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XAPAKTEPUCTUKA MOP®OJOTNMYECKOI'O CYBCTPATA

N IMMYHOI'NCTOAPXUTEKTOHUKU ITPU HOAYJIAPHOU

JUM®O®OME XO/IZKKNHA C JIUMP®OUIHBIM ITPEOBJAJAHUEM

Hpuna Anexcanaposna LHIIYIIJIEITOBA, Anna Muxaiiiosna KOBPUTI'MHA,
Tarpsina Huxonaesna MOUCEEBA, Enena Uropesna JOPOXWHA

Hayuonanvuwiti meouyuncxuil ucciedosamenvckuti yenmp cemamonoauu Munzopasa Poccuu
125167, 2. Mockea, Hoevtii 3vikosckutl npoeso, 4

eab Heeae0BaAHUS — CONOCTABUTH XapaKTEP POCTA OMYXOIH C MMMYHOTHCTOXUMHYIECKUMH IO/IBAPHAHTAMH Y MallU-
SHTOB C HOYJISIpHO# JiuMpomoii XomkkuHa ¢ tuMpougabiM peodnaganuem (HJIXJIIT) B nebrote 3a6oeBanust. Mate-
puax u meronbl. [{uarno3 HJIIXJIII B ge6roTe 3a00eBanms ObLT ycTaHOBIICH 60 manueHTaM (COOTHOIICHUE KOJINYeCTBa
MYKYUH 1 JKeHIH 3,6:1, Meanana Bo3pacta 37 net (17-68)) ¢ ucmonp3oBaareM MOP(HOIOTHIECKOTO U PACIIHPEHHOTO
MMMYHOTUCTOXMMHYECKOTO HCCIIEN0BaHUA. Y BceX OOJBbHBIX ObUI ONpeereH XapakTep pocTa IpH MOp(OIorHieckoM
uccieI0BaHny, UMMyHorucroxumuueckue noasapuantel (WHO 2017) u kiiMHUYECKUe CTaanu 1o Kiaccudukanuym Ann
Arbor. Pe3yabrarhl u ux odcy:kaenue. C yueToM HMMYHOTHCTOAPXUTEKTOHUKH TIPH peakuuu ¢ anturenamu k CD20
BCE MANMECHTHI OBIIN pa3/iesIeHbl Ha TPU HMMYHOTHCTOXMMHUUYECKHX MToABapruanTa: A — LP-kieTkn paciionokeHsl B mpe-
nenax B-kieTouHsix Homy e, B — LP-kieTku pacnoyioxkeHbl HHTpa- U AKCTPAHOLYJISIPHO C COXpaHeHUEM B-KileTOuHbIX
HO/LYJIeH WJIM NPU HaJIWYMU «Basiay U3 B-numdonuros, C — npeodnanaer (>50 % momanu cpesa) auddysnoe mwim
KPYITHOOYAaroBoe pa3po3HeHHoe pacnoyioxenne LP-kierok 6e3 Hannuus B-knerounoro «Banay. C y4eToM HMMYHOTH-
CTOXMMHYECKOTO MO/IBapHaHTa MalUeHThl ObUTH pa3JeNeHbl Ha TPU IPYNIbL: | (MMMyHOTHCTOXMMUYECKUH TIOIBAPHAHT
A — 17 uenosex, 28 %; I-1I craguu — 82 %, III cramus — 18 %; nogynsapuslii poct — 100 %), II (uMMyHOTHCTOXMMITYE-
ckuii moxBapuant B — 30 uenosek, 50 %; -1 ctaguu — 40 %, III-IV craguu — 60 %; HomymnsipHbIit pocT — 3 %, HOMTY-
JSIPHBIM POCT C HATTMYMEM 3HAUUTEIBHOTO KOJIMYECTBA SKCTPAHOLYISIpHBIX LP-KiteTok — 43 %, HomyssipHo-1uddy3HbIi
poct — 53 % cayuaes), Il (mMmmyHorncroxumnaeckuii moxsapuant C — 12 genosek, 20 %; II cragus — 8 %, ciryuqaid,
Oorareiii omyxoneBeIMU KieTkamH, [II-1V cragun — 92 %; HOmymsapHO-1uhdy3HBIH pocT — 75 %, mpenMyIIecTBEHHO
quddy3Heid poct — 25 % ciaydaes), 1 ciydail ¢ TpaHchopmaiuein B tupGy3HyH0 KPYHMHOKICTOYHYO B-KieTouHyro
mmpomy (ABKKIT) (2 %; IV cragus). 3akmiouenne. HJIXJIII npu kiuHnYeckoi MaHU(eCTallMd UMEET BapHadesb-
HYI0 MOP(]OJIOTHYECKYIO KapTUHY 1 MIMMYHOTHCTOAPXUTEKTOHHUKY OITyXOJEBOTO CyOCTpara, YTo MO3BOIMIO BBIACIUTH
YeThIpe MOP(OIIOTHUECKUX BAPUAHTA U TP UIMMYHOTHCTOXUMHUYECKUX MTOABAPUAHTA, PACCMATPUBAIOIINECS HAMU KaK
MPU3HAKH UMMYHOTHCTOXMMUYECKOH TpaHcdopMaluu B paMkax ojHOi Hozonorndyeckoi opmbr HIIXJIIT. MmmyHo-
TUCTOXMMHUYCCKUI BapUAHT HE BCET/IA SBISICTCS IIPEAUKTOPOM KIIMHIMYECKOTO TeueHwust 3adoneBanus. Cinygyan HJIXJIIT,
Gorarble OIyXOJIEBBIMHU KJICTKaMH, TPEOYIOT AabHEHIIIEro H3ydeHusI.

KitroueBble ciioBa: HOqysipHast tuM¢oma X0oKKHHA ¢ TMM(OUIHBIM TTpeodiiaganeM, Mopdoorus, nMMyHode-
HOTHII, UMMYHOTHCTOAPXUTEKTOHHKA.

Honmynsapuas mumdoma XomkkuHa ¢ auMdo-
uaHeiM nipeobnaganvem (HJIXJIIT) — penxuit Twm
TUMQpOMbI XO/DKKHUHA C BapraOelIbHbIM XapaKTepoM
pocTa U IMMYHOTHCTOAPXUTEKTOHUKOUW OITyXOJIEBO-
ro cyocrpara. narno3 HJIXJII tpeOyet o0s3atens-
HOTO HMMMYHOTHCTOXHMHUYECKOTO TOATBEPIKICHUS
1, KaK TpaBWIIO, TIepecMoTpa B pedepeHc-madopa-

topusx [2]. HJIXJIII MoxxeT UMETh HOIYISIPHEIH,
HoAyNsipHO-AM(D(Y3HBINH U IPEUMYLIECTBEHHO TU(-
(hby3HBII XapakTep pocTa, MOCIETHUA MPEICTaBISET
HauOoMNbIIMEe TPYAHOCTH TpU anuddepeHIraIbHOI
JIMarHOCTUKE C KPYIHOKIETOUHOW B-kieTouHoi
muMmdomoii, Ooratoit  T-KiIeTKaMW/THCTHOIMTAMU
(THRLBCL), Tak kak KpyHHBIE OITyXOJEeBbIE KIIET-
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KM pacrojaraloTcsi pPa3pOo3HEHHO CpEeIu MENKHX
T-xnerox [1]. Ilo manueiM muteparypnl, 7-30 %
ciryvaeB HJIXJIII (B 3aBHCHMOCTH OT MeIUaHbl Ha-
OmrorieHus) MOTYT TpaHchopMupoBaThes B auddys-
HYI0 B-KJIETOUHYIO KpPYIHOKIJIETOUHYIO JIUM(OMY
(JABKKJI) [3]. [lanHBIC MOJIEKYISPHO-TEHETUYECKO-
IO WCCIIEIOBAHUS MOATBEPKAAIOT KIOHAIBHYIO TIpe-
emctBeHHOCTh LP-knerox npu HIIXJII n kpynHbIX
onyxoneBbix kieTok npu ABKKII [6, 7, 10, 13].

B mnepecmorpennoit kmaccuduxanmm WHO
2017 r. ana HJIXJIIT npuBenieHs! mecTh BApUaHTOB
MMMYHOApXUTEKTOHHUKH, onucaHHbie Z. Fan et al.
[5], BBImENEHWE KOTOPHIX OCHOBAHO Ha PacIoyio-
’)keHUU LP-KJIeTOK N0 OTHOIIEHUIO K B-KI€TOUHBIM
HOIYJMSIM W BBIPAKEHHOCTH PEaKTHBHOTO B-kie-
TOYHOTO KOMITOHEHTa TpPHW HMMYHOTHCTOXHMHUYE-
CKOM ucciegoBanuu ¢ antureidamu k CD20. LP-
KIIETKH SIBIIAIOTCS TIOTOMKaMHu B-kietok  ¢ommm-
KyJSIpHOTO dTamna AUQQEepeHIIUpOBKHA U MO0 CBOEMY
HMMYHO(EHOTHITY HAallOMHUHAIOT MPOMEXYTOUHYIO
CTaJIMI0 DPa3BUTHS B-KIETOK MeXIy TepMHHAIb-
HBIMH W B-knmeTkamu maMsaTH, 4eM OObSICHAETCS
COXPaHHOCTh B-KJI€TOYHOr0o MMMYHO(EHOTHIA MO
CPaBHEHHIO C CyOCTpaToM KIacCHYeCKOH JTMM(pOMBI
XomxkkuHa [4].

Lenpto HacTosIEH padOTHI OBUIO COMOCTABUTH
XapakTep OIMyXOJIEBOTO POCTa C UMMYHOTHCTOXHMH-
YEeCKMMH TOJBApUAHTAMM Y TAIEHTOB C HOMYJSAP-
Ho nuMdpomort XomKKUHA ¢ TMMQPOUAHBIM TPeoo-
JajaHueM B 1eOroTe 3a001eBaHMs.

MATEPUAJ 1 METO/IbI

Hwuarnosz HJIXJIIT B nmebrore 3a0oiieBaHUS OBLI
ycraHoBieH 60 nmamuentam, ¢ 2010 mo 2017 1. mpo-
XONIMBIINX JiedeHne B HarmoHabHOM MEIHIIMHCKOM
HCCIIEZIOBATENFCKOM IIeHTpe reMaTtonorui. CooTHO-
[ICHUE KOJIMYECTBA MYKYMH M HKCHIIMH COCTaBUIIO
3,6 : 1, mequana Bo3pacta 37 net (17-68), Bo3pacr-
HOU nuana3oH 17-68 net, Menuana 37 net. Jlmaruos
HJIXJIIT Obi1 BepuuumupoBaH ¢ IOMOLIBbI0 Mopdo-
JIOTHYECKOro W uMMyHoructoxumuueckoro (MI'X)
HCCIIeI0BaHUs Ha MapaMHOBBIX Cpe3ax OMOITATOB
TUM(PATHICCKUX Y3JIOB WU HHOM JIOKaTU3aIluH C
WCTIONB30BAHUEM DACHIMPEHHON TaHETH aHTUTEl
k CD20 (L-26), CD30 (Ber-H2), CD15 (Carb-3/
BY&87), PAXS (DAK-PAXS), Oct.2 (Oct-207), PU.1
(EPR3158V), BCL-6 (PG-B6p), BCL-2 (124), EBV
(CS1-4), CD19 (LE-CD19). Bo Bcex obpasmax npu
MOP(]OIIOTUYECKOM UCCIIEIOBAaHUH OICHUBAJICS Xa-
paKTep pocTa OITyXOJEeBOTrO CyOcTpara, a TpH TMpo-
Benenun MI'X peakruu ¢ antutenamu k CD20 Bo
Bcex 60 oOpasnax onpenenensr MI'X mogBapuaHThI.
VY Bcex NaryeHTOB YCTAaHOBIEHBI KIIMHUYECKHE CTa-
M 10 Kinaccuduranuu Ann Arbor.

PE3YJIbTATBI

Hamu BbIzenieHO 4eThipe MOPQOIOTHUECKHX
Bapuanta HJIXJIII: ¢ HOmydsipHEIM pocTOM, C HO-
OYJISPHBIM POCTOM M HaJM4YMEeM 3HAYUTEIbHOTO
KOJINYECTBA AKCTPAHOAYJIApHBIX LP-kieTok, ¢ Ho-
nynsipHo-auddy3HbiM pocTtoM (2575 % auddys-
HBII POCT), MPEUMYIIECTBEHHO TU(D(Y3HBIM POCTOM
(>75 % muddys3HBIT pocT ¢ HaIUUUEM XOTA Obl
OTHOTO THUIMYHOTO HOmymst) (puc. 1). Kpurepuem
tpanchopmanuu B JIBKKIJI sBunock Hannyme ruia-
CTOB KPYIHBIX OIyXOJIEBBIX KJIETOK C MOpdomoruen
LEHTPOOIACTOB U UMMYHOOIACTOB 0e3 GpopMHUpoBa-
HUS HOOYJISIPHBIX CTPYKTYp MelKuMu B-kineTkamu.

Ha ocHOBaHMM pacmojOKEHHsT OIYyXOJEBBIX
LP-knerox mpu peakuuu ¢ anturenamu k CD20 B
uccienyemMon rpymnmne Belienensl Tpu MI'X moxasa-
puanta HIIXJIIL: A — LP-KkieTku pacroyioKeHbl B
npenenax B-KIeTOUHBIX HOmyneH (KJIacCHYeCKH
nonBapuant), B — LP-kmetku pacmonoxeHsl WH-
Tpa- U SKCTPAHOAYIISIPHO C Hamu4uueM B-kieTounoro
MHUKPOOKPY>KEHHSI B BHJIC MOJTYCOXPAHHBIX HOAYICH
Wi «Banay nu3 B-mumdormuroB, C — mpeobmagacT
(>50 % mmomamu cpesa) KPYIMHOOYaroBOe JUCKPET-
Hoe (THRLBCL-nonoOHbie HOmynu) U quddy3Hoe
(THRLBCL-11og00HbIH  BapHaHT) paclojoKeHHE
LP-xnerox 06e3 wHamuums B-kimeTtodHoro «Bama»
(puc. 2). Y tpex (5 %) mannueHTOB OTMEYaIOCh Ha-
JMYUE CHHIUTHOTIONOOHBIX CKOTICHUH MJIH TIIACTOB
OITyXOJIEBBIX KIETOK (1/3 — HOMyNspHBIA Xapakrep
pocra, | kmuHMYeckas crtaaus, 2/3 — HOIYISAPHO-
muddy3uberit xapakrep pocra, | u Il kimHUYecKme
CTaann), OJHAKO HMMYHOTHCTOAPXWUTEKTOHHKA B
3THX CJIydasix OLEHUBAJIACh B paMKaX TpeX UMMYHO-
TMCTOXMMHUYECKHX MMOIBAPHAHTOB.

C yuerom UI'X mopBapwaHTa MaIeHTHl OBLIH
pasgenens! Ha Tpu rpymmsl: | (Tomeko MI'X mozasa-
puant A — 17 uenosek, 28 %; I-II craguu — 82 %,
I cramus — 18 %), II (MI'X noaBapuant B, npeos-
Jaaoni NOABAPUAHT MM MUHOPHBII KOMIIOHEHT
npu noaBapuante A — 30 gemosex, 50 %; I-II cra-
muu — 40 %, -1V cramguu — 60 %), III (MUI'X nox-
Bapuant C — 12 uenosek, 20 %; Il cranusa — 8 %,
ciydaii, Oorarelii oOImyXoyieBBIMH KieTkamu, III—
IV cramum — 92 %), 1 cnyuwait ¢ Tpancopmanmei
B IBKKIJI (2 %; IV cTanus).

IIpu UI'X noxsapuante A BO Bcex Cilydasx Ha-
Onromancst HORYISpHBIN Xapaktep pocta — 100 %
(17 wenosek u3 17); mpu UI'X noxsapuante B Ho-
IyIASPHBIA POCT OTMEYEH B OAHOM ciydae u3 30 —
3 %, HOMYJSIPHBIA POCT C HATUIUEM 3HAYUTEIHLHOTO
KOJIMYECTBA dKCTpaHONYISpHBIX LP-knetok — B 43 %
(13 u3 30) cnyqaes, HOnyAsIpHO-TUGDDY3HBIN POCT —
B 53 % (16 u3 30) cimyuaes; npu UI'X monBapuante
C "HonmynsapHo-muddy3HBIT pocT HaGIrOMaNCI B 75 %
(9 u3 12) cnyuaes, npeumMymniecTBeHHO AUGQY3HBIH
poct — B 25 % (3 u3 12) ciyuaes.
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Puc. 1. Cnexkmp mopghonoeuuecroii kapmurwl npu H/IXJII1: a — HodynsapHelii pocm, 6 — HOOYIAPHbLI
POCHL ¢ HAMUYUEM 3HAYUMETIbHO20 KOIULeCMEd IKCMPaHoOVIsipHblx LP-kiemok, ¢ — HoOy-
JSPHO-0Upy3nbvlLil pocm, 2 — npeumyujecmeerno oudysuviii pocm. OKpacka 2emamoxcu-
JIUHOM U D03UHOM, V8. % 50

OBCYXJIEHUE

HIIXJIIT — penxast HO30morn4eckasi opma, co-
crapisitomast 10 10 % ot Bcex ciiydaeB JIMMQPOMBI
XOIKKMHA ¢ MHJOJCHTHBIM TEUCHUEM, BapHaOelb-
HOM Mopdomornyeckol KapTHHOW W HWMMYyHOap-
XUTCKTOHUKOH OIyXO0JIeBOrO cyOcTpara, 4To 00y-
CIIOBITUBAET HEOOXOAUMOCTh U depeHInanbHON
JUATHOCTHKH C IIMPOKUM CIIEKTPOM JIUM(OM U pe-
akTuBHbIX M3MeHeHud. HJIXJIT yame BcTpevaercs
y My’>X4YHMH B BO3pacTHOM Auamna3zoHe 30-50 ier, Ha-
YUHAETCSA MPEUMYIIECTBEHHO C MTaXOBOW, aKCHILISAP-
HOW WM ieHo# mumdanenonaruu [11].

[opaskenne TMM(aTUYECKOTO y371a MOXKET OBITh
YaCTUYHBIM, CYOTOTAILHBIM WJIM TOTAJIBHBIM, B Ya-
ctu ciaydaes HJIXJIII Bo3nukaer Ha (hoHE BhIpa-
KCHHOU (POJTMKYJSIPHON THIEPIIa3uy ¢ HaluuueM
MIPOTPECCUBHO-TPAHCPOPMUPOBAHHBIX IICHTPOB pas-
MHOEHHUSI, 4TO TpeOyeT AeTaibHOro Mopdonornye-
CKOIO M3Y4YEeHHMsl 3TUX y4yacTkoB. llpu HOmynmsipHOM
xXapakTepe pocta B OuonTare JuMQpaTuyecKoro ysia
WIM MHOW JIOKAaTU3allMU ONPENENSIOTCS KPYIHbIE
HOIYJISIPHBIE CTPYKTYpPhl M3 MEIKUX JHM(OUTHBIX
KJICTOK, C HAJIUYHUEM SIIUTCIHONIHBIX TUCTUOIIUTOB,
CpeAr KOTOPBIX Pa3pO3HEHHO PaCIONIOXKEHBI KPYyII-

HBbIE KJETKH C MHOTOJIONIACTHBIMHU SIAPAMH C MOp-
(homorueit LP-kieTok; B HOAYISAPHBIX CTPYKTYypax
MOTYT COXPaHSIThCS PE3HUIyaTbHbIC IICHTPHI Pa3MHO-
KEHUs, oThenbHble LP-KiIeTkn MOryT BCTpedarhbes
IKCTpaHOLYyNIApHO. KpyIiHble HOMYNApHBIE CTPYKTY-
PBI IOCTaTOYHO YETKO OTTPaHUYEHBI IPYT OT JIPyTa,
B YaCTH CIy4aeB MOTYT OBITh OKPY>KCHbI TOHKUMH
(hbuOPOBACKYIAPHBIMHU MPOCIONKaMu (TIPU JITUTEIb-
Hoil numaneHonaruu). [Ipu Beixoge LP-knerok 3a
Ipeaesbl HOAYNeH HOAYSIpHBIE CTPYKTYPBl yTpauu-
BAIOT YETKYIO BHEIIIHIOKO TPAHULLY, PACCTOSIHUE MEXK-
Iy HUMH yBEIUYMBACTCS, HHOTAA HOMYIH TIPHOOpe-
TarT 6osee 203MHOPMIIEHBIA OTTEHOK IPH OKpacKe
TEMAaTOKCUJIMHOM M 503MHOM BBUY YBCJIIMYCHUSA KO-
JIMYECTBA KPYIHBIX KIETOK, THCTHOLHUTOB.

[Ipu HOmymsipHO-TH(QPY3HOM XapakTepe pocTa
HOJYJSIPHBIE CTPYKTYPBI CIHMBAIOTCSI MEXIY COOOiA,
BHEIIHSS TPAHULIA TEPSETCS BCICACTBUE UCTOILCHUS
CJIOSI KOMITAKTHO PACIIOJIOKEHHBIX MEJKHUX JUM(po-
HAHBIX KJIETOK MO0 Tepudepur HOAYNECH, yBEeIHIu-
BaeTCSd KOJMYECTBO T'MCTHOLUTOB, BH3YyaJIM3aLHs
LP-kiieTok B yacTu ciaydaes 3arpyAaHeHa. B ciayuasx
¢ npeobnananrem U@ y3HbBIX YIaCTKOB pOCTa OT-
MeuaeTcss NOIMMOPGHBI MHOWIBTPAT W3 MEIKUX
TMM(POUIHBIX KJICTOK ¥ TUCTHOIIUTOB C Pa3pO3HEHHO
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Puc. 2. Cnexmp uUMMYHOSUCOAPXUMEKMOHUKU onyxonegozo cyocmpama npu HIIXJII:
a — B-knemounvle nooynu ¢ unmpanooyusapueim pacnonoscenuem LP-knemox (knac-
cuueckuil noogapuarm), 6 — B-kremounvie HOOYIU ¢ HanuuUEM 3HAUUMENLHOZO KO-
Juvecmea IKCMmpanooyiapHulx LP-kiemok, 6 — HOOyau ¢ ucmoweHuem B-kiemok,
2 — THRLBCL-nooob6uvie nooyuu, 0 —THRLBCL-nodobusiti sapuanm, e — 6apuanm
HJIXJIII, 60eamuiii onyxonesvimu kiemkamu. HUI'X-oxkpawusanue ¢ anmumenamu K
CD20, ys. x 200

pAaCIIONIOKEHHBIMU KPYIMHBIMH KJIETKAMH C MHOTO-
nonactHeIMU siapamu. st Bepudukamuu HJIXJITT
B ATUX cllydasx peumiaroiryto poib urpaer MI'X-
HCCIIEIOBaHUE JUI1 OLEHKH HMMYHOTMCTOAPXHUTEK-
TOHUKHM OIyX0JeBoro cyocrpara. OcoOeHHOCTbIO,
ommmyaroriert HJIXJIIT or THRLBCL, Oyzer siBnisiThb-
cs1 OOHapy>KEHHE XOTs Obl OJHOTO KPYITHOOYAroBOTo
ckomieHus1 LP-kiieTok ¢ HajiMumeM «Bajia» U3 Mejl-
kux B-xierok. BBuay cxoxkectu Mopdonoruueckon
KApTUHBI, UMMYHOTUCTOAPXUTEKTOHUKH, PEAKTHUB-
HOTO MHUKPOOKPY)KEHHUSI W T€HETHYECKOTO MPOQHISA

HJIXJIIT m THRLBCL cymecTtByeT rumoresa, 4To
THRLBCL MoXeT sSBIATbCSA €JUHBIM KOHTUHYYMOM
¢ HJIXJIII, a He camMoCTOsATEILHOM HO30JIOTHEH [8].
JuddepennmanpHas TuarHocTuka ¢ T-KICTOUHBIMU
mumpomamu ipu HIIXJII ¢ Hanuunem nuddy3Hbix
YYacTKOB POCTa NPUHLUMIIHNAIBHO BaXKHA BBUIY pa3-
JTUYUI B TEPaneBTUUECKON TAKTHKE M KIMHUYECKOM
TEUEHUH 3a00JICBaHNH.

V tpex u3 60 nanueHToB IpU MOPQPOIOrHICCKOM
HCCIIEZIOBAHUH OTMEUAJIO0Ch PacloyIOKEHHE OIyXoJie-
BBIX KJIETOK B BHJI€ CHHLIUTHOIIOAOOHBIX CKOTUICHHUM
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WJIM TIJIACTOB, YTO pelko BbisiBisercs npu HIIXJIII,
BCJIEJICTBHE YEro MpH JaHHOM BapuaHTe HE MPOBO-
JUITUCHh  KIMHUKO-MOP(OJIOrHYECKHE COMOCTaBIIe-
Hus [9]. B 2/3 cimydaeB omyXoJeBbIi cyOcTpaT ObLT
IIPEJICTABIIEH HE TONIbKO LP-KileTKamMu, HO U KpYIIHbI-
MH KJIETKaMH C OKPYIJIO-OBAJIbHBIM THIEPXPOMHBIM
sapoM. Jlmarnoctuka Bapmanta HJIXJIII, Gorarto-
TO OMYXOJIEBBIMHM KJIETKaMH, MOXKET IpEJICTaBIATh
TPYHOCTH, pelIarollee 3HaYCHNE NUMEET UMMYHOTH-
CTOAPXUTEKTOHHKA OITyXOJIEBOTO CyOCcTpara.

IIpu xkmaccuuyeckom Bapuante HIIXJII ombiT-
HOMY 1aroMop(oJory AOCTaTOYHO MCIOIb30BaTh
y3Ky1o manens anTutes k CD20 (oreHka uMMyHOap-
XUTEKTOHUKH, MOHOMOP(HAas MEeMOpaHHasl peaKiyst
B LP-xmerkax), Oct.2 (a1epHas THIIEPIKCIIPECCUs B
LP-xnerkax), PD.1 (Bu3yanusamnus po3eTKOIoa00-
HBIX CTPYKTYp BOoKpyr LP-kierok). [Ipu Bcex ocTanb-
HbIX BapuanTax HJIXJIIT HeoOxomuMo pacumpeHme
TIaHeJId aHTHUTEN.

[Ipu BbIeneHMN | Tpynmbl MAMEHTOB C HAJH-
yueMm Toiibko MI'X monBapuanTa A, mpu KOTOPOM
LP-kneTkn pacmnosiokeHsl B IPEEnax HOLYISPBIX
CTPYKTYp CpeIu BBIpa)XEHHOro B-kieroyHoro Mu-
KPOOKPY’KEHUSI, MBI pyKOBOZICTBOBAJINCh PEKOMEH1a-
OUSIMA HEMELKOW TPYIIBI 10 U3YYCHHUIO JTUM(POMBI
XOIUKKMHA: COYETaHHWE B OMONCHHHOM MaTepuae
UI'X mopBapmanta A ¢ ApyrMMHU TOJBapHaHTaMHU
OBLIO CBsI3aHO ¢ OoJiee MPOABUHYTHIMU KIMHHUYECKH-
MU CTaJUSIMH U SIBJISUIOCH HE3aBUCUMBIM (haKTOPOM
pUCKa U TIPOTPECCUH WIIM PElUANBA 3a00I€BaHUS
[9]. B nameit rpynmne B cnyyasx ¢ UI'X noasapun-
ToM A mpeobmanamu [-II knmuHWUYeckue cramuu 3a-
OoneBaHus, ogHako B 18 % ciywyaeB oTMmedanach
I xnmHMYecKast ctaaus 3aboneBanHusl.

III rpynma marueHToB sIBIsSETCS HanboIee CII0XK-
Hot Ju1st Bepudukanuu cyocrpara HJIXJII, tak kak
B OTHX CIydasXx OTMedajics HOXYIspHO-Tu(dys3-
HBIA pocT, B 25 % cmydaeB npeobnanamu auddys-
HBIE€ Y4aCTK{ POCTa, @ UMMYHOTHCTOAPXUTEKTOHUKA
omyxosneBoro cyocrpara HanomuHana THRLBCL.
B nocnenneit pemaxiun knaccudukammm WHO [11]
pekoMeHnayercsi o0o3Hauarth y4actku auddysHo-
ro pocta npu HJIXJII xak THRLBCL-nomoOHsbIe,
yKa3bIBaTh MX B IAaTOTHCTOJOTHYECKOM 3aKIIIOde-
HUM, TaK KaK 3TH CIIydal XapaKTepusyroTcsi Oojee
arpeccUBHBIM KJIMHHUYECKHM TEUEHHEM 3a0oJeBa-
Hus [8, 12]. B nameii Il rpynmne nanuenToB mpeoo-
magamu I1I-1V ximHnyeckue craguu 3a0oseBaHus
(92 %), ogaako B omHOM cirydae (8 %) oTMmedanach
II cramus.

Il rpynna nanuentos (UI'X nogsapuant B) — ca-
Mast OoJbIIasi U Pa3HOPOAHAs, C HAJIMYNUEM Pa3HOU
CTETEeHN BBIPAKEHHOCTH B-KJIETOYHOTO peakTHBHO-
TO MHKPOOKPYKEHUs, 3HAYUTEIBHOIO KOJIMYECTBa
SKCTPAHOAYISIpHBIX LP-KJIeTOK, a B MOJIOBUHE CITy-
YaeB — C HOAYISIPHO-IU(PPY3HBIM XapaKTEpPOM po-

CTa, HAYAJIbHBIMU U MPOJBUHYTHIMU KJIMHUYECKUMHU
CTagusMU.

NI'X nonBapuaHT HE BCErna sIBISAETCS MPEJUKTO-
POM KJIIMHUYECKOTo TeueHus 3adoneBanus. [Ipu UI'X
nonBapuante A B 18 % cimydaeB ormeuanach 111 kmu-
HUYECKas ctajausi 3a0ojieBanus, a B 8 % cilydaes ¢
nonsapuantoM C — I knuanueckas cragus. HIIXJIIT
pa3BUBAETCAd HAa OCHOBE CBETJIOr0 3apOJIbIIIEBOTO
LEeHTpa TUMQPOUTHOTO (OJUIUKYIA U B TIPOIIECCE ma-
TOTEHE3a MOXKET XapakTepu3oBarbes pasHbiMu NI'X
nonBapuanTamu. [lo HameMy OMBITY, B OTHOM JIUM-
(haTrueCKOM y3JIe WK y OJIHOTO MAI[UCHTA B Pa3HBIX
TUMQPATHIECKUX y3JIaX HMMYHOTHCTOAPXUTEKTOHH-
Ka OITyXOJIEBOTO CyOCTpara MOXKET pa3InuaThCs U Xa-
paxrepuzoBarbesa couetanneM MI'X nogsapuaHToB.

3AK/ITIOYHUE

HJIXJIIT wumeer BapmabenpHYI0 MOPHOIOTH-
YECKYyI0 KapTUHY U HMMYHOTHCTOAPXUTEKTOHUKY
OITyXOJIEBOTO CyOCTpaTa, 4TO TO3BOJIAJIO BBIACITUTH
geThipe Mopdomorudecknx Bapuanta U Tpu WI'X
[0/IBApMAHTa, PACCMaTPUBAIOIIMECS HAMU KaK IpH-
3HaKM MMMYHOTHCTOXHMHYECKOW TpaHCHOpMaIuu
B paMKax OIHOM Ho3omoruyeckor gpopmbr HIIXJIIT.
NI'X nogsapuaHT HE BCEr/ia ABISIETCA MPEIUKTOPOM
KIIMHUYECKOTO TedeHus 3aboneBanusi. Cirydau, 6ora-
THIE OITyXOJIEBBIMHU KJIETKaMHU, TPEOYIOT JalbHEUIIIE-
r0 U3y4YCHHUS.
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THE MORPHOLOGICAL SUBSTRATE AND IMMUNOHYSTOARCHITECTURAL
PATTERNS IN NODULAR LYMPHOCYTE PREDOMINANT HODGKIN
LYMPHOMA

Irina Alexandrovna SHUPLETSOVA, Alla Mikhaylovha KOVRIGINA,
Tatyana Nikolaevna MOISEEVA, Elena Igorevna DOROKHINA

National Research Center for Hematology of Minzdrav of Russia
125167, Moscow, Novy Zykovsky dr., 4

The aim of the study is to compare the tumour growth pattern with immunohystoarchitectural patterns in patients with
nodular lymphocyte predominant Hodgkin lymphoma (NLPHL) in the debut of the disease. Material and methods.
The diagnosis of NLPHL in the debut of the disease was established in 60 patients (male/female ratio is 3.6:1, median
age — 37 (range 17-68)) using morphology an expanded immunohistochemical study. The tumor growth pattern was
determined by morphological study and immunohistochemical patterns (WHO 2017) — using antibodies to CD20 and
clinical stages (Ann Arbor). Results and discussion. All patients were divided into 3 immunohystoarchitectural patterns
(subject to immunohystoarchitectonics in reaction with antibodies to CD20): A — LP cells are located within B cell
nodules; B — LP cells are located intra- and extranodular with the preservation of B cell nodules or in the presence of
a border of B-lymphocytes; C — predominant (> 50 % of section area) diffuse or large-focal discrete arrangement of
LP cells without the presence of a B cell border. Concerning to the immunohystoarchitectural patterns, all the patients
were divided into three groups: I (immunohistochemical pattern A — 17 cases, 28 %, stage — I-1I 82 %, stage III — 18 %,
nodular growth — 100 %), Il (immunohistochemical pattern B — 30 cases, 50 %, stage [-I1I — 40 %, stage [1I-IV — 60 %,
nodular growth — 3 %, nodular growth with a significant number of extranodular LP cells — 43 %, nodular-diffuse
growth — 53 % cases), III (immunohistochemical pattern C — 12 patients, 20 %; 11 stage — 8 %, tumor cell-rich case, stage
M-IV — 92 %; nodular-diffuse growth — 75 % cases, mainly diffuse growth — 25 % cases), 1 case with transformation
in DLBCL (2 %, IV stage). Conclusions. NLPHL is characterized by variable morphological immunohistochemical
patterns among which we’ve revealed 4 morphological variants and 3 immunohistochemical patterns considered as sign
of immunohistochemical transformation within the continuum of the same entity of NLHLP. The immunohistochemical
patterns are not always a predictor of the clinical course of the disease. « Tumor cell-rich» cases require further detailed
research.

Key words: nodular lymphocyte predominant Hodgkin lymphoma, morphology, immunophenotype,
immunohistoarchitectonics.
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