. 1. Photographs of patient P. at the onset of plasmablastic lymphoma. Pronounced hepatosplenomegaly. The lower edge of the liver
and spleen, estimated by percussion, are marked in black on the abdomen skin

B COYETAHUM C XMMHOTepanveld. TeM He MeHee OMNBIT HC-
M10J1b30BaHUs 06/1y4eHUs TUMUTHUPOBAaH MaJIol BIGOPKOH
60JIbHBIX. TpaHCI/IaHTALMs @y TOJIOTMYHbIX [eMON03THYe-
CKHX CTBOJIOBBIX kJeToK (ayToTI'CK) B nepBoit pemuccuu
MOXET Y/IYYIIMTb pe3yJbTaThbl JiedeHUsl 6osbHbIX [1BJ1
[22]. B uccnenoBaHuy, Bk/Io4aBiieM 9 60sbHbIX [1BJ] 6e3
BUY-undeknuu, npu BbinosHeHWH ayToTI'CK 5-neTHss
OB coctaBuia 60 % [23]. [IpoBeseHre TpaHCIJIaHTALUMH
QJIJIOTEHHBIX T'eMONO3TUYECKUX CTBOJIOBBIX KJETOK (aJ-
10TI'CK) 6o0sbHBIM [1BJI, nHPuuMpoBaHHbIM BUY, noka-
3aJ10 OrpaHUYeHHY10 3pPeKTUBHOCTD [24].

YuuTbiBasg Mm1a3Mo6acTHY0 JUPdepeHLIUPOBKY
ONYXO0JIEBBIX KJIETOK, NPeJIPUHATH! NONBITKU Je4eHUs
[IBJ npenapaTaMy, HCHOJb3yeMbIMU IIPU MHOXe-
CTBEHHOH MHUesioMe. B He6oIb1IMX cepUusAx Hab/II0geHUH
nokasaHa 3(QQeKTUBHOCTb HHIMOGUTOpPAa NPOTEacOMbl
6opTe3oMHba B MOHOpEXHMe HJU B KOMOUHALUMU C
xuMHoTepanuei [25, 26]. UMetoTcs coob1eHMs 0 JOCTH-
>KeHUH BPeMeHHOT0 TPOTHBOOINYX0/1eBoro adpdeKTa Npu
peuunguBax [1BJ] nocie npuMeHeHUsI UMMYHOMOAYIUDPY-
I01L[eTO areHTa JeHanugomMuaa [25, 27].

[To suTepaTypHbIM JaHHbIM, B 30 % Hab/0JeHUN
onyxoJieBble KJeTKH 3kcnpeccupyoT CD30. B ny6auka-
LIMAX eCTb ONMCAHUA CAy4yaeB NPUMeHeHUs OpPeHTYKCU-
Maba BeloTUHA npu penuansax [1BJ1 [27, 28].

TakuM o06pa3oM, HecMOTps Ha CylleCTBOBaHHe
Pa3HO006pa3HbIX JiedeOHbIX MOAX0/J0B, pe3yabTaThl NPO-
TuBOoNyxoseBol Tepanuu IIBJI ocTaloTcs Heys0BJeTBO-
puTenbHBIMU. Llesib HacToALeN pabOThI 3aKJ/II0YaeTCs B
npeJjCcTaBJeHUU UCTOPUM 60JIe3HHM MOJIOZOro yesloBeKa
¢ BUY-oTpunaTenbHbIM cTaTycoM. Y 60JibHOro 6Obliaa
penkas sokanusauusa IIBJI — mepBUYHOe MOpakeHHe

KOCTHOr0 Mo3ra. B JaHHOM Ha6J/10fleHMH peasn30BaHa
nporpaMMa HWHTEHCHUBHOIO MHOTOKOMIIOHEHTHOI'O Jie-
KapCTBEHHOI'0 BO3/JleMCTBUSA Ha ONYX0Jb C BKJIIOUYeHHEM
TapreTHbIX NpenapaToB (60pTe3oMub, AapaTyMyMab), a
TaKXe NocJieloBaTebHOM ayTo- U anaoTI'CK.

KNMHUYECKOE HABJTIOAEHUE

[Maguent II., 19 jseT, oTMeTUJ1 NOSBJIEHHE JIMXOPALKH,
6os1 B ropJe, 3aTeM NpPUCOeAUHUJIACh UHTEHCUBHas
60J1b B KOCTSIX CKeJieTa. bosieBoit cuHApOM HapacTail, Bo3-
HUKJM TPYJHOCTU NpU nepefBuxeHUU. O6cnenoBascs
y peBMaToJsIora, JaHHBIX 3a CUCTeMHOe 3aboJieBaHHe
COeIMHUTE/IbHON TKaHU He moJydeHo. Yepes 2 Mec. mo-
SIBUJIMCb U3MEHEeHHUs B reMorpaMMe (aHeMust U TpoM6oO-
LMTONEHUsI), AUAarHOCTUPOBaHa renaToCHJeHOMeraaus.
25.06.2019 r. 6oa1bHOM noctynua B PTBY «HMUL] rema-
Tosioruu» M3 P® B Tsxxe/IoM COCTOSIHUU, 06YCI0BJIEHHOM
WHTOKCHUKALUOHHBIM CHHApPOMOM, ¢$eOGpuIbHON JIKXO-
paZikoil omMyxoJieBOro reHe3a, acTeHu3alueil. BosbHOH
He 6bl1 HHOULMPoBaH BUY, xpoHnveckux 3a6oseBaHUN
He DperucTpyupoBas, JieKapCTBeHHble IpenapaTbl He
nosay4das. [Ipy mocTynjeHUM OTMevasWChb BblpakeHHas
renaTociJleHoMerajaus, pacllipeHde BeH IepefHed
OprolHOM cTeHKH (puc. 1).

B remorpamMme mnpu mnoctynaeHud (25.06.19):
reMorsio6us — 71 r/a, TpomGouutsl — 82 x 10%/,
JgedkonuThl — 4 x 10°/51. [lo JaHHBIM 6GUOXUMUYECKOT O
aHaJM3a KpoBu: anbbyMUH — 25 r/a, menoyHasa ¢oc-
daTtaza — 772 epn./n, acnapTaTaMUHOTpaHcdepasa —
95 epn./n, anaHuHaMMHOTpaHcdepaza — 32 en./Jj,
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Puc. 2. TpenaHo6uonTaT KOCTHOro Mo3ra. 'mcrtonornyeckuii npe-
napat. Cpean KpynHbIX O4aroB HeKpo3a 4acTb KOCTHOMO3rOBbIX
nonocrtel BbiNnosHeHa AUMAY3HbIM MHPUABLTPATOM U3 KPYMHbIX
OMyXO/eBbIX KETOK C nnasmobnacTtHoin mopdonornen. Okpacka
remMaToKCU/IMHOM 1 303MHOM, X400

Fig. 2. Bone marrow core biopsy sample. Histological specimen.
Among the large necrotic lesions, some of bone marrow cavities
are filled with diffuse infiltrate containing large tumor cells with
plasmablastic morphology. H&E stain, x400

JIAT — 4686 epn./n, y-rayTaMUATpaHCIeNTHAA3a —
312 epn./n; pApyrue ImokasaTejqu B Ipejeax HOp-

MasIbHbIX 3HayeHUU. [IpoBeleHO THUCTOJOTHYECKOE
vccjiefj0BaHUe TpenaHOOMONTAaTa KOCTHOTO MoO3ra
(26.06.19). KocTHOMO3roBble IMOJIOCTU TOTaJbHO

BbINOJIHEHDB! JUGPY3HBIM NpoardepaToM U3 KPYMHbIX
aHallJla3UPOBaHHbBIX KJIETOK € MopdoJoruel njaasmoo-
JIaCTOB C OKPYTJBIMHU SIipaMH, OTYETJUBBIMU s pbILI-
KaMu, UPOKOH cBeT/ION nuTonaasmoi (puc. 2).

KpoBeTBopHast TKaHb pe3Ko peAylLMpoBaHa. B yactu
KOCTHOMO3TOBBIX I10JIOCTEH BbIIBJEHbl OTEK CTPOMBI,
OYaXXKKM HeKposa C IpU3HaKaMMU opraHusauuu. UMmy-
HOTMCTOXMMHYECKOe HCCJe/loBaHMe IPOBOJUIOCH B He-
CKOJIbKO 3TanoB. OnyxoJsieBble KJAETKU 3KCIpeccupoBaIn
CD138, Vs38C, CD38, CD45, IgA, A, MUM-1, XBP1, EMA;
unpekc Ki-67 cocrasus 60-70 % (puc. 3).

Peaknjuu ¢ ApyruMy MapkepaMy U3 LIMPOKOH NMaHe r
HUCII0JIb30BaHHbIX aHTUTEJ, B T. 4. CD3, CD19, CD20, CD30,
CD34, CD56, uyukaud D1, CD43, CD68, CD163, CD10,
HHV-8, BUMeHTUH, KepaTUHbI, JTU30LUM, ObLIM OTPHULA-
TeJibHbIMU. EBER-I0O3UTHBHBIX KJIETOK HE 0GHApPYKEHO.
[lo [JaHHBIM MMMYHOXUMHYECKOIO0  HCCIe0BaHUSA
KpoBU U Mouu (25.06.19) BbIsIBJIEHbI MOHOKJIOHAJ/IbHAS
cekpenus napanporeuHa AA 2,3 r/j, cBo60JHbIE JIeTKUE
yenu (CJIL) A 303 mr/a, akckpenus 6enka benc-/xoHca
(B) A 0,64 r/cyT, KOHLeHTpalus MOJUKIOHAJbHbBIX
MMMYHOIJIOOYJIMHOB B IIpejieslaXx HOPMbI, NOBBIIIEHHbIN
2-mukpornobynun — 12,1 mr/a. [lpu uMmMyHOdEHOTH-
NUPOBAaHUU KJIETOK KpoBH (27.06.19) oTMeuanach abco-
JII0THasi TUMGONEHUsA CO CHIKEeHUEM 4YHcja OCHOBHBIX
cyononynsuuit auméonutoB u NK-kneTtok. B-numdo-
LIMTBI NOJIMKJIOHA/bHBIL.

JlaHHble HWHCTPyMeHTa/IbHbIX MCCJeJ0BaHUN TMo-
Kasaju ciaeaytoulee. Y3U opraHoB OpOLIHON MOJIOCTH

K/TMHNYECKAA OHKOTEMATO/ON 4

(27.06.19): mpaBag foas nedenu — 280 x 155 MM, seBas
Joss nedeHu — 200 x 109 MM, BeICTyIaja U3-1I0J Kpas
pebpa Ha 17 cM; ceneseHka — 225 x 87 mm. KT opraHoB
OPIOLIHOM MTOJIOCTH C B/B U NlepopaJibHbIM KOHTPacTHUpPO-
BaHUeM (27.06.19): renaTocnieHoMerajus, neueHb pe3Ko
yBesiMueHa (BepTHUKaJbHbIN pa3Mep 29 cM), cesie3eHKa —
160 x 65 x 250 mM. Ha puc. 4 npexactraBaensl KT-cHUMKU
OpraHoB GpIOLIHOM MoJI0CcTH NanueHTa I1.

[To nauubIM KT opraHoB rpyfHoON KJeTKH, MOSCHUY-
HO-KpeCTLI0BOr0 OTAesa I[03BOHOYHHMKA, KOCTeH Tasa
OCTeO0/leCTPYKTHUBHbIX M3MeHeHUH He oTMeueHo. [lepu-
depuyeckoit 1MMdaeHONATUH He BbISIBJIEHO.

TakuM 06pa3oM, Ha OCHOBAaHMU JAHHBIX NPOBeJEH-
Horo o6cijiefoBaHus 6bl1a yctaHoBjeHa [1BJI ¢ mopaxe-
HHeM KOCTHOT0 M03Ta, IpoTeKalollas ¢ renaToclnjieHoMe-
raauey, cekperuei napanporenda AA, CJILA, akckpernueit
6esnka BJA. BBUAY TsXKECTH COCTOSIHUSL OOJIBHOTO U
Heo0X0JMMOCTH CPOYHOT0 HayaJjla JieueHHs BbINIOJIHEHH e
MO3UTPOHHO-3MUCCUOHHOM ToMorpaduy, CoOBMelleHHON
¢ komnbloTepHoi ToMmorpadueit (II3T/KT), B pebrote
3a60JieBaHUs He IPeJCTABIANI0Ch BO3MOXHBIM,

YuuTbiBass arpeccUBHOe TedeHHe 3aboJsieBaHUS,
MOJIOZIOM BO3pacT 6OJILHOTO, pellleHO HayaTb WHTEH-
CHUBHYI0 6JIOKOBY}0 MHOTOKOMIIOHEHTHYIO Tepanuio 1o
npotokosy mNHL-BFM-90 ¢ 3aMeHoli BUHKPUCTUHA Ha
6opte3omMub. KpoMe Toro, BBUAY 3KCIpPECcCHUU OIyXoJie-
BbIMU KJIeTKaMU KocTHoro mMo3sra CD38 k npoBogumoi
Tepanuu [J06aBJIEHO MOHOKJIOHa/JbHOe aHTU-CD38-
aHTUTeJIO AapaTyMyMao.

C 02.07 no 06.07.2019 r. npoBoauiack npexndasa
nukiaopochamugom (200 mMr/m?) U JleKcaMeTa30HOM
(10 mr/m?). C 07.07.2019 mo 20.09.2019 r. BbImOJ-
HeHOo 4 6Jioka NOJMXMMHOTEpPANMU IO MporpaMme
mNHL-BFM-90 [29] c 3aMmeHOU BUHKpPUCTHHA Ha 6opTe-
30Mub U Jo6aBieHUEM Aapatymymaba (6Jiok A: MeTo-
Tpekcat 1000 mr/m? B 1-ii sienb, upochamuy 800 mr/m?
B 1-5-ii ieHb, foKcOpy6ULIMH 25 Mr/m? B 1-2-11 fieHb, JieK-
cameTta3oH 10 mr/m? B 1-5-ii aeHsb, stono3us 100 mr/m?
B 4-5-ii geHb, nurapabun 100 mr/m? B 4-5-U [eHb,
6opresomub 1,3 mr/m? B 1, 4, 8 u 11-i1 aHuU; Gsok B:
metotpekcatr 1000 mr/m? B 1-i1 geHb, nqukaopochamus
200 mr/m? B 1-5-11 ieHb, loKCOPYOUIMH 25 Mr/M? B 4-5-1
JleHb, fekcameTa3oH 10 mr/m? B 1-5-ii sieHb, 60pTE30MUG
1,3 mr/m?B 1, 4, 8 u 11-#i nuu). JJapatymyma6 BBOAUJICS
eXXeHeJleJIbHO B 103e 16 Mr/Kr, cyMMapHoO 14 BBeJeHUI.
MeXKypcoBOM HHTepBas coCTaBjsa 16 paHeil. BBuay
pa3BUTHUA UHOEKLHOHHBIX OCJ0XKHEHHUM NOCJe MepBOro
6J10Ka MEXXKYpPCOBOM IlepephIB YBeJIMYeH Ha 4 JiHA, fAajee
BpeMeHHble MHTepPBaJbl COG/II0AANIUCh COTJIACHO NMPOTO-
koJy. [locsie 2 6J10KOB MOJUXUMUOTEPANIMU JOCTUTHYTA
HMMYyHoxuMU4ecKas pemuccus (21.08.2019 r.), Hopmanu-
30BaJINCh pa3Mephbl NeyeHH, 6MOXUMHUYeCKUe NIoKa3aTeJy,
KynHupoBaH 00JIeBOH CHHJAPOM B KOCTSX. 3arOTOBJIEHBI
ayTOJIOTMYHble TeMONO03THYECKHEe CTBOJIOBbIE KIETKHU.

Ha puc. 5 npeacraBnena ¢portorpadus 6osbHoro I,
BbINOJIHEHHAA N0C/Ie 4 KypCcoOB TepanuH.

Yepes 4 Mec. mocje HayaJa Tepalvy BbINOJHEHA
ayToTT'CK nocne xonaunuonupoBaHuss CEAM (yioMmycTuH,
3TONO03U/], UUTapabuH, Mesdanan), nepeauto 3,3 x 10°/kr
ks1eTok CD34+. [locTTpaHCNIaHTallMOHHBIN IEPUOJ, OCI0XK-
HWICA 3nu304aMu peaktuBanuu OPBH, 6ponxuTa, mpoBo-
JlMJ1ach aHTHOaKTepraibHasl ¥ TPOTUBOBUPYCHAs Tepanus,
JIMTE/IbHO COXPaHsIach TPOMOOLMTOIEHHSI.
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A — peakuns ¢ aHTuTenamm k CD45. BonbWMHCTBO OnyxoneBblx KNeTok CD45-no3nTuBHbIE; b — peakuns ¢ aHTuTenamu k CD38. Monoxutens-
Hast MeMOpaHHasa peakLmMsa Ha ONyxo/eBbIX KneTkax; B — peakuus ¢ aHtutenamm kK MUM-1. MonoxutensHas agepHas peakums Ha onyxoneBbIxX
knetkax; T — peakuusa ¢ aHtutenamm K Ki-67. Mngekc nponundepaTtnBHoi akTBHOCTU Ki-67 coctaBnsgetr 60—70 % NONOXUTENbHbIX KNeToK

onyxoneBoro cyécrpara

Fig. 3. Inmunoassay:

A — CDA45 antibody immunoassay. Most of tumor cells are CD45-positive; 5 — CD38 antibody immunoassay. Positive membrane reaction in
tumor cells; B — MUM-1 antibody immunoassay. Positive nuclear reaction in tumor cells; ' — Ki-67 antibody immunoassay. Ki-67 proliferation

index is 60-70 % of positive tumor cells

Yepes 2,5 mec. nocse ayToTI'CK manueHT 6611 06C1€-
JI0BaH, COXpaHsJacb MMMYHOXUMHYecKas peMMCCHS, B
TpenaHOOGHMONTaTe KOCTHOrO Mo3ra cybcTpaT JMMQOMBbI
He o6Hapy:xeH. KocTHble 6a/ky ¢ TpU3HAaKaMU HEOOCTeo-
reHesa. Mopdosioruyeckas KapTHHa TUIOIJIA3UU Kpo-
BETBOPHOW TKaHM: T'PaHYJOLUUTAPHBIN, 3pUTPOUAHBIN
POCTKH Cy>KeHbl, METaKapUOLUTbl B yMEeHbIIEHHOM KO-
ndecTBe. B 5 KOCTHOMO3IOBBIX N0OJIOCTAX ONpPeAesJNCh
y4acTku ¢ubpo3a cTpoMBI € aljla3veil KocTHOTo Mo3ra. C
L|eJIbI0 ONpefie/IMTh MeTaboIM4YecKyl0 aKTUBHOCTb OIY-
xoJiv BeinosiHeHa [19T/KT. OTMevasock naTosioruiyeckoe
HaKoIlJIeHWe pajuodapmMipenapaTa B OAUHOYHOM Haj-
KJIIOYMYHOM JIMM$aTUdeckoM y3Je cjaeBa ¢ SUVmax 8,01,
B 06eux gossax neueHu ¢ SUVmax 11,87, B iuMbaTHUUeCKUX
y3J1aX BOPOT [leYeHHU, MaJIoro cajJbHHUKa, NapanaHKpeaTH-

YyecKOW KJieT4aTKe, cejie3eHKe, JUMGATHYECKUX y3Jax
Me3eHTepUabHON TPYINbl; BO MHOXXECTBEHHbIX o4arax
B mo3BoHKax (Th, c SUVmax 13,13), pe6pax, rpyauHe,
KJIIOUHIlE, KOCTSAX Ta3a, KpecTie crnpasa (¢ SUVmax 19),
JieBo 6e/JpeHHON KOCTH.

Y4yuTbIBasg HE6JIAaroNpUATHBIM NPOrHo3 3aboJieBaHus,
Hanuuue pogctBeHHoro HLA-coBmecTHMoro poHopa —
OpaTa, B LeJSX [AOCTIKEHHUsI peaKLUU «TPaHCIJIaHTaT
MPOTUB JIUMQPOMBI» PELIEHO BBINOJHUTbL POJCTBEHHYIO
aoTI'CK. PexxuM KoHAMLMOHMpOBaHUA: GJuyAapabuH +
6ycyibdaH + aHTUTHUMOLUTApPHbIA MI06yAHH. UMMyHoO-
CynpeccMBHasg Tepanus: LUKJIOCIOPHUH, MHUKodeHo/aTa
ModeTuJ1, Majible 03bl MeTOTpeKcaTa. Uepes 9 mec. nocje
Hayas1a Tepanuu BoinoJiHeHa a/10TI'CK. KoctHoMo3roBas
B3BeCh cojiepasa 5,3 x 108/Kr siipocofieprkaliux KIeTOK.
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K/TMHNYECKAA OHKOTEMATO/ON 4

Puc. 4. KT-cHMMKM opraHoB 6ptoLLHOM nonoctu naumenTa M. B gebiote nnasmobnacTHol numdomsl. FenatocnnieHomeranus, BepTukasnb-

HbI pa3Mep neyveHn 29 cm, pasmepbl ceneseHkn 160 x 65 x 250 mm

Fig. 4. Abdominal CT scans of patient P. at the onset of plasmablastic lymphoma. Hepatosplenomegaly, vertical liver dimension is 29 cm,

spleen dimensions are 160 x 65 x 250 mm

Puc. 5. ®oTto naumeHTa lN. nocne 4 KypcoB 6/10KOBO MOMNXMMUO-
Tepanuu. Hopmanusauus pasmepoB neveHU. YepHbIM LIBETOM OT-
MeyeHa NepKyTOpHO 0603HaYEHHAsA IMHUSA HUXKHEMO Kpasi MeyeHn

Fig. 5. Photograph of patient P. after 4 courses of block-based poly-
chemotherapy. Liver size normalization. The lower edge of the liver,
estimated by percussion, is marked in black

Yepes 3 Hex. mocne amnoTICK y 6GosbHOro mnosiBuics
Y Havya/Jl HapacTaTb 00JIeBOM CHUHJPOM B KOCTAX Tasa,
NOSICHMYHOW o6jacTu. O6paiiaso Ha cebss BHUMaHHUe
noBbilleHWe akTuBHocTu JIAI' go 1000 en./n. B kon-
TpoJibHBIN cpok (1 Mec. mocie annoTI'CK) BoccTaHOBAEHUA
NOKa3aTesJlell reMorpaMMbl He oOTMeueHo. [lo JaHHBIM
YCC/Ie[JOBAHNS MOJIEKYJISIPHOI'O XMMepu3Ma KJIeETOK KpOBU

(27-1 penb nocne amnoTICK) npumecs JHK penunuenTta
coctaBuaa 12 %. BosieBoit cMHAPOM B KOCTSIX HapacTal,
npu o06c/efoBaHUM MOJTBEPXKJEHO NporpeccMipoBaHUe
3a6osieBaHus. [Io A@aHHBIM MMMYHOXMMHYECKOrO HcCCJe-
JIOBaHMS KPOBM M MOYM BHOBb BBIABJSJIACH CEKpelus
napanpotenHa AA. [lo gaHHbIM KT opraHoB 6proliHoH
MOJIOCTH OTMeYa/JNCb MyJbTUPOKAJbHOE MOpaKeHHe
nevyeHH, cejie3eHKH, OKeNyJOUHOH eJsle3bl, MacCMBHas
arMasieHonaTtus (CIMBHble Te4YeHOYHble, Keay[ou-
HO-Ca/IbHUKOBBIE, NMOSICHUYHbIE JHMdaTHyecKue Y3Jbl).
B nensx caep)kyMBaHUs ONYyX0JIeBOI'0 POCTa BO306GHOBJIEHA
Tepanus JapaTymyMaboM, 60pTe3oMu60M. BosbHOU yMep
Ha $oHe nporpeccupoBaHus 3aboJieBaHus yepe3 11 Mec.
nocJjie Havyasia tTepanuu [1BJ1.

OBCYXAEHUE

[lepBu4yHOe nopaxeHue KOCTHOro Mo3ra npu I[16JI — He-
TUNUYHOE U pekoe siBjaeHUe. [lo ganHbIM ].J. Castillo u
coaBT., yactoTa [1BJI c nopakxeHHeM KOCTHOI0 MO3ra Co-
cTaBJisgeT okoJio 15 % [4]. B inuTepaType npeAcTaB/eHO
onucaHue ciaydad IIBJI koctHoro mMosra y 38-seTHero
MY>KUMHBI, He HHbUnMpoBaHHoro BUY [28]. 3abose-
BaHMe Z1e0I0TUPOBAJIO C NOSABJIEHUS JTUX0PAJKH, TOTEPU
Maccbl TeJla, Hporpeccupymouedl TpoMO6OLUTONEHUHU
u a"eMuu. JudpdepeHuuasbHass JUarHOCTHKA Obliaa
3aTpPYAHUTENbHON M TNPOBOAMJIACH MeX[Jy JIeMKo30M,
B-kjieTouHOH JMMQPOMOIN BBICOKON CTeleHU 3Ji0Kade-
CTBEHHOCTH, IJ1a3MOOJIaCTHBIM BapUaHTOM MHOXe-
CTBEHHOH MHeJIOMbl, HU3KogUPdepeHIIUPOBAHHON
OIYX0JIbI0 HereMaToJIOrHyeckoi npupozbl. UMMyHOTH-
CTOXUMHUYECKOe Uccae/joBaHUe TpenaHOGHUONTaTa KOCT-
HOI'0 MO3ra C IIMPOKOW NaHes bl aHTUTeJ M03BOJIUJIO
YTOYHUTb JuarHos. OmnyxoJsieBble KJETKU OKa3aJUCh
MOJIOKUTENbHBIMU NpPU OKpALIMBAaHUM aHTUTEJNaMH K
CD45, CD138, CD38, CD30, EMA. B nporpaMMmy Jie4eHUs1
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6bpl1a BkJwdeHa cxeMa EPOCH B coyeTaHuu c 6GpeH-
TYKCMMaboM BeJOTHUHOM BBUJY 3KCIIPECCUHM OIyXoJe-
BbIMU kseTkaMu CD30. [locne 1-ro kypca oTMedanachb
HOpMasiM3alusl NokasaTesell reMmorpaMmhl. [IpoBeseH
2-i aHa/JoruyHbIM Kypc. OJJHaKO BCKOpe yCTaHOBJIEHO
nporpeccupoBaHue 3ab6oJieBaHus1, 60JbHON yMep yepes
6 Mec. mocJie IOCTAaHOBKU AUarHosa.

Jpyroe wuHTepecHoe Hab6uofeHue IIBJI kocTHOro
Mo3ra onvcaHo y He uHuuupoBaHHoro BUY nmanueHTta
C HETUNHUYHBIM (GEHOTUNOM OmyxoJieBbix KJjeTok [30].
Tak, onyxoJieBble KJIETKU He 3KCIIpecCMpOBaau HU B-kJe-
TouHble Mapkepbl (CD19, CD20, PAX-5), HU Mapkepbl
miasMokaeToyHot auddepenuuposku (CD38, CD138,
MUM-1). OtMmeuanach skcnpeccuss LCA, CD117, CD79a,
CJILA, BCL-2, EMA. 3kcnpeccusi 6esnka MYC BbisiBjieHa
B 70 % xuetok, unaekc Ki-67 cocraBun 80 %. IIBJI
yCTaHOBJIEHA HA OCHOBAHUM MOpPQOJIOrHYecKoro, UMMYy-
HOTMCTOXMMHYECKOI'0 HUCCAe[0BaHUN TpenaHo6GHUONTaTa
KOCTHOTO MO3ra, a TakKXe I0C/Je MCKIIYeHUs JpYyTrux
ONyxoJiell reMaToJI0TUYeCKOW NPUPOJbI.

B HacTosmeld pa6oTe Mbl ONMCaJd KJIMHUYECKOE
Hao6soneHue [IBJI ¢ mopakeHUeM KOCTHOTO Mo3ra y
19-netHero nanueHta 6e3 BUY-undexkuuu. /luarso-
CTHKa 3abo0J/ieBaHMs OKasajacb CJAO0XKHON 3ajauedl U
6a3upoBajiacb Ha pe3y/bTaTaX MHOT03TAllHOIO UMMY-
HOTMCTOXUMHUYECKOT0 HCCIel0BaHUA TpernaHo6uonTaTa
KOCTHOT0 Mo3ra. MHTeHcUBHas1 6JI0KOBasi MOJUXUMHO-
Tepanusa no nporokoay mNHL-BFM-90 B coyeTaHuu c
60pTE30MUOOM U JlapaTymMyMaboMm NpHBesa K JOCTHU-
>)KeHHI0 IOJTHOM PEMUCCHUH, YTO MOCAYKUJI0 OCHOBAaHUEM
JJIs1 TIOCJIelOBAaTe/JbHOTO BbINOJHEHUSl ayTo- U 3aTeM
amnoTICK. K coxaseHUlo, OTCyTCTBUE UMMYHHOIO
KOHTPOJIsSl TPAaHCIJIaHTaTa HaJ, OMIyX0Jbl0o He T03BOJIUJIO
roBOPUTH 00 ycllexe NpoBeJieHHOW Tepanuu. HecMoTps
Ha HHTEHCUBHOe O6JIOKOBOe Je4eHHe MO0 IPOTOKOJIY
mNHL-BFM-90 ¢ po6aBjieHHMEM HMHTCUOUTOpA MpoTea-
coMbl 60pTe30MHb6a, MOHOKJIOHAJbHOTO aHTHUTeJa Ja-
paTymyMaba, TaHAeMHYy10 ayTo- U anoTI'CK, 6on1bHOM
yMep depe3 11 mec. nocse guarHoctupoBaHus [1BJI Ha
¢$oHe nporpeccupoBaHUs ONYXOJIH.

B suTepaTtype Mbl BCTpeTw/aM 1 mny6GJiMKanyio, B
KOTOPOH ONUCAaHO TNpHUMeHeHHWe MOHOKJIOHAJIbHOIO
aHTUTeNa AapaTymymaba B nedenuu [1BJ1 [31]. B kauHu-
yeckoM Habstogenuu [1BJ1 6bl1a pe3ysnbTaToM TpaHchop-
MalMu XpoHudeckoro JuMdosieiikosa. K nmposoaumon
XUMHUOTepanuu LukjaopochaMUoM, BHUHKPUCTUHOM
W JleKcaMeTa3o0HOM Obla1 J06aBjeH AapaTyMyMmab, uTo
Cnoco6CcTBOBAJO JOCTHKEHHIO peMUCCUU. BosibHOMY T1a-
HUpoBanock BeinosHeHue a/wnoTICK, ogHako pemuccus
OKa3aJlaCb HeNpOJO/LKUTEJNbHON U OGOJIbHOM yMep IO
NpUYMHE NPOrpecCHpPOBAHUS OMYXOJIH.

3AK/TIIOMEHUE

[1BJ1 siBasieTcs peAKOM U KpaliHe arpecCUBHOM OMYXO0JIbIO.
BesycyiioBHO, TpebyloTcsl HOBble MOAXOAbl K JeUeHHUIO
aToro 3a6osieBaHUA. MHTeHCUBHas NOJUXUMHUOTEpaNus B
COYeTaHUHU C TApreTHbIMU NpenapaTaMy, a TakXe IpoBe-
JeHHe BbICOKOA03HbIX MeToAuK ¢ TT'CK He o6ecrieynBarOT
JUIUTENbHBIA NMPOTUBOONYX0JaeBbI 3dpdeKT. BeposiTHO,
M3yyeHUe NaTOOHOJIOTUYECKUX MeXaHHW3MOB, JeXallUux
B ocHOBe mnaTtoreHesa [IBJI, 6yeT cnoco6cTBOBATH Jy4-
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1eMy MOHUMaHUI0 GHOJIOTHU OMYXOJU U IepCOHATU3U-
pPOBaHHOMY M060PY MPOTHBOOIYX0JIEBOH TEPAIUH.
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