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Bonesns lllerpena (B11) — ayroummynHoe (A3) u tumdo-
npoaudeparuBHoe 3abosneBaHue (JI13), xapakrepusyroleecs
reHepajnu30BaHHBIM TMOPAXEHWEM CEKPETUPYIOIIUX SMUTEIU-
aJTBHBIX XeJie3 ¢ Pa3BUTUEM ayTOMMMYHHOTO 3TUTEJINNTA, BbI-
pakeHHBIM HapyIIeHNUeM KJIETOYHOTO Y TYMOPaJTbHOTO 3BEHbEB
VMMYHUTETA ¥ BBICOKMM PUCKOM pa3BUTHS B-KJIeTOUHBIX TMMGbOM,
MPEUMYIIECTBEHHO 3KCTPaHOIAIbHBIX [ 1—3]. DKcTpaHomaibHas
B-kierounas nuMmdoma MapruHaiabHOU 30HbI (JIM3) U3 aum-
GdouaHOi TKaHU, CBA3aHHOM CO CIM3UCTBIMU 000JIOUKAMU
(MALT-numdboma), mpoucxonut u3 TuMMbOUIHONR NOMYISLUY,
KOTOpasi MHAYIMPYETCS] XPOHUIECKUM BOCITaJIeHUEM B 9KCTpa-
HOIATBHBIX JoKanm3auusax. JIM3 o6pasyior Tpyrimy auMdoMm,
MPOUCXOASIIINX U3 B-1mMMbonToB MapriuHaibHO 30HbBI. B Kitac-
cupukanyu BO3 BblaeseHbl TpU pa3inyHbIX BapuaHTa JIM3:
aKkcrpaHopanbHast MALT-mumdoma; JIM3 ceneseHKU; HomaabHast
JIM3 (HJIM3) [4]. MALT-numdoma sIBIisieTcsl HanboJiee 4aCTbIM
tunom JIM3 u auarHoctupyetcst B 5—8% ciyuaeB Bcex B-kiie-
TOUHBIX JuMpoM. Haubonee yacTteie nokanuzauuun MALT-
JTMM(DOM — KeJTyI0K, CIFOHHBIE JKeJIe3bl, KOXKa, OPOUTHI, JIETKHE,
LIMTOBUIHAS XKeJle3a, MOJIOYHBIE XeJle3bl, KUILIEUYHUK U MeYeHb
[4]. OcHOBHBIMYU OpraHamMu-muiieHs MU ripu BIL siBJsttoTCST CoTIOH-
HBIE U CJIe3HBIE XKeJIe3bl, KOTOPbIe BOBJIEKAIOTCS B TIPOIIECC Y BCeX
MMaLKeHToB, y 25% 13 HUX IIPU OTCYTCTBUU aHTHIMMbOIporde-
paTUBHOI Tepanuu B TiepBble 10 JeT 3a00eBaHNs Pa3BUBAIOTCS
9KCTpaHOAAbHbIe HeXOMKKMHCKME uMmbombl (HXJT) [5]. Puck
nosieaeHuss MALT-1uM(MOMBI OKOJIOYIIHBIX CIIOHHBIX Xeje3
(OYCXK) B 1000 pa3 Bbime npu BIL, yem B oO1eit momynasiLyn
[6]. Kak moka3an aHanu3 OoJbIIMX cepyil marueHToB ¢ MALT-
JumboMaMK CITFOHHBIX XeJie3, CBsi3b ¢ A3 BbisiBiisieTcs: B 30—90%
cJlydaeB, M HanboJiee YacThIMU U3 HUX sBisttotcst b1 u cuampom
Iérpena (CIL) [5, 7, 8]. Tpanchopmanuss MALT-nmumbombl B
b dysHyto B-kietouHyto kpymHokieTouHyo suMdomy (JIBKKIT)
nipu nepBuyHbIx HXJI Habmonaercs penko |7, 8]. DkcTpaHomaibHast
Jumpoma MALT-tuna (EMALT-L), HIIM3, JIBKKJI — Haubonee
yactele cyorunsl HXJI npu BIL, u Gonblast yacTh MocaeaHuX,
BEPOSITHO, SIBJISIETCS CIIeCTBIEM TpaHchopMmarmn MALT-miMmbom
u HJIM3 nipu aTom 3a60neBanum [1-3, 9, 10].

CucremHas ckieponepmusi (CCI) — cucremHoe A3, xa-
pakTepusylolleecs: BbIpakeHHbIMU (DUOPO3HBIMU UBMEHEHUSIMU
KOXHW, BHYTPEHHHMX OPTaHOB U COCYIWCTBIMU HapYIICHUSIMH,
a TaKkKe CeKpelreil IMMPOKOro CIeKTpa aHTUTEN K Pa3IMuyHbIM
ayToaHTureHaMm. [Tomumo muddy3HOI 1 TMMUATUPOBAHHOM (hopM
CC, seinensitor CCJI, KoTopasi coueraeTcs C IpyruMU peBMa-
TUYECKUMM 3a00JeBaHUSIMM, BKJIIOUasi peBMATOUIHbIN apTpUT,
BIII, cucteMHy10 KpacHy10 BOJYaHKY, UM C OTAEIbHBIMU MPO-
SIBJICHUSIMU 9TUX 3a00J1eBaHU I («TIEPEKPECTHBIN CUHAPOM») [11—
16]. ¥ mauuenroB ¢ CCJI yacrora BIII/CII xoneGiercs ot 14
10 30%, 4to TIpUBJIEKAET Bee OOJIblliee BHUMAHUE UCCIIeIOBATENEH,
YUUTBIBASI pa3IMYHbIC ITOIXObI K Teparuu 3TuX A3. [1oBbIlieHHast
yactoTta pas3sutusi HXJI nipu pasznuunbix popmax CCI u ux
B3aMMOCBSI3b C OIpPEAEJEHHBIMU CIEeLMMUIECKMMU ayTOAHTH -
TeJIaMU TIPY 3TOM 3a00JIeBaHUN OCTAIOTCS TIPEIMETOM TUCKYCCUUT
[11—-16]. B nuteparype onucaH TOJbKO OJAMH ClIydail pa3BUTHsI
MALT-mumboMBI (¢ ToKaIu3aueii B XXeayaKe) 6e3 KITMHIYECKUX
npossieHuii CII y maunenTku ¢ CCJI v TSDKeIbIM opaXkeHeM
nueBona [17]. [MTapaneornaactuyeckuii BapuaHT pa3putus CCJI
npu JedeHun HXJI ciitoHHBIX XeJe3 MpeACcTaBleH B APyroM Ha-
omonenuu [18], Torna kak o0 MALT-numdome CIOHHBIX Xee3
pu 3TOM 3a00JieBaHUM HUKOTAA He coodianoch [19]. B nute-
paType Mbl He HAlITA TaKXKe JaHHBIX O pa3BUTUM TpaHC(HOPMU-
poBanHoit 1 BKKJI xxenynka vy ipu BLL, vy mpu CCI.
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ITpuBonum Habmonenue codetanus: b u CCJ/, ocmox-
HeHHolt pa3Butuem JIBKKJI. Ha ocHOBe 3TOro KIMHUYECKOTO
ciaydas 0yayT oueHeHbl B3aumocBsizu b1, CCJI u JITI3.

Kaunuueckoe nabarodenue

Ilayuenmxa I1., 1954 2. poscoenus, 6 so3pacme 44 nem énepgoie
nocmynunra ¢ PIbHY «Hayuno-uccaedosamenvckuit uncmumym
peemamonoeuu um. um. B.A. Haconoeoirr (HUHUP um. B.A. Haco-
HOB0I1) ¢ Jcarobamu Ha cyxocms 8 NOAOCMU pma, Heobxo0umMocms
3anueams Cyxylo nuujy, npoepeccupyioujuil npuuleeuHslii Kapuec,
3Hauumensroe yseauverue OYCXK, onemenue u uyecmeo sxcicenus 6
KUCMAX U CMONAXx, 2emoppazuteckue @biCblNaHuUs Ha KOJCe HUMICHUX
KOHeuHocmell, NOGbIUEHHYIO0 4Y8CMBUMEAbHOCMb NAAbUYed Kucmell
K X0100y U IMOYUUOHANbHBIM PaKmMOopam.

U3 anamnesa uzeecmmno, umo ¢ 34 nem ommeuaemcs npozpec-
cupyrowuil npulieeunslil Kapuec, ¢ 37 aem — peuuousupyroujuil
napomum, ¢ 39 sem — omek xucmeil u pernomern Peiino (OP), ¢
40 nrem — nocmenenroe yseauuerue OYCXK, ¢ 41 2oda — cyxocmu
enas, ¢ 44 nem — cemoppacuueckue @blCbINAHUS, YYECMBO JHCHCCHUS
u 6oab 6 nasvyax cmon. Kiunuko-rabopamophvle nposigieHus y
nayueHmKu, 8vis8AeHHble NPU OUHAMUHECKOM Habat00eHuU, npeo-
cmaenenvt 6 maba. 1. Juaenocmuposana BIII ¢ nopaxcenuem
CAIOHHBIX Jicene3 (NapeHXUMAamo3Hblli napomum, «ncegooauMpoma
OYCXK», kcepocmomus Il cmenenu), enas (cyxoii Kepamoko-
uotonkmueum — CKK, — numuamolii kepamum, eunoAaKpumus
111 cmenenu), cocyooe (omek kucmeit, @P, kpuoerodyaunemuueckas
nypnypa) u nepugepuueckoli HepeHoii cucmembl (HOAUHEEPONAMUSL).
Maccusnoe ygeauuenue OYCXK pacuyeneno kak nposenenue «nceg-
doaumeomur», coenacto mepmunonoeuu, npeonoxcernoil N. Talal u
coasm. [1] dns onucanus maxKoeo KAUHUYECKO020 NPOSIGAEHUs NPU
BIIl, oonako no mexunuueckum npuuurnam ouoncus OYCXK moeda
He Obl1a evinoanena. Tlposedena nyavc-mepanus memuanpeoHu3o-
JNOHOM U yuraopochamudom, Hasnawenvl xX10poymun 6 me/cym u
npednHu30n0H 5 mMe/cym 0as OAumenvHoeo0 npuema u A0KaAbHAs
yeaaxcuarowas mepanus. Ha gone aewenus nabarodasoce ucues-
HOBeHUe 2eMOPPasU1ecKux @biCbINAHUL U 3HAYUMENbHOe YMeHbUleHUe
pazmepos OYCXK.

Ilpu nosmoprom nocmynaenuu uepez 3 eooa (47 nrem) omek
Kucmeii omcymcmeoean, Ho Npu peHmeeHopadull 8biA6AeHbl 0CMEeONU3
HO2MegbIX panrane Kucmeil U meHu MoYeHHbvIX KAAbyuHamos, npu
Kanuansgpockonuu — HeaKmueHblil paHHUL MUn cKAepooepmMuueckKux
U3MeHeHUll, KAUHUYeCKU uMealch oueumanshule pyouuxu. Peyudueoe
nypnypbl He HA6AH00AA0Ch, COXPAHANOCH HE3HAUUMENbHOE Y@eauUeHUe
OYC2K. B anaauzax kposu — He8blpadiCeHHAs eunepeammaznody-
AuHemust, peemamoudnvlii haxmop (PD) — 1/80, dpyeux omkaonenuii
Aa060pamopHvIX noKazameneil He Haba0aiocw. JuaeHos usmeHeH
na couemanue B ¢ aumumuposannoii popmoii CC/L. Ilocne gvinuciu
U3 CMayuoHapa peKkoMeHO08aHHY0 mepaniio XA0pOymuHoM u npeo-
HU3010HOM NAYUEHMKA He NPogooduaa.

C 54 1em 6H06b ommeuanocw snauumenvroe yseauvenue OYCXK
u nepughepuueckux welinvix aumpoysnos (1/y). llposedena buoncus
weiinoeo 4/y, 3anodospera B-knemounas meakoxiemounas aumgpoma,
6 63U C YeM nayueHmKa Oblaa 20CHUMAanu3upo8and.

[lepecmomp npenapamog uieiinoeo a/y: 6 mKauu 1/y momansHoe
cmupanue pucyHka cmpoenus cyocmpamom MeaKoKAemo4HOl Aum-
Gombl, npeumyuwecmeento ¢ Ou@Py3nvim pocmom, KAemouHblil
cocmas npedcmaener MeaKuMuU AUMPOUOHIMU KAEMKAMU C OKpye-
N0-08ANbHbIMU YEHMPOYUMOUOHIMU HENPABUAbHBIMU SOPAMU, 6bl-
Dpadicenvl NPU3HAKY NAG3MOUUMApHoi duggepenyuposku, ecmpe-
4qomcesi CKONAeHUs NAA3MAMU4ecKux KAemok, cpedu 0nyxonee020
unghunbmpama oucKpemHo pacnonodiceHvl KpynHole KAemku ¢ 0Kpye-
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Taommua 1. Kinnuko-1a60paTopHblie MOKa3aTe/l NPH JMHAMHYECKOM HA001eHuH nanueHTKu ¢ couerannem BII u CCJL
Table 1. Clinical and laboratory features during dynamic monitoring of the patient with SjD and SSc

KimHnko-1a0opaTopHbie nposiBieHust Ton

1998 2001 2008 2009 2011 2012, 2014
PeuuauBupyommii mapoTur + - - - - -
Yeeanuenne OYCXK + + + - - -
Cuanomerpust (<2,5/5MuH) 0 1,2 0 0 0 Hn
Buorncus MCXK (N <50 ki1eTok B hokyce) 300 100 500 Hn Hn Hn
CKK F 4 S I 4 Hn
IMopaxeHue xenyaka Hn Hn + Hn Hn +
Orex kucreii/DP +/- - A S as = = -
KpuoriobyruHemuueckast myprypa + - - - - -
CKJIIepOIaKTUIIMS - - - - - -
KanpuHaTel/ocTeonun3 Hn 4/ 4/AF Hn 4/ Hn
JvruranbHble S3BOYKU - I = = - Hn
Tepudepuueckas aumpaneHonaTs - - + - - +
VBenuuyeHre BHYTPUTPYIHBIX J1/y - - + - - +
CruieHoMeraus - = = - - +
IMopaxkenue nerkux (peHrrenorpadusi/KT) +/Hn +/Hn 4/AF -/+ -/- 4
TTopaxeHre KOCTHOro Mo3ra Hn Hn + +/-? - +
TceBnonumboma OYCK aF = = - - -
MALT-mumboma OYCXK +/-? Hn 4 - - -
Hannune B-ki1eTo4HO KIIOHAIBHOCTI Hn Hn + + + +
Permnus HXJI ? - +
Tpanchopmanms MALT-mumbombr OYCK B IBKKJT Hn Hn ? - - +
JBKKIJI xxenynaka Hn Hn Tactpur Hn Hn +
JIAT (N no 450 ME), ME 230 140 997 179 229 Hn
KpuomnporerHsl (N — He onpenessioTcst) 4+ - - - - Ha
AH® (<1/160) - - 1/1280 1/320 1/640 Hn
Ro/La-anturena (N — mo 25 En/mur) Hn Hn - - - Hn
AUA (N — g0 10 Ea/mm) Hn Hn 288 >200 >300 Hn
CD19+(B-nmumdouuTs) Hn Hn 0,2 0 Hn Hn
PTM + GeHnamycTuH - - - - + +
[Mynbc-tepanus 'K + nuknodochan 4 - = - - -
IIXT R-CHOP - - F - - CHOP
KimHnyeckasi/ructoormdeckas/MoJeKyIsipHast +/+/- +/+/- +/+/-

pemuccus Ha pone [TXT

IIpumeuanune. Ha — Het nanHbix; MC2K — manble cmtoHHbIe XKeie3bl; N — HopMa; KT — komnibiotepHast tomorpadust; AH® — aHTUHYKIIeapHBIii
dakTop; 'K — NIIOKOKOPTUKOMIBI.
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10-06a1bHbIMU AOpaMU ¢ Mopghonoeueil yenm-
pobaacmos, Ha omoeabHbIX YHACMKAX GU-
3Yaau3upyomcs npusHaKu KoAOHU3AyUU
npeocyuecmsyouux GoituKy08, Mopgo-
JN02utecKasn KapmuHa coomeemcmeyem ne-
pugpepuneckoii B-kaemounoit JIM3. Yuu-
molgas pamee OUACHOCMUPOBAHHYIO «HCe8-
0oaumpomy» u 3HaA4UMenbHOe Y8eaudeHue
OYCX (puc. 1), paccmampusancs mema-
cmamu4ecKuil 6apuanm nopadjcenus a/y.
IIposedena ouoncus OYCXK: mranb
CAFOHHOIL Jicenesbl ¢ oYM NOAHOU ampogueil
Jcene3ucmoil napeHxumol 3a cuem «naom-
HO020» AUM@POUOHO20 UHDUALMpPaAmMA, UH-
Guavmpam oug@ysuwiii co crado svipasicer-
HOU meHOeHyuell Kk HOOyAApHOCmU, hped-
cmaenen HeboALUUMU U CPEOHUX PA3MepPO8

Puc. 1. 3uauumenvroe yseauuenue OYCK
y navuenmxu ¢ b1l u CCJ{
Figure 1. Significant parotid salivary gland
enlargement in patient with SjD and SSc

KAemouHas KAOHAAbHOCMb 6 Guonmame
OYCK coxpansnacw) pemuccus aumgomol.
Hasnauena noddepacusarowas mepanus pu-
mykcumaoom (PTM) 1 pa3 6 3 mec 6 meuerue
2 nem.

Yepes 2 eoda 6 ces3u ¢ ygeauueHuem
nepucghepuueckux 1/y npoeedena ouoncus
00H020 U3 HUX, 3agpukcuposar peyuous HXJI.
Tucmonoeuueckoe 3axkaouenue: 8 MKauu i/y
DUCYHOK CMPOeHUs HapyuleH 3a cuem oug-
¢hy3noeo paspacmarus aumgomvl, Hapady ¢
MeAKUMU NUMPOUOHBIMU KACMKAMU C OKpYe-
AbIMU U HENPABUALHOU (PopMbL I0paMU NPU-
cymemeyem mMHo20 60aee KPYnHbIX AUM@po-
UOHBIX QUCKPEMHO PACNONONCEHHBIX KAMOK
¢ Oaacmuoil mopgonoeueii sdep. Ilpu uc-
cedosanuu Ha B-kaemounyro kaonanbHocme

AUMPOUOHBIMU KAeMKAMU € UeHMPOUUMO-

UOHBIMU U OKPY2AbIMU A0PAMU, KACMKAMU NAA3MOUUMAPHO20 pa0a
u ¢ mopgonoeueii MOHOUUMOUOHbIX B-kaemok, 6 unguavmpame
MHO020 6aacmHbIX hopm, npeumyu,ecmeerHo muna yeHmpoobaacmos,
DPAcnonodceHHbIX duckpemuo. Mmmyrnoeucmoxumuueckoe ucciedoganue
ouonmama OYCXK: onyxonesvie kaemku sxcnpeccupyiom CD20,
BCL2, kosxcnpeccupyrom CD43, CD27, npu peakyuu ¢ naHyumo-
KepamuHoM XOpouio GUOHbI AUMPOINUMEAUaNbHble NOPAJICeHUs.,
mapkep npoaugepamueroil akmuenocmu Ki67 sxcnpeccupyrom
oKk010 30% onyxonegoix KAemoK, Ha OMOeAbHbIX yHacmkax 0o 40—
50% Kaemok, ¢ ocmanbHuIMU MApKepamu peaKyu 8 onyxoneabix
KAemKax HeeamugHble.

3akntouerue: MOPGHOUMMYHOUCMOXUMUHECKASL XAPAKMEPUCIUKA
0NYxX01€6020 UHGUABIMPAMA @ CAIOHHOI Jicene3e cOOmEemcmayem
B-kaemounoii aumgpome MALT-muna, 6 mo snce épems 6oavuioe Ko-
AUMECMB0 UeHmMpoOAACMOB U 8bICOKA MUMOMUYECKAs AKMUGHOCb,
HecMomps Ha OUCKPEMHbLI pOCm OAACMHbIX I1eMEHM08, N0380AAI0M
npeononoxcums onacmuyio mpancgopmayuro MALT-arumgpomwt (na-
uanvHovle nposieaerus JIBKKII?).

Tacmpockonusa: cauzucmas obonouka xiceayoka npeumyuje-
cmeeHHO 6 obnacmu cpedHeil U epxHeli mpemu eunepemMuposana u
omeuHa, KapmuHa 2acmpuma, nooOmeeplIcOeHUs Onyxoneeoil UH-
Gurbmpayuu He noay4eHo.

Muenozpamma: 12% knemok aumpoudnoeo psada npeocmaeneHvl
KPYRHbIMU GHANAA3UPOBAHHBIMU KACMKAMU, A0PA UX OKPYeAoll He-
NPasuabHoOLL hopmbL ¢ 2py00il CMPYKMYPOLL XPOMAMUHA U BbIPANCEHHOLL
bazogunueil YUUMonAa3mbol.

Tpenanobuoncus Kocmno2o mo3ea: KOCMHbLI MO32 YMepPeHHO-
KAeMOYHbLI, GUOHbI 1€MEHMbl 8CeX POCMKO8 2eMON033a UHmep-
CIMUUUANLHO, MeJCOYy HUMU 8CMPeYaromcs epyRnKU AUMPOUOHbIX U
naasmamu4eckKux KAemok.

Juaenocmuposaro couemanue b1 u aumumuposanroii popmot
CCJl ¢ pazsumuem duccemunuposauroii MALT-aumeombt ¢ nopa-
acenuem OYC2K, nepugpepuueckux, 6nympuepyoHsix 4/y u KOCHHO20
Mo3ea. Yuumoieasn Hanuuue 2eHepaIu308aHHO20 NPOUECcd, NOGbIUIEHUE
yposHsa aakmamaoeeuopoeerasol (JIAI), evicokuii nposugepamusrbviii
ypoeens Ki67 u noseaenue kpynmoix knemok ¢ 6uonmamax OYCXK,
NOHUICEHHbII YPOGEeHb NOAUKAOHAAbHO20 1gG U ymeHbueHUe vucia
CD19+ B-kaemok do 0,2 6 nepughepuueckoii kposu, HecMomps Ha
omcymcemasue mopghonoeuueckoeo noomeepoicoenus J{BKKJI, boavHoil
pexomendosarna noauxumuomepanusi (IIXT) no cxeme R-CHOP.
Tlocae 9 mec maxoit mepanuu npu pecmaduposanuu HXJI ¢ noemoproi
ouoncueti OYCXK 3agurcuposana noanas KAUHU4ECKas, 2UCmono-
euyecKas/UMMyHHOUCMOXUMUYeCKAas, HO He MoaekyaapHas (B-
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€ NOMOUbIO NOAUMEPA3HOL UeNHOU peaKyuil
(I11IP) noayuen nonoxcumenwvuwiii pezyabmam. Mopgoaoeuueckoe
noomeepoicdenue mpaucgopmayuu ¢ ABKKJI u na smom pa3 ne
nposoounocs. Ilposedero 4 kypca mepanuu PTM u 6endamycmurom
¢ nocaedyruieii noddepaicuearouieii mepanueii PTM 1 pa3 é mecsy é
meuenue 9 mec. Brosv ommeuena kaunuueckas pemuccus. O0Hako
euye uepes 14 mec 6 cs3u ¢ noseaenuem xcarob Ha 601 6 Hcenyoke
nposedena eacmpockonus ¢ buoncueil Jceayoka, OUaeHOCMUPOBaHo
pazeumue /[BKKJI.

Mukpockonuueckoe onucanue: KycouKu cau3ucmoil 060104Ku
Jcenyoka ¢ pazeumuem KpynHokaemounoii aumgomst. Ha cpesax
napaguroeo2o 610Ka NPo6edeH0 UMMYHOLUCIOXUMUYECKOe Uccae-
dosanue: onyxonesvle Kaemku UHQDUALMPAma  cAu3Ucmoii 060104ke
acenyoka skcnpeccupyiom CD79c, PAXS5, do 50% kaemok skc-
npeccupyrom FOXP1, 60— 70% kaemok — mapkep npoaughepamueroi
akmuenocmu Ki67, ¢ ocmansHoimu mapKepamu, 6 mom uucae ¢
CD20, peakuus onyxonegvix KAemoK He2amMueHds, 6 ONyX01eoll
mKaHu — ymeperHoe Koauuecmso peakmuehvix CD3~+ T-aumgpouyumos.
Mopgoummynoeucmoxumuueckas xapaKmepucmuka 0nyxoneeoix
KAemoK 6 cauzucmoii obonouke scenyoka coomeemcemeyem JIBKKJI
(puc. 2).

SR

Puc. 2. Mopgoroeuueckoe uccaedosanue causucmoit 060404Ku
Jcenyoka: a — ghpaemenm cauzucmoii 060404Ku dceayoka ¢ oug-
hy3HbIM AUMPOUOHO-KACMOUHBIM UHDUALMPAIMOM U3 KPYNHBIX
KAemoK ¢ s0pamu Henpasuavrol opmol. Mopgonoeuueckas kap-
MUHA KPYRHOKAeMOUHOU aumgomnl nceayoka. Okpacka eemamox-
CUAUHOM U D03UHOM,; O — UMMYHOLUCMOXUMUHECKOE UCCAeO08AHUE
¢ 0KpacKoil Ha mapkep npoaugpepamugroii akmuernocmu Ki67, no-
s3umueHwt 0o 60— 70% onyxoneswix Kaemok
Figure 2. Morphological examination of the stomach: a — hemato-
xylin and eosin staining, a fragment of the gastric mucosa with a
diffuse lymphoid cell infiltrate consisting of large cells with irregu-
larly shaped nuclei — large cell lymphoma of the stomach; b — im-
munohistochemical study with Ki67 staining, up to 60—70% of
tumor cells are positive
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Ta6mmua 2. IlpeauKkTopbI pa3BUTHA 3J0KaYecTBeHHO# JuMbonpoaudepamuu npu BITT
Table 2. Lymphoma predictors in Sjogren’s disease

IIpeaukTopbi pa3surus JIII3

Kmianueckue

MaccuBHOe yBeIMYeHUE CIIIOHHBIX/CIIE3HbIX KeJle3
Iypmypa

JlumbaneHonarus

[MonuHeBponaTust

JlaGoparopHbie

TpomborToneHust

JIumbonenus (nmpeumyiiectBeHHO 3a cu€T CD4+T-nmumbo1uToB)
KpuoriobyamHemust

CHukenue ypoBHs C3/C4-dpakiinii KOMILIEMEHTa

MIg (mapanpoTernHeMust)

CHuxenue yncia CD19+ B-kierok B mepudepuyeckoii KpoBru

Mopdonornyeckne/mMMyHoMopGoIoTHIeCKIEe, MOJIEKYISIPHbIE

3HauyuTeapHas JuMboructuouutapHas nHGuisTpauus MCXK (>3 ¢okycoB)
IMnasmarusaumnsa tkanun MCXK

CTpyKTypbl, IOTOOHbIE 3apPOIBIIIEBbIM IIEHTPAaM, B CIIOHHBIX XKeJIe3ax
B-xiieTouHast KITOHATBHOCTH IO JaHHBIM [1L]P B TKaHM CITIOHHBIX/CIIE3HBIX XKee3

IIpenukropsi pa3sutus IBKKJI

OtrcyrcrBue Tepanuu npu MALT-1uMdomMe Wi MaCCUBHOM YBEJIMUEHUM CIIIOHHBIX XKeJle3
VBeuueHue Ji/y 1 HOpMau3alysi yBeIMIEHHBIX PAHEe CIFOHHBIX KeJle3

Dokycel TMM(OUITHON MHGUIBTPALIMY B JIETKUX, IEYEHU, TOJIOBHOM MO3Ie U JIp.

nuarHoctukuy JII3 [1, 32]. [Tocne onm-
caHust TMMGOM, CBI3aHHBIX ¢ TUMOOnI-
HON TKaHbIO U3 CIUBUCTBIX 000J0YEK
(MALT-n1umdombl), 1 BHeapeHus: 6e3-
OTIaCHBIX WHITM3UOHHBIX OUOTICUII Mac-
cuBHBIX OYC2K/MOTHMXHEUETIOCTHBIX
CJIIOHHBIX XXeJIe3, YBEIMUEHHBIX CTPYKTYP
B 00J1aCTU OpPOUT CTaJIO SICHO, YTO OIU-
CaHHbBIE paHee «I1ceBaoaMMMoMbl» B 70%
cayvaeB sBiastorcss MALT-numdomamu
CIIOHHBIX/CIE3HBIX XeJe3 [33, 34]. Ya-
crota ooHapyxeHuss HXJI nmpu BLL B mep-
Bble 10 et 3a00JeBaHUSI MOBBICWIIACH C
4—11% no 16—25%, npenMyILecTBEHHO
3a cyeT auarHoctuku MALT-numbom B
opraHax-MUIIEHSIX: CIIOHHBIX/CIE3HBIX
xenesax [1-3, 5, 10, 33, 34]. Orotr Tun
JTUM@OM CTall TPEBaTUPYIOIIUM Bapy-
antoM HXJI y manuenrtoB ¢ BLI. [las
HCTOJIb30BAHUS PAallMOHATIBHBIX CXEM Te-
panuy 3TON KaTeropuu OOJIbHBIX ObUTU
pa3paboTaHbl pa3INnIHbIe KIMHUYECKUE,
Ouosiornyeckue U Mop@oJioruyecKue

HexpoTtusupyoniuii BACKYJIUT C SI3BEHHBIMU MTOPAKEHUSIMU
CrieHoMeranust

CuMnToMbl B-KJI€TOUHO MHTOKCUKALIAN

MIg B cbIBOpOTKE U MosiBiieHe 6ejka BJ B Mmoue
CHUKeHUe ypoBHS WIN ucue3HoBeHre PD B KpoBu
TumonpoTenHeMust ¢ TUIIOraMMario0y TMHEMUE

Jleduuut noaukIoHaIbHBIX Ig

JlyueBasi Teparnusi CIIOHHBIX KeJle3

ITpumeuanue. [TLIP — nonumepasHas uenHas peakius; 6enok BJ — 6enok benc-/IxoHca.
I —

ITlayuenmrke npogederno 6 kypcos IIXT no cxeme R-CHOP, npu
NOBMOPHOM pecmadupo8aruu 3aUKCUpo8arHa KAUHUMECKAs U 2U-
cmonoeuneckasn pemuccusi JIBKKJI. Oonako nocre docmudcenus
pemuccuy nocaedo8an AemanbHblii Ucxo0, NPUHUHA KOMOPoo He-
uzeecmua.

Obcyxnenne. B HacTositiee BpeMsi OHKOTEMATOIOTMIecKast
MaJUTHU3AIMsI CTAHOBUTCSI OCHOBHOUM MPUYWHON CMEPTU TIPU
CCJl u B11I, ee yactora cpeau MPUUMH JeTaTbHBIX KUCXOIOB J0-
cruraet 10 u 40—50% cootBercTtBeHHO [19—26]. [Toce nepBbIx
coo011eHuii o noseilieHHO! yactore HXJI y nauurenTos ¢ b1
[27, 28] onybauKoBaHO OOJBLIOE YMCIO MCCIEIOBAHUM, MO~
TBEPXKIAIOIINX TIPEBATMPOBAHNE TIPEVMYIIIECTBEHHO B-K1eTouHBIX
HXJI npu onucannu cepuii MalMeHTOB ¢ 3TUM 3a00JIeBaHUEM
[1-3, 23, 24, 29]. PanHue paboOThI, MOCBSILIEHHbIC U3YYCHUIO
pucka pasputusi HXJI, mokasanu, 4To pUCK 3J1I0KaYeCTBEHHbBIX
JITI3 y mauuenToB ¢ BIL 6611 B 44 pasa Bbillle, YeM B 310POBOI
TIOTYJISIIAN, TIPU 3TOM PHUCK Y MAIIMeHTOB CO 3HAYUTEbHBIM
yBennueHuem OYCXK okasascst Bwilie B 66,7 pasa, a 6e3 yBe-
mmuenust OYCXK — B 12,5 paza [27]. YcTaHOBJIEHBI BhICOKas
4acToTa OOHApyKeHUsI MOHOKJIOHATbHBIX UMMYHOTJIOOYTMHOB
(mlg) B cbIBOpOTKE U K/A-1ieneit mlg B Moue, Han4re CMeIllaHHOM
MOHOKJIOHATbHOM KPUOTJIO0YJIMHEMUN ¥ MOHOKJIOHaJIbHOTO PD
B OMOIITaTax CIIOHHBIX XeJie3 Tpu 3ToM 3adosieBanuu [1, 9, 30,
31]. ABKKJI u mna3Matudeckue MUCKpa3uu Hambojee 4acto
BBISIBJISLIMCH B paHHuX onrcanusx HXJI mpu BII [1-3], Torma
KaK MacCHMBHOE yBEJMUYEHUE CIIOHHBIX XeJle3 IpU 3TOM 3a00J1e-
BaHUU XapaKTepU30BaAJIOCh KaK «IceBaoMMGpOoMa» 0e3 YeTKOI

npeaukTopsl pasputus JII13 mpu B
(tabu. 2) [35—45]. Kak B npencTaBIieHHOM
HaMU ciiydae, TaK U B MCCIIEIOBaHUSIX,
MoCBsiIeHHbIX Tepanuu PTM mnipu pa3s-
quuHbIXx BapuaHtax BIL/CII, Hu3koe
copepxanue CD19+ B-kierok B nepu-
(epuyeckoit KpOBU MOXET CTaTh HOBBIM
CEPOJIOTMYECKUM MPEIUKTOPOM PA3BUTHUS
MALT-numMdoM ripu 3TUX 3a00JIeBaHUSIX
[35-37].

Xotst MALT-nmumdombr OYCXK B 1000 pa3 yaliie BectpeyaroTcst
npu BIL, yuem B o611eit monynsiuuu, MALT-1uMbombl Xkenyaka
CPaBHUTEJILHO PEIKO OMMCHIBAIOTCS TIPU 3TOM 3a00JIeBaHUM U,
KakK TpaBuJIo, He CBsi3aHbl ¢ uHdekumer Helicobacter pylori, B
oTinuKe ot nepBUYHbIX MALT-nmuMmboM xenynka [46, 47]. Pas-
JINYHBIE TUITOTETUYECKUE MTATOTeHETUYECKMEe MEXaHU3Mbl pa3-
Butust JITI3 npu BII nmoapoOGHO ocBelleHbI B JUTEepaType
|8, 41—45, 48]. MaccuBHast CTUMYJISUNST CIICHU(PUUICCKUMEA
ayTOAHTHUTEJIAMU TIPY [UTUTEILHOM TeUCHUH 3a00JICBAHUS SBJISICTCST
OCHOBHBIM (hakTopom pazsutusi HXJI npu A3, Torna Kaxk mpu
nepBuuHbIX MALT-nuMdpomMax xenyaka, IpuaaTKOB TJasa,
KOXW, TOHKOTO KUIIEYHUKA U JIETKUX CTUMYJISLMS ayTOpeak-
TUBHBIX B-KJ1eTOK 00yc10BIeHA crieuMMUIecKUMU MH(PEKIIMOH-
HbIMU areHTaMu: Helicobacter pylori, Chlamydophila psittaci, Borrelia
burgdorferi, Campylobacter jejuni, Achromobacter xylosoxidans.
[TosTOoMy maTodu3nOI0TUYECKHE MEXaHU3MBbI M TIOJIXOBI K Te-
panuu niepuuHbiXx HXJI 1 HXJI npu A3 Moryr cyiiecTBeHHO
pasnuuarbcs [8, 47, 48].

TTosbimennast yvacrora HXJI npu CCJI npenrnoJsiaraiach B
PaHHUX 3MUIEMUOJIOTHUECKUX pab0TaxX, OMHAKO XOPOIIIO CIIaH!-
POBaHHbBIE UCCIICIOBAHNS HE BBISIBIIIN TTOBBILLICHHOTO PUCKA BO3-
HUKHOBEHMs1 JTnMGbOM Mpy 3ToM 3a6oneBaHuu [6]. Cpemu 66 ciiydaeB
HXJI, onucanubix B iutepatype 10 2017 ., oOHapyXeHa TOJBbKO
onHa MALT-nmumdoma xenynka npu CCJL 1 He ObLJIO HU OHOTO
cayuyas pazsutusi MALT-1umdomer OYCXK [19]. Yacrora BbI-
apieHuss HXJI 3HaunTenbHoO Bo3pacTaeT rpu couetaHuu bBIL u
CCJ1, 4TO TMOCTYXXWIO TTOBOIOM BBIACIUTH JUMUTUPOBAHHYIO
(opmy 3a60eBaHus B codeTaHuu ¢ b1 1 aHTULIEHTpOMEPHBIMU
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ayroantutenamu (ALLA) B oTnebHBIN CYyOTHIT, aCCOLMUPOBAHHBIN
¢ BbICOKMM puckoM passutust HXJI [12, 16].

B namem minrenbHOM HaOIOAEHUM MALIMEHTKH C IUMUTHU-
poBanHo# dopmoit CCJl B couetanuu ¢ BIL xopoio mpocie-
JKMBaeTCsl MHOTOCTYTIEHUATHII ITPOIIECC: MAaCCUBHOE yBETMUeHNE
OYCX c¢ BepositHeIM pazButueM MALT-mumbombr OYCXK,
TocJieaytoliiee pa3putue nucceMnauposanioit MALT-mumbombr
C MOpakeHUEeM CIIOHHBIX XKeJe3, JI/y, KOCTHOrO MO3ra U TpaHC-
dopmanueit B JIBKKJI. KnnHuueckue rnposiBjieHus, HaOI01aB-
[Mecs y Halllei MalMeHTKY ITPK TIePBOM 00CIIeIOBAaHUM, CXOITHBI
¢ TakoBbIMM y manueHTa ¢ BII, onucannoro P.E. Queneau u
C0aBT. [46], y KOTOpOTO OMHOBPEMEHHO BbIsiBIeHBI MALT -11M-
doma OYCXK u MALT-1umdoma XKeayaka IMpu OTCYTCTBUU Ka-
KUX-TM0O racTpOMHTECTUHAIBHBIX Xal00 Ha MOMEHT 0bcieno-
BaHUsl. HTEepecHO, 4TO B 00OOMX CIydasiX MPU racTpOCKONMUU
Oblla OOHapyXeHa KapThHA XPOHUYECKOIrO racTpura, OJHAKO
KCIOJIb30BAaHKUE SHIOCKOMUYECKOIO YJIBTPACOHOTPpaUuyeCcKoro
ympasisgemoro Merona oworicuit mo3Bonwio P.E. Queneau u
coaBT. [46] nuarHoctupoBath MALT-nmuMboMy Kelyaka ¢ Of-
HOBpeMeHHbIM BbisiBieHrueM MALT-1uMmdombl OYCXK. Y Haleit
ke mauneHTku JIBKKJI xkenynka Obuta onpeesieHa ToJIbKO yepe3
6 J1eT rocIte OOHapYKeHUsT ArucceMUHUPoBaHHON MALT -uMboMbr
C KIIMHUYECKUM, TUCTOJIOTMUECKUM, HO HE MOJIEKYJISIPHBIM OT-
BetroM Ha R-CHOP u PTM ¢ 6enmamyctuHOM. B me6rore 3a60-
JleBaHUs U pu iepBoM obcnenoBanuu B HUMP um. B.A. Haco-
HOBOH y Hee UMENINCh TPAKTUUECKHU BCE OCHOBHBIE MTPEIUKTODbI
pazButus JII13. OTcyTcTBUE Tepanuu jokainzoBaHHoit MALT-
sumdoMbl OYCK npuBeio K IMCCEMUHUPOBAHHOMY ITPOLIECCY
u TpaHchopmanuu uHaoJaeHTHo JuMmbombl B JIBKKII. Panee,
0 pa3pabOTKM TUATrHOCTUKUA WHOOJCHTHBIX MALT-nmumdom
OYCX 1 ipu OTCYTCTBUM WM HemocTatouHoi Teparuu b1 /CIL,
MbI HAOJIONANM BBICOKYIO 4acTOTy Pa3BUTHUSI TpaHCHOPMUPO-
BaHHBIX BbicokoarpeccuBHbIX [IBKKIJI ¢ neTanbHbIM CX0n0M B
OOJIBIIMHCTBE CIyyaeB, HeCMOTpsI Ha Tepanuio [9, 23, 28, 39,
40]. XoTs1 HAMUM HE TTPOBEACHBI MOJIEKYJISIPHbIE UCCIIEIOBAHMS,
YeTKO ToATBepKaaromme TpaHchopmaunio MALT-1uMboMbr
OYCX B auccemunupoBaHHyio MALT-numdbomy u nanee B
JABKKJI xxenynka, Haiuuue aHaaOTUUHBIX TMKOB B-KjeTouHOro
KJIOHA B OMorTaTax npu IMHaMUYeCKOM HaOII0JeHUU MTO3BOJISIET
npearnoaratb UMEHHO Takoii MexaHu3M dhopmuposanusi JIBKKII,
a He Bo3HuKHOBeHue [IBKKJI xenynka de novo.

Hpyroit Bo3amoxHbIt BapuaHT pazsutus JABKKJI y mamu-
eHToB ¢ Bl u ycranoBieHHO# JIM3 MoXeT OBITh CBSI3aH C aK-
TUBaLMeN JaTeHTHOM nH(eKLMKU BUpyca dniurteiiHa—bapp npu
MPOBEIEHNU XUMUOTEPAIIMU U TAaKXKe OTlMcaH HaMU paHee [49].
Hanuuue noiaHoro cnekrpa npeaukropon pa3putust JIT3, mpo-
rPecCCUpPOBAHUE U HEJOCTATOYHAS Tepamnusi B nepsbie 15 jeT
BIL, orcyrcTtBue mosexkyasapHoit pemuccuu nocie [XT auc-
ceMuHupoBaHHOT MALT-n1uMdbomMbl mpuBean K pa3BUTHUIO
tpaHchopmupoBanHoii JIBKKJI xenynka. [TporpeccupoBaHus
squmMmutupoBaHHoi ¢opmbl CCJl Ha NPOTSKEHUM Bcero 3a00-
JIeBaHUSI He HA0JII01a]IOCh.

1. Talal N, Moutsopoulos HM, editors. Sjo-
gren’s Syndrome. Clinical and Immunological
Aspects. Berlin, Heidelberg: Springer-Verlag;
1987.299 p.

2. Fox RI, Fox CM, editors. Sjugren’s Synd-
rome: Practical Guide lines to Diagnosis and 2013.
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Therapy. New York: Springer; 2011. 506 p.

3. Caconosa TH, Bacunbe BU, JIuxBaHiie-
Ba BI. Cunapowm IlllerpeHa: PykoBoacTBo aist
Bpayeit. Mocksa: MzaarenbctBO MOCKOB-
CKOTO FOCYIapCTBEHHOTO YHUBEPCUTETA;

IpencraBnenHblit HAMU CTyyail TOKA3bIBAET, YTO PAa3BUTHE
HXJI cBazano ¢ BIII, a He ¢ niumuTupoBaHHoit popmoit CCJI u
Jaxe MpU HATMYMU TTOJTHON KJIMHUKO-J1a00paTOPHOIA, TMCTOIO-
TMYECKOI/MMMYHOTHCTOXUMHUYecKoi pemuccnu HXJI, HO mipu
OTCYTCTBUY MOJIEKYJISIPHON PEeMUCCHU, COXPAHSIETCSI BBICOKMIA
PUCK TTOCIIEAYIOIINX PELIUIUBOB.

MALT-mimdoma — Hanbosee yacTbiit Tu JIM 3, Ha KOTopbIit
npuxonutcst 5—8% Beex B-kinetounbix muMdom [48]. [lepBudHbie
aKcTpaHonanbHble JIM3 CIIOHHBIX XeJe3 U XKenyaka, IpeuMy-
IIECTBEHHO JIOKATM30BaHHbIE, PEIKO MMEIOT IUCCEMUHUPOBAHHBII
xapaktep. [1py n3ydyeHUn OONBIIUX CEpPUil MAIIMEHTOB TPaHC-
¢dopmupoBaHHbIit BapuaHT ¢ paszsutueM JIBKKJI BcTpeuaercs
meHee yeM B 10% ciyvaes [7, 8]. Dkcrpanonanbhbie JIM3 OYCK
MALT-Ttuma, passuBarinecs: Ha GoHe A3, v 30% maimeHTOB
HOCSIT AMCCEMUHUPOBAHHBIN XapaKTep € MOPaXeHUEM IPYyTruxX
CJTIOHHBIX XKeJie3, 00J1aCT OPOUT, ILIMTOBUIHOM XKeJe3bl, JKeJTyaKa,
JIETKUX, J1/y, KOCTHOTO MO3Ta, HEPEIKO COMPOBOXKIAIOTCS pa3-
BUTHEM TpaHchopmupoBaHHoro BapuaHTta JIBKKII [42, 44, 45,
48]. UccnemoBaHusl, TPOBEIEHHbBIE B OHKOTE€MAaTOJIOTMYECKUX
LIeHTpax, nokasanu Haauune A3 y 30—40% manneHToB ¢ 3KC-
TpaHonajibHbIMU JIM3 cimoHHBIX Xene3 [7, 8, 47], onHako JIM 3,
ABKKIJI siBnsttorcst Hanbosee yacteivu HXJI mpu B /CIL, PA
u CKB. B cepusix uccienoaHuii 00ibIINX PEBMATOIOTUUYECKUX
KOTOPT ManueHToB, ocobenHo ¢ bUI/CII, nons JIM3 ¢ mopa-
JKEHHMEM CJIIOHHBIX Xejie3 cpenu Bcex JITT3 mocturaer 60—85%,
npu 3ToM nepBudHble MALT-1uM(MOMBI CIIOHHBIX Xejie3, He
accouuupoBaHHbie ¢ BILI/CI, BcTpeyaloTcs He Oojiee 4em y
10—15% maumentoB [5, 24, 26, 33, 50]. B pekoMeHmanusix
paboueit rpynrbl 1o udydeHuo MALT-nmumdom Y3U caoHHBIX
Kenes, onpeneneHrne AH® u antuten Kk Ro/La aBisitorcs ctaH-
JTapTOM JIJIs1 BBIsIBJIeHUs B3aumocBs13u atoro tura HXJI ¢ BIL/CIL
B OHKOTeMaTOJIOTMYeCcKOil mpakTuke [8].

XoTs1 ucnosib3oBaHue aHTUIMMbONpoIUdepaTUBHBIX Mpe-
naparoB Ha paHHuX ctagusx BII/CII o6beKTUBHO 3aMemIsieT
TIPOTPECCUPOBAHNE KeJIE3UCTHIX/BHEXKEE3UCTHIX TTPOSIBICHUIA
3a00JIeBaHMsT, 3HAUNTEIHHO CHIXKAeT puck passutus JIT13 u yBe-
JINYMBaeT BbKMBaeMOCTh naniieHToB ¢ BII [3], B mpakTuyeckoit
MEIULIMHE UCTIONb3YIOTCS TOIBKO TOPMOHAbHbIE, aMUHOXUHO-
JINHOBBIE U IUTOTOKCUYECKUE MpernapaThl (METOTPEKCAT, a3aTHO-
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