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PE3IOME

K peiknM nokanmaaumnam HEXOAXKKUHCKUX TMMPOM OTHOCAT NepBUYHYIO TMMbOMY KocTeln. 3Ta opma cocTaBnseT
He 6onee 1-2% BCEX HEXOAXKKUHCKMX IMM(OM B3pocC/bIX. [lnarHo3 nepBUYHoON MMMMOMbI KOCTEN yCTaHaBAMBatoT
B C/ly4asix 04aroBOro nopaxeHusi OfHOM N HECKOJbKMX KocTel. KpoMe Toro, flonyckaeTcs BOBIeYEeHNE MATKUX
TKaHe 1 pernoHapHbIx MM 0oy3noB. KputepueM UCKIIOUEHNUS CNYXUT TONbKO NMOPaXXeHNe KOCTHOro Mo3ra u Bo-
BJieYeHue oTaaneHHbIX NMMdoyanos. MNepBbiMU cumnToMamu 6051€3HU ABNSIOTCA HEKYyNUpyemble 601U B KOCTSIX,
HepeaKo CONMpOBOXAAOLWMECH TOKalIbHbIM OTEKOM, GOPMUPOBAHMEM OMYXONIEBOI MAacChl B 30HE NOPaXXeHWs,
n3pefKka npucoefmHstoTcs B-cumntombl. Yalle BcTpeyaetca nokanobHoe (80%) u pexxe MHorodokycHoe (20%)
nopaxkeHue AJIMHHbIX TPy64YaTbIX KOCTeN B o6nacTv guadpusa v Metagnadmaa. JuarHocTmka nopaxeHns KOCTHOM
TKaHW Mpy NepBMYHOM 1 BTOPUYHOM ee BOBJIEYEHMN OCHOBaHa Ha MPUMEHEHNN BCEX AOCTYMHbIX METOAO0B Uccne-
noBaHus (peHTreHorpadus, KOMMbloTepHasl, MarHUTHO-pPE30HAHCHAas U NO3UTPOHHO-3MUCCUOHHas TOMorpabus).
OnddepeHumanbHan guarHocTka BO3MOXHA TOIbKO Ha OCHOBAHWW MUMMYHOTMCTOXMMMUYECKOrO UCCNIeA0BaHUSA
C onpeaeneHMeM aKcrnpeccun obLLEero efkoLMTapHOro aHTUreHa, MapkepoB B-kneTok, T-KNIeTok, a TakxKe K1oHasb-
HOCTW MO OAHOW M3 NIerKux Lierne MUMMYHOro6ynnHOB K unu A, bel 2 u bel 6, ALK, ctenenmn nponndepaTUBHOM akTUB-
HocTU Ki-67. OueHKa a(HeKTUBHOCTU pasINYHbIX METOLOB JIeYeHNs MEPBUYHOM KOCTHON NTMM@OMbI OCJIOXKHSAETCS
He6OosbLUNM YACTTOM HaGMIOLEHUI N OTCYTCTBUEM eIMHON TaKTUKM NleyeHns. B kayecTBe Tepanuu nepBow IMHWUM
Yale npumeHstoT CHOP-nopo6Hble Kypcbl. MepcoHnbuumMpoBaHHas Tepanuvs BKIOYaeT UMMYHO-XMMUOTEPanuio,
Jly4eByto Tepanuio 1 NPUMeHeHNe XMPYPrvyecknx MeTOA0B JIeYeHUs — SHAO0NPOTE3MPOBaHUS.
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RARE FORMS OF NON-HODGKIN LYMPHOMAS: EXPERIENCE IN TREATMENT
FOR PRIMARY BONE LYMPHOMAS
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National Medical Research Centre for Oncology of the Ministry of Health of Russia,
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ABSTRACT

Primary bone lymphoma is a rare presentation of non-Hodgkin lymphoma. It accounts for a maximum of 1-2% of all
non-Hodgkin lymphomas in adults. Primary bone lymphoma is diagnosed in focal lesions of one or more bones; soft
tissue and regional lymph nodes may be involved too. The exclusion criteria are only bone marrow damage and involve-
ment of distant lymph nodes. The first symptoms include intractable bone pain often accompanied by local edema,
the formation of a tumor mass in the affected area; B symptoms occasionally join. Local lesions of long tubular bones
in the diaphysis and metadiaphysis regions are more common (80%), while multifocal lesions are less frequent (20%).
Diagnosis of lesions of the bone tissue in its primary and secondary involvement is based on the use of all available
research methods (radiography; computed, magnetic resonance and positron emission tomography). Differential
diagnosis requires an immunohistochemical study with determination of the expression of total leukocyte antigen,
B-cell and T-cell markers, and clonality in one of immunoglobulin light chains k or A, bcl 2 and bel 6, ALK, proliferative
activity of Ki-67. Evaluation of the effectiveness of various treatments for primary bone lymphoma is complicated by
a small number of observations and the absence of a uniform treatment strategy. CHOP-like chemotherapy cycles are
often used as first-line therapy. Personalized therapy involves immunochemotherapy, radiation therapy and surgical
treatment — endoprosthetics.
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AKTYAJIbHOCTb

K pefiknm nokanusaumsiMm HEXOAXKKUHCKUX IMMOOM
MOXHO OTHECTM NEPBUYHYIO TMMPOMY KocTeln. ITa
Ho3onornyeckas hopma coctaBnsieT He 6onee 2—-5% oT
BCeX MepBUYHbIX Oryxosen kocten 4—5% BCcex aKCTpa-
HoganbHbIX nuMdbonponudepaTUBHbIX 3a60eBaHUN,
N 1-2% BCEX HEXOOKKUHCKMNX MMM OM B3pochbix. 1o
cepefvHbl NpoLLIoro Beka numdomMamm KocTen cumTa-
JIUCb TOMbKO Cyyau C SIoKanbHbIM NOpa)XeHnem ogHou
KOCTU 6€3 BOBJIEYEHUSI MSITKUX TKAHEN U perMoHapHbIX
numdoy3noB. B coBpeMeHHbIX YCNOBUSAX AMarHo3s nep-
BMYHOW TMMbOMbI KOCTeW yCTaHaBAMBAKOT U B CrlyYasix
04aroBOro Nopa)keHMsa HeCKOJNIbKMX KocTen. Kpome
TOro, AONyCKaeTCcsA BOBleYeHNe MAMKNX TKaHew 1 pe-
rMOHapHbIX NTMMdoy3noB. Kputepnem UckoyeHus
CNYXXWT TOJIbKO NOpa)eHne KOCTHOro Mo3ra v BoBeye-
HWe oTaneHHbIX MMMdoy3noB. [NepBbIMM CUMITOMaMM
6011e3HM ABNAOTCA HE KyNnupyeMble 60111 B KOCTSX,
HepeAKo COMpPOBOXAatoWwmecs NoKanbHbIM OTEKOM,
dbopmMmMpoBaHMeEM ONyXONEBOW MaccChbl B 30HE NMopaxe-
HUS, n3peaka npucoeaunHaTca B-cumntombl. OveHb
4acTo NaLMeHTOB 6ECMOKOUT OrpaHUYeHne ABUKEHUS
KOHEYHOCTU, BO3MOXHbI NaToI0rMyeckune nepesiombi.
Yauie aT10 nokanbHoe (80%) u pexkxe MHOrohokycHoe
(20%) nopaxkeHne ANMHHBIX TPy6UaTbIX KOCTel B 06/1a-
cTn gnadmsa n metagnadusa. KoctHas nokannsaums
nuMdoMbl BCTpeyaeTcs yalle y naumeHToB 60—70 nert,
KpaviHe pefiko 6biBaeT y aeTen mnagwe 10 neT, cooT-
HOLLIEHWE MY>XYMHbI: XXEHLLMHbI cocTaBnseT 1,5:1 [1-5].

[unarHocTuka mnopakeHWs KOCTHOW TKaHu npwu
NepBUYHOM U BTOPMYHOM ee BOBI€YEHUM OCHOBaHa
Ha NPUMEHEHNN BCeX AOCTYMHbIX METOAOB BU3yanu-
3aumn. [aHHble Ny4yeBblX METOAOB MCCNefoBaHus
(peHTreHorpacdus, komnbtotepHass — KT, MarHWTHO-
pesoHaHcHas — MPT # No3snTpOHHO-3MUCCUOHHasA
— MN3T-Tomorpadua) npu numdomax KocTeit Bapua-
6enbHbl U HecneundUyHbl, Ha4yanbHble U3MEHEeHUs!
MOFyT He BbIXOAWUTb 3a NpeAesibl HopMasibHbIX Bapu-
aHTOB CTPOEHUs KOCTHOW TKaHWu. [pu peHTreHorpa-
(hrYecKoM uccnefoBaHUN U3MEHEHUS MOryT 6biTb
npeAcTaBfieHbl NOKanbHbIMU IUTUYECKUMU OYaraMu
C HepoBHbIMM KpasMM C yyacTKamMu CKJiepoTuye-
CKMX NOpPa)XeHU B BUAE MENKUX MHOXECTBEHHbIX
OYaXKKOB MO BCEW ANMHEe KocTu unu anddysHo-
pacnpocTpaHeHHbIM MpoOLeccoM C AecTpykuuen
KOPTUKanbHOW TKaHW M BOBJIEYEHNEM MpUIEXaLLmX
MArKUX TKkaHew. NepuocTanbHaa peakuus BCTpeyva-
eTca y 60% nauneHTOB 1 XapaKTepuayeTcs HaJluinem
nnacTUHYaTbIX UK CAIOUCTbIX Y4acTKOB, pacnonara-
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OLLMXCA BAOMb AJIMHHOM OCU KOCTH, YepeayroLnxcs
C HOpManbHbIM NEPUOCTOM U CRYXaLLNX UHAUKATO-
pOM NNOXOro MNporHosa. 3aTpyaHST ANArHOCTUKY
MOpaXeHUsi KOCTEW MO O630PHbIM PEHTreHorpam-
MaM U3MeHeHUs], 6Nn3Kne K pasMyHbiM BapuaHTam
HOpMbl. B aTux cnyyasx 6onee MHGOPMATUBHBIM
uccneposaHnem cnyxut MPT. Mpu T1-BU-pexume
(BM — B3BelleHHOe n3obpaxerHne) MPT nydlue onpe-
OensaTCA reTeporeHHble CUrHasabl HU3KOW WHTEH-
CUBHOCTM, XapaKTepHble AN BHYTPUKOCTHbIX U3Me-
HeHuin, Grnbposa n nopaxxeHUs MArKMX TKaHen, Tak
KakK OH No3BONsieT BbIABMAATb 06/1aCTU C CUTHANOM
HW3KOWN MHTeHCUBHOCTU. T2-BU-pexxum 6onee nHdop-
MaTUBEH NPV HanM4YUU roMO- U FeTEPOreHHbIX U3Me-
HEHWI BbICOKON MHTEHCMBHOCTWU, NepUTYyMOpPasibHOro
OTeKa, MepuocTanbHOW peakuuMu U peakTUBHbIX U3-
MEHEHUM KOCTHOro mosra. lNpoeegeHne MPT ¢ KoOH-
TpacTMpPOBaHMEM MO3BOJIAET O6GHAPYXWUTb Y4YacTKU
NoBpeXAeHNs KOCTU C MOBbILEHHbIM HaKonaeHnem
KOHTpacTHoro npenapata. KT He aBnseTca MeTogom
Bbl6opa B gmarHocTuke MNJIK n MoXeT 6bITb UCNOSb-
30BaHa Tosbko B coveTaHun ¢ MPT unu MN3T. Tem
He MeHee KT no3BonseT Ha 6osiee paHHMX 3Tanax
60ne3HM 1 B 60NbLUEM NPOLEHTE CllyYyaeB AuarHo-
CTUpOBaTb CEKBECTPaLMIO U KOPTUKalbHble 3po3unn
[2,3,5-9].

06na3aTenbHbIM YCII0BUEM MOATBEPXKAEHMUS ANarHo-
3a NMMGOMbI KOCTU ABNSAETCA BbINOMHEHNE OTKPbITOMN
6UOMNCUN MOPAXKEHHOMO yYacTKa KOCTU U/UNN MSITKO-
TKaHHOrO0 KOMMOHEHTa ONyXoJIn C TMCTONOMMYECKUM
N UMMYHOTMCTOXMMUYECKUM UCCief0BaHNEM MaTe-
puana. Npu rucTonorM4ecKkom uccnegoBaHum one-
paLMOHHOro/6MoNCMINHOrO MaTepuana, Kak npasuno,
BbigBnsetcs auddysHasa nponudepauns NMMPOULHbIX
K/1eTOK CpefHUX U KPYMHbIX pa3MepoB, PacrofIOXKeH-
HbIX B KOCTHOW TKaHu Mexay TpabeKynamu u Xupo-
BbIMM KJIeTKaMu KOCTHOro Moara. l'mctonornyeckue
BapuaHTbl pasiMyHbl, HO B 60/bLINHCTBE (60—80%)
cny4daeB BcTpeyaetcsa auddysHasa B-kpynHoKneTou-
Has numdoma (OBKKJT), u3 kotopoit 10% coctaBnsieT
LeHTpo6nacTHbIN BapuaHT ABKKJ1 n numdobnacTtHas
B-knetouHas numdoma; K pyrum 6onee peikKuM Bapu-
aHTaM OTHOCAT PONNUKYASAPHYIO NMMPOMY, TMMbOMY
13 KNETOK 30Hbl MaHTUK, ALK+KpPYNHO-KNETOYHYIO NUM-
domy, NK/T-knetouHbie numdomsbl. AuddepeHuymanb-
Has AMarHoCcTUKa BO3MOXHa TOJIbKO Ha OCHOBaHUn
UMMYHOITMCTOXUMMUYECKOrO UCCefoBaHusA C onpe-
JeNleHneM 3Kcnpeccum o6Lero eMKoUnTapHoro
aHTureHa (CD45 LCA), mapkepoB B-knetok (CD 19, CD
20, CD 79a, PAX5, MuM1), T-kneTok (CD 3, CD 4, CD
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8, CD5), a TakKe KJIOHA/IbHOCTH MO OAHOWM U3 NTIerkmx
Lene UMMyHOrno6ynmMHoB K unu A, bel 2 n bel 6, ALK,
cTeneHu nponudepaTMBHON aKTUBHOCTU OMYXOJIEBbIX
kneTok (Ki-67). MHpopMaTUBHbBIM SBNISIETCS LMTOrEHe-
TU4Yeckoe uccnegoBaHMe HaTUBHOro MaTtepuana ans
BbISIBJIEHUS1 XapaKTepHbIX 4151 TMM(POM XPOMOCOMHbIX
nepecTpoek — TpaHcnoKaumii 1(8;14)(q24; q32),1(11;14)
(913; q32) nt(14;18)(q32; g21), nepecTpoitku reHa bel 6
1 BbISIBNEHWE rMnepakcnpeccum umknunHa D1 metogom
nonnMmepasHon LenHow peakuum [3, 6, 10-12].

OueHka a3 HeKTUBHOCTU pa3fInyHbIX METOAOB fe-
YeHWs NepBUYHOM KOCTHON NMMQOMBbI 3aTPYAHUTENb-
Ha, NOCKO/IbKY OCHOBaHa Ha aHan3e peTpocneKTuB-
HbIX AaHHbIX 32 ANUTENIbHbIN NPOMEXYTOK BPEMEHN.
AHann3 oCNoXHSeTCA B 3HAUNTESIbHOW CTENeHn He-
60/1bLUMM YUCIIOM HabMOAEHUA U OTCYTCTBUEM eau-
HOW TaKTUKW neveHusi. B kayecTBe Tepanuu nepeow
NMHMK Yawe npuMeHstoT CHOP-nofo6Hble Kypcbl.
PesynbTaTbl neyeHns 3aBUCAT OT Hannuusa dakTopoB
He61aronpuATHOr0 NPOrHo3a: MOBbIWEHUS aKTUB-
HOCTU nakTaTgernaporeHasbl (JIA) B CbIBOPOTKE,
MHOXXECTBEHHOI0 MOpa)eHUs KOCTeN C BOBNEYEHU-
eM MArKux TKaHem, Hannmuusa B-cumntomoB, pasmepa
onyxonu 6 cM u 6onee, NoKanM3auMm B MNO3BOHOYHU-
Ke M KOCTAX Ta3a, BoBJleYeHUss pernoHapHbix 1nmdo-
y3/10B, KOTOpble CHMKalT 3P heKTUBHOCTb Tepanuu
[11]. OaHHble pasnuyHbIX UCCefoBaTENbCKUX MPYM
CXOASTCA BO MHEHWM, YTO Mpu nokanbHbix (IE) cTa-
ansax nuMdoMbl KocTel 5-neTHas 6e3pelupvBHan
BbIKMBAEeMOCTb nocne fy4yeBow UM XMMUONy4eBOn
Tepanuun coctasnsetr 35-50% u 90-95% cooTBeT-
cTBeHHo. Mpwu pacnpocTpaHeHHbix cTagusx (IIE u 1V)
Tonbko JIT B NpuHUMNE HEBO3MOXHA, a Nnpu npose-
OeHun xumuoTtepanuu no nporpamme CHOP 5-net-
Hsa 6e3peuuAvBHasl BbIDKMBAEMOCTb COCTaBsEeT
40-70%. NpuMeHeHne TapreTHbIX NpenapaToB U nep-
BUYHaa uHTeHcudmkaumsa TMXT BbICOKOJO3HOW Xu-
MuoTepanuu ¢ nocneaytoLlen ayTonormyHon TpaHc-
nnaHTauMen reMornoaTUYECKMX CTBOJIOBbIX K/1E€TOK
No3BONIAET YNYyYlWMWUTb MOKasaTenn BbIXXMBAEMOCTU
y naumeHToB ¢ hakTopamm pucka[1, 3, 5,9, 11-14].

MpuBOAUM KNIMHUYECKHKe crlyYau NepBUYHbIX KOCT-
HbIX TMM@OM.

OnucaHue KNNHUYECKOro cnyvyasa

Mo apxuBHbIM gaHHbiM ®IBY HMWL, oHkonorum
MwuHsgpaea Poccuu 3a nepuop 2009-2019 rogos
C NepBUYHOW KOCTHOW NMM@OMON 6b1/10 4 NaumneHTa,
3 MyX4UHbI U 1 XeHLWWHa, cpefHui Bo3pacT — 43,5 net
(Tabn. 1). Bce naumeHTbl 0OTMEYanu NpsiMyto CBA3b pas-

nMMGbOM: ONbIT Tepanuu NepeBuYHbIX TMMGAOM KocTel

BWUTUS ONYXOJIN C MPeALLEeCTBYHOLLEN TPaBMOW, CpefHee
BpeMs Mexzly NosiB/IeHNEM NepBbIX CUMNTOMOB (Y BCex
60MbHbIX 3TO 6blna foKasnbHast 60/1b B KOHEYHOCTH)
Zo BepudmKaumm coctasuno 9,25 mecsues (4-16).

Y My>4MH onyxornb JlokanusoBanach B JieBol 6ef-
PEHHOW KOCTH, Y XXEHLLMHbI 6blna nopaxeHa npasasi
nneyeeas KOCTb, Y BCEX NaLNEHTOB 6bI/10 MHOrodo-
KYCHO€ Mopa)eHue KOCTU U NoKanbHOe BOBJieYeHne
MAFKUX TKaHEe KOHEYHOCTH. Y Tpex naumneHToB bbina
BepuduumpoaHa B-kpynHoknetouHas HXJ1, y ogHoro
nawuveHTa UCXofHo 6blna BepuduLmpoBaHa B-knetou-
Hass nuMmdomMa 13 Manbix TMMQOLMTOB, NO3AHEeE Npu
JONOJIHUTENbHBIX UCCNeJOBaHUSIX 3Ta OMNyxosib 6bina
OTHecCeHa K aKCTpaHofdanbHou hOoNANKYNAPHON NUM-
tome 3A Tuna (taén. 1).

PacnpocTpaHeHHOCTb npoLlecca onpegensanacb
¢ ucnonb3oBaHueM KT, MPT-uccnepoBaHus, yTOUHSA-
nacb MN3T-uccnegoBaHneM y AByx nayneHToB (Me-
TOA CTan WMPOKO AOCTYNeH B PYTUHHOM NpaKTuke
¢ 2016 roga), Tak e BCEM NauneHTaM NpoBOAMIOCH
CcTaHAapTHOEe KNUHNYecKoe obcnefoBaHue, BKOYas
TpenaHo6MOonCcuo KOCTHOro MO3ra.

B kayecTBe Tepanuy NepBON JIMHMKM Yy BCEX NaLUEH-
ToB ucnonb3osancs R-CHOP/CHOEP pexum (puTyk-
cvMab, umknopochamugi, BAHKPUCTUH, NMPELHU3ONOH,
LLOKCOPYBULIMH, 3TOMO03MA), Mocsie 6 LMK/I0B YacTUYHas
pemuccus 6biia 4OCTUTHYTa Y 3-X MALMEHTOB, Y 3TUX
naynMeHToOB NPMMeEHsANAacb KOHCONUguMpytoLlas nyye-
Bas Tepanus B cymmapHow gose 40 'pen. Y 1 nauum-
eHTa Cc HebnaronpuaTHbIMbI hakTopamMu NporHo3sa
B-kpynHokneTo4yHon numdomon nocne 6-Tu LUKIOB
R-CHOEP 6bina onpegeneHa nporpeccus 3aboneBaHus
¢ N3T-No3nTMBHOM MHGUNbTPaLMEN B TKaHMU NIETKOrO.
Wcnonb3oBaHue Tepanum BTopoi nnHum (R-GDP 2 uu-
kna, R-MINE 3 umkna) He npuHecno addekTa, y nauu-
eHTa umenacb nepBuYHas pedpakTepHOCTb K XMMMWO-
UMMYyHOTepanuu, coxpaHsnacb MN3T-no3untuseHasa (5
6annos no Deauville) onyxoneeas uHpunbTpayms
KOCTH, MATKUX TKAHen NeBOro KOJIEHHOro CyCcTaBa,
BKJIHOUAs HaAKONEHHUK, @ UHPUIbTPaUNS B NEFKOM
perpeccupoBana (taén. 1). Y naymMeHTa oTMe4yanocb
HenpepbIBHO-MpOrpeccupytollee TeyeHue, KoTopoe
NMpMBENo K neTanbHOMyY ucxofy. Bpemsi HabnogeHus
3a MayneHToM cocTaBuio 14 mecsiLes.

[ByM nauneHTaMm nocrie 3aBepLleHnUs XMMHNoyye-
BOrO JIEYEHUSA MO 06BEKTUBHBIM MOKa3aHUAM 6bisio
BbINOJIHEHO YCMNELIHOe 3HA0NPOTE3UPOBAaHME C BOC-
cTaHoBJIEHMEM hYHKLNA COOTBETCTBYIOLLEN KOHEY-
HOCTM, BpeMs HabnoAeHNs 3a 3STUMK NauueHTamm 83
n 95 mecsines (Taén. 1).
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Ta6bnuua 1. XapakTepucTuka 60nbHbIX NEPBUYHOM KOCTHOW HEXOMKKUHCKOM NuMdpoMon

MaymeHTbl A. E. C. L.
Mon MY>X MY>X MY>X XeH
BospacrT, net 55 29 27 63
TpaBma + + + +
Bpemsi 0T nepBbIXx CUMNTOMOB

[0 YCTaHOBMEHUA AnarHosa, 9 8 16 4

Mec

JleBasi 6efpeHHast

JleBasi 6efpeHHas

JleBasi 6efpeHHas

I'IpaBaH nneyesas

Jlokannsaums KOCTb, HaAKONTEHHUK KOCTb KOCTb KOCTb

Tun nopaxeHus MHorodokycHoe MHorodokycHoe MHorodokycHoe MHorodokycHoe
Msrkune TKaHu + + + +

NokansHie ny oRssROwHbIe nononeme :

B-cumnTombl + + - -

nar " i N N

Ctapus IVB IVB IVA IVA
MexayHapoaHbI Bbicokum Huakmit HuW3Kkuin puck Huakuit

nporHocTuyeckuit ugekc (IP1)

NMPOMEXyTOYHbIN (3)

NPOMEXYTOUHbIN
)

(FLIPI-1)

NPOMEXYTOYHbIN
2

MMcTonornyecknin TN onyxonm

B-KkpynHoKneTo4yHas

OKcTpaHofanbHas
B-kpynHokneTou-
Has

B-kneToyHas num-
dhoma n3 manbix
numdounToB
[MepecMoTp ake-
TpaHoganbHas ®J1
3A TMn

9KcTpaHoaanb-
Hast anddysHasn
B-kpynHokneTou-
Has

M3T npu onpeaeneHun ctaauu + + He BbinonHsnoch He BbInonHanocb
Tepanusa nepBo NUHWUK R-CHOEP 6 R-CHOEP 6 R-CHOP 6 R-CHOP 6

OTBeT Ha Tepanuio nepson lMporpeccus +nerkoe PET- nonHas YacTtuyHas YacTtuyHas
NNHWUK PET+ pemuceus pemuccus pemuccus

orT - 40 lpen 40 lpen 40 Mpen
LOnuTenbHOCTb OTBETA, MEC 6 10 13 95
Peunans/pedpaktepHoCTb PedpakTepHocTb - Peuunaus +nerkoe -

Tepanust 2-#t kM RGDP2/RMINE3 - R s .

OTBET Ha 2-10 IMHUIO PD PET+ - PR -

Xupypruuyeckoe neyeHue - - S:fv?:pmeswpo- ::ﬁvcl)gpmeswpo-
Bpems HabntoaeHus, mec 14 10 83 95

Ucxopn ymep XUB XUB XuBa

MpumeyaHue: PET — NO3UTPOHHO-aMUCCUOHHasA ToMorpadus; ®J1 — donnukynapHas numdoma; R-GDP — putykcumab 375 Mr/M? reMumTabuH
100 mr/m?, uucnnatuH 100 Mr/m?, sekcameTtasoH 40 mr; R-CHOP/CHOEP - puTykcumab 375 mr/m?, uuknodochamug 750 Mr/m?, BUHKPUCTUH
1,4 Mr/m?, fokcopy6uumH 50 Mr/m?, npegHu3onoH 100 mr/m?, atonosua 100 Mr/m2 R-MINE — putykcumat 375 mr/m?, udocchamug 1330 mr/m?,

MecHa 1330 Mr/m?, aTonoson 65 Mr/mM?, MUTOKCAHTPOH 8 Mr/m? R-B — puTtykcumab 375 Mr/m?, 6eHamycTuH 90 Mr/m2.
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Tpu naumeHTa ¢ NepBUYHLIMU KOCTHBIMU NUMPO-
MaMu B HacTosILLLlee BPeMS XMUBbI, CpefHee BpeMs
Ha6ntoaeHus coctaBnsieT 49 mecsues (4-95).

Lns unnocTpaunm coBpeMEHHbIX BO3MOXHOCTE
KOMMIEKCHOW Tepanuu peiKux GOopM HEXOIKKUHCKUX
NMMGOM € NPUMEHEHWUEM Pas3INYHbIX METOAMK MpU-
BOAWUM 60siee NOAPOGHO CNeAyOLMA KIMHUYECKUIA
cnyyan.

Knunuyeckuii cnyyaii 1

MauymneHTka L., >xeHwmHa 63 neT.

MauneHTka oTMe4Yana ocTpoe Hayaso 3aborneBa-
HusA B aekabpe 2010 roga, nocne He3HaYUTETIbHOTO
ywunba nosiBunacb octpas 605b B NpaBoit BEpXHeW
KOHEYHOCTU, MOABUIIUCH OTEK, OrPaHUYeHne ABUKEHUSA
PYKW, «<CUHIOLLHOCTb PYKW». B TeueHne mecsaua no MecTy
XUTeNbCTBa NaLMEHTKY NeYnnm ot «Tpombodnebuta»
6e3 addekTa. B aAHBape 2011 roaa 6bis1a BbINOMHEHA
peHTreHorpadwusa npaBoW BepxHe KOHEYHOCTY U BbISiB-
neHbl anddy3Hble U3MEHEHNSA NPaBOW NJIe4EBON KOCTH,
1 C NOA03PEHNEM Ha «CapKOMY» NMauUeHTKy Hanpasuin
B HMWL|, oHkonoruu. Mpu koMniekcHOM o6cnefoBaHum
B HMWL| oHKONOrMM 6b1N10 BbISAB/IEHO OCTEOAECTPYK-
TMBHOE Mopa)KeHne aucTasnbHoro Metadusa npaBown
nnevesoi koctu (puc. 1).

MPT-uccnepoBaHne [eMOHCTPUPOBANO MHOrO-
y3noBoe o6pasoBaHWe HEOOQHOPOAHOW MPOTOHHOMN
MJIOTHOCTM C WMHTPa- U 3KCTpaoccalibHbIM POCTOM,
C [ecTpyKuMenh KOPTUKanbHOro Crnos npaBon nne-
4YeBOM KOCTW B 06nacTu AuctanbHoro metadusa
N UMPKYNAPHbIM 3KCTpaoccasibHbIM KOMMOHEHTOM
paamepamu 70x40x43 MM.. cocyAibl FNaBHOro Cocy-
ONCTO-HEPBHOrO nyyka nneya 6e3 ybeauTenbHbIX
OaHHbIX BOBJie4YeHUs B onyxonesbin npouyecc. OcTeo-
cumHTMrpadus onpegenuna oyar 63 MM, NPOLEHT
naTonornyeckon runepduvkcauumn PPN — Ha ypoBHe
70%. Opyrux naTonoruyeckux o4aros, nopaxeHus
BHYTPEHHUX OpPraHOB M KOCTHOro MoO3ra KOMIMeKc-
Hoe o6cnefoBaHNE He BbIIBUSO.

Bblna BbinonHeHa OTKpbITass 6UONCUSA OMYXONMN.
B roToBOM rucTosiornyeckom npenapate pparMeHT
MbILEYHO-HUOBPO3HON TKaHN ¢ AnddYy3HOM MHDUNb-
Tpaumen numdbonaHbIMK anemeHTamu. OnyxoneBble
KJIETKU 6blNM KPYNHOTo pasmepa ¢ 60/bLlUMMU NO-
NMMopdHbIMU AAPaMU C HEPOBHBIMU YroBaTbiMU
KOHTypamu, ¢ rpy6oauCNepPCHbIM XpPOMaTUHOM
1 6ONIbLUMMU LIeHTPasibHO KN 9KCLEHTPUYHO pacno-
JIOXKEHHbIMM AApPbIKaMW, Hannyme KJ1eToK C MHOro-
fonbyatbiMu agpamu (puc. 2). Bblno BbINOMHEHO
MMMYHOIMCTOXMMMUYECKOE UCCeaoBaHNe C aHTU-

nMMGbOM: ONbIT Tepanuu NepeBuYHbIX TMMGAOM KocTel

Tenamu K pan CK AE1/AE3, S-100, CD20, CD79a, CD3,
CD45LCA, BCL-6, BCL-2, MuM1, Ki-67-70% (puc. 3).
B onyxoneBbix KfleTKax oTMeyanacb aKcrnpeccus
CD20 (Mem6paHHasn peakuus) (puc. 4), CD79a (uu-
Tonnasmartudyeckas peakums), MuM1 (spepHas pe-
akuwus), BCL-6 (sgepHasn peakuus B 4aCcTU KJIETOK)
(puc. 5), BCL-2 (uMTtonnaamatuyeckasa peakuus
B 60/bLUEN YacTu KeToK). 3aK/toYeHne UMMYHOrU-
CTOXMMMWYECKOro UCCrefoBaHUA — SKCTpaHodasnbHas
andaoysHas B-kpynHokneToyHas numpoma (CD20+,
MuM1+, BCL6+, BCL2+).

Y nauueHTKn fo Havyana Tepanuu B Mapte 2011 roga
CNy4nsIcs NaToNOrMYeCKni Mepenom HUXHeN TpeTu
npaBoW Nie4YeBo KOCTU CO CMELLEHNEM KOCTHbIX OT-
JIOMKOB W HapyLUeHHON hyHKLMEN BEPXHEA KOHEYHOCTH
(puc. 6). Ha 6aze HMUL, oHkoNnorum B 0TAENEHUN OHKO-
remaTanoruv 6o NpoBefeHbl 6 LMKIOB NOIMXMMUO-
Tepanuu no cxeme R-CHOP, pocTurHyta yactmyHas
pemuccus (COXpaHsNUCh y4acTKM AECTPYKLUM B HUAXK-
Hel TpeTu NeyeBoin KOCTK), K COXaNEeHUIO QyHKLMS
PYKKN He BoccTaHoBunach. C uenbio KoHconngaumm
B OTAENEHNN Ny4eBbIX METOA0B Nle4YeHUA NnauneHTke
6b1n1 npoBefeH kypc AT 40 pet Ha o6nacTb onyxose-
BOro NopaxeHus. HexxenaTenbHbIX SIBAeHWUI BO BpeMs
Tepanuu He oTMeyvanocb. PeHTreHorpamma npaBoin
nae4yeBON KOCTHU, BbiNMosiIHeHHasa B utoHe 2011, noka-
3ala KOHCONMNAMNPYOLWMNCA NaToNorMYeckuni nepe-
JIOM HWXXHE TPeTH NpaBoW Nie4YeBon KOCTU C rPy6bIM
YrNOBbIM CMelLeHEeM Ha (OHEe KOCTHOIN CTPYKTYpblI
(puc. 7-8).

KocTHast Mo3osb 6blna cnabas, KOCTHble Kpast
OT/IOMKOB C MpU3HaKaMu CKJ1epo3npoBaHuns. 3aksto-
YeHue opToneda — aTpodunyeckumin NnceBfoapTpos
(noxHbIN cycTaB) anuMmeTacdusa npaBoi nneyve-
BOM KOCTW. Y NayMeHTKN COXpPaHAaI0Chb HapyLleHune
YHKUUN BEPXHENA KOHEYHOCTHU, B CBAA3U C 9TUM, AN
yNyJdlleHnss KayecTBa XMU3HU, B Hosi6pe 2013 roga
nocne NoATBEPXAEHUS PeMUCCUUN 3a60sIeBaHUSA

Puc.1. MauymneHTka L. PeHTreHorpamma npaBow nieyeBo KOCTH
[l0 Hayana fieyeHust.
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nauueHTKe 6bI10 BbIMOSIHEHbI Pe3eKLUA HUXHEN
TpeTu NpaBoitl nneyeBoi KocTu (puc. 9) n samelle-
Hue aedekTa aHAONPOTE30M JIOKTEBOrO CycTaBa
PROSPON (puc. 10-11).

McTonormyeckn aHanms yganeHHom KOCTU: KOCT-
HbI MO3I npefcTaBfieH XXMPOBOW TKaHbO; Mexay
KOCTHbIMW 6ankaMu MeJIKue HEMHOrOUYUCIIeHHble
numboumnTapHble MHGUALTPaTbl. 3aMBNeHUe Mnpo-

Lo B CTaHAapTHble CPOKW, dyHKLMA NpaBoi Bepx-
Hell KOHeYHOCTU BOCCTaAHOBMIACh B NOJIHOM O6beMe.
B snBape 2019 roga nocne TpaBMbl (NageHue ¢ Bbl-
COTbl CO6CTBEHHOrO TeNa C OMOpOoii Ha NPaByIo PYKY)
nauueHTKa BHOBb o6paTunach C xanob6amu Ha 60nu
B NpaBoWu pyke. PeHTreHorpacus npaBoro JIOKTEBOro
cycTaBa B 2-X MpPOeKLMsAX nokasana peHTreHonorun-
YyecKue NpU3HakyM HECTaBUNIBHOCTU HOXKU SHAOMPO-

x200.

Puc. 3. MaumneHTka LL. TncTonpenapaT KOCTH, aKCNpeccus

Ki67x200.

Puc. 4. MaumnenTka LL. MMcTonpenapat KOCTH, aKCrpeccus
CD2x200.

Puc. 5. MauueHTka L. TncTonpenapar KoCcTH, aKcnpeccus
BCL6x200.

Puc. 6. MauuenTka L. PeHTreHorpamMmma npaBoi nie4yeBon KOCTH.
MaTonornyeckuin nepenom.

Puc. 7. MaumneHTka L. PeHTreHorpamma npaBow nieyeBon KOCTH,
nocne MXT.
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Te3a B /IOKTeBOW KOCTW. [poBefeHHOE KOMMIEKCHOE
o6cnefoBaHne NOATBEPAMNO pPeMUCCUIo 3aboneBa-
Hus. U B anpene 2019 roga nauneHTKe 6b1710 BbINOJ-
HEHO YyCrewHoe pesHAoNpoTe3npoBaHMe MpaBoro
JIOKTEBOro cycTaBa. B HacTosilee BpeMsl naumeHTKa
XMBA, PYHKUUST KOHEYHOCTU BOCCTAHOBJIEHA MOJIHO-
CcTblo. Bpemsi obuiero HabnoaeHUa 3a naumueHTKowm
cocTaBndaeT 95 mecsaLeB.

Puc. 8. MauneHnTka L. PeHTreHorpamMmma npaBoi nie4yeBon KOCTH,
nocne MXT.

Puc. 9. MauuneHTka L. YaaneHHbIi MakponpenapaT npaBon
nje4yeBon KOCTU.

NMMQOM: OMbIT Tepanuu NepBUYHbIX NIUMHOM KocTel

OBCYXAEHMUE

M3yyeHHble NnuTepaTypHble faHHble U CO6CTBEHHbIN
KITIMHUYECKNIA onbIT noATBeP>XAakoT, YTO NepBUYHbIE
nMM@OMBbI KOCTel KpaliHe peakas dopma numdonpo-
nudepaTUBHbIX 3a60M1eBaHUIA, MHOTUE UCCNef0BaHMS
OCHOBaHbl Ha PeTPOCMEKTUBHOM aHanunse KInHuYe-
cKkoro maTepuana. Mbl 3a pecaTb neT Habnwoganu

Puc. 10. NMaumeHTKa L. PeHTreHorpaMmma npaBoro I0OKTEBOro
cycTaBa nocre aHAoNpoTe3npoBaHus (60KoBasi NPoeKLMs).

Puc. 11. NMauunenTka L. PeHreHorpamma npaBoro JIOKTEBOro
cycTaBa nocre aHAONPoTe3NPoBaHUs (NpsiMas MPoeKLUUs).

57



South Russian Journal of Cancer 2020, v.1, N23, p. 50-59

|.B.Lysenko*, A.A.Barashev, T.0.Lapteva, N.V.Nikolaeva, E.A.Kapuza, 0.N.Shatokhina, T.F.Pushkareva / Rare forms of non-Hodgkin lymphomas:

experience in treatment for primary bone lymphomas

BCero 4 cnyyasn nepBuUYHoM NMMeomMbl KocTei. O6Lme
NPUHLMMNbI ANArHOCTUKM 3Ton hopMbl TMMEGOMbI OCHO-
BaHbl Ha NpMHUMNax 06cnefoBaHNA BCEX MaLUEHTOB
C OHKOremMaTtosiormyeckumu 3aboneBaHuaMuU. B onpe-
JeneHnn TaKTUKKN NTeYEHUsI MEPBUYHOWM KOCTHON NTMM-
($hOMbI, HECOMHEHHO, TTaBEHCTBYHOLLYIO POJib UrpaloT
pacnpocTpaHeHHOCTb npoLecca  UMMYHOrUCTOXUMU-
YyecKur BapuaHT onyxonu. Paa uccnegosartenemn npo-
BOAMIIM Ha HaYasbHbIX 3Tanax pe3eKkLuto KOCTU U MAr-
KWX TKaHe, BOB/IEYEHHbIX B MPOLECC, HO CTONKHYMUCH
€ npo6nemoi 6bicTporo peumnpamea. MoxHO corna-
CUTbCS C ApYrMMU KccnefoBaTensiMm, YTo Ha AaHHOM
aTane pasBUTUSI GOJIE3HU XUPYpruyeckasl arpeccus
SIBNSIETCS U3NULIHEN U BMELLATeNbCTBO AOJIXHO 6bITb
orpaHuyeHo 6uorncuei [2, 11].

Mockonbky Bce NMMGOMbI, U NEPBUYHbLIE JIUM-
(oMbl KOCTEl B TOM YUCIE, BCE XKe BbICOKOYYBCTBU-
TeNbHble K XMMUOTEpanuu HOBOOGPa3oBaHUsA, TO
MepBUYHYIO PEMUCCUIO MOXHO [OCTUYb Gonee Yyem
y 80-95% nauueHTOB. MHOrMe nccnepgoBaTenu B Ka-
yecTBe 6a3oBow Tepanuu ncnonbaytoT CHOP-nopo6-
Hble PeXUMbI U [OCTUTalOT 5-NeTHen 6ecCobbITUNHON
BbhkuBaemoctn 40-95% naunmeHToB B 3aBUCUMO-
CTW OT pacnpoCcTpaHEeHHOCTM UCXOAHOro npotecca.
Takoil BbIGOp MOXET 6bITb OCHOBHbIM B rpynnax
MauueHTOB C JIOKalbHbIM MOPaXX€HUMEM KOCTH, 6e3
dhakTopoB pucka. Konnern ns ®rby rHL MuHsgpaea
Poccumn WnMpoko NpUMeHAI0T Tepanuio NPOABUHYTbIX
cTagui MM@OMbI MPUMEHSI UHTEHCUBHYHKO Mpo-
rpammy mMNHL-BFM-90 u gocturatoT 5-netHei 6e3pe-
LMANBHON BbhXXnMBaemoctn 92% [5, 12, 13].

B Haluem HabnofeHuM y nauneHTa ¢ Hebnaronpu-
ATHbIM nogsugom [BKJ1 1 6onblwimMM pacnpocTpaHe-
HMeM npoliecca oTMevanocb pedpakTepHoe TeYeHne
3aboneBaHusi. BOZMOXHO y MaLMEHTOB C MCXOAHO
HebnaronpuaTHbIM NMPOrHO30M clieflyeT NPUMEHATb
6onee arpeccuBHylO TaKTUKY MONAUXMMUOTEpanuu.
MauneHTbl c 6o51ee 6naronpuUATHLIMA UMMYHOTUNA-
MU NMMMGOM AEMOHCTPMPOBANM NyylMA OTBET Ha

flevyeHne U XKBbl NO HacTosiLee BpeMs C XOPOLIUM
KayeCcTBOM XW3HW. B Hallen pyTUHHON NpaKTUKe Mbl
pasgenseM nosuuuio uccrneposaTenen, NPUMEHso-
LLMX KOHCONMUAMPYIOLLYIO JIy4eBYIO Tepanuio y nauu-
€HTOB C NnepBUYHO NuMdomon KkocTeit [3, 5].

Cpeau nauMeHTOB, KOTOPbIX Mbl Habnwoganu,
OBOe MauMeHTOB M3-3a WMMEBLLMXCH MaTofiornye-
CKMX NepenoMoB M HapylleHua QYHKUUW COOTBET-
CTBYIOLLEN KOHEYHOCTM 3HAUYMTENIbHO yXxyALaroLiee
KayeCcTBO >XM3HW 6blsiM NOABEPrHYTbI YCMELIHOMY
SHANPOTE3MPOBaHUIO. Hall KNMHUYECKUIA OnbIT Mo-
3BONIAET peKOMeHAoBaTb MCMoib30BaHMe AaHHOro
MeTofa XMPYPru4yeckoro ieyeHus y naLumMeHToB B pe-
MWUCCUW NEPBUYHON KOCTHOM NMM@OMbI, KakK onuumu,
BOCCTaHaB/IMBAIOLLEN >KUBHEHHble MNOTPEBGHOCTMU
nauyueHTa.

3AKNIOYEHUE

Takum 06pa3om, Npy NoJO3peEHUN Ha TUMPOMY Ko-
CTeN naumeHT J0/MKEH 6biTb 06cnefoBaH C UCMOJIb-
30BaHMeM BCeX AOCTYMHbIX COBPEMEHHbIX METOA40B
nuccnepoBaHusa NS onpefeneHvus CTerneHn pacnpo-
CTPaHeHHOCTU OMyXOoneBOro npolecca, BKo4Yas
MN3T-uccnenoBaHne. 06s13aTesibHa GUONCUA ONYXONU
C npoBefeHNEM UMMYHOIMCTOXMMUYECKOro uccne-
goaHusa. CnegyeT OTMETUTb, YTO JSIOKasnbHOe nopa-
XXEeHMe KOCTEeN valle NpoTeKaeT OTHOCUTENbHO 6na-
ronpuaTHo. Mpu HapyweHun GYHKLUUM KOHEYHOCTH,
HeyAO0BNeTBOPUTEIbHOM KavyeCTBe XXU3HU U Hann4yum
KUHWYECKNUX MOKa3aHUN B KOMIMIEKCe eyebHbIX
MepOonpuUATUIA, U Hall OMbIT 3TOMY MOATBEPXAEHUE,
B Nepuos peMmuccum 3abonieBaHUS NPUMEHUMbI XU-
pypruyeckue mMeTtoAbl Tepanuu, B 4aCTHOCTU 3HAO-
npoTe3upoBaHMe AN BOCCTAaHOBJIEHUS KayecTBa
XXM3HM naumeHToB. [115 naumeHTOB C pacrnpocTpa-
HEHHbIMU CTaaAuAMU NUMEOOMbI KOCTe OCHOBHbIM
MeTOAOM Tepanuu SBASETCA NONNXMMMoTepanus
C TapreTHbIMUM NpenapaTtamu.
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