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Pesiome

LleAb nccaeroBanms. O606WHUTb OMbIT rEMAaTOAOrOB MO AMArHOCTUKE U AMEepPeHLMAAbHON AMArHOCTUKE AMMOMBI KPAaCcHOM
nyAbnbl ceneserku (AKTC).

Martepuanbl u metoabl. 3a 2013—2014 rr. B ®I'BY MHLL BEINOAHEHO MCCAeAOBaHME BMONTATOB 87 CeAe3EHOK, YAAAEHHbIX MPK
Pa3AMUHBIX B-KAeTOUHBIX AMMdoOnpoandepaTuBHbIX 3aboreBaHusx. B 4 (4,6%) cAyyasix Ha OCHOBaHMM MOPGOAOTMYECKOTO,
MMMYHOTUCTOXMMMYECKOTO, UMMYHO(MEHOTUMNYECKOTO, MOAEKYASIPHOFO MCCAEAOBaHMI B1onTaTta ceae3eHkM, Npob KPoBM, KOCT-
Horo mo3ra (KM) yctanoBaeH anarHo3 AKMC.

Pe3yabTatbl. Bo Bcex cayyasx AKIMC HabAloAarach 3HAUMTEABHAsi CMIAEHOMEraAusi, AMMGOUMTO3 OT 56 A0 94% (B 2 cay-
Yasx c Aerkountosom 55-10° u 75-10%/A), UMPKYASILMSI «BOPCHHYATBIX» AMMOUMTOB C heHoTunom CD20*(spko), CD11c*/,
CD103(caabo)*/%, LAIR-1+, CD25-, CD5-, CD10-, CD23", He coaep>alumnx TapTpaTyCTOMUMBYIO KUCAYIO chocdaTasy, be3 myTaumm
BRAFV600E. KM ¢ He3HauuTeAbHOM AnMdonaHon nHduabTpauren CD20*, CD25-, Annexin 1-, Cyclin D1-. Macca ceae3eHku
cocTtaBuaa B cpeaHem 3900 r (1450—9500 r), B TKaHM BbisiBAEHA AMUMPOUAHAS MHDUABTPALMS KPACHOM MYAbMbl C PEHOTUMNOM
CD20+, DBA.44*, CD25-, Annexin1-, Cyclin D1-, CD103-, CD123-, CD27-, o4aroBo CD11c* u TRAP=. NauneHTbl HabAOAQIOTCS
B pemuccun 3aboaeBaHms: 2 60AbHbIX NocAe crnaeHakTommm (CI), 2 nocae C3 1 XMMHUOTEPANUKM KAQAPUOMHOM M PUTYKCUMAOOM.
3akatouenne. AKINC — peakasi NaToAOrusi, MPeANoOAaraTb KOTOPYIO CAEAYET MPU 3HAYUTEAbHOW CMAEHOMEraAnn U AUMQOLMTO3e
C BOPCMHYATbIMM (hOPMaMK AUMMOLIMTOB, MMEIOLMMM AULLb YACTb MAPKEPOB KAaccmueckoro BKA, npu ckyaHom nopaxernnn KM.
CTaHAapTOM AMArHOCTUKM U Aedenus saBaseTcst CO. AuddepeHunanbHbliii anarHos ¢ AKM3 1 BKA umeeT yeTkue kputepum, ¢
B-BKA — He onpeaeneH.

KatoyeBble croBa: /\MMq)OMa CeAE3€HKM, KpacCHas IyAbra, BOAOCATOKAETOYHbINA AeMKO3.

Experience in investigating splenic red pulp lymphoma
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Aim. To generalize hematologists’ experience of the diagnosis and differential diagnosis of splenic red pulp lymphoma (SRPL).
Materials and methods. Eighty-seven splenic biopsy specimens taken from patients with different B-cell lymphoproliferative dis-
eases were examined in the Hematology Research Center in 2013—2014. The diagnosis of SRPL was based on the morphologi-
cal, immunohistochemical, immunophenotypic, and molecular examinations of the splenic biopsy specimens, blood and bone
marrow (BM) tests in 4 (4.6%) cases.

Results. There was significant splenomegaly in all SRPL cases, lymphocytosis in 56 to 94% (leukocytes, 55 and 75-10%1 in 2 cases),
circulation of hairy lymphocytes with the phenotypes CD20* (markedly), CD11c**, CD103** (weakly), LAIR-1*, CD25-, CD5",
CD10-, and CD23-, which did not contain tartate-resistant acid phosphatase, without BRAFV600E mutation, BM with insignificant
lymphoid infiltration of CD20*, CD25-, Annexin 1-, and Cyclin D1-. The weight of the spleen averaged 3900 g (1450-9500 g);
its tissue exhibited lymphoid infiltration of the red pulp with the phenotypes CD20*, DBA.44*, CD25-, Annexin1-, Cyclin D1-,
CD103-, CD123-, CD27-, focal CD11c*, and TRAP=. Four patients (2 after splenectomy (SE) and 2 after SE and chemotherapy with
cladribine and rituximab) are being followed up in remission.

Conclusion. SRPL is a rare disease that should be presumed to be in significant splenomegaly and lymphocytosis with hairy
lymphocytes, which have only some markers for classical hairy cell leukemia (HCL), in minor BM lesion. SE is the standard for
diagnosis and treatment. The differential diagnosis of SRPL with HCL has clear criteria and that with HCL-v is undetected.

Keywords: splenic lymphoma, red pulp, hairy cell leukemia.

BKJI — BoJ10CaTOKJIETOUHBI JIEKO3 KITC — KIT cene3enku

B-BKJI — BapuanTHast hopma BKJI K® — xucnas docdaraza

NT'XU — MMMYHOTUCTOXMMUYECKOE HCCIIeIOBaHNE JIKM3 — numdboma 13 KIeTOK MapruHaIbHOM 30HBI CeNIe3eHKU
NDH-a — unTepdepoH-0. JIKTIC — numdoma ¢ nuddysHbim nopaxkeHuem KIT cenezeHku
KM — KOCTHBIIT MO3T JIY — mumdbaTtraeckue y3iasl

KIT — kpacHas myJnbma CD — CIIeHIKTOMUS
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A.C. Aab-Paan m coaBT.

M3BecTHO, YTO celie3eHKa MOXKET BOBJIEKAThCs B MTATOJIO-
TMYECKUI mpoliecc MpU caMblX pa3HbIX JuMbonpoaudepa-
TUBHBIX 320016 BaHUSIX KaK arpeCCUBHBIX, TaK U 3pEJIOKIETOY-
HbIx. K 3penoknerounbiM muMboriponndepaTuBHBIM 3a001¢e-
BaHMSIM C TIPEMMYIIECTBEHHBIM BOBJIEUEHHEM CEIe3eHKU 110
HeJaBHET0 BPEMEHU OTHOCHUJIM ABE HO30JOTUU: TUMGOMY U3
KJIETOK MapruHajibHOM 30HBI cefieseHKu (JIKM3) u Bosoca-
TOKJIETOUHBIH Jeitko3 (BKJI), Bkirouas ciona ke BapMaHTHYIO
¢dopMy BosiocaTokieTouHoro Jieiiko3a (B-BKJI). OTu 3a6oe-
BaHUs TMPU CXOJHON BO MHOTOM KJIMHUYECKOU KapTHHE pas-
JIMYAIOTCSI UMMYHO(MEHOTUIIOM JUMGOUIHBIX KJIETOK U Xa-
paKTepoOM BOBJICUEHUS CEJIE3eHKM — C MOpakeHUeM OeIoit
nyabnsl npu JIKM3 u kpacHoit nynsnsl (KIT) mpu BKIT u
B-BKIJI [1—5]. B 10 e Bpemsi peryasipHo oOHapy>KHUBalOTCS
ciyyad 3a00JieBaHUI ¢ KJIMHUYECKMMU U J1a0OpaTOPHBIMU
MpU3HaKaMu, mpoMexxyTounbiMu Mexay JIKM3 u BKJL. Ta-
KUe aTUMUYHBIE CJy9ad 4acTo 00O3HAYaIMCh KaK BapUaHT
JIKM3 ¢ BopcuH4atbiMu JuMdormtamu [6]. OmHako ¢ Hava-
sa 2000-X rogoB MOSBUIMCH ONMKMCAHUS CENe3eHOYHON JTUM-
GoMBI ¢ coueTaHMEM KIMHUKO-MOP(OIOTHIECKUX MPH3HA-
KOB, oTVIMYHBbIX Kak oT JIKM3, Tak u ot BKJI, u xapakrepu3sy-
foieiicss nuddy3HbIM MOpaKeHUEM KPAaCHOW MYJIbIbI cese-
3eHku (KIIC), yto o603HaueHo Kak B-kieToyHas 1umdoma ¢
muddy3abM nopakennem KIIC [7, 8]. B cBsi3u ¢ atum B
Kkinaccudukanio BcemupHoil opraHM3anuy 3mpaBoOXpaHe-
Hus (2008) mis B-KJeTOYHBIX 3peIOKIeTOYHbBIX TUM(POM ce-
JIE3eHKHU, He TMOAMNAAAIIIMX MO OMUCAHME CYIIECTBYIOIIMX
HO30JIOTUYECKUX (POpM, BBeIeHA MpeaBapUTENIbHAsI KaTero-
pus «cele3eHOYHas JTuMdoMa/Ieiiko3 HeKIaccupuuupye-
Masi». B Ty rpynmy B HacTosiiliee BpeMsi OTHECEHBI 1Ba 3a00-
neBaHus: auMmdpoma ¢ auddy3HeiM  nopaxeHuem KIIC
(JIKITC) u BapuanTHas dopma B-BKII [9].

Mmeetcsa Bcero Heckobko cepuii onucanuit JIKIIC [7,
10—12]. B o600111ato11ei cTaThe 3Ta MaTOJIOTUsI XapaKTepU3y-
eTcs Kak peakoe (MeHee 1% Bcex muM@OM) 3peIOKIeTOYHOE
JmMmbonponndepaTuBHOE 3a60JIeBaHNE MEIJICHHOTO TeYSHUST
[12]. K tunuunbimM niposiBiienusiMm JIKITC oTHocsaT maccus-
HYI0 CIUIEHOMETaliulo, JIeHKeMU3alUI0, BbIPaXalollyocs
JIEMKOLIMTO30M C TMM(OLIUTO30M, BOSHUKHOBEHUE 3a00/1eBa-
HUSI TIPEMMYIIECTBEHHO B CTapllieM BO3pacTe W HEKOTOPOe
npeoObJagaHue My>KUYUH cpeau 3adoeBux. OMqHaKoO 3TU K-
HUYECKME TPU3HAKW He SIBISAIOTCH IubdepeHIUpYyOIUMU
IJI 3PeJIOKJIETOUHBIX JruMdonponndepaTuBHbIX 3a00yeBa-
HU, TIO3TOMY B IMarHOCTUKE YKAa3aHHBIX HO30JIOTHI BasKHAs
POJTb TIPUHAITIEXKUT MOPDOIOTHIECKOMY, (DEHOTUTTMYECKOMY
U MOJIEKYJIIPHOMY MeToIaM uccienoBanus [1, 6, 13]. MuTep-
MpeTaluysi pe3yabTaToB COMpPsKeHa CO 3HAYMTEIbHBIMU TPYI-
HOCTSIMU BBUIY YaCTOTO OOHApY>KEHMSI MapKepOB, OOIINX IS
3TUX 3a00JIeBaHUI.
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B mocTymHOI HaM OTeYeCTBEHHOM JIUTepaType ONMMCaHUA
JMAHHOM ITaTOJIOTMU MBI He BCTPETWIIN. B cTaThe MBI TPUBOIUM
coOCTBEHHbBIE HAaOMoAeHUST HecKoJibKkuX ciydaeB JIKIIC.

Martepuabl 1 meToAbI

B uccnenoBaHye BKIIIOYEHBI AIMEHTHI CO CIUTEHOMETaTKEe, KO-
TOpbIM B 2013—2014 rT. BbINOSHEHA cruieHaKToMUs (CD) U Ha OCHO-
BaHMM THMCTOJOTMYECKOIO WCCIENOBaHMSI OMUONTaTa Cele3eHKU B
®OTBY I'HI M3 P® ycranosieH auardo3 JIKIIC cortacHO KpuTepu-
M knaccudukauu BO3 (2008). 1 uCKIIoYeHUsT CXOAHBIX JIUMGbO-
npoJrdepaTUBHBIX 3a00JIeBaHUI BBITOJHEHBI MCCIECIOBAHUS MOpP-
dosoru 1 UMMYHOGbEHOTUTIA TUMGbOMIHBIX KIETOK KPOBU, KOCTHO-
ro Mosra (KM), cene3eHKH, a TakKke UMMYHOTMCTOXMMUYECKOE HC-
cinenoBaHue (MI'XW) ouonratoB KM u cesne3eHku, onpeaeiacHue
TapTparycroitunBoii Kuciou docdaraser (KD), myranuu V60OE rena
BRAF (BRAFV600E) B muMbOMIHBIX KJIETKaX, apalpoTenHa B ChI-
BOPOTKE KPOBU. MophOoIOruio KJIeToOK OLUEHUBAIU TTPU CTaHAAPTHOM
okpacke 1o PomaHoBckoMy—IMM3e Ma3KoB KpoBH, acniuparta KM,
OTIIEYaTKOB CeJIe3¢HKM, a TAKXKe Ma3KOB KPOBH U CeJIe3eHKH, 00ora-
LIEHHBIX TUM(OUIHBIMU KJIeTKaMU, a0COPOMPOBAHHBIMU MOHOKJIO-
HaJbHBIMU aHTUTETaMU, (GUKCUPOBAHHBIMU Ha TOMIOXKE (METOM
ouounna). UMMyHoheHOTHUIT OTNIPEAEIsIv 10 CTAaHIAPTHOM METOIMKE
Ha mnpotoyHoM uurodpaoopumerpe FACSCanto II («Becton &
Dickinson» — BD, CIIIA) ¢ ucrnosib3oBaHMEM MPOrpaMMHOT0O obe-
crnieyeHuss FACSDiva (BD). [TaHenb MapkepoB BKJIIOYaja MOHOKJIO-
HanbHble aHTHTea CD3, CD16, CD56, CD14, CD45, CD20, CD23,
CD19, CD5, CD43, CD10, CD38, slgx, sigh, CD103, CD11c, CD25,
FMC-7, LAIR-1. UT' XU BbITIOTHSUIM Ha (PUKCUPOBAHHBIX (hOpMan-
HOM TKaHsIX B TapachWHOBBIX OJIOKaX MO CTAHAAPTHOM METOIMKE C MC-
MoJIb30BaHUEM NaHeu aHTUTeN, BKitovalomeir CD20, CD3, CD25,
CDllIc, CD103, CD27, CDI123, DBA.44, Annexinl, Cyclin D1. Tap-
tparycroitunBylo K® ompenensiu metomoMm [onpnbepra—bapka.
Myraumio V600OE rena BRAF BBISIBISUTA METOIOM aJlleNIbCeIMry-
HOM ITOJIMMEPAa3HOM LIEMHOM peakllMi B pealbHOM BpeMeHH. MoHO-
KJIOHAJTbHYIO CEKPELMIO OINPeNessUId C TOMOIIBI0 MMMYHOXUMMYE-
CKOTO MCCJIEIOBAHMS C MPOBEACHUEM 2JIeKTpodopesa OETKOB ChIBO-
POTKHY KPOBU ¥ KOHILIEHTPUPOBAHHON MOYM.

Pe3yAbTatnbl

Knunauueckue cumnrombl. [1o pe3yibraTaM McclieIoOBaHUs
yaaneHHou cene3eHku quarto3 JIKIIC ycraHoBiieH y 4 mauu-
€HTOB — 2 MYXXYMH 1 2 XEHIIWH B Bo3pacTe oT 52 yiet 1m0 71
rona (cpemxHuit Bo3pact 58,5 roga). Y Bcex MaiMeHTOB KJIMHU-
YecKKe MPOsIBICHMS 3a00IeBaHUST OTCYTCTBOBAIM MJIM OBbLIU
HACTOJIbKO CKYOHBIMHM (He3HAUYMTe/IbHasl CJIa0OCTh, JETKMii
KOXHBIA TeMOpparn4ecKrii CHHIPOM), YTO 3a00JI€BaHUE BbI-
SIBJICHO CJTyJailHO NP BBITOJTHEHUW KIMHUYECKOTO aHaIM3a
KPOBHM 1/WJIH YIbTPa3ByKOBOIO MCCIIENOBAaHMsI OPIOIIHOM MO~
JIOCTH. Y Bcex OOJIbHBIX OTMEUEHa BhIpaXKeHHast, HO OecCUM-
IITOMHAsI CIUIEHOMeTanus (y OOHOIo OOJBbHOTO — Ha BCIO
OPIOIIIHYIO MOJIOCTh 10 I'PeOHSI TTpaBOil MOAB3AOLIHON KOCTH),
6e3 yBeJIUYCHUST BUCIIEPATbHBIX U Mepudepuiyeckux duMda-
Tyeckux y3ioB (J1Y). OnHa 6onpHas nepeHecna go CO cen-
THYECKMIA rm300. KinHudyeckue u 1a00paTOpHEBIE XapaKTe-
pUCTUKY 3a00JIeBaHUSI OTpaXKeHHbI B Ta0J. 1.

CornacHO NPUBEASHHBIM TaHHBIM B KJIMHUYECKOM aHa-
JIi3e KPOBHU Y BCeX OOJIbHBIX BBISIBIEH JTUMOOLIUTO3 IIPU HOP-
maiabHOM (5,0-10°/1) wium mosbimeHHoM (55,0—75,0)-10°/1
KoJinuyecTBe JielkouToB. KonnyecTBo TMMGOLIMTOB Kojeba-
JI0ch OT 56 10 94% (B cpenteM 77%), BopcuHYAThIe TUMMOLIM-
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Aumpoma KpacHO# MyAbibl CeAe3eHKM

Tabanua 1. XapakTepucTuka 00CA€AOBaHHBIX MALIMEHTOB

IMpusHak [ManmenT Nel IMamment No2 IMammenT Ne3 IMamment No4
IMon X X M M
Bospacr, roabt 71 58 53 52
B-cumMntomsr Her Her Her Her
CriieHoMeraiivst (Macca Cee3eHKH, T) 1450 2450 9500 2200
JIY Her Her Her Her
T'emMorio6uH, /1 119 119 124 137
JleitkonuTsl, 10°/1 5 5 55 75
Tpom6oruTst, -10°/1 80 126 42 130
JIumdbonutel, % 81 56 94 77
Momnouurtsl, % 3 7 0 14
Muenorpamma (TuMboIUTHI, %) 36 7 85 69
Tpenano6uonTat (MHbUILTpauus KM) OnpenensieTcst OuaroBo- YMmepeHHast OrnpenensieTcsi TOJbKO

Tosibko pu UTXW  mHTepcTULIMaIbHAS MHTEPCTULIMATbHAS npu UTXU

TaprpatycroitunBas KO + He BoisiBneHa He BoisiBneHa He BoisiBneHa

Mytanus BRAFV600E
MOHOKJIOHAJIbHASI CEKPELIUST

He BoisiBIeHa
To xe

To xe

"

To xe

To xe

"on " "

ThI cocTaBsiiv oT 12 1o 85% (B cpenrem 48%). MoHo1uTOMIE-
HUST OTMeYeHa TOJIBKO y ofgHoro 6osbHOTrO. ConmepkaHue re-
MOIJIOOMHA OBIJI0O B HOPME WJIM HE3HAYUTEIbHO CHUXEHO 10
119 r/n. TpoMOGOLIMTOIIEHUS BBISIBJIEHA Y BCeX OOJIbHBIX, OMHA-
KO Konm4ecTBO TpoMOonuToB <50-10°/11 1 KOXHBIA reMoppa-
TUYECKUH CUHIPOM UMEITUCH JIUIIb y OJHOTO TaIlueHTa.

B muenorpamMme y 3 naiMeHTOB JIUM@OIIMTO3 COCTABJISII
oT 36,4 1o 85%, ¢ BopcuHYaTbIMK JuMdoLMTaMu oT 6,8 1o
60%; y omHOI 60IbHO# TMMGOLUTO3 X BOPCUHYATHIE TUM(O-
IIUTHI B MUeJIoTpaMMe He BhIsiBIeHbI. BoBineuenrne KM B Tpe-
naHoOuonTare ObLIO CKYAHBIM, a'y 2 MallMeHTOB TUMGOUIHAS
WHOUIbTpalMsl OOHApyXMBajlach JIMILIb IPU BBHIMOJHEHUU
UIrxuy.

TaptparycroitunBasg K® B TMMOOMIHBIX KIETKAaX KPOBU
OTCYTCTBOBaJIa y 3 OOJIbHBIX U BBISIBJISIACH B HEOOJIbILIOM MPO-
LIEHTE KJIETOK y onHoi mauueHTku. Myrtamust V600OE rena
BRAF n MOHOKJIOHaJbHAsA CEKpelrsl MCCIEeAOBAaHBI ¥ BCEX
GOJBHBIX M HE BBHISIBJIEHBI HU B OMHOM ciydae. CTaHmapTHOe
LIMTOTEHETUYECKOE UCCIeI0OBaHUE BBIMOIHEHO Y 1 manueHTa
(Ne4) ¢ neiikoumroszoMm 75:10°/1, obHapyKeH HOpPMaJbHbIiA
Kapuoruil 46 XY.

Mopdoaornyeckoe u (heHOTHIMYECKOE MCCIIeI0BAHMS.
B kpoBU onyxoseBble KJIETKU LIUPKYIMPOBAIN Y BCEX MallMEH-
TOB, B IpernapaTe 3T KJIETKU MMEIU BUJ 3PEJIbIX JUMMOUI-
HBIX KJIETOK CPEIHUX Pa3MepOB C OKPYIJIBIM TUIIEPXPOMHBIM
SITPOM, TIIMPOKOW M Y OTAETBHBIX KJIETOK OOPBIBYATOM IIUTO-
ia3moit. B Maskax, BBINOJTHEHHBIX npu acnupauuun KM,
aHAJIOTMYHbBIEC KJIETKU BBISIBJIEHBI y 3 00JbHBIX. B 1iuronoru-
YECKOM TIperiapare OTIedaTKa CeIe3¢HKU COAEpKaINCh 3pe-
JIbIe TMM@OMIHBIE KJIETKN MEJIKVX Y CPeTHUX Pa3MEPOB C BbI-
COKUM SIZIEPHO-LIUTOIJIa3MaTUYE€CKUM COOTHOLLIEHUEM, OKPY-
[JIBIM TUIIEPXPOMHBIM SIIPOM, Y HEKOTOPBIX KJIETOK C HEPOB-
HBIMU KOHTYpaMM LIMTOILJIA3MBI.

T'uctonornyeckoe wuccienoBaHUE CEJIE3eHKU BBISIBUIO
HapylIeHUe ee CTPYKTYPbl, PEOYKIMIO (POJUIUKYIOB, PE3KOe
nonHokposue KIT. B tskax KIT BeisiBisinach aug@ys3Has nH-
unbTpanusa TMMGOUIHBIMUA KIETKAMM MEJIKUX M CPEeTHUX
pa3MepoB C OKPYIJIO-OBATbHBIMU M HETPAaBUILHOUN (hOPMBI
SApaMU, YMEPEHHO BbIpaXkeHHOM CBETJI0i LiMTomIasmoit. Ot-
MEUYEeHBI PacIIMPEHUEe CUHYCOB, 3allOJIHEHUE HEKOTOPHIX CH-
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HYCOB MEJIKUMHM JHUM(GOUTHBIMA KJIETKAaMM C OIMCAaHHOM
MopdoJioThelt, YacTh CUHYCOB TTOJITHOKPOBHA, CTEHKU apTe-
PUOJ YTOJILEHBI.

B rucronornueckom npemnapate KM B 2 ciayvasx (manu-
eHtel Nel u 4) numdbounnHas THGUIBTPAIUS YETKO HE OTpe-
NeJIsTach M BBISIBJISUTACH TOJIBKO TIpU MomojHuTebHOM UT -
XUW. B 2 npyrux ciiyyasix cpeay 3JeMeHTOB MUEJION033a OIpe-
NeNslach YMEepeHHasi UHTepCTULMANIbHAsl WIM 04aroBO-UH-
TepcTULIMAIbHASA JUM@ONIHAsT WHPUIbTpALMS U3 KIETOK
HEOOJBIINX Pa3MEPOB C OKPYIJIO-OBAJbHBIMU U CJIeTKa He-
MpaBWIbHOI (hOPMBI sSApaMu, YMEPEHHO BbIPAXKEHHOM CBET-
Joit nuToriasmoii. Ovaxku ¢ubdpo3a BbISIBIEHBI TOJBKO B
onHoM ciydae (marmeHT Ne3). CpaBHUTeTbHAST MOphOIOTH-
YyecKas KapTUHA IIUTOJIOTMIECKUX M TUCTOJIOTMYECKUX TIpera-
patoB KpoBu, KM, cene3eHKHU MprBeIcHA HA PUCYHKE HA IIB.
BKJICHKE.

[Tpu UTXU numbounnas B-kneTouHass uHOUIbTpaLUs
KM ob6HapyxxuBasiach Bo Bcex ciyvasx. [Ipu aToM B KjieTkax
JuMdouaHoro uH¢uibTpata 6uontatoB KM u ceneseHku 00-
HapyXuBasacb MoHOMOpdHas akcnpeccuss CD20 u skcnpec-
cust DBA.44 B oTcyrcTBUe 3Kcrpeccun MapkepoB CD25,
Annexinl, Cyclin DI, a takke CD103, CD123, CD27. Yme-
peHHast unu cinabas skcnpeccusi mapkepoB CD11c u TRAP
BBISIBJISIIACh OYaroBO, He Ha BceX JUMQOMIHBIX KJIETKax
(Tadam. 2).

DenoTun TMMGONTHBIX KJIETOK B KaXKIIOM ClTydae He 3a-
BHUCEJ OT uccieayeMoro cyocrpara (KkpoBb, KM, ceneseHka).
IIpu uccnenoBanuu heHoTUNA TUMMPOUTHBIX KIETOK B 2 CTy-
Yasx ompeesieH KJIOH ¥ U B 2 — KJIOH A B-nmnmdoumnToB ¢ akc-
npeccueit mapkepoB CD20 (spko), CD1l1c, LAIR-1, c yme-
peHHoil wiu cinaboii skcnpeccueit CD103, 6e3 akcnpeccuu
mapkepoB CD25, CDS5, CD10, CD23. B cBsI3u ¢ 3TUM 3aKJII0-
yeHWe 10 (eHOTUITY (OPMYIMPOBAIOCh KaK «BapHaHTHas
¢dopMa BOJI0CATOKIETOUHOTO Jieiiko3a» (TadJ. 3).

VYnaneHue ceyie3eHKY BbITIOJIHEHO B KAUECTBE MEePBOiA JIM-
HUM JIeUeHUs y 3 MallMeHTOB, ellle y OAHO# 6onbHOo CD npea-
mecTBoBajo JiedeHue uHreppeponom-o (MPH-a) B moze 3
MIH ME nogkoxHo 3 pasa B HEJEIIO B Te4eHUe 6 Mec, He 1aB-
1Iee cylecTBeHHoro addekTa. Macca ynaneHHOU ceye3eHK!
coctaBuia B cpeaHeM 3900 r (ot 1450 no 9500 r). /IBe nmaum-
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Tabanua 2. UMMmyHOTrMCTOXMMHUYECKas XxapakTepucTuka ouontatoB KM u ceaesenkmn

Mapkep KM CeneseHka
naueHT Nel  marmedT Ne2  maumumedT Ne3  manuenT Ne4  mamuenT Nel  mammenT Ne2  manueHT Ne3  manueHT Ned
CD20 + + + + + + + +
CD25 — — — — — — — —
Annexinl HI + — — — — — —
CyclinD1 — + — — HIT — — —
TRAP HII + + — — + + +
DBA.44 + HIT HI + HI HI + +
CD103 — HIT HI HI — HI — HIT
CDllc — HI HI t — + + +
CD123 HI + HI — — —
CD27 HII, HI, HI, — — HI HI —
IIpumeuanue. 3nech M B TabJ. 3: = — aKCIpeccust MapKepa Ha YaCTH KJIETOK; HIl — MapKep He MCCIIeIoBaH.
Tabanua 3. UMmyHODeHOTUN AMMPOLIMTOB KPOBU 1 CEAE3EHKH
Mapkep Kposb CeneseHka
maumreHT Nel  manmedT Ne2  marument Ne3  mamument Ne4  manwedTt Nel maumenTt Ne2  maumenT Ne3  manumeHT Ned
/A A % A % A HIT A %
CD20 bright + + + + + HII + +
CD5 — — — — — HIT — —
CD10 — — — — — HIT — —
CD23 — — — — — HIT — —
CD25 — — — — — HIT — —
CD103 + — + + + HI + +
CDllIc + + + + + HI, + +
LAIR-1 + + + + + HI, + +
Tabanua 4. Buabl AeueHus
Jleuenune
Ne mauueHTa ITon/Bo3pact, roabt
repBast JMHUS BTOpast IMHUS TPEThsl IMHUS pe3ysbTar
1 X/71 NDH-a CH — Pemuccust
2 X/58 CH — — "
3 M/53 CH XT — "
4 M/52 CH NDH-a XT "

Ilpumeuanue. XT — xumuoTtepanus (KIaapuOUH, pUTYKCUMAO0).

eHTKH (Nel u 2) HaxomaTcs moj, HabIoaeHeM 6e3 JIeUeHUST B
TeueHue 22 u 10 Mec COOTBETCTBEHHO, IBYM JIpYTUM OOJIbHBIM
(Ne3 1 4) B cBSI3M C COXpaHEHHEM WIM HapacTaHUeM JIEUKOLIM-
TO3a ¢ aGCONIOTHBIM JTUM(POIIUTO30M ITPOBEACHO JIEKAaPCTBEH-
Hoe JieueHune Kianpuouaom 0,1 Mr/Kr/cyT, Ha Kypc 7 TIOIKOX-
HbIX MUHBbEKLIMH (Y OMHOTO OOJIbHOTO — C MpelBapUTEIbHbIM
npuMeHeHueM M®H-a 3 mun ME noakoxHo 3 pa3a B Hene-
JTI0 B TeUeHHE 3 MeC, CHU3MBIIUM KOJIMYECTBO JICHKOIIUTOB B 3
pasa), ¢ MOCJIEAYIOIINM KYypCOM MPUMEHEHMST pUTYKCHMaba
375 mMr/m? Ha Kypc 4 BHYTPMBEHHBIX BJIMBaHUsI C MHTEPBAJIOM
3 mec (Tabu. 4).

IMocne neyenus Bce 60bHBIE HAOTIOIAIOTCS O6€3 TPU3HAKOB
aKTUBHOCTM 3aboJyieBaHMsl. CpemHsisl JIUTEeJIbHOCTh HaOJoIe-
HM 33 0OJILHBIMU cocTaBsieT 16 mec (0T 7 10 28 Mec), JUTUTENTb-
HOCTb HabmoaeHus rociie CB — 13 mec (ot 7 1o 22 mec).

Oo6cyxaeHune

3a nByxnetHuii nmepuon 2013—2014 rr. 8 PI'bY I'HII M3
P® BrimonHeHo 79 CBO y 60nbHBIX ¢ B-knetounsiMu mumdo-
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nposidepaTUBHBIMU 3a00JI€BaHUSIMA W OCYIIECTBIEH KOH-
CYJIbTATUBHBINA TiepecMOTp 8 OMONTATOB CeJIe3eHKU TIpuU
B-kineTounbix tumdomax. Takum 00pa3om, B HallleM HaOJI0-
nenun JIKTIC coctaBuna 4,6% (4 u3 87) B-Ki1eTOUHBIX JIUM-
donpommdepaTBHBIX 3a00JIeBaHUI, TTOATBEPXKIAEMBIX TTPU
CD. Mbl Habo1aeM ellie S MalMeHTOB CO CXOMHBIMU KIMHU-
KO-J1a00paTOPHBIMU JAaHHBIMU, HO ITOCKOJIBKY UM HE BBIMOJI-
Hsutach CD, MBI HE MOXEM II0KA C YBEPEHHOCTBIO IOATBEP-
nuthb quarto3 JIKTIC.

B nurepatype ykaswiBaetcs, utro JIKIIC gBnsercsa pen-
KIM 3a00JIEBAHKEM U COCTaBIISIET, BeposiTHO, 0,5—1% oT Beex
HEXOMKKMHCKUX JTUMGPOM (J4aCTOTy TOYHEE OLIEHUTH HEBO3-
MOXHO, TTOCKOJIbKY OITyOJIMKOBAHO BCETO HECKOJIBKO MCCIIe-
noBaHuit). B To xxe Bpemsi 3TOT BUI TMMGbOMBI MOXET COCTaB-
1s1h 1oyt 10% OT Bcex B-Ki1eTouHbIX TMM(OM, TUATHOCTH-
pyeMbix Tiociie CO [8, 11]. MccrenoBareu monaraior, 4To 10
C3 Hekotopslie citydan JIKITC ckpbiBatoTcst o1 Mackoi Ba-
puanTta JIKM3 ¢ BopcuHuarbiMu tuMbornmtamu [11]. Creny-
€T, OIHAKO, YUECTh, YTO B OIyOJIMKOBAHHBIX CEPUSIX TMArHO3
JIKIIC noareepxaeH pu CD y BceX O0JBHBIX TOJIBKO B 2 UC-
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Aumpoma KpacHO# MyAbibl CeAe3eHKM

cienoBaHusx [7, 11], B To BpeMs Kak B UCCJIEIOBAaHUU C MaK-
CUMAaJIbHBIM 4ucIoM HabmoaeHuii (37 OONbHBIX) ceie3eHKa
HccienoBaHa TonbKo y 9 [12].

OcHoBHas MpobiieMa 3aKitoyaeTcsl B TudbepeHIInaIb-
Hoil muarHoctuke JIKIIC ¢ Gau3kuMu pa3HOBUAHOCTSIMU
numonpoaudepatuBHbix 3aboneBaHuii — BKJI, B-BKIJI,
JIKM3. Tpynnoctu nguddepeHInanbHOM TMarHOCTUKU CBSI-
3aHBI C OJMHAKOBBIMU KIMHUYECKUMHU TIPOSIBICHUSMU, CXO-
ket MOphOoJTOTHEl OITyXO0JIEBBIX TUMGMOMIHBIX KIIETOK, a TaK-
K€ OTCYTCTBMEM crelrrUYecKoro Mapkepa sl Kaxaoro us
9TUX 3a0oNeBaHMIl M HaauyueM MHorux oommx CD-
MapKepoOB, OTIIMYAIOIINXCSI MHOTIA JIUIIb CTETICHBIO SKCITPEC-
cum.

Huarnoctuka JIKIIC obGcyxknaeTcssi B HEMHOTOUYMCIICH -
HBIX CTaTbsIX C cepusiMu HabmoaeHuii 37, 17 u 4 nmauuenTa |7,
8, 11]. ABTOpoM HamOOJIBIIETO KOJINYECTBA HAOTIONCHWIA SIB-
netcs uccienosarenb u3 Opaniuu A. Traverse-Glehen [12],
MoApOOHO aHAIM3UPOBABIIMI 3TU 0000IIeHHbIE 58 ciydyaeB
3a00JsieBaHusI.

Kimmnnueckast kapruaa. OCHOBHBIM KJIMHUYECKUM CUM-
nTomoM JIKIIC sBnsieTcsi BbIpaxkeHHasl CIUIEHOMeTasusl,
WHoraa ¢ ygeaunyeHveM JIY BopoT nevyeHu W/Uid Cele3eHKH,
HO 0e3 ABHOI1 nepudepudeckoit TuMbaneHonaTuu. DTo 00b-
eIUHSET ee ¢ KIMMHNYecKou KaptuHoii IKM3, B ommane ot
BKJI u B-BKJI, rae BeaymumMu B OOJBIIMHCTBE CIydaeB CIy-
JKaT MPOSIBJEHUSI IUTOMEHUYECKOro CUMHIpPOMa, BO3HUKAIO-
mero BcheAacTBUe JuMdouaHoit uHpuabrpauuun KM. s
JIKIIC cBoiicTBeH yMepeHHBIN TUM(POIIUTO3 O€3 MaHIIUTOIIe-
HUYW — IIUTOTIEHNUS] BOZHUKAET PEIKO, TP MACCUBHOM CITIe-
HoMmeranuu [12]. Ognako v npu BKJI Hepenku ciyyau Teue-
HUS 3a00J1eBaHMSI C MACCUBHOM CILJIEHOMErajineil 1 yMepeH-
HOI KOMITIEHCUPOBAHHON 1uTOINeHuet. B 06001eHHoM aHa-
Jnm3e noKyMeHTupoBaHHbIX ciydaeB JIKITC ormeyeHo Takxke
npeobjagaHue cpeau 3a00JIeBIIMX JIML MYXXCKOTO ToJja (co-
OTHOILIEHNE MYXYUH:KEeHIIMH oT 1,64 mo 2,4), mpeumyiie-
CTBEHHO IIOXWJIOTO Bo3pacra (CpeaHuil Bo3pacT 65,5 roma),
YTO COBMAJAET C BO3PACTHOU U T€HIEPHON XapaKTepUCTUKOM
nauveHToB npu BKJT [12].

B HabmiomaeMoit HaMu rpymie OOJbHBIX OCHOBHBIM
MpU3HAKOM 3a00JIeBaHUsI, KaK M B OIMCAHHBIX CEepHSIX
JIKTIC, aBasinach KIMHUYECKU OECCUMITTOMHAS CILIEHOME-
rajus, Juillb Y OAHOIO MalllMeHTa ¢ TUTAaHTCKOM cee3eHKOM
MMEJICS JIETKMI KOXHBIM rFeMOPparu4eCKuii CAHIAPOM U Y O~
HOIt 6OJIbHOM KIIMHUYECKast KapTUHA 3a00J1eBaHUs 1e0I0TH -
poBaJia ¢ TsKeJoro MHGEKIIMOHHOTO mpoitecca. CooTHOIIe-
HUEe MY>XUYMH Y XXEHIIWH 0Ka3aJ0Ch PaBHbIM 1, CpenHuUii BO3-
pacT NalMeHTOB — HECKOJIbKO MOJIOXE OonmuchiBaemMoro (58,5
rona).

uronorus. ITpu JIKITIC Bcerna uMeeTcss HUPKYISLKS B
KPOBU «BOPCHUHYATHIX» JUMMPOIUTOB. CylIeCTBYIOLIE OMU-
caHus xapakTepusylot Jumdountsl nipu JIKIIC kak numdo-
WIHBIC KJIIETKU MaJIOTO 1 CPEIHEro pa3Mepa, ¢ KPyIJIBIMUA WIH
OBIBHBIMU SIIPaMM, WHOTJA 3KCIIEHTPUIHO PACITONIOXKEH-
HBIM TUTOTHBIM WJIM CKOMKaHHBIM XpoMaThUHOM. [luTomniazma
4yacTo yBeJIMYeHa, YMEPEeHHO 0a30(MIbHA, C XapaKTepHbIMU
LUTOIUIa3MAaTUIECKUMU OTPOCTKAMU. SIIPHIIIKM OYeHb Ma-
JIEHbKWE TN BOBCE He BUTHBI. OOBIYHO BOPCUHYATHIEC KIIETKU
He eIMHUYHBIE, a COCTABIISIOT 60siee 50% MMM@PONIHBIX Kiie-
TOK nepudepudeckoii Kposu [8]. OgHako TUM@OUIHbIE KJIET-
KU C [UTOIUIa3MaTUIECKUMU BBIPOCTAMU MMEIOTCSI TIPU BCEX
nuddepenuupyeMbix ¢ JIKITC numdonponudeparrBHbIX 3a-
ooneBanusx (t.e. BKJI, B-BKJI, JIKM3), u ux Mmopdonorus
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MOXKET BapbpOBaTh B IIIMPOKHUX Tpenesiax («<BOPCUHKH», BOJI-
HOOOpa3HbIe U (PeCTOHYAThIE BEIPOCTHI LIMTOIIa3Mbl). Takum
00pa3oM, HaIeXKHBIX Pa3IMYMii MO LIMTOJOTUM KJIETOK IpH
o0cyXnaeMbIx 3a00eBaHUsIX HeT. CuuTaeTcs, uto mist B-BKJI
XapaKTepHO HaJW4Me BOPCUHYATHIX JTUMMOILMTOB C Oosee
DBIXJIBIM, «OMOJIOKEHHBIM» XPOMAaTUHOM SIipa U HaJIUYUEM
OTYETJIMBOTO SIIPHIIIKA, OMHAKO 3TOT MPU3HAK TaKXkKe HE YHU-
BepcajieH. [lo HamemMy MHEHUIO, TIOTIBITKA HAWTH 4YeTKHE
MOP®MOJOTUYECKUE Pa3IuiIUs «BOPCUHYATHIX» JTUMGBOILIUTOB
npu JIKIIC, IKM3, BKJI u B-BKJI MOXHO cuuTaTh HEyIOB-
JIETBOPUTENBHBIMU.

Tucronorust u UTXU 6monrata KM. B mipencraBneHHo
Hamu HeboJblIo# cepun HabmoaeHuit KM y Bcex maiiueHToB
ObLT KJIETOYHBIM, JIETKUI 04aroBbiii pruOpPO3 BBISBJIECH TOJIbKO
B OIHOM ciiy4ae. JIumbouaHast MHQUIbTpaLys Obljia yMEpEH-
HOM WMHTEPCTUIIMATBHON WIM 0YaroBO-MHTEPCTUIINATBHOIM.
B 2 cnyuasix BoBiaeueHrne KM nocroBepHO 0OHapy>KHUBajIoCh
ToJbko 1ocie nposeaeHuss UTXHW. Ipu UTXU KM BoisiBiIC-
HbI pacCesIHHbIE U PACIOJIOKEHHbIe HEOOJIbIIMMU CKOTLIEHH -
MU TUM@OUIHBIE KiIeTKH, Hecytue Mapkepsl CD20, DBA .44,
HO 0e3 akcmpeccun MmapkepoB CD25, CDI103, CDI123,
Annexinl, Cyclin D1. OuaroBo Ha HeOOJIbILIOM YaCTH KJIETOK
BbIsIBIIsLIACh aKcnpeccust TRAP (taprparycroitunBoit K®) u
CDl1l1c. Pazmuumii 110 TUCTOJIOTMYECKON M UMMYHOTHCTOXH-
MudyecKoi kaptuHe KM B 3aBUCMMOCTH OT HAJIMYUS WIA OT-
CYTCTBUS JIEUKOLIUTO3a HE BBISIBJIIEHO.

B ony6aukoBaHHbix onucaHusx JIKIIC KM rtakxke
OOBIYHO OBUT KJIETOYHBIN, C XOPOIIUM T€MOITO3TUYECKUM
pe3epBOM, He3HAUUTEIbHBIM (DUOPO30M U MHTPACUHYCOU-
nanbHOM NuM@oOUIHON WMHGUAbTpALMEel, C UHTEPCTULIU-
aJbHBIM WMJIM OYaroBbIM ITOPaXEHMEM; OIMCAaHBI TaKXe
MexTpabekynsipubie mopaxeHus: KM. [1pu okpamumBaHuu
PETUKYJIUHOBBIX BOJOKOH cTemleHb (pubpo3a MOXET OBITh
nerkoii (0—1). ITpu UTXU BeisiBasiiorcs akecnpeccust CD20
u DBA.44, orpuuartenbHbsl Mapkepsl CD5, CD23, MUM-
1(kax u mpu BKJI), onHako B ornuuue ot BKJI orcyrcTBYyeT
skcnpeccust Annexinl u CyclinD1. B 30% cayuaes JIKIIC
onucaHa akcrpeccus p53 [7, 8, 11, 12]. DTu maHHBIE TO-
moraitoT oTanuuth JIKITC ot BKJI, HO He mo3BoasioT nud-
depenuuponars JIKIIC u JIKM3. Tak, nmpu ructoiorude-
CKOM ¥ UMMYHOTHMCTOXUMUYECKOM CpaBHEHUU TpeTaHOOU-
onrtatoB 32 mauueHToB ¢ JIKM3 u 14 60abHbix ¢ JIKIIC
OTMEUYEHO e€AMHCTBEHHOE, HO HEJOCTOBEPHOE pa3inyue —
Mo CTereHu JuMbonTHoM nHPuabpTpanun KM, MeHee BBI-
paxenHoi nipu JIKIIC [14]. Cneayet, omiHAaKO, YTOYHUTD,
YTO B OTOM MCCIENOBAaHUM HE MCMOJb30BaId MapKephl
CD25, CDl1l1c, CD103 u CD123.

Tucronorna u UT'XW Owmonrara cene3eHKH. B cBsizu co
CXOJICTBOM KJIMHWKHU, LIMTOJOTMUA W (HPEHOTUIIA, OCHOBHAs
poiab B nuddepeHumnaabHoM auarHose wMexay JIKIIC u
JIM3C npuHamIeXUT TUCTOJOIMYECKOMY M TMCTOXUMUYE-
CKOMY HCCJIEIOBaHUIO YIAJIEHHON Cele3¢HKM, KOTOPOe CUM-
TaeTcsl «30J0TbIM cTaHaapToM» avarHoctuku JIKIIC [14].
[Tpn MakKpOCKONMUYECKOM UCCIeIOBaHUM CeIe3eHKa Ha cpese
MMeeT ONHOPOAHYIO KPacHO-KOPUYHEBYIO MOBEPXHOCTb 0e3
Kpamna. MUKpOCKOIMMYECKOe UCCIeN0BaHNE TTO3BOJISIET BhIsI-
BUTb CTEPTOCTh CTPYKTYPHI CeIe3eHKU 1 MOHOMOP®HBII Tud-
¢y3HbI xapakTtep uHGWIbTpauuu KII, ¢ 3amenieHueM uiu
arpo¢ueii 6eJ1oif MyJbIlbl, MOTYT IPUCYTCTBOBATbh OCTATOY-
Hble TUMbonuaHbIe GOTUKYIb. KieTku, pukcupoBaHHBIEC B
dbopmanHe, UMEIOT KPYIJIoe TUTIEPXPOMHOE SIIPO CO CKOM-
KaHHBIM XpOMaTHHOM U 6a3oduareil LIMTomIa3Mbl, HalIOMM-
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Hasl BHEIITHUI BUIT TUTa3MOIIMTOB. B HEKOTOPHIX CITydasix KIeT-
KU MOTYT OBbITb OOJIBIIMMU, C HEMIpaBWIbHON (hOpMOIi siapa,
HMMEIOIIET0 MeHee CKOMKAaHHBI XpoMaTWH. B HeKoTopbIx
CIyJasiX ONMMCaHue MEJIKUX M KPYITHBIX KJIETOK MOXET OBITh
CBsI3aHO C MOP(MOJIOrMYecKMMU TIpU3HaKaMu TpaHchopma-
umu. MU3meHenus B JIY BOpOT ceie3eHKM U MEeYEHU YeTKO He
ormucanbl. UTXU cene3eHKM MO3BOJSET BBIABUTH TUDPY3-
HyI0 MHOWIBTPAIMIO MalbIX B-KIETOK, 3KCIpeccHupyonImx
CD20, DBA.44, 6e3 skcnipeccun CD5, CD23, CD43, MUM-
1 1 Annexinl [12]. OnHako UMeeTCs ONUCaHUE OAHOIO CIydast
muMdoMbl ¢ quddy3HbiM nopaxenueM KIIC, roe BbissBIcHA
aKcrnpeccusi Mapkepa Annexinl (0OBIMHO OTCYTCTBYIOIIETO
nipu JIKIIC) [15]. MoryTt 6bITh 0OHapy>XeHbI 3peJible Taa3Ma-
TUYeCKUe KIIeTKH, aKcnpeccupyoomue CD138. B 30% ciyuyaeB
oOHapyxXeHa IOJIOXUTeIbHas peakuusi Ha p53. OxpaiuuBa-
Hue Ha CyclinD1 Bcerna otpuniatenbHoe [12].

B onuckiBaeMoii HaMu TpyIiiie GOJIBHBIX WCCIEeIOBaHME
CeJIe3eHKM BO BCEX CJIy4yasiX BbISBISUIO HAapylIEHWE apXUTEK-
TOHUKHU opraHa ¢ BelpaxxeHHou nHduabTpauuein KIIC. Co6-
CTBEHHO 3TO sIBjIsieTcsT onpenesiiomum pasananeM JIKIIC ¢
JIKM3. Pesynapratet MUI'XW cOOTBETCTBOBAIM OMUCAHHBIM
kputepusim JIKITC u BbISIBISIIIN B KJIeTKaX JTMMGOUIHOTO UH-
¢unbTpaTa KpacHoOM NyJbThl CeJe36HKM MOHOMOP(MHYIO IKC-
npeccuro CD20 un sxcnpeccuio DBA.44 B OTCYTCTBHE 3KC-
npeccun MapkepoB CD25, Annexinl, Cyclin D1, a Takxe
CD103, CD123, CD27. YMmepeHHast Uiy ciabdasi 3KCIpeccust
mapkepoB CD11c u TRAP BbisiBiIsIach 04aroBo, He Ha BCEX
JMMOOUNITHBIX KJIeTKaX. Pa3mnunii 1o THCTOIOTMYECKON ¥ M-
MYHOTMCTOXUMUYECKOM KapTUHE CeJIe3eHKM, KaK U B KapTUHE
KM, B 3aBUCHMMOCTH OT HaJIMUMsI UJIM OTCYTCTBUS JIEUKOLIM-
TO3a He BBISIBJIEHO.

Tem He MeHee Bompoc o nuddGepeHINATIBHOM IMarHo3e ¢
B-BKJI octaBasncst oTkpbITEIM. LluTONOTMYECKME TpernapaThl
KPOBHU U CeJIe3eHKHU, a TAKXe TMCTOJOTMYECKUE U UMMYHOT U~
croxumuueckue npernapatbl KM U1 cene3eHKH KOHCYJIBTUPO-
BaHbl ¢ npod. M.A. Piris — skcneprom-natonorom McnaH-
CKOT0 HallMOHAJILHOTO Hay4yHOro LegHTpa oHkosiornuu (CNIO),
COaBTOpOM ofHoM u3 cepuii HabmoaeHuii JIKIIC [11]: mocne
rnepecMoTpa IMpernapaToB U BbINOJHEHUS MCCIeq0BaHUsS pS3
(oTpULIATEILHO) CHIEJaHO 3aKJIIOYeHUE O TMPUHAIIEKHOCTH
uccienoBaHHbIX ciryyaeB K JIKIIC.

®eHoTun JUM(OUTHBIX KJIETOK. B MMEIOIIMXCST ONUCaHMsIX
npu JIKIIC nporoyHass IUTOMETPUST BBISIBJISIET OIyXOJIEBbIE
JMdouIHble B-KIIeTKH, 3KCIpeccupyomme MoBepXHOCTHRIE
uMmMmyHornooyaunsl IgM+IgD, IgM+IgG, wnu Tonbko IgM,
IgG; K1OH % U A BBISIBJISIETCS C paBHOM YacToTOM. 17151 9THX Kite-
TOK XapaKTepHBI sIpKasl dKCIpeccusl B-KIeTOYHBIX MapKepoB
CD20 u CD22, skcnpeccuss FMC7, ymepeHHasT 3KCIipeccust
CDllc, B penkux ciayyasix MOXET OIpenensaTbes cjiadasi Win
yacThyHas skcrpeccuss CD103 [16]. OTcyTcTBYeT 3KCpeccus
CD123 u CD25. B 60JBLIMHCTBE CIIy4aeB OIyX0JIeBble KIECTKU
He akcrpeccupyior CD38, CD24, CD27. Koskcnpeccus CDS
u CD23 (xapakrepHasi 1151 XpOHUYECKOT0 JUMGOIIEK03a) OT-
cyTcTByeT, HO B 30% cilydaeB MOXKET BBISIBIISITbCSI SKCIIPECCHS
CD5 [12]. Takum 06pa3om, heHOTHI TUM(POUIHBIX KJIETOK J1a-
eT BO3MOXHOCTb oTInuuTh JIKIIC oT Tummmunoit ¢popmer BKJI,
OITHAKO HE ITO3BOJISIET JOCTOBEPHO PA3IMIUTh 3TOT BUJI JIMM-
¢ombl 1 B-BKJI u JIKM3. EcTh peKOMEHIALIMSI C PSIIOM OTOBO-
POK UCITIOJIb30BaTh IS 3TOTO OLIEHKY CTENEHM 3KCIIPEeCCUU
CD1Ic no uHTeHCUBHOCTH (himoopecueHmu [16].

Mp1 BoisiBAsIIM Yy Beex 60bHbIX JIKIIC kinoH B-numdo-
LIMTOB (C PaBHOI YaCTOTOM % WJIM A) C SKCITpEcCUeil MapKepoB
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CD20 (apko), LAIR-1, CDllIc, ¢ ymepeHHoOlil uiu ciaboit
akcrnpeccueit CD103 u 6e3 akcnpeccun CD25. Takoii ¢peHo-
THUIT MOXET cooTBeTCTBOBaTh KakK B-BKJI, Tak u JIKIIC, noa-
TOMY HE YOWBHUTEIBHO, YTO Pe3yJIbTaT MPOTOYHOIM IIUTOME-
TpUM BCETa UHTEPHPETUPOBAJICS B JabopaTopuu Kak Oosee
MpuBbIYHAsI BpauaM «BapuaHTHast (popma BKII».

Taprparycroituusas K®. B o6cyxnaemoii 1ureparype 1o
JIKIIC He mpuBeneHbl OaHHBIE OO0 aKTUBHOCTH TapTpart-
ycroitunBoit K@ B nmuMdbonmHbix Kietkax. M3BectHO, 4TO
TapTparycroitunBas K® sBistercst I pKkuM MapKepoM THUITUY-
Horo BKJI u momoraet otanuuts ero ot JTIKM3 u B-BKJI, npu
KOTOPBIX BBISIBJISIETCS] peIKO M ObIBaeT ciiaboBbipaxkeHa [17].
B o6cenoBaHHO# HaMU IpyTIie GOJIBHBIX TAPTPATyCTOMYMBASI
K® B muMbonIHbIX KJIeTKaX KPOBM BBISIBISIIACH Y 2 TIAIlAEH-
TOB, HO OMpeaesuIach JUlllb B HeOobioM (4 1 10) mporieHTe
KJIETOK, XOTS JTUM(OIIMTO3 y 3THUX IMAIlMEHTOB OBbLI 3HAYM-
TenbHbIM (81 1 94%, nipu yncie neikouuToB 5-10° u 55-10°/n
COOTBETCTBEHHO).

Myramus V600E rena BRAF W MyTalMOHHBI CTaTycC
V-renoB IgH. B ony0iaukoBaHHBIX cepusix HaOIIOAESHUMI
JIKTIC myrauust BRAFV600E He ucciienoBaiach, MOCKOIbKY
BBISIBJIEHA cpaBHUTEeAbHO HegaBHO — B 2011 r. [18]. ITocie
CEHCAllMOHHOTO OOHAPYKEHUS 3TOi MyTauuu noutd B 100%
ciaygaeB BKJI oHa 3aKOHOMEpHO CUMTAeTCsl MapKepHO s
BKJI, xoTs1 KpaiiHe penko BBISBIISIETCS IPU IpYyTruX B-kierou-
HBIX JUMboOIpoardepaTUBHbBIX 3a00eBaHUIX (SAMHUYHbIC
cllyyay XpoHudeckoro Jinumdgoneiikosa, B-nponumdouurap-
HOTo TUMGOJIeiiKo3a). MBI mpeacKazyeMo He BBISIBUIN MyTa-
uuio V60OE rena BRAF un y ogxoro manuenra ¢ JIKTIC. Tem
He MeHee uMeeTcs onucaHue emuHUYHOro BRAFV600E-
MO3UTHUBHOTO CJIydasi MpM HekIaccuduuupyemoit tumbome,/
netiko3e cene3eHku [19].

HccnenoBanue MytauuoHHOro craryca V-reHos IgH
HaMM BBITIOJTHEHO B omHOM ciydae (Ne4). BrisaBiaeH MyTH-
poBaHHbIl cTtatyc V-reHoB IgH (VH4-59, D5-5, JH4, romo-
norust 93,7%). 1o gaHHBIM IUTEPATYPHI, TAKOE MCCIEI0Ba~
HUE BBISABJISIET MyTUPOBAHHBIN CTaTYC B OOJIBIIMHCTBE CITy-
yaeB, ¢ HaJIMUMEM coMaTuueckux runepmyranuii IgVH re-
HoB ceMelicTB IGHV3-23 u IGHV4-34, xapakTepHbIX U IS
BKIJI [8].

MoHoknoHaMbHASA ceKpemus. OmrcaHo Hajau4KMe B psine
ciryyaeB y 6onbHbIX ¢ JIKITC He3HauuTeIbHOTrO KOJIMYeCTBa
napanpotenHa (IgM, IgG wim ux couetaHue), ONHAKO HE yKa-
3bIBACTCS, COBIAIAET JIX JIETKasl 1IeTTh MOHOKJIOHAJIBHOTO OeJI-
Ka ¢ KJIIOHOM omyxoyieBoil numdbouaHon mnomnyiasiuu [12].
Bo3MoxHO B psiie ciiyyaeB MOHOKJIOHaJIbHASI CEKpPELIMs CBSI-
3aHa He ¢ TuMdonpoudepaTuBHLIM 3a00JIeBAHUEM, a SIBJISI-
eTcs MOHOKJIOHAJIbHON TaMMamaTheil HesSCHOTO 3HAauyeHMSI.
Bo BcskoM ciryyae muarHocTUIeCKOe 3HaueHUe 3TOro (heHo-
MEHa TOYHO He OMpeeseHo.

IIutoreneTnka. XOoTs LIMTOTEHETUYECKME U MOJIEKYJISIP-
Hele nanHble Tipu JIKITC orpaHndeHsl B CBA3U € PEIKOCTHIO
JAHHOTO 3a00JIeBaHUSI 1 HEMHOTOUWCICHHBIMM MCCIIenoBa-
HUsIMU, GoJtee yeM B 60% ciydyaeB KJIOHAJIbHBIX XPOMOCOM-
HBIX aHOMaJiMii He oOHapyxkeHo. Eciu muroreHeTHMyecKylo
MOJIOMKY yHIaBajoch OOHAPYXWUTh, TO Yallle BCErO 3TO ObLIA
neneuust del7q, monHast Tpucomust 18-t XpoMOCOMBI U 4Ya-
CTUYHAsI TPUCOMUSI XpOMOCOMBI 3q, HM B OJJHOM cllyyae He
BbIsIBJIeHBI TpaHcaokauuu t(11;14)(q13;q32) u t(14;18) [8]. B
omHOM ciyyae ooHapyxeHa del(8)(pl1) [7].

Juddepenumanbubiii nuarno3. Kaxk odcyxnanoch paHee,
JIKIIC Heo6xoaMMo B OCHOBHOM IM(pdepeHIupoBaTh OT
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Aumpoma KpacHO# MyAbibl CeAe3eHKM

JIKM3, BKJI u B-BKJI. CxonctBo ¢ JIKM3 3akiiouaercs: B
OJIMHAKOBON KJIMHUYECKON KapTUHE, UIEHTUYHOM (hEHOTH-
ne TMM@OUIHBIX KJIETOK U CXOXell KapTUHEe MHGWIBTPALIUU
KM. O6paiaercs BHUMaHUE Ha MEHBIIYIO CTEeTIeHb WH-
¢unpTpanuu KM, ogHaKo OCHOBHOI KpUTEPUIi, TTO3BOJISIIO-
IIMA pa3faeauTh 3TU Ba 3a00JIeBaHUSI, — THUCTOJOTMYECKOe
HCClIeIOBaHUE CEeIe3eHKH, BhISIB/ISIOIIEE BOBIEUCHME OeIoi
(mpu JIM3C) unu kpacHoii (mpu JIKIIC) mynbnel. Knuau-
YecKue U JIabopaTopHbIe OTIWYMS 3a00JIeBaHUs OT KJIacCH-
yeckoro BKJI oruetnusee: pist JIKIIC TMnmuyHO OTCYTCTBUE
LIUTONIEHUHU (YacToO JEUKOILIUTO3), YMepeHHasl JuMbouIHas
nHGuabTpauuss KM mpu xopoieit COXpaHHOCTH TPEXPOCT-
KOBOT'O reMoI1o33a, oTcyTcTBue akcnpeccun CD25, Annexinl,
Cyclin D1 npu BapuabenbHoctu 3kcnpeccuu CDllc,
CD103, DBA.44, orcyrctBue myraunu BRAFV600E. Mak-
cUMaJIbHbIe TPYIHOCTH IIOACTEperaroT Bpadya mpu audde-
pennupoBaHuu JIKTIC ¢ B-BKJI — Bce kinMHUYecKue u jaa-
OopaTopHble KPUTEPUM HACTOJBKO CXOXM, YTO BO3HHUKAET
000CHOBaHHOE TMPEAIOI0XEHUE, HE SBISIOTCS JIM IBE 3TU
HO30JIOTUM eIUHBIM 3aboneBanneM? Bo Bcsakom ciaydae of-
HO3HAYHBIX KJIMHUYECKUX U JTAOOPATOPHBIX KPUTEPUEB TUD-
depenuanbHoro auartosa JIKIIC u B-BKJI, nmo Hamemy
MHEHMIO, B HACTOsIIee BpeMs He onrcaHo. OOQHUM U3 Jud-
(epeHIINaTbHO-INaTHOCTUYECKUX IMPU3HAKOB, OTJIMYAIO-
mux JIKITC ot B-BKJI, MoXeT SIBASITbCS HE3HAYUTEJbHOE
BoBjieueHue KM 6e3 mpu3HaKkoB YTHETEHMSI TeMOIo33a Mpu
JIKTIIC.

Jleyenue u mporHo3. B cBsI3u ¢ MajbIM YKCIIOM HaOJIO€E-
Huit equHo# TakTuku gedyeHust JIKITC e pazpaboraHo, ogHa-
KO BCe HCCJIeIoBaTeU CXOASITCSl BO MHEHUM, YTO MPU 3TOM
IJINTEJIbHO J00pPOKAauYeCTBEHHO TEKYIleM 3a00jJieBaHUU BO
MHOTHX CJIyJasiX BO3MOXHA BBDKUIATEIbHAS TaKTUKA, a PU
TTOSIBJIEHUM TTIOKA3aHUH K JICUEHUIO B KQUeCTBe TIePBOM IMHUU
esecoodpazHa CO. [1py HE0OOXOAMMOCTH MOCIEAYIOLIETO Jie-
YeHHUs MpUMeEHseTC MMMyHoxumuorepanus; UDOH-a, pu-
TykcuMmab® =+ aHajoru TypuHa (KJIagpuOWH, IEHTOCTATHH,
daymapabun) wiu purykenmad = COP/CHOP-nomo6HBIE
Kypchl. [Tpornos nipu JIKIIC B 1iesioM 61aronpusTHeIii — 06-
111as1 BbDKMBAEeMOCTb BbIlle, yeM npu JIKM3, a menuana npo-
TIOJDKUTETbHOCTH XKM3HU 0e3 IporpeccrupoBaHus 3aboJjieBa-
Hug cocrapisieT 6oJiee 10 et [8]. TeM He MeHee y OOJIbHBIX €
JIKTIC onucanbl ciiydau mporpeccuu 3a00jieBaHUsI ¢ BOBJIE-
YeHMEeM KOXM, MEeYeHU, sInYeK, TpaHCchOopMalliid B HONAJb-
Hylo muddy3Hyo B-KpymHOKIeTOUHYIO TMMMOMY, a TaKXKe
pa3BUTHE OCTPOro mMuesnounHoro Jeiiko3a [11]. Tlo Haimemy
HeGobIoMy ombITy, puMeHeHne MPH-a HemoctaTouHO
appexkTuBHO, CHD OKa3zajgach JOCTATOYHOI JIeueOHOI onuuei
IS 2 TAalIMeHTOB 03 JIEMKOILIMTO3a, B TO BpeMs KaK y O0JIbHBIX
¢ nerikouro3zomM CD He mpuBeia K HOpMaIu3aluu KoJude-
CTBa JIEUKOLUTOB, U IJIs1 TOCTHXKEHUSI pEMUCCUU 3a00J1eBaHUS
9TUM MallMeHTaM I0TpPeOoBajIoCh IOCenylolee JieUeHUe
KJIaApUOMHOM U PUTYKCUMAOOM.

3akAoueHue

JIKIIC, BBemenHas B kimaccudukanuio BO3 2008 r. B
pasnen HekyaccubuuupyeMbix TMMGOM/IeiiK030B cee3eH-
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KU, KaK TIpeBapuTesIbHas HOBasi HO30JI0THYecKasl eNuHuIIa,
npeacTaBisieT coooli 3pesiokierouHoe B-mumMbonponudepaTus-
Hoe 3a00JIeBaHNE C XPOHUYECKUM TOOPOKaUYeCTBEHHBIM TeUe-
HHEM, Yallle BO3HUKAET B CTapliieil BO3pACTHOM TpyIINe, C He-
OOoJIBLIUM MpeodsiafaHUueM MYXYUMH cpeau 3aboseBlnux. B
kianHuuyeckoi kaptruHe JIKITC nomuHupyeT BhipaxkeHHasi, HO
MaJIOCUMIITOMHAs1 M30JIMPOBaHHAasI CIIJIEHOMETalus ¢ TuM@o-
LIMTO30M, 03 MOHOLMTOIIEHNU, 6e3 BBIPAXKCHHOM ITUTOTIE-
HUM, 4acTo ¢ JieiikouuTo3oM. B obpasiax kposu npu JIKIIC
BBISIBJISIETCSI 3HAYMTEJbHOE KOJMYECTBO BOPCUHYATHIX JIUM-
¢ouUMTOB, HE colepKaIIMX HU TapTpar-ycToiunsyio K@, Hu
myrtanuio BRAFV600E. B KM oGHapyXuBaeTCsl yMepeHHast
WY KpaiiHe He3HAYUTeTbHask MHTePCTUIIMATbHAS VI 09aro-
BOMHTEPCTULIMATbHAS UHOWIbTpaLUs, 6€3 MPU3HAKOB YrHe-
TEHUSI HOPMAJIbHOTO TeMOoIl033a M OOBIYHO 0e3 MPU3HAKOB
¢ubpo3za. ['Mcromornyeckoe ncciaeqoOBaHUE CeJIe36HKU BHISIB-
JISIET HapylllEHUe €€ apXUTEKTOHUKHU ¢ Auddy3HOl nHDWIb-
Tpauueilt aumdounHeiMu kiaetkamu KII u atpodueit 6enoit
TTYJIBITBI.

HMMMyHOMeHOTUTMPOBaHNE JTUMMPOUIHBIX KJIETOK TP
JIKIIC BoisiBAsier KiIoH ®x win A B-nmumpouuror CD20*,
CD22**, FMC7*, CDllc*, CDI103~/%, CD25-, CDI23,
CD5/*, CD23-, CD38-, CD24-, CD27-. I'icroxumuyeckoe
uccienoBanue KM o6HapyXuBaeT 3KCIIPECCUI0 MapKepoB
CD20 u DBA.44, orcyrctBue CD25, CDI103, CDI123,
Annexinl, Cyclin D1. YacTb KJIeTOK MOXET C1a00 3KCITpeccu-
poBatb TRAP u CDIllc. UT XU cene3eHKH MOATBEPKAAET
muddysnyo nHouasTpanuio KI1 B-muMbonaHbIMu KIeTKa-
mu CD20*, DBA.44*, CD5-, CD23-, CD43-, MUMI-,
Annexinl-, CyclinD1, p53-/*.

JIKIIC HeobxonuMo auddepeHLMpoBaTh OT psiia CXOI-
HBIX TUMGOTpodepaTUBHBIX 3a00JIeBaHUI, B TIEPBYIO OYe-
pens JIKM3, BKJI, B-BKJI. JuddepeHunanbHblii 11arHo3 ¢
JIKM3 u BKJI umeer yeTkue KpUTepuu, B TO BpeMs Kak pa3-
nmyus ¢ B-BKJI He onpenenensl. Bugumo, nuddepeHimanb-
HBII TUarHo3 ABYX CTOJIb CXOXUX maroyoruii, kak JIKIIC u
B-BKJI GynmeT BO3MOXKHBIM JIUIIIb TIPY BHISIBJICHH MapKepHO
MyTallMU WU Xe aanbHeiinee uzydeHue conbeT JIKIIC u
B-BKJI B enquHY10 HO30JI0THIO.

Teuenne JIKIIC mnuTenbHOe, B JIeYeHUM MEPBOCTEIICH-
Hast posib oTBoauTcs CB, 3a KOTOPOIi clienyeT pUMeHeHne
N®H-ao, putykcrumaba B pexkMMe MOHOTEpAITMU U B coYeTa-
HUU C aHaJIoTaMH ITypyHa (KJIaapuOuH, IEHTOCTaTUH, yna-
pabun) umu ¢ Kypcamu COP/CHOP (uukinodocdaH, BUH-
KPWCTUH, aipruabIacTyH, IPEIHNU30JI0H).

Mpbl HameeMcsl, 4TO JaHHas paboTa IMOCIYXUT IMOACIO-
pbeM s aHanu3a U JUddepeHLraIbHOro auarHosa IIpU
mmMdomMax celle3eHKU, B pe3ylbTaTe KOTOPOTO TIOSIBUTCS
oosbias sicHocTh B moHuManuu JIKTIC.

Buoipasicaem 6aazooaprocms E. IO. Bapaamosoii — 3asedyio-
wetl aabopamopueti 2ymopansho2o ummynumema PIBY I'HI[ 3a
uccaedoganue MoHoKAOHANbHOU cekpeuuu, u T.H. Obyxosoti —
3aeedyrouieli Kapuonoeuyeckoi nabopamopueii OIbY THI[ 3a
yumoeeHemu4ecKoe ucciedosanue.

KoH(MKT HHTEpPEeCOB 0TCYTCTBYET.
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