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B-knetouHas nuMdoomMma
Heknaccudmumpyemas

C NPOMEXYTOUYHbIMU NPU3HAKaAMMU
Mexay AMPPY3HOWU KPYMHOKNETOYHON
B-knetouHou numcpomMon

u numcomon XoaKKUHA

[".B. CarosH, I1.X. AHpep»xaHosa, 10.10. [ibakoHosa, [1.C. Abpamos,
A.N. Lepbakos, H.B. Msakoga

@IrBY «HaumoHanbHbIi MEANLUMHCKMI MCCIIER0BATENbCKMI LUeHTP AeTCKOM remaTosiornu,
OHKOJI0rMu 1 uMMyHosorun uM. [imutpus Porayesa» MuHsgpasa Poccumn, MockBa

B-knetouHasa numdoma Heknaccudmumpyemas ¢ NpOMeKYTOUHbIMU MPU3HaKaMn Mexay aMdysHon
KPYMHOKIIETOUHOM B-kneTouHoi mMcpoMoit u numdpoMoit XomwkuHa (HBKIT) — peakast arpeccusHast
nuMdpoMa ¢ HeornpeaeneHHbIM MPOrHO30M, MMeloLLas crieumdmnyeckme Mopoorniyeckme 1 UMMyHo-
PEHOTUMNYECKNE XapaKTEPUCTUKM, CBOMCTBEHHbIE Kak andddpy3Hol B-kpynHokneTouHol nuMdome,
Tak 1 nuMdpoMe XoIsKKvHa. B cTaTbe npeacTaBneHbl CpaBHUTENMbHbIE xapakTepucTuki HBKIT v pasnuu-
HbIX BapMaHTOB KPYMHOKMETOUHbIX B-KNeTouHbIX NMMAOM, a TakKe onmcaHne KIMHUYEeCcKoro cryyas
HBKJTy peberka 3 net. Poputenu naumeHTa fanu cornacue Ha UCMosfib30BaHWe MHADOPMaLMK O HEM,
B TOM uncne choTorpadouii, B Hay4HbIX UCCNENOBaHUAX 1 MyBnMKaumsx.

KnioueBble cnoBa: B-kieToyHas numgboma Heknaccuguumnpyemas, anchgpysHas
KpYrnHOKeToYHass B-kneToyHas numgpoma, iumcpoma XOoamK1Ha, AMarHoCTHKa, fieyeHne, aetm
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B-cell lymphoma is unclassifiable, with signs intermediate between
diffuse large-cell B-cell lymphoma and Hodgkin lymphoma

G.B. Sagoyan, L.Kh. Anderzhanova, Yu.Yu. Dyakonova, D.S. Abramov, A.P. Shcherbakov, N.V. Myakova

Dmitriy Rogachev National Medical Research Center of Pediatric Hematology, Oncology,
Immunology Ministry of Healthcare of Russian Federation, Moscow

B-cell lymphoma is unclassifiable, with signs intermediate between diffuse large-cell B-cell lymphoma and Hodgkin's lymphoma
(LH), is a rare aggressive lymphoma with an uncertain prognosis that has specific morphological and immunophenotypic
characteristics characteristic of both diffuse B-large-cell lymphoma and Hodgkin's lymphoma. In this article, the comparative
characteristics of NIVCL and various variants of large cell B-cell lymphomas are presented, as well as a description of the clinical
case of NVCL in a child of 3 years. Patient's parents agreed to use personal dats and photos in research and publications.
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n numdpoMoit XomskkuHa (1X); BTopas kateropus —

HOBOODpa30BaHWA OCHOBaHa Ha KIMHUYECKWX,

MOPCPOSIOrMYECKUX,  MMMYHODEHOTUMUYECKNX
W MOMEKYNSAPHO-TEeHETUYECKMX XapakTepucTmkax [1].
B knaccudpukaumm onyxonei reMorno3aTUUYECKUX U
MMMAONEHBIX TKaHeln BcemupHoW opraHvsaumun 3ppa-
BooxpaHeHus 2016 roga [1, 2] BbigeneHbl OBe KaTe-
ropun HeknaccuuumpyeMbix B-KneTouHbix numMdom:
nepsasi — NMMMOMa C MPOMENKYTOUHBIM MOMONKEHN-
eM Mexay B-kpynHokneTtouHoi numcbomoi (OBKKI)

B-knetouHaa numdhomMa Heknaccudmumpyemas ¢ npu-
3HaKaMu, MPOMEXYTOUHbIMK Mexay anddy3HOW Kpyn-
HOKIMEeTOYHOW B-kneTouHon numdoomon n numdomon
bepkutTa.

B maHHOM cTaTbe MPeAcTaBfeH KIIMHUYECKON Chy-
Yaih Heknaccudpmumpyemon B-kneTouyHon NUMAGIOMbI,
3aHMMaIOLLEeVt  MPOMEKYTOUHOE  MONOKEHUe  Mexay
omdbdpysHon B-kpynHokneTouHor numdooMor 1 numdpo-
MoV XOmMKMHA.
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OnuncaHue KNMHMYECKOro cnyyas

Manbuuk, 3 roga, noctynun B HaumoHanbHbI Meau-
LIMHCKUIA MCCenoBaTeNbCKMIM LIEHTP OETCKOWM remMaTono-
FUW, OHKOMOTMKM U UMMyHoIorum uM. OMuTpus Porauesa
(nanee — HMUL, IFOW) B cBA3K C BbISBMEHHON UHTPaab-
LOMVHanbHon nuMdonponudepaumen.

N3 aHaMHe3a: pebeHok oT 1-i1 bepemMeHHOCTH, Npo-
TekaBLUEN Ha (POHE TOKCMKO3a, aHeMWUU, XPOHWUYECKOM
runokcun nnopa. Popbl domsmonoruyeckue, Ha 39-i
Hen. Macca Tena npw poxaeHun — 3142 r, poct 50 cMm.
OueHKa no wkane Anrap — 7/8 6annos.

3a 2 mec. po rocnutanusauum 8 HMULL AFON y pe-
BeHka eXeOHeBHO OTMeYanu MOAbeMbl TeMmepaTypbl
po 38,5 °C B fHEBHble yachbl, KynupyeMble C NMOMOLLbIO
aHTUNWUPETNYECKON Tepanuu; xanobbl Ha yMepeHHylo
B0ne3HEeHHOCTb B MBOTE, B NMPaBOW NOAB3LOLUHON 06-
nactv, BnegHoCTb KOXHbIX MOKPOBOB, CNabocTb, CHU-
»KeHue annetuta. Manbumk BblT OCMOTPEH MeguMaTpoMm
MO MECTY XWUTeNbCTBa: MPU ManbrnaLyn X1MBOTa B OKO-
nonynoyHoi obnactn onpenensnocs obbeMHoe obpa-
30BaHuWe. B 0bLieM aHanv3e KpoBU BbISIBIIEHO CHUXKEHWE
KOHLUEeHTpaumn remornobura (Hb) mo 67 r/n. Knuuu-
Yyecku HapacTana cnabocTb, MHTOKCUKauusA. PebeHka
roCNUTanuM3vMpoBann B CTaUMOHAp MO MECTY MUTesb-
cTBa. lpoBeaeHo ynbTpassykosoe uccrnegosaque (Y3W)
opraHos GpiowiHoi nonoctv (OBMM): BbISBNEHO YyBEnu-
yeHue ceneseHkn 1o 7,5 X 4,3 CM 3a CUET OKpYribIX
OOHOPOAHbIX 0Bpa30BaHUN MOHWUMKEHHOW 3XOrEHHOCTM
C YEeTKUMU, POBHbIMU KOHTypamu. [10 OaHHbIM MynbTW-
CrvpanbHoi KoMmbloTepHoit Tomorpadomm (MCKT) OB,
KT-kapTuHa cooTBeTCTBOBana numdponponudepaumm ¢
MOpaseHNeM CeneseHkm, NMMaTUYECKMX Y310B: Nepu-
racTpasnbHbIX, MepunaHKpeaTuyeckux, BCex Opbikeey-
HbIX, NMOAB3AO0LLUHbIX, BOPOT Cefle3eHKM 1 3abpioLLHHOIO
MPOCTpaHCTBa.

C HanpaBnsoLWmMM OMarHo30M «MHTpaabaoMuHanb-
Has nuMdoonponudepaumns» pebeHoK rocnuTanuanpo-
BaH B HMWL, 'OV ons poobcnenoBaHus ¢ Lenbio Bepu-
dhvKaumm anarHosa 1 BblpaboTKM TaKTUKK IeUeHus.

[Mp¥ NOCTYNNEHUN COCTOSIHUE MarbyMKa pacLeHnBa-
NOCb Kak TAXEernoe; B KNMHUYECKOM cTaTyce obpalianm
Ha cebsi BHMMaHWe 06LLMIA MHTOKCUMKALMOHHBINA CUHOPOM,
hebpunbHasi TemnepaTtypa, cnabocTb, aHeMWyecKui
CMHOPOM, YBENMYEHWe pa3MepoB *uBoTa. [pu nanbna-
LMK KMBOTA B OKOSOMYMNOYHOM 0BnacTu onpefensnmch
obpasoBaHve pasmepamu 2 X 3 cM 1 Menkoe obpasosa-
HMe B 0BMacTV HUXKHero nosioca ceneseHku. MNeyeHb un
ceneseHKa BbICTyManM Ha 3 CM M3-1Mof, KpaeB npaBov U
neBom pebepHbIX Byr COOTBETCTBEHHO.

PebeHky bbinio mpoBeseHo KomnekcHoe obcnepo-
BaHWe. KmHn4yeckuii aHanm3 Kposu: cHmkeHne Hb po
70 r/n; yMepeHHbIit TpoMBoumnTos — 564 x 107/n; neitko-
umnto3 — 18 Tbic./mMk11; COJ — 127 MM/u. Buoxummuyeckuii
aHannM3 KpoBu. 3HaunTenbHoe MoBbilieHne C-peakTvs-
Horo Benka — 0o 225 Mr/n. Mo AaHHbIM MWEnorpaMMbl,
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BracTHble Knetku — MeHee 5%; aTUMWUUHbBIX KIETOK He
HanpeHo. o pe3ynbTaTamM TpenaHobUoncuM KOCTHOrO
MO3ra, NPU3HaKOB OMyX0J1EBOr0 NOPAXEHNS HE BbISIBIE-
Ho. lpoBeneHO LMTOMOrMYecKoe UCCenoBaHne fMKBO-
pa: 6acTHbIX KMETOK HeT.

Mpn Y3W BbIABNEHbI MHOMECTBEHHble NMMAaTU-
YeckMe yarbl: B MapanaHKpeaTUyeckoM MpPOCTPaHCTBE,
MO XOLY HWKHEWN MOJIOW BEHbI ¥ NOAB3AOLLHBIX COCYAO0B,
NPEVMYLLIECTBEHHO CrieBa, pa3mepoM Ao 37 X 12 M,
HEOOHOPOLHOW CTPYKTYPbI, MOHWUKEHHOW 9XOr€HHOCTH, B
HEKOTOPbIX M3 HUX YCUSIEH KPOBOTOK; MO XOAy cenese-
HOUHbIX COCYOB (yXolsA B BOpOTa Cefie3eHKn) v nesoil
MOYEYHON HOMKM — PasfMuHOM (DOPMbI, MOHUKEHHON
3XOreHHOCTM, HEOAHOPOLHbIE, padMepoM A0 21 X 17 MM,
Me3eHTepuarnbHble, PasnUuHOV CHOPMbI, MOHUMKEHHON
3XOreHHOCTU, HEOHOPOLHbIE, padmMepoM [0 30 X 17 MM.

Mpu MCKT opraHos rpynHoit knetku (OMK), OBM u
Marnoro Tasa BblsIBMEHbl YBeSIMYeHHble NMdaTnyeckue
y3ribl: MOAKIOYNYHbIE CNEeBa, B 3afiHEM CPELOCTEeHUMU,
PeTPOKpPYpanbHo, B BpIoLLIHOM NonocTy. B 3abpiollMHHOM
MPOCTpaHCTBe, MapaaopTanbHO A0 YPOBHS Buddypkaumm
06LLMX NOAB3MOLUHBIX apTepUd — MACCUBHbIE KOHITI0-
MepaTbl YBEMUYEHHbIX NUMaTUUECKMX Y310B, 06LMi
MakcuMarbHbIn pa3mep — 00 83 x 38 x 149 MM, 0bbem —
244 cM®. Ha ypoBHe budhypkaumm BploLLHOM aopTbl OT-
MEeYeHO pacrnpoCTPaHeHve KoHrnoMepara 3a TosLLy ne-
BOW MOSICHNYHOW MbILLILbI C BbIPasKeHHOW ee MHMNbTPa-
umen. MHorouncrneHHble oyaru B cefie3eHKke pasMepom
[0 20 MM C TeHaeHUMe K crisaHmio (pucyHok 1).

Mo  paHHbIM  MO3UTPOHHO-3MWCCUMOHHOW  KOM-
nbloTepHon  Tomorpacoum  (MIT/KT), onpenensnuch
MHOMKeCTBEHHble — runepmetabonuueckme ovarm B
nMMdpaTnyecKnX ysnax M WX KOHrfoMmepaTax, 0COo-
BeHHO B HagkMounuHbix criesa (SUVmax = 5,6),

PucyHok 1

MynbTucnupanbHas KOMMbloTepHas ToMorpadus opraHoB
6p|0LIJH0171 MOJSIOCTU N Manoro Ta3a C KOHTPACTHbIM YCUNEeHNEM!:
onpenenanTCca MaCCMBHbIE KOHIIOMepaThbl YBeSIMYEeHHbIX




KIIWHUWYECKUWE HABJNIIOAEHNUA

peTpokpypanbHbix (SUVmax = 4,8), BOpOT ceneseHKku
(SUVmax = 8,5), 3abpioLUMHHOTO MPOCTPaHCTBa C
pacnpoCcTpaHEHWEM MOA MOSICHUYHYIO MbIllLy CreBa
(SUVmax = 13,4), Manoro Tasa no Xoay MoAB3OOLLHbIX
cocynos cresa (SUVmax = 9,0) 1 ouarosoe HakomnneHve
B ceneseHke (SUVmaxx = 4,8) (pucyHok 2).

Mocne npoBenexus Heobxoaumoro obbemMa guarHo-
CTUYECKMX MpoLenyp BbinofiHeHa bvoncws noasspoLu-
HbIX NuMcpaTueckmx y3noB. Mo gaHHbIM FUCTOMOrMYe-
CKOro MccefoBaHus, oTMeyeHa cybToTanbHas cTepTas
ApPXMTEKTOHMKA 3a CYET MHTEPCTULMANBHOMO U Tpabeky-
napHoro pmbposa, 6onbLLOro KoNMYyecTBa rMCTUOLUTOB,
303MHOCIMIIOB, KPYMHOKIIETOYHOrO MEePUCHMHYCOMAanb-
HOro NepudONNMKYSIAPHOrO OMyX0S1eBOro MHGMNbTPa-
Ta U3 NONIMMOPCOHBIX KPYMHBIX KIIETOK, HaNMOMUHAIOLLMX
KINeTKN XOOXKMHA Y eUHNYHBIMW 3TIEMEHTaMM — KIETKM
Pup—LLITepHBepra; nMenucb KpynHble 311eMeHTbl C Lin-
TONOrMYECKUMU NPU3HAKaMM MIMMYHOBNAcTOB U LLEHTPO-
BnacTos.

[poBeneHO  MMMYHOTMCTOXMMUYECKOE  WCCReno-
BaHve (MIX): knetkn wHdpunbTpaTa npencTasrieHbl
CD30/CD79a/CD15/Fascin/EBER/EBV 1 chokanbHo
— CD20-n03nTMBHBLIMM OMYXOMEBLIMUA KIETKAMK, Ha KO-
Topbix oTcyTcTBOBana akcnpeccus ALK, TiA, Perf, CrB.
KneTkn peakTMBHOIrO OKpY:KeHWst Bbimu npencTaBfeHbl
BonblunM KonmuyectsBoM CD3/CD4-no3uTuBHbIX T-nnM-
choumToB ¢ npumecbio CD3/CD8 T-KrneTok 1 BorbLLOro
konuuectsa CD68-N03NTVBHBIX TMCTUOLIMTOB.

LinToreHetnueckoe uccnepoBaHve bGuonTata ony-
XOIU: NMpW CTaHLAPTHOM KapuUOTUMMPOBaHUN 0BHapYsKeH
KITOH C KOMMTEKCHBIMU XPOMOCOMHbIMW NMEepPeCTPOViKaMu,;
npu uccrnenosaHun MetogoM FISH peneuus 17p (353)
He obHapyeHa.

PucyHok 2

[M03UTPOHHO-3MUCCUOHHAs KOMMbIOTEPHAsA TOMOrpachuns:

A- onpepenawnTca FVII'IepMeTaGOJ'IVI‘-IeCKVIe o4aru B HagK4uny-
HbIX J'IVIM(baTVILIeCKVIX y3nax cnesa ; b — ouaroBoe HakonneHve
B ceJie3eHke

A

PucyHok 3
['ncTonornyeckas kapTuHa B-knetouHoi numdpombl Heknaccudm-
LMPYEMOI C MPOMENXYTOUHbIMW MpU3HaKaMu Mexay AnddysHom
KPYMHOKMETOYHOW B-kneToyHon numdpomoit u nuMcoMon XomK-
KMHa. [MCTOMoOrnyeckn onyxonesblie KNeTKW pacnonarannch cpe-
OM BOMOKHUCTO (ONBPO3HON CTPOMBI, Db NpeAcTaBfeHbl ane-
MeHTaMU KpYMHOro pasmepa ¢ 0bunbHON LMTOMNIa3MON M KPYMHbIM
MOSIMFOHANbHbBIM AAPOM, @ TaKXe KneTkaMu Tuna XoaxknHa u Pup—
LlitepHbepra: A-1, A-2 — npu UIMX-nccnenoBaHnm BbisiBNEHa 9KC-
npeccus CD30 (okpacka reMaTOKCUIIMHOM U 303uHOM, X 10, x 40);
B — CD15, x 40; B — kneTkun koakcnpeccupyioT Pax5, x 40; T —x 40

i I PR TR T -

Pediatric Hematology/Oncology and Immunopathology
2019 | Vol. 18 | Ne 1 | 88-95



PucyHok 4
[ncTonornyeckasn KapTuHa B-kneTouHoi nuMd oMbl Heknaccudm-
LIMPYEMOI C NPOMENKYTOUHBIMU MPU3HAKaMK Mexay Anddy3Hom

KPYMHOKNETOUYHOW B-kneTouHon numMdboMoin U nuMdoMon XomxK-

KnHa. TMCTONOrMYecku Te ke onyxosieBble KNeTKN UMEeNn UMMYHO-
heHOTUN 3penbix TUMUYECKUX B-nMMdoUMTOB; 3KcnpeccupoBanu:
A -CD20; b -CD79a; B—-CD23; ' - MUM

)

v e
eT ee?s
PPe

PucyHok 5

MynbTucnmpanbHas KoMnbloTepHas ToMorpadous opraHoB
BpioLLHOM NonocTM 1 Manoro Tasa nocne Ayx bnokos OEPA;
Ha KT-n3obpaskeHnsax HabmogaeTca coxpaHeHne oCTaTO4YHOM
onyxonu; B 3abpIOLLIMHHOM NPOCTPaHCTBE — KOHrNioMepaT
M3MEHEHHbIX MMM aTMYeCKNX y3M0B C yMeHbLleHneM obbeMa
Ha 76%; ouarn nopaxeHusi CeneseHKN HUBENMPOBaInCh

Bonpoch! FeMaTonorin/oHKOMOr A 11 MMMYHONATONOr U B NeauaTpum
2019 | Tom 18 [ Ne 1 | 88-95

3aksoyeHne; TMCTONOrMYecKas KapTMHa OMyXOomu 1
MMMYHODEHOTUM COOTBETCTBYIOT B-kneTouHon numdo-
Me HeknaccuduLMpyeMorn C NPOMEKYTOUHbIMU NPU3Ha-
KaMu Mexay nmdpdoy3HoM KpynHOKNeTouHou B-kneTtou-
HOW NIMMdIOMOM 1 IMMADOMOIt XofskkHa (pucyHku 3, 4).

Takum obpasoMm, ¢ yueToM aHaMHe3a 3aboneBaHus,
Ha OCHOBaHWM KIIMHWKO-NabopaToOpHbIX AAHHbIX, PEHT-
FEHOMOMMYECKUX WCCIIEA0BaHWIA, pe3ynbTaToB MMCTOS0-
rmyeckoro n MIMX-uccnenoBaHWst yCTaHOBEH OKOHYa-
TeflbHbIA AnarHos: B-kneTouyHas nuMMdoMa Heknaccu-
duumpyemMas, ¢ NPOMEXYTOUHbIMKU MpU3HaKamMn and-
dy3HOM KPYMHOKMETOUYHON B-knetouHow NMMAOMbI
M Kaccuyeckon numdpombl XomkkuHa, 3BS cTagusa c
MOPaeHWEM CPEROCTEHWS, HaBKMIOUYMYHbBIX IMMAaTH-
YECKMX Y310B CrieBa, MMaTUUECKUX y3noB BpIoLLHOM
nofiocTH, 3abpIOLLMHHOIO MPOCTPaHCTBA, Manoro Tasa,
CEemneseHkM.

B otneneHunn Ha choHe NpoTMBOMMKPOBHONM Tepanuu
(uedpenum, BaHKOMULMH, AndpniokaH) y pebeHKka coxpa-
HANMUCb CTOMKWe (hbebpunbHble MOABEMbI TEMMEpaTypsbl
6e3 BMAMMBIX 0ouyaroB WMHdpeKumn. Henb3s Bbino non-
HOCTbIO MCKSTIOUNTb MHODEKLMOHHBIA TeHEe3 JIMXOPaQKM,
MO3TOMY OT BbICOKOAO3HbIX BIIOKOB MOMMXMMUOTEPANUM
(MXT) 6bino pelueHo Bo3mepaTbes. BbibpaHa TakTvKa
Tepanuu, ucnonb3yemasi Npu neyeHnn MMM oMbl XooxK-
KnHa: OBa Onoka OEPA (npemHW30mnoH, BUHKPUCTUH,
[LOKCOPYBULMH, 3TOMO3MA) C BKIIOYEHWEM PUTYKCHUMA-
6a n nHTpaTekanbHoi LIHC-npodmnakTukoit ¢ oLeHKoM
3dhdheKTUBHOCTH Nocrne AByXx BroKoB.

Mo maHHbIM KOHTpOMbHOrO obcnenosaHna (MCKT
MArKUX TKaHeW Lueu 1 rPyaHOM KIeTKM, BpIoLIHON nomo-
CTU M Marioro Tasa C KOHTPAcTOM), mocre AByX Mpose-
neHHbIx 6r1okoB OEPA oTMeueHOo coxpaHeHne ocTaTouHOM
Onyxosu: B 3abpIOLLIMHHOM NPOCTPaHCTBE — KOHroMepaT
M3MEHEHHbIX nuMaTUYeCKnx ysmnos, OBLLMIA MaKcu-
MasbHbIM pasMep yMeHbLumncst B obbeme Ha 76% — no
40 x 26 x 110 MM (paHee — 83 x 38 x 149 mm). Quaru
MOPaMsEeHWs CeneseHKM HUBENMPOBaHbI (pucyHoK 5).

PeweHo 6bino npopomkuTs MXT no npoTokony
B-NHL-2010M c¢ BBeneHuneM puTykcumaba, yuuTbiBas
Hanuuue ocTaToYHOM onyxonu nocne ayx 6nokos OEPA.
Mocne nposeneHus 6rioka AA (neKkcameTasoH, BUHKPU-
CTUH, MeToTpeKcaT — 5 r/mM?/cyT, ndocdamua, umtosap,
Bernesua) PasBuiINCh TOKCUUECKME OCMOMHEHUS: MYKO-
3UT 4-i cTeneHu, 33odparuT, reMopparnyeckuii xem-
JT, LeSIioNnUT, METOTPEKCAaTOBbIA IKCONMATUBHbIN
OepMaTUT BEPXHeW MOMOBMHbLI TynoBuULLa, MMM aneHnT
LUEMHBIX, MOAYEMOCTHBIX NMMAIAaTUYECKUX Y3I10B, 3HTE-
POKONT, OBLLMIA OTEYHbIN CUHAPOM, ANUTENbHO TEKYLLIAA
annasws KposeTBopeHus (pucyHok 6). KnupeHc meto-
TpekcaTta Obin apekBaTHbIM. Ha dooHe WMHKDY3MOHHON,
aHanbreTMYeckon, NPOTUBOMUKPOBHOW, remMoTpaHc-
dy3VMOHHOW, CONPOBOAMUTENBHOM Tepanuu, CTUMYNALUM
FPaHySIoLMTON033a OCIIOKHEHUS Pa3pPeLLNTUCh. YUnTbI-
Basi MHAVBMAOYasbHYI0 HEMEPEHOCMMOCTb METOTPeKCaTa,
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PucyHok 6

ToKCUYECKOe OCIIOXHEHWE MOoCe NPUMEHEHUSA BbICOKOLO3HOI 0
MeToTpekcaTta: A — Bug c3aawn; b — Bun cnepean

(dpoTorpadhus peberka npegocTasfieHa ¢ cornacusa poauTenei)

A

PucyHok 7

MynbTUcnMpanbHas KoMMbloTepHas ToMorpadous opraHos
BpIoLLIHOM NOOCTM U Manoro Tasa nocne 6-ro 6noka MXT;

Ha KT-n3obpaskeHusix B 3abpIOLLMHHOM NpPOCTpPaHCTBe crnesa
COXPaHAETCA KOHrMoMepaT U3MEHeHHbIX NMMAATUYECKUX Y3T0B;
0bbem cokpaTtuncst Ha 44% — ¢ 40 po 26,5 cm®

OT panbHenwern Tepanuu brnokamu MNXT, copepaLimmm
MeTOTpeKcaT, peLLeHo bbl10 BO3OepsKaTbCA.

CnepyowmM atanoM Tepanuu nposepeH 6ok CC
(unTosap, BMHKPUCTUH, aTomosua). Mo paHHbIM MCKT
OB, sbinonHenHon nocne 6noka CC, oTMeyeHa noso-
UTeNbHasA OMHaMuKa. B 3abpiolMHHOM MpocTpaHCcTBe
06LLMI MaKCUMarbHbIA pa3Mep NUMAaTUYECKKX Y3108
cokpatuncsa Ha 45% — ¢ 40 x 26 x 110 go 35 x 20 x
110 MM. CTeneHb OTTECHEHUS NIEBOW MOSICHUYHOM MblLL-
Lbl ¥ CTEMEHb YMOTHEHUS OKPYKAIOLLEN ee KNeTyaTKu
yMeHbLUMnCh. Pasmep nuMdpaTnyeckmnx y3nos, pacno-
MOXEHHbIX MapaaopTOKaBarbHO 1 MO XOA4Y NMOAB3AOLUHbIX
cocynos, cokpatuncs ¢ 13 x 10 go 11 x 9 Mm. JlumcbaTtu-
YeCKMe y3sibl N0 XOAYy CEne3eHOYHON BEHbI M B BOPOTax
neyeHn yMeHbLIMAMCh 1o 13 MM (paHee — 15 MM).

Mo paHHbiM MAT/KT, Ha MOMEHT UcCneaoBaHus Co-
XPaHANoCh HakonneHne pagrodapMnpenapaToB HU3KOW
WMHTEHCUBHOCTM B NMMAATUUYECKUX Y3Max 3abproLumH-
HOrO MPOCTPaHCTBA; MPU CPABHEHMU C MNpenblayLLnM
MAT/KT — ouHamuka nonosutensHas, SUVmax = 3.
KoHcTaTpoBaHa MeTabonuyeckas pemuccust. YunTbiBas
NOSOMMTENBHYIO AMHAMUKY, CledyloLwmM 3Tanom bbino
peLLeHo NpoBecTM aHanornyHbin 6ok MXT-CC.

LLlecTbiM 6r1okoM npoBeneH BO (nekcaMeTasoH, BUH-
KPUCTUH, UMKnodpocdpaH, qokcopybuumt) bes MetoTpe-
KcaTa, yuuTblBas WHOVBMAOYasbHYIO HEMepeHOCMMOCTb.
Mpn KoHTponbHOM obcnepoBaHuM, No paHHbiM MCKT
OBl1, B 3abpIOLLMHHOM NPOCTPAHCTBE CreBa COXpaHAI-
CH KOHr/IOMepaT M3MEHEHHbIX NMMaTUYEeCKnX ys3nos,
06LLMI MaKCMMarbHbI pa3Mep KOTOPOro COKpaTuics
¢ 35 x 20 x 110 mo 30 x 20 x 85 MM (0b6beM cokpaTuscs
Ha 44% — c 40 o 26,5 cM®) (pucyHok 7). BbinonHeHa
N3T/KT: MmeTabonunueckas peM1ccus NOLTBEPKAEHA.

B cTtabunbHoM comaTuyeckoM ctaTtyce pebeHoK Bbl-
nuMcaH MoA AMHaMuueckoe HabniofgeHue nepmatpa, re-
MaTosiora no MecTy KUTebCTBA, BKITIOYas BbINMOSIHEHNE
MCKT OrK, OBl B nepsbii rog — 1 pa3 B 3 Mec., panee
— 1 pa3 B rop; Y3M OBI1, opraHoB Manoro Tasa — 1 pas
B 2 MeC. B TeueHve 6 Mec; 1 pa3 B 6 mMec. — 1 rog,
panee — 1 pas B rog. Ha MOMeHT HanmucaHust cTaTbu
BMTENbHOCTL HabniogeHna coctaemna 18 mec.

OBCYXXOEHUE PE3YJIbTATOB JIEYEHUA

HBKIJ1 — penkasi arpeccusHas numdpoMa, MMeroLLas
cneundunyeckne Mopdponiornyeckne n MMMyHodeHo-
TUMUYECKNE XapaKTepUCTUKKM, CBOMCTBEHHble u [IBKKJI
u NIX [1] (rabnumua). B nutepatype ans obosHaueHus
LaHHOM NMdOMbI UCMONb30BaNMUCh TEPMUHBI: B-Kpyn-
HOKMEeToYHas NMdIoMa ¢ NpusHakamMn IMMAOMbl XOaK-
KnHa, XOMKKMH-NofobHas aHanmacTuyeckas KpymnHo-
KfeToYHasa numdoma, NMdpoMa «cepoit 3oHb» [1].

lMepsoe onucaHwe HBKJ1 onybnukosaHo B 2005 ropy
[3]. YunTbiBas KpaitHe peaKyto 4acToTy BCTPEeYaeMocTy,
CIOXHOCTb YCTaHOBKM AuarHo3a, flaHHbix 06 anuaemMuo-
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Tabnuua
CpaBHUTenbHasa xapakTepuctuka mexay [BKI1,
HBKIJ1, NX [5]

MokasaTensb ABKI HBKI nx
Inchdby3sHbin
DudbchyaHsiit MHdMNbTPaT IlakyHapHble
13 NneoMophHbIX KIETKM,
UHMNbTPaT
Mopdonorus KIIETOK, KINeTKn
13 KpYMHbIX
OTLeNbHble KNEeTKN XopsKKMHa
KIETOK
XomKK1Ha 1 Pup-LLitepHbepra

1 Pup—LLITepHbepra

dokarbHble 100%
Cknepos OtcyTcTByeT
nonocku oubposa  (Lmpokme nonocku)

CD45 MonoxuTenbHbid  MoNoKUTENbHbIA OTpULaTENbHBIN
CD30 OTtpuuatenbHbii  onoXKUTENbHbINA MonosknTenbHbIN
CD15 OTtpuuatenbHbiii  MonosuTenbHbIi MonoskuTesnbHbIN
CD20 MonoxunTenbHbin  [ONOXUTENbHbI OTpuuaTenbHbIi

o . 06bluHO
CD79%a MonoxutenbHbin  [onoxUTENbHbIR .

OTpULaTENbHbI

o YacTto o

PAXS [onosknTenbHbIN - CnabononosutenbHblit
MONOKNTENbHbIN

Ig MonoskutenbHbin  OTpULIATENbHbIV OTpuuaTenbHbIi

Yacto

BOB. 1/0CT2 [MonoskuTesbHbIN .
MOMOMKUTETbHbIIA

OTpuuaTenbHbIn

MAL+ < 10% < 30-40% <20%

I 11 12 11

My>KUMHbI

MepnnaHa

BO3pacTa, 55-60 35 28

net

gpeAOCTeHme, 20 80 80
0

OB/-CVIMI'ITOMbI, 50 40 40
(]

«Bulky», % 10-15 70-80 50

norun HepgocTtaToyHo. Cpeau Bcex B-KpynHOKMETOUHbIX
numcpoM ponst HBKJT menee 5% [1]; B 6onblunHCTBE
cnyyaeB HBKJ1 maHudbectnpyeT B Bo3pacTe oT 41 po
68 net. MyxumHbl 6OMEIOT uYalle, YEM SKEHLLUMHbI
(B cooTHoweHuu 2:1) [4, 5].

INumdboMa XopkuMHa BCTpeyaeTcs BO BCEX BO3-
PacTHbIX rpynnax, 3a WCKMIOYEeHNeM [AeTelt MnepBoro
rofa u3sHW, pegko — [0 5-netHero BospacTta [6].
3abonesaemocTb JIX y meteit (0-14 net) cocrtasnsier
0,42-0,6:100 000; y nompocTkos (15-18 net) — 2,97-
3,2:100 000 [7, 8]. MeanaHa Bo3spacTa BOrbHbIX, Xa-
pakTtepHas ans [IBKKI1, — 35-40 nert; uacToTa 3abone-
BAaEMOCTU CPEeOM MYSKUMH W eHLMH ofamHakosas [9].
3tnonornueckne caktopbl passutus HBKIT HenssecT-
Hbl, ogHako B 20% cnyuyaeB BbISBAIOT BUPYC JnLUTe-
Ha—bapp.

BoMpoch! FeMaTonorin/oHKOOr A 11 MMMYHONATONON M B NeauaTpum
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B otnmune ot JIX u OBKKI1, ans HBKJ1 xapaktep-
Ho Bonee arpeccuBHoe TeueHue. B 80% cnyyaes, kak
npu JTX, nopaseHo cpepocTtexue [4, 5]. BosHukaioT J1X,
OBKKIT, HBKI1 Bcnepctsue 310KayecTBEHHON TpaHC-
dhopmaumm B-numdpountos [10]. Onyxonesbiit cybetpat
JIX = kneTkn XopskuHa n Pup—LUTtepHbepra, nx konu-
yecTtBo B onyxonu coctaenset 0,1-10%. lNpu uMmy-
HOrMCTOXMMWUYECKOM UCCIIefOBaHWM MPaKTUYECKN BO
BCEX Cy4yasXx KNeTkn XopxkuHa u Pup—LLTtepHbepra
— CD30+, B borblumHcTBe cryyaes — CD15+ (75-85%).
B 95% cnyuaeB knetkn XomkkuHa n Pup—LLtepHbep-
ra skcnpeccupyiot PAX5/BSAP, yto nopTBepskaaeTt ux
B-knetounyto npupoay [1].

Ona OBKJT xapaktepHa aundbdpysHas uHdpunbTpa-
UM NUMAPOMIHBIMU KNEeTKaMKU KPYMHbIX PasMepoB C
OKpYr10-0BasibHbIMU UMK MHOMOAOSIbYATLIMU SiLpaMu, C
mMopdhonoruen LeHTpobnacToB, MMMyHOBMACcTOB, KNeT-
KaMu C MonvMopHbIMIU/aHaNIa3MpoBaHHbLIMU ApamMu
B Pa3fiMuHbIx COOTHOLeHusx [11]. Onyxonesble KNeTku
3KcnpeccupyioT B-kneTouHble aHTurensl — CD45, CD20,
CD79a, PAX5, OCT2 u BOB.1 [12, 13]. XapaKTepHas
ocobeHHocTb [1IBKKJI, otnnyatowwas ee ot JIX n HBKIT,
— 9KCMpeccus MOBEPXHOCTHOrO MMMyHOrnobynuHa npu
HanMumm lg-accoummpoBaHHoro aHTureda CD79a [5].

MopdonmMmyHonornyeckne  nposienexnus  HBKIJI
ABNAIOTCSA NPOMEKYTOUHbIMK Meskay J1X u OBKKJT [14].
Mpu HBKJ1 oTcyTcTBYeT 3KCMpeccusi MOBEPXHOCTHbLIX
MMMYHOr106ynMHOB, OfHaKo onpenensioTca B-knetou-
Hble Mapkepbl CD20 n CD7%9a, PAXS, OCT2 n BOB.1.
OnyxoneBble kneTkn obblyHo CD30+; akcnpeccusi CD15
BapuabenbHa. XapakTepHbln npu3Hak HBKJ1 — acuH-
XPOHHOCTb Mexay Mopdd0norMen u MUMMyHOGEHOTUMOM,
a 3HaunT, HBKJ1 MOXHO noapaspenuTb Ha ABa BapuaHTa:

©® Mopdponormyeckn JIX-nopobHbii  BapuaHT, HoO

MMMyHOGeHOTUNMYECKN nMeeT cxoacTeo ¢ [IBKKII

(CD20+ u CD79a);

® mopdhonorunyeckn [BKKIT-nopobHbIl  BapuaHT

¢ dpeHoTmnom J1X ¢ akcnpeccuen CD30+, CD15+.

YunTblBas pefKylo BCTPEYaeMOCTb, MOSEKYNAPHbIE
MexaHu3Mmbl HBKJT He [0 KoHuUa u3yyeHbl. M3BecTHO,
UYTO OCHOBHOW XPOMOCOMHOW abeppaumen npu HBKII
B 33% cnyuvaes, kak v npu JIX, asndetca amnnundou-
Kaumsi 2p.16.1 (nokyc REL/DCL-11A), npusogslias K
aKTVBaUMKM SAEPHOr0 TPaHCKPWMLMOHHOrO dhakTopa
NFkB, urpaioLlero BaxHylo ponb B perynsuum B-kne-
TOK B HOPME W MpW 3M0KaYeCTBEHHOW TpaHcopMaLmm
[14, 15]. Tak, BcnencTsue uHrubuposaHus FAS-onocpe-
[0BaHHOMO anonTo3a MMM anonTo3a, aCCoOLMMPOBAHHOIO
¢ akcnpeccuen BCL-2, pa3BuBaeTCA pe3nCTEHTHOCTb
OMyXOJieBbIX KMETOK K amonTo3y 3a CYeT MpOLYKTOB
reHoB, KoHTpormpytowmx NFkB, Bo3genctsys Ha cwur-
HanbHbIi NyTb TNF-ou (hakTop Hekposa onyxonu) [16].
MyTaumua 9p24.1 (JAK2/PD — L1-L2) — B 55% crnyua-
eB oTMeyaetcsa npu HBKIT; B 25% — npun IX v B 75% —
npu OBKKM [14, 17]. Mepectpoiika 16p13.13 (CIITA)



KJIMHUYECKWUE HABJIOOAEHUA

BCTpeuaeTca B 27% CryyaeB; Hanuume AAHHOM pea-
PaHKMPOBKM — OOMH M3 HebnaronpuaTHbIX )aKTOpOB,
BIIMSIIOLLMX Ha MPOLOSIKUTENIBHOCTb U3HW MaLMEHTOB C
HBKI; 8g24 (MYC) — B 25% crnyuaes [14].

TpymHoctu gmarHocTukun HBKI1 y neten obycnosne-
Hbl PEKON BCTPeYaeMOoCTbIo, OTCYTCTBMEM crneumndmye-
CKUX KIMTMHUYECKMX CUMMTOMOB M NTabopaTopHbIX MoKa3sa-
Tenew, TMCTONMOrMYECKMM CXOACTBOM C APYrUMM TUMaMK
nMMdoM.

Bbibop TakTMkM Tepanuu npu HBKIT po cux nop
ocTaeTcsi HenpocTon 3apavelt. CoBpeMeHHbIM MOAXon K
MEYEHNI0 OCHOBAH Ha pesyrbTaTax CPaBHWUTENbHO He-
BonbLUMX PETPOCMEKTUBHBIX KIMHWYECKUX WCCrenoBa-
Hui. B 2017 ropy rpynna reMaTosioroB U naTonoroaHa-
ToMOB LeHTpa LYSA (The Lymphoma Study Association)
onybnvkoBana pesynbTaTbl MHOMOLEHTPOBOMO PaHAOMU-
31IPOBaHHOMO MCCNEeNOBaHWSA, BKNOYaloLLero 99 nauven-
ToB ¢ HBKIJI. Llenblo aToro nccnenosanuns bbino nsyye-
HWe KIMHUYECKMX NPOSIBMIEHWIA U Pe3ynbTaToB Tepanuu
y naumneHtos ¢ HBKJ1. MenunaHa Bo3pacTa cocTasnsna
32 ropa (0T 13 o 83 nert). Y 28% nauneHTos sabornesa-
HWe NPOoTeKarno Kak NepBMYHO pedopakTepHoe. TpexneT-
HAs BeccobbituitHas (BCB) 1 obuias BbiMBaEMOCTb
(0OB) cocTaBunu 63 v 80% cooTBeTCcTBEHHO. MauneHTl,
rnonyyasLUWe cTaHaapTHbIA peskum RCHOP/ABVD (puTyk-
cuMab, umknodocdammua, AOKCOPYOULIMH, BUHKPUCTWH,
NPeAHW30/0H/NO0KCOPYBULMH, BrieoMULMH, BUHBMACTHH,
nakapbasuH), umenn xyawyio BCB (p = 0,003) u OB
(p = 0,02) no cpaBHEHMIO C NaLMEHTaMM, MOMYYMUBLLINMM
BbICOKO03HYl0 xuMuoTepanuio: RCHOP/ackanuposaH-
Hbit BEACOPP (611€0MUUMH, 3TOMO3MA, LOKCOPYBULIMH,
umknodgocamMun, BUHKPUCTWUH, NPOKapbo3uH, npen-
HuzonoH) [18]. B 85% cryuaes peumams Habriogancs
B TEUYEHWEe NepBOro roga nocre NocTaHOBKM AMarHosa,
a 3HaumT, HBKJ1 — arpeccuBHoe 3aboneBaHue, KOTopoe
TpebyeT 3(PPEKTUBHON TepaneBTUYECKOW CTpaTermu
NepBOV NIVHUN.

B 55% cnyyaes npu HBKJ1 obHapyskunBaloT MyTaumio
9p24.1. B nuTepatype OMUCaHO MpUMEHeHWe WHIrmnbun-
Topos PD-1 (Husonymab, Membponusymab) y 3 nauw-
EHTOB C peddpaKTepHbIM TeyeHWeM 3aboneBaHusi — BO
BCEX CNy4asx ObisT OCTUMHYT MOMHbIN TepaneBTUYECKNI
otBeT. VHrnbutopel PD-1 MoryT bbiTb TepaneBTUYECKM
BaHbIMK Npu HBKJ1 ¢ peunamBoM nnu pedopakTepHbIM
TeyeHWeM 3abofieBaHUA Kak Tepanus BTOPOM JIMHUM
[19]. OnHako Ans ouUeHKM 3PEKTUBHOCTU UHMMBUTO-
pa PD-1 npu peumnuse/pedopartepHoM Teuenun HBKJ
HeobxoauMbl fanbHENLIVE KIIMHUYECKNe UCCeRoBaHna
€ BOMbLUMM YMCIIOM MALMEHTOB.

B CLLIA npoBeneHo MHOrOLIEHTPOBOE PETPOCNEKTUB-
HOe WCCRefoBaHWe C LEnblo OLEHKM 3dOPEKTUBHOCTM
NPUMEHEHNST BbICOKOLO3HOW XMMWOTEpanuu C nocre-
LylOLLEN ayTONMOrMYHON TPaHCMNaHTauuen remMonoaTn-
ueckux kneTok (ayToTICK) y 32 naumentoB ¢ HBKII.
CpenHee KONMMYECTBO NWHWWA Tepamuu nepen TpaHc-

nnaHtaunen — 2 (ot 1 o 4). MeamnaHa BospacTa naumeH-
TOB Ha MOMEHT TpaHcnnaHTaumn — 38 net (ot 18 go 70
net). MenmnaHa HabniogeHusa 3a naumeHtTamMn — 34 Mec.
(o7 1 mo 106 mec.). TpexnetHne BECB u OB cocTasunu
69 n 78% cooTtBeTcTBeHHO. YacToTa peumpmsa/mpo-
rpeccupoBanus — 4% uvepes 1 rog n 31% uepes 3 ropa
nocne aytoTl CK. IleTanbHble Ucxombl B TeueHue 3 net
HabnoneHns He oTMeueHbl.TakuM 0bpasoM, BbICOKO-
O0O3HYI0 XMMMOTepanuio ¢ nocnegyowenn aytoTlCK
MO’KHO paccMaTpuBaTb Kak 3OPeKTUBHBIN MeToq, feye-
HWsi nauneHToB ¢ peunaveoM HBKJT unu pedpakTepHbiM
TeueHveM 3abonesanus [20].

BbIBObI

Mbl npeacTaBunM PemrWiA  KIIMHUYECKUA  Criyyan
pa3suTus HBKJT y pebeHka 3 neT, AeMOHCTpYpYIOLLMIA
CINOHOCTb IMArHOCTUKM 1 NIeYeHNst BaHHON NMMMAIOMbI B
CBSI3/1 CO CXOAHbIMU MUCTONOrMYECKMMUN XapaKTepPUCTU-
kamu ¢ [IBKJ1 n JIX. OgHako npenctaBneHHble ocobeH-
HOCTW KMMHUYECKMX MPOABMEHUIA, MOPKONOrMyecKow,
MMMYHO(DEHOTUMNYECKON KapTUH Y Hallero nauueHTa
Mo3BONWAN CBOEBPEMEHHO AnarHocTuposaTb HBKIT,
a BbI6Op ONTMMaNbHOM TaKTUKM NIe4eHns cnocobcTeoBan
LBOCTUKEHUIO PEMUCCHM.

/HTepeC maHHOrO KNMHMYECKOro cryvas obycrnos-
NEH TaKKe pasBUTUEM MHAVBMAYASIbHON HENepeHOoCMMO-
CTW MeTOTpeKcaTa B BUAe 9KChonmnaTMBHOIO fiepMaTuTa.
KnnpeHc MeTOoTpekcaTa npu 3TOM OCTaBasncs yAaoBneT-
BOPUTENbHLIM. [laHHOE OCIIOKHEHWE CEepPbe3HO MOBMU-
A0 Ha COMaTWUYEeCKMi CTaTyc mauveHTa, Tpebosanochb
MPOBEAEHVe MacCUBHON COMPOBOAMTENbBHOW Tepanuu, a
TaKKe U3MEeHeHWe TaKTUKM AasibHeMLwen NonnxnuMmoTe-
panuu. 0bLLenpusHaHHbIX cTarfapTos Tepanun HBKIT He
CYLLECTBYET, TaKTWKa OMpeaensetcs WHAMBMAYanbHO.
Y petew pnaHHoe 3aboneBaHue BCTpeyaeTCs KpanHe pen-
KO v TpebyeT HeCTaHAAPTHOr O NOAXOLA C YYETOM pPa3Bu-
TS OCNOKHEHUI. YunTbiBasi PeOKOCTb 3Toro 3abonesa-
HUA B NETCKOM BO3pacTe, A5 UCKIIOYEHNS BO3MOXHOM
accoupaumn C nepBuUYHbIM MMMYHOAEOULINTOM peKo-
MEeH[0BaHO NpOBEeAeHne YriybneHHoro MMMyHonornye-
ckoro obcnenoBaHus, BKIIOYas CEKBEHMPOBAHNE HOBOIO
nokonenus (NGS) kposu.
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