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MegnactuHaneHas umgoma cepoii 30Hb! NPEACTaBAAET COO0M PEAKO BCTpe- \
qaoLmiics NPOMEXYTOYHbIA BapUaHT MEXAY KAacCU4ecKon nMEpoMon
XODKKNHA U 1MEePBUYHON MEANACTUHATIbHOW KPYIHOKIETOYHONU B-Kneto4Homn
TiMcpomoint. [Ipn BbISBIIEHUM HECOOTBETCTBUA MOPEDOIOrNYECKON KapTuHbI
W UMMYHOEHOTNNA HYXHO JYMaTb O BEPOATHOCTU JIMMEOMbI CEPOIT 30HbI.

Knwvessie cnoea: MeanacTUHanbHas nMMdoMa Cepoit 30HbI, UMMYHOTUCTO-
XUmMuyeckoe uccnenosanue, 3oHa GlITA. J

Me}:[I/IaCTI/IHaI[I)HaSI sumboma cepoit 30Hb1 (MJIC3) — penko
BCTpEYAIOIINIICS BApUAHT JIUMQPOMBI C XapaKTepUCTUKAMHU,
TIPOMEKYTOUHBIMU MEXY KJIACCUIECKOi mMbomoii XOomKKIHa
(JIX) ¥ nepBMYHON MeAUACTUHAJIBHON KPYIMHOKJIETOYHOMN
B-xnerounoit numpomoii (IIMBJI), uro npencrasisier cylie-
CTBEHHbIE CJIOXHOCTHU JUISl TUATHOCTUKMU [1].
MJIC3 BrniepBbie Obuta onucaHa B 2005 1., a B KJ1accuduka-
uvio BO3 B kauecTBe MpOBU3OPHON equHMUBI «B-kieTouHas
nmMdoma, HeKaccuumpyemMast, ¢ 4epTaMu, MPOMeKYyTOUHBIMU
Mexay nuddy3Hoi KpynmHOKIeTouHol B-kierouHoit aumdpomoit
u kiaccuueckoi sumpomont XomkkuHa» (ICD-O kox 9596/3)
ObL1a BKJIIOYeHa ToJibko B 2008 1. 3a0osieBaHMeE Yallle BbISBISIET-
csd y MOJIOAbIX My>XYUH B Bo3pacTe 20—40 jietT, olHaKoO onucaHa
MJIC3 y 13-1eTHero noapocTka v 'y B3pocibix crapie 70 jet. Bu-
pyc DniureitHa—bapp omnpezesiercst He 6osiee uem B 20% ciyuaeB
[1,9].
MJIC3 accolumnpoBaHa c:
* 00beMHBIM 00pa30BaHUEM B MEPEIHEM CPEIOCTEHUU C BO-
BJledeHUEeM (WM 0e3 Hero) TKaHu JIEFKOro U IPYyrux opra-
HOB CPEIOCTeHUSI TIOCPEICTBOM TIPSIMOI MHBA3WU;

* CUHIPOMOM BEPXHE MO0 BEHbI UJIU JbIXaTeIbHBIMU Ha-
PYUICHUSIMH;

* PeIKVM BOBJIEYCHUEM JAPYTUX TPy Mepudepruiaeckux
JUMGaTUYECKUX Y3JI0B;

* 0ojiee penkum 1o cpaBHeHuto ¢ [IMBJI nopaxkeHueMm He-
JUM@OUTHBIX OPraHoB |2, 3, 5];

* (hpeHOMEHOM BO3HUKHOBEHUST M3 KJIIACCUIECKOTO BapraHTa
JIX nnu uz [TMBJI.

Pa3BuTHe CIIOXKHBIX, 2-KOMITOHEHTHBIX TUM(MOM BO3MOXKHO
TOCJIeIOBAaTeIbHO B Pa3HbIe OTPE3KM BPeMEHU (KOMITO3UTHBIE
U METaxpoHHbIe JTUMGOMBI). XOTs JII0OOW BapuUaHT JUM@POMBI
MOXeT OBbITh MEePBBIM, W3HAYAIBHO, KaK TPaBUJIO, BO3ZHUKAET
JIX, xoTopast peliuANBUPYET B TeUeHNE TIEPBBIX HECKOJIbKUX JIET
B Buge [IMBJI. DT1u numdombl XxapakTepusyloTcs 6oJjiee arpec-
CHUBHBIM KJIMHUYECKUM TE€YEHUEM U XyIIIUM TPOTHO30M, YeM
00bIuHbIN Kiaccuueckuid BapuaHt JIX unu [IMBJI. ¥V nanuen-
TOB C KJJacCUYecKUM BapuaHToM JIX BbIpakeHHasT KCIIPECCUst
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CD20, xak mpaBwWJio, paccMaTpUBaeTCs Kak MPU3HAK, MO3BOJSI-
OIKI OTHECTH TUMGOMY K TIePeXOJHON (MHAMKATOP TIOXOTO
MPOTHO3a).

He mocturHyt KoHCEHCYC B OTHOIIEHUW OMTUMAJIbHOTO Ba-
puanTa edyeHust MJIC3. CauTaeTcs, 4ToO 3TOT BapUaHT JTUM(MOMBI
HE OTBeYaeT Ha Tepanuio, ucnosbdyeMyto Kaxk rpu [IMBIJI, tak
u npu JIX [3]. Tak, Mo JaHHBIM TPOCIIEKTUBHBIX MCCIeIOBaHUI
ahGeKTUBHOCTU MTouxuMuorepanuu mo cxeme DA-EPOCH-R ¢
putykcumabom (tapretHas Tepanust K CD20), y 6oababix MJIC3
pe3yJbTaThl XyXe, yeM y nmanueHToB ¢ [IMBJI (6eccobbiTuiiHas u
00111ast BBIKMBAEMOCTh COCTaBUJIa COOTBETCTBEHHO 62 1 74% 1ipo-
B 93 1 97%) [6]. Buonornyeckue MpeAnoOCbUIKN TaKUX pa3jiu-
YU OCTAIOTCSI HESICHBIMU; OCTA€TCSl OTKPBITBIM M BOIIPOC O Tep-
CTIEKTUBAX MPUMEHEHUS JIy4eBOU Tepaluu y AaHHOUW KaTeropuu
OOJIbHBIX.

Hccnenosanue nmpoonmioch ¢ 2005 o 2014 . ¢ ucroab3o-
BaHUEM MMAaTHOCTUYECKOTO U apXWBHOTO MaTepuraja MmaTtojioro-
aHaTOMMYECKOro oTneieHus ¢ mpo3ektypoit HUW onkonoruu
uM. H.H. IlerpoBa MunsapaBa Poccuu u narojioroaHaToOMu-
yeckoro otaeneHuss MHUMOWM um. I1.A. Tepuena Mun3npasa
Poccumu.

Marepuan s ucciefnoBaHus MOdydeH oT 122 mauueHToB ¢
B-x7eTouHbBIMU KPYITHOKJIETOUHBIMU JTUMGOMAMU CPETOCTEHUS:
67 (54,9%) 60nbubix [IMBJI, 30 (24,6%) Gonbubix JIX, 14 (11,5%)
0o0abHBIX nuddy3HOoit B-kmerounoit numdomoit (ABKJI) u 11
(9%) 6oabHBIX MJIC3.

HetanpHo u3yvensl 11 cayqaeB MJIC3 ¢ nmpuMeHeHMEM:

* PYTUHHOI OKpacKy reMaTOKCWJIMHOM U 203MHOM;

* ummyHoructoxumudeckoro (MI'X) ucciaemoBaHust co criek-
tpom aHtuTend: LCA, CD20, CD3, CD15, CD30, CD10,
CD23, EMA, ALK, PAX-5, BOB.1, OCT-2, mum I, p635,
MAL, Ki67;

» FISH-uccnenosanus ¢ 3oumom CIITA.
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H3zyyeHnnble 00pa3iibl MOTYyYEHBI TyTeM CYyOTOTabHOTO yaa-
JieHus1 obpazoBaHus (3 ciydast), MEIUACTUHOCKOTIMYECKOU Ou-
oricuu (7) ¥ KCUU3NOHHOW OMOTICUYU MOAKIIOYNIHOTO TnuMdba-
Taeckoro ysia (1). CpenHuii BO3pacT MallMEHTOB COCTaBUI 35
set (ot 25 1o 42 neT); MyXXUMH Cpear HUX ObUIO 7, KEHIIUH — 4
(1,75:1).

UT'X-uccnenoBaHue BBHIMOTHSIIN TIO CTAHIAPTHOW METOAM-
K€ C UCIOJIb30BaHUEM TePMUYECKOUN NeMacCKMPOBKU aHTUTEHOB
B mpubope PTLink (DAKO) B cootBeTcTBYM0O11IEM Oydepe (C yue-
TOM PEKOMEHIALM MTPOU3BOAUTENSI aHTUTEN). XapaKTepUCTUKa
aHTUTEJ IpUBeAeHa B TaoI. 1.

Pesynpratel UT'X-uccnenoBanus OLEHUBAIM B CBETJIOM TOJIE.
Memb6paHHOe UM MEMOPaHHO-IUTOTIIA3MaTUIEeCKOe OKPAIBa-
Hue >30% omyXosieBbIX KJIETOK CYMTAIOCH TOJTOXUTEIbHBIM TSI
mapkepoB LCA, CD20, CD23, >10% — mis mapkepos: CDI5,
CD30, CD10 u MAL. 111 aHTUTEN C IEPHOM 3KCIpeccueit mo-
poroBoe 3HaueHue B 30% ObL1o BbiOpaHo mist PAX-5, BOB.1 u
OCT-2; B 10% — nnst p65. Mapkep niponudeparvu (Ki67) oteHu-
BaJIM B TIPOIICHTAaX KaK JIOJII0 OKpaIlIeHHBIX KJIeTOK (simep) Ha 2000
OIMYyXOJIEBBIX KJIETOK. fAmepHas skcmpeccusi muml usmepsiiach
nonykonndyectBenHo: 0—10% — 0, 10—-30% — 1+, 30—-70% — 2+
u>70% — 3+.

Bo Bcex 11 caygaax MJIC3, 10 caywasx [IMBJI u 3 cuy-
yasgx JIX Obuto BoimonmHeHo FISH-uccrenoBanuwe ¢ 30HmOM
CIITA (c ucrnonb30BaHMEM PEareHTOB U 000PYIOBaHUST (GUPMBI
DAKO, ¢ yyeroM pekoMeHmauuii rpousBoautesns). st mpo-
CMOTpa M aHaldu3a M300pakeHWi WUCIOIb30BAIM MUKPOCKOI
ZeissAxiolmager ¢ mporpamMmHbIM obecrieueHuem mist FISH-
aHasuza Metasystems.

[ucronornyeckoe uccienoBanre Mpyu pacCMaTpUBaeMON ma-
TOJIOTUU TIPOJEMOHCTPUPOBAIO IIMPOKUIA CIIEKTp Mopdoormye-
CKUX U3MEHEHUI KaK B Tpeieax OJHOI TPYMIIbl, TAaK U B caMOit
TKaHU TuMboM. CIOXHOCTH MPHU OlLIeHKE MOPGHOIOTUIECKUX U3-

MEHEHHUI 4aimie ObUIu 00yCI0B-
JIEHBI MaJIbIMM pa3Mepamu U Je-
dopmarueii GparMeHTOB TKaHU

XapakTepucTuka aHTuTen frone varepriana, TOIVICHIOTe: TipH
MEAUACTNHOCKOIINU.
Aututeno/clone Bpems uHkyGaumn, muH  Passepenve  Cuctema feTexuun Bythep Knerounsiit  cocraB  ObL1
MpeaCTaBIeH KPYITHBIMU TUMMO-
LCA/CD45/2B11+PD7/26 30 1500 Envision TRS6.0 JLHBIMI KNCTKAMI GO CBETBIMI
CD20/L.26 30 1:200 Real TRS6.0 AIpaMH, COACPXKALINMH  OIHO
CD3/F7.2.38 30 1:100 -~ TRS6.0 YL HECKOILIO SVIPBILTEK, HAT0™
MUHaOIIUX KIETKU XOI[)KKI/IHa
CD10/NCL-L-CD10-270 30 1:100 —»— TRS9.0 (XOIKKMHOIIONOOHBIE KIETKH —
CD15/Carb 30 1:150 —— TRS9.0 XHK), mbo conepxalmmu rpy-
CD23/SP23 30 1:50 Novolink TRS9.0 Oblil  KOMKOBATBI  XpOMATHH.
CreneHb KIJIETOYHOI'O I10JIN-
CD30/Ber-H2 30 1:50 —r— TRS6.0 Mopdu3Ma, a TAKXKE U3MEHEHUS
EMA/E29 30 1:100 e TRS9.0 TUCTOAPXUTECKTOHUKMU TKaHU WU
creneHb (Gubpo3a CyLIECTBEHHO
PCK/NCL-L-CK5/6/8/18 30 1:100 —»— TRS9.0 BAPBUPOBATH.
ALK/CD246 30 1:50 —»— TRS9.0 B 1 ciyyae Mukpockonuye-
PAX-5/bcl24 30 1:100 — TRS9.0 CKasl KAPTMHA GRINA XADAKTEPHA
s knaccudeckoit JIX: mmpokue
BOB.1/TG14 30¢c 1:100 —»— TRS9.0 KONbLEBUIHBIE PUGPO3HBIE TPO-
0CT-2/0ct-207 30 1:100 - TRS6.0 CJIOMKM, HOJYISAPHbIE CKOTLIEHUsI
Mum1/mum1p 30 1:100 - TRS9.0 Kpymubix XTIK . 1BysnepHpx
KJICTOK, HallOMMHAalOIIMX KJIET-
Ki67/MIB1 30 175 e TRS9.0 kit Pui—ILlITepGepra. KpyrHbie
MAL/ab15418 30 1:100 . TRS9.0 KIICTKH pacriofiaramich Ha (oue
p65/ab16502 30 1:200 N TRS9.0 YMEPCHHO  BHIPAXCHIOTO  CME=
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ro uHdwmisrpara (puc. 1). OnHako
npu MI'X-uccnenoBanuum ObLia
BBISIBJICHA MHTEHCUBHasi -
(dysHast sKcrpeccusi KpynmHbIMU
kinetkaMu CD20, MHTeHCUBHas
sanaepHast akcnpeccusi PAX-5 u
OCT-2 (puc. 2). Kpome Toro, mpu
TTOBTOPHOM OMOTICU U, BBITTOJIHEH -
HOI Ha (hOHEe MPOorpeccupoBaHusI
OMyXOJIX Yy JIAHHOTO OOJILHOTO
KJIETOYHBIN cocTaB ObLT Oosee
MOHOMOP(MHBIM, (POHOBBII MH-
(GuabTpaT — CKyIHBIM, GUOPO3 —

MUHUMAJIbHBIM, oTMevanach
WHTEHCUBHAsI 3KCIIPECCUsT TaH-
B-xierounsix mapkepos (CD20,
PAX-5, OCT2, BOB.1).

B 1 Owonrare mmmdboma
OblIa Tpe/CcTaBlIeHa KPYIMHBIMU,
YMEpPEHHO MOTUMOP(HBIMU LIEH-
TpOOJACTOTIONOOHBIMU  KJIETKA-
MU, GUOPO3 CTPOMBI €1a00 BhIpa-
JKeH, allbBEOJISIPHOTO XapakTepa,
T.e. Mopdoornyeckasi KapTuHa
(puc. 3) nHamomuHama [TMBIJI,
OJIHAKO TP UMMYHO(DEHOTHUTIU-
pOBaHUU BBISIBIIEHBI TIOTEPST IKC-
npeccun CD20 u PAX-5, Huskas
WHTEHCUBHOCTb KCIIPEeCcCUu 00-
1ETO JIEHKOLIMTAPHOTO aHTUTeHA
(LCA). Peakuust ¢ CD30 u OCT-
2 Obula no3uTuBHOM, ¢ CD15 —
OTPULIATETIbHOM.

Yaie BcTpevyaauch ciaydyau, KOraa y9acTKU, HATOMUHAIO-
IIye Mo KJIETOYHOMY COCTaBy M TMcToapxuTtekKToHuke [TMBJI
u JIX, ob1u mepemeranbl. UMMyHO(MEHOTHIT B TAaKUX CIyda-
SIX TaKKe OB TPAH3UTOPHBIM: B 3 Cilyyasix Bce KJIETKU (B TOM
yuciae XIIK) skcnpeccupoBanu B-nuHeliHble aHTUTEHB U
TPaHCKPUNILIMOHHBIE (haKTOophbl B-KileToK; B 1 — 4acTh KJIETOK
C COOTBETCTBYIOIIIEH MOP(OTOTHE cCOXpaHsia COOTBETCTBYIO-
Wi GEeHOTUM, HO OTPEIeNISIIUCh KJIETKN C EPEXOIHONU MOp-
doaorueit u peHorunom. B 3 cayyasix omyxonau ObLIM KOMITO-
3UTHOTO CTPOEHUSI: OTAETbHbIE YIACTKU PA3IMIHOTO CTPOCHUS
1 UMMYHO(eHoTHMa. Y 2 MalueHTOB 3aUKCUPOBAHO MeTa-
XpoHHOe Bo3HUKHOBeHue MJIC3: 3a60o1eBaHe 1e0I0TUPOBAIIO
Kak kjnaccuueckas JIX (BapuaHT HOTYJSIPHOTO CKJIEp03a) ¢ Mo-
paXeHueM BHYTPUTPYIHBIX TUMGaTHdecKux y3i10B. JIumpoma
uMeIa MEePBUYHO PE3UCTEHTHOE TeUueHWe, U TMpPU MOBTOPHOM
ouoricun Ha (POHE MPOTPECCUPOBAHMS BBISIBJICHO M3MEHECHUE
Mopdosoruu U MMMYHO(eHOoTUna: B 1 ciaydae BBISBIISIIOCH
CcMellleHWe y4acTKOB, XapakTepHbix mis JIX u [IMBJI, B npy-
roM Mop@oJorusi 1 UMMYHOMEHOTUT OB XapaKTEPHBI IS
TIMBIJI (tabxn. 2).

ITpu FISH-uccnenoBanum nepectpoiika B rene CIITA uz 11
cnyqaeB MJIC3 Oblia BBISIBIIEHA B 3, TIPM 3TOM BO BCEX CIyJasix
npeobnagan MopdhoJIOruIeckKre M3MEeHEeHUs, Oojiee XapakKTep-
Heie 1151 [IMBJI. KpoMe Toro, BbisiBIeHa niepecTpoiika B 4 u3 10
ciayvyaeB [IMBJI u B 1 u3 3 ciayvaen JIX.

Kraerkn MJIC3 neMOHCTPUPYIOT UMMYHO(MDEHOTHII, TTPOME-
JKYTOUHBIN MeXIy HOMyIsIpHbIM cKiiepo3om JIX u [IMBII [1, 4].
O6bryHO0 MJIC3 skcnpeccupytor MIT'X-mapkep CD45, uto non-
TBEPIWJIU W HAILIU JaHHbBIE, XOTS A0S TO3UTUBHBIX KJIETOK U UH-
TEHCUBHOCTb OKPAIIIMBAHUSI MOTYT BApbUPOBATb.

Pue. 2. MJ1C3. XomxknHonono6HbIn BapuaHT: a — CD20 x200; 6 — PAX-5; x200

B nporusononoxHocts JIX B-kierouHasi nporpamMmma 4acto
coXpaHeHa, HO abeppaHTHO PKCITPECCUPYETCST B COUYSTAHUY C Map-
kepamu, xapaktepHbimMu mist JIX (takumu kak CD30 u CD15).
Mapxkepsr CD20 u CD79a 9acTo MmoIoXUTeIbHbIE 1 MOTYT CTOUKO
BBISIBJIATHCA B KileTKax JIX. B uccinenmosannoit rpyrme CD30 6b11
TO3UTUBHBIM B OOJTBIIMHCTBE ciydaeB, a CD15 BBISIBIEH TOTHKO
B 1/5 ciaydyaeB. OOBIMHO 3KCIPECCUPYIOTCS TPAHCKPUITLIMOHHBIE
dakTopsl PAX5, OCT-2 u BOB.1, Torma kak CD10 u ALK otpu-
1IaTeJIbHBIE BO BCEX M3YUEHHBIX ciydasx. DoHOBbIe TUMQOIUTHI
npenmyniecTBeHHO npeacTtasieHbl CD3*-, CD4*-kneTkamMu, Kak

Pue. 3. MJ1C3. MMBJ1-nogo6HbIA BapuaHT; x200
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npu KiaccudeckoMm BapuaHTte JIX. MAL kak Mapkep, acCollMu-
poBanHbiii ¢ [IMBJI, skcipeccupyercst B 36% ciaydaeB. SnepHoit
akcrpeccun 6eaka REL/p65, yacro BoeisiBiasiemoii ipu IIMBIJI, B
TecTUpOBaHHBIX ciaydasx MJIC3 He obHapyxkeHo. Crnenuduye-
CKUX TeHEeTUYECKUX U3MEHEHU N, aCCOLIMMPOBAHHBIX € TpaHChOP-
Manueii TuMQoMbI MU ee KOMITOHEHTOB B KilaccuuecKyro JIX nnu
TIMBJI, He oOHapyKeHO.

Tak kak Mopdomnornueckue u HeHOTUNNIECKe N3MEHEHUST
0o0paTuMBbI, OoJiee BEPOSITHBI SMUTEHETUYeCKUe, YeM TeHeThde-
CKUe TTOBPEXXIEHUsI, OTBETCTBEHHBIE 3a U3MeHeHne MOpdoIoTun
u uMMyHodeHoTumna. biuskast B3anMOCBSI3b MeXIy HOLYJISIPHBIM
ckiiepo3om JIX u [IMBJI npogemMoHCcTpupoBaHa Mpu U3yYEeHUU
npodueit skcnpeccuu TeHoB. [Ipy 3ydeHU N SMUTEHETUYECKOTO
npodunst [IMBJI, MJIC3 u knaccuueckoit JIX (BapuaHT ¢ HOmy-
JISPHBIM CKJIEPO30M) BBISIBJIEHO, 4TO Npodmis MJIC3 umeer oT-
JMYUTETbHBIE YEPThI MPU 00IIEeM CXOACTBe Mpoduieil Bcex aTUx
3aboneBanuii |5, 7, 9].

Metunuposanue JHK — nyyiinit ananTupoBaHHBIN 2MuUre-
HeTnueckuit mapkep. Msyuenue metunmposanusi JIHK nomora-

Tabnuua 2
CpaBHuTENbHAS XapaKkTepucTuka akcnpeccuu UMX-mapkepos
KPYNHOKNETO4HbIMKU B-KneTounbiMu numc)omamu cpegoctenus; %

oo onyuaes)  AB MBn wnc  K1eETERKar
LCA 100 100 100 6
CD20 100 98 82 12
CD3 0 0 0 0
CD10 37,5 3,5 0 0
CD15 0 1,8 18 60
CD23 8 68 18 0
CD30 8 81 91 100
EMA 0 0 0 0
PCK 0 0 0 0
ALK 0 0 0 0
PAX-5 100 100 36 100
BOB.1 100 100 55 6
0CT-2 100 98 45 12
Mum1 54 79 55 100
Ki67/MIB1 (nHzekc, %) 61 76 57,5 80
MAL 0 68 36 6
p65 (AnepHas akcnpeccus) 0 45 0 0
Tabnuua 3

Yacro BbisBnsembie npu MJIC3 reHeTHueckue nepecTpomku

len MpotenH Tun nepecTponku
XPO1 E571K MucceHc-myTauuns
IGH IGH-CIITAfusion Cnusxne
TNFAIP3 Q110 HoHceHc-myTauus
B2M S14fs CBUr paMKi CYUTbIBAHNA
CIITA CIITA-IGH fusion Cnusxne
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eT JIyullle ONpeAeuTh (PaKTOPhl, BAUSIONINE HA TOBEACHUE 3710-
KaueCTBEHHOU OITyXOJIM, U MOXET OBITh TOJIE3HO HE TOJIBKO IS
KIMHUYECKOW TUaTHOCTUKU, HO U JJISI TTOA00pa MPOTUBOOIYXO-
neBoit Tepanuu. bombine Hamex sl Ha TPopsIB B Tepanuu MJIC3
CBSI3aHBI C JealleTUIa30i TUCTOHOBBIX OENKOB M MHTUOMUTOpaMU
JHK-metuntpancdepassl, a Takxke APYrUX JUMOOM, IJI0XO OT-
BEYAIOIINX HA XMMUOTEPATTHIO.

OO01re reHeTUYeckre M3MEHEeHUsI, XapaKTepHbIe IS TPYTIi-
mbl B-kieTouHbx nuM@oM cpemocTeHusi U3 KPYMHBIX KIIETOK
(ITMBJI, MJIC3 u JIX), oTpaxarT MOBPEXIEHNUS B 3 OCHOBHBIX
ounonornveckux mnpoieccax: B JAK-STAT-curHaabHOM myTH (1o~
BBIIIIEHUE aKTUBHOCTU TeHOB JAK2, STAT6 n cHUXXEeHNE aKTUBHO-
ctu reHoB SCOS 1, PTPN 1), UMMYHOPETYJIITOPHBIX TeHaX (TTOBBI-
meHue aktuBHocty PD-L 1, PD-L 2w chwxenue — CIITA, HLADR,
B2M) n NFkB-curHaiabHOM ITyTH (MOBBIIICHUE aKTUBHOCTU REL
u camxeHue — TNPAIP3).

Hau6onee yacto Bcrpevaronmecs nmpu MJIC3 reHeTnueckue
HapyIIeHUsT OTpaKeHbI B Ta0. 3.

[unmometunupoBanne B 30He TeHa HOAXS5, oOHapyxXu-
Baemoe mpu MJIC3, MOXeT CBUAETENbCTBOBATH 00 YHUKAJIb-
HOIl poJIM JaHHOTO TeHa B OHKOTeHe3e AaHHOoU auMmdombl. [en
HOAXS5 onucaH Kak TIpOMOTOp JieMKeMUUecKoil TpaHchopma-
LIMU B COYETAHWM C XPOMOCOMHO# TpaHcioKamueii. OnucaHo
TaKxXe ydyacTue reHoB OenkoB ceMeiictBa NF-kB B maroreHese
MJIC3 [7, 8].

[MonyueHHble HAaMU pe3yIbTATHl U AAHHBIE JUTEPATyphl TO-
3BOJISIIOT CAEIAaTh PSII 3aKITIOUEHUH.

Ha ocnoBanuu ructonorunyeckoro crpoenust MJIC3 moxHO
BBIIEIUTH HECKOJIBKO BAPUAHTOB:

* XOIXKUHOIOAOOHBIII — KOJIBIIEBUIHBIN (hrOpPO3, BhIpa-
JKEHHBIM KJIETOUHBI TMOJUMOPOU3M, KPYIHbIE KIETKH,
HarnmoMMHarolue Kjietku XomkkruHa u Pun—Iltepubepra,
CMEIIAHHOKJIETOYHbIN (OHOBBII WHOWIBTPAT; WHTEH-
cuBHas skcnpeccust CD20 u gpyrux B-nuHeiHBIX aHTH-
TeHOB;

* [IMBJI-nogo6HbIi1 — OTHOCUTEIBHO MOHOTOHHBI KJIETOY-

HBII cocTaB, Tudby3HBIN ATbBEONSIPHBIN (HUOPO3 CTPOMBI,
CKYIHBII (POHOBBIN MHMUIBTPAT, UHTCHCUBHAA TUDGY3-
Hast akcnpeccust CD30 u (MiM) OTCYTCTBUE B3KCIIPECCHUM
LCA u (unmu) CD20;

CMEIIIaHHBII — CMech KJIeTOK, HanmoMuHaromux [IMBJI n
JIX, HepaBHOMEPHO BbIpaxkeHHBIH (prdpPo3, OTCyTCTBUE 30-
HaJTbHOCTH; TPAH3UTOPHBIN UMMYHO(EHOTHTT;
KOMTIO3UTHBIN — 4YeTKas 30HAJIbHOCTD: YUYaCTKU XOMKKH-
HOIIOIOOHOTO CTPOEHMSI C coxpaHeHneM (Wi 6e3) dheHo-
tuna u [IMBJI-nogo6Horo crpoeHus;

METaXpOHHBII — MepekToueHre MoponMmyHoGeHOTUTIA
TIPY TIPOTPECCUPOBAHUU WU PEIIUINBE.

BcrenctBrue BBICOKOIN YacTOThI KOMITO3UTHOTO CTPOEHMSI
MJIC3 Heo0X0arMO BBHITIOHAT PACIIMPEHHbIE OMOTICUHY U3 Pa3-
HBIX y9acTKOB 00pa3oBaHusl. Bo Bcex cimyuasx B-kieTouHbIX 1um-
dom cpenoctenusi ciemyer ucrnonb3oBath UI'X-uccrnemoBanue
akcnpeccun Mapkepo LCA, CD3, CD20, CD15, CD30, PAX-5.
[pu HecooTBeTCTBUY MOPGhOIOTUYECKOI KapTUHBI U UMMYHObe-
HOTHUIA BO3MOXHa BepositHocTb MJIC3, B cBsi3u ¢ ueM HeobOXo-
JIUMO paclIMpeHue MaHeJ aHTUTell, B TOM YKCJIe 3a CUeT TPaHC-
KPUITIIMOHHBIX (pakTopoB B-kimerok (BOB.1, OCT-2, CD20,
CD10, bcl6, mum1).

FISH-uccnenoBanve unmeer OrpaHMYEHHOE AMATHOCTUYE-
ckoe 3HaueHre MJIC3. McnonszoBanue 3ou1a CIITA mo3Bonser
BBISIBUTDH TIEPECTPOIKY B 30HE COOTBETCTBYIOIIETO 'eHa, OTBEYAI0-
1IETO 32 CHUXKEHNE MMMYHHOTO Ha/130pa B OTHOIICHUU OTTyXOJe-
BBIX KJIETOK.



OcHoBoii auarHoctuku MJIC3 ocraercss Mopdosoruye-
ckasg kaptuHa. JlanpHeiilee u3ydeHue OWOIOTUU JTUMOOMBI
HEoO0XOIUMO ISl YIYYIIeHUs] ee TUarHOCTUKHU U TIoucKa Ooiee
93¢ deKTUBHBIX METONOB JiedeHUsi. OTCYTCTBUE €MUHOTO MHEHMUS
00 OoNTUMaNbHOM TIOIXO/Ee K Tepamuu 3TOU TPYMIbl 3aboseBa-
HUI OTYACTU OOYCIOBIEHO CIOXHOCTSIMU TPELM3MOHHON nna-
THOCTUKMH, UTO, B CBOIO OYePEb, OTIPEeIsieTcs] OMOIOTUE ITUX
OTyXOJICH.
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CLINICAL AND MORPHOLOGICAL CHARACTERISTICS OF MEDIASTINAL GRAY
ZONE LYMPHOMA

A. Artemyeva; M. Motalkina, D. Zvyagintseva, T. Semiglazova, ND; Professor
G. Frank, MD

N.N. Petrov Oncology Research Institute, Saint Petersburg
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Mediastinal gray zone lymphoma is a rare intermediate variant between classical
Hodgkin lymphoma and primary mediastinal large B-cell lymphoma. When a
discrepancy is found between their morphological pattern and immunophenotype,
the risk of mediastinal gray zone lymphoma should be thought.

Mediastinal gray zone lymphoma, immunohistochemical examination,
CITA probe.





