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Pe3lome. B cTaTthe IMpCACTaBJICHBI PE3YJIbTaThl aHAJIM3a BHCKEIIC3UCTBIX HpOHBJ’IeHI/If/‘I 1 4aCTOThI
BCcTpevyaeMocTu JiuMdonpomdepaTnBHbIX 3a001€BaHNN Y MAIIMEHTOB C IEPBUYHBIM cuHApoMoM Lllerpe-
Ha. Y CTaHOBJIEHO, YTO B UCCJIEyEMOI IpyIIe U3 BHEXKEIE3UCThIX IPOSBICHUIN TPe0bIaaatoT MOPaKeHus
CYCTaBOB U ITOYEK. 3a epHOA HAOIOEHNs 3apETUCTPUPOBAHO 2 citydas pa3BuTHs uMpomsl. [Ipusenen
KJIMHUYECKUN npumep pa3BuTus Aupdy3Hoi B-kineTouHoll KpymHOKJIETOUHON TUM(OMBI Y MALIUEHTKU C
nepBUYHbIM cuHpoMoM Illerpena.

KaroueBrble ciioBa: nepBuuHbiid cunapoM LllerpeHa, BHeKene3UCThIE POSBIICHUS, TUMdOMA.

Resume. The article presents the results of an analysis of extraglandular manifestations and the
incidence of lymphoproliferative diseases in patients with primary Sjogren’s syndrome. The study found
out that damage of joints and kidneys are the most frequent extraglandular manifestations. During the ob-
servation period 2 cases of lymphoma occurred. A clinical case of the development of diffuse B-cell large
cell lymphoma in a patient with primary Sjogren'’s syndrome presented.

Keywords: primary Sjogren's syndrome, extraglandular manifestations, lymphoma.

AxkryanbHocTh. [lepBuunbiii cuaapom Ilerpena (IICII) — xpoHnueckoe ayTonm-
MYHHOE CHCTEMHOE 3a00JICBAaHHE COCAMHHMTEIbHOW TKAHW HEU3BECTHOM 3THOJIOTHMH, MPO-
TEKaloIee ¢ MOpPaKCHHWEM JKeJie3 BHEIIHEH CEKPEIMH, TJIABHBIM 00pa3oM CIIIOHHBIX H
CIIE3HBIX, a TAK)KE C BOBJICYCHUEM B TIATOJIOTMYECKUI MPOIIECC MHOTUX OPTaHOB U CHCTEM
[2]. To mamubIM JmuTepaTypsl [2], OombiuHCcTBO manueHToB ¢ [ICI MMeroT BHEXeIE3H-
CTBIC TPOSBICHUS 3a00JIEBaHUS, BKIIIOYAIONIUE IMOPAKCHHSI CYCTaBOB, MBIIII, COCY/IOB,
JIETKHX, ITOYEK, HEPBHOW CHUCTEMBI M JIMM(ATHICCKUX y3JIOB. V3 BBIMIEU3I0KEHHOTO ClIe-
nyet, uyto nipu [ICIII BaxHA HE TOIBKO OIEHKA MPUCYTCTBUS CHMIITOMOB CYXOCTH TJIa3 |
IIOJIOCTH PTa, HO M BHEXKEIIC3UCTHIX MPOSBIICHUH 3a00neBanus. Takke u3BeCcTeH (DaKT BbI-
COKOH YacTOTBhI BCTPEUAEMOCTH HEXOJDKKMHCKHX JUMGOM TpU IMEPBHYHOM CHHIPOME
[IlerpeHa, mpeapacmoIoKEeHHOCTh K Pa3BUTHIO KOTOPHIX 3aJI0KEHA B IMaTOreHe3e 3a0ole-
BaHUSL.

Leab: M3ydnuTh BHEXKEIC3UCTHIC TIPOSBICHUS M UCXObI 3200JICBaHUS Y TIAIIMCHTOB
C mepBUYHBIM cuHApoMoM [llerpena.

3anauu:

1. M3yunth 6a3y gaHHBIX NarueHToB ¢ nuarno3om M35.0 Cyxoit cuaapom.

2. ChopmupoBath rpymnmny MadeHTOB )i BKIIFOUCHUS B HCCIICIOBAHUE.

3. BBINOIHUT CTATUCTHYECKUN aHAIN3 PE3yJIbTaTOB J1a00paTOPHBIX MCCIICTIOBAHUN
y TIAIUEHTOB UCCIICTyeMOM TPYITITHIL.
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4. TlpoBecTn aHAM3 BHEKEJIC3UCTHIX MPOSBICHUA U YaCTOTHI Pa3BUTHS JUMBOTIPO-
mudepaTuBHBIX 3a00JI€BaHUM B IPYIIIE NAIMEHTOB C MEpBUYHBIM cuHApoMoM lllerpena.

Marepuan u Mmetoabl. B uccienyemyro rpyminy ObUIH BKIIOUECHBI MAIUEHTHI, KOTO-
pble HAXOAMJINUCHh HA CTAIIMOHAPHOM JieueHUU B Y3 «9-4 ropojckas KIMHUYecKas 00JbHU-
ua» B nepuof ¢ 01.01.2011 o 31.07.2018 u I'Y «MuHCKUI HAyYHO-IPAKTUYECKUH LIEHTP
XUPYpruu, Tpanciuiantonoruu u remarojgorum» ¢ 01.08.2018 mo 03.02.2020 ¢ nuarao3om
M35.0 Cyxoii cunapoM. 13 3MeKTPOHHBIX KapT CTAllMOHAPHOIO MAallMeHTa B Mporpamme
«Knunukay Oblia nmojgydeHa uHpopMaius 0 KIMHUYECKOM JUArHo3e u JiabopaToOpHBIX UC-
CJIEIOBaHUSX MalMeHTOB. [loydeHHbIe pe3yabTaThl 00pad0TaHbl C TOMOIIBIO MPOTPAMMBI
Microsoft Office Excel.

PesyabTarel u ux odcy:xkaenme. 3a nepuon ¢ 01.01.2011 mo 03.02.2020 ¢ aquarno-
3o0M M35.0 Cyxoit cunapomM B nporpamme «Knunuka» 3apeructprupoBano 90 maiueHTos.
Pacripenenenue mo moiy 066110 TaKOBO: MYX4HUHBI 3 uenoBeka (3,3%), :KeHIUHbI 8 7 4erno-
BeK (96,7%). [Ipoananu3upoBaHbl JaHHbIE 55 ManuMeHTOB B Bo3pacte oT 24 no 87 ner,
cpemHuii Bo3pacT coctaBmi 51,6 ner.

Juaraos TICII Obutr moaTBEpKIeH JTa0OpaTOPHO: aHTUHYKJICAPHBIC aHTUTEN O0HAa-
pyxeHnbl y 38 (69%) u3 55 nanuenros, antutena kK SSB(LA)- simepHbIM aHTUTCHaM - y 27
(73%) u3 37 genosek, antutena k SSA(R0)-saepasiM anTureHam - y 35 (95%) u3 37 ma-
IUECHTOB.
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HMuarp. 1 — JlabopaTopubie mapkeps! [TCII

OcCHOBHBIE BHEXEIJIC3UCTHIC MTPOSIBJICHUS 3a00JIeBaHUS Y IAaHHOM T'PYIIIBI MAIIMEHTOB
MPE/ICTABIICHBI MOPAXKEHUSIMU CYCTaBOB (23 manueHTa), moyek (4 mamueHta), Jerkux (2
NalMeHTa), TulepraMmariioOyIMHEMUYEeCKON mypnypo# (3 manueHra).

N3 nabGopaTopHbix ocobeHHOcTel BhIsIBICHBI aHemust y 17 (31%) u nelikonenus y
12 (22%) u3 55 manmeHToB, runepramMmmariiooyiaemus 3a cuet IgA y 8 (16%) u IgG y 25
(51%) u3 49 manuentoB. CHrkenue ¢paknuu C4-kommoHeHTa ycTaHoBlieHO y 12 (38%)
u3 32 MalnueHToB, YTO, 10 JaHHBIM JUTepatypsl [3], ABJISETCS MPEIUKTOPOM BO3MOXKHOTO
pasButHs JIuMPorposrdepaTuBHOro 3a00JIEBaHUS.
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3a nepuoj HaOJIIOIEHHS B UCCIENYEMOM TPYNIE 3apErUCTPUPOBAHO 2 ciiydasl pas3-
BUTHUSA TUM(POMBI.

bonee nmogpoOHO OCTaHOBUMCS Ha KIMHAYECKOM IMPUMEPE PA3BUTHUSA JTUM(DOMBI Yy
marenTku H., 54 ner, sxurensHunsl r.Muncka. Cuuraer cebst 6onpHOM ¢ 1985 roga, xo-
ra cTajiv O€CTIOKOUTh CYyXOCTh, pe€3b U THOMHBIE BBIICNICHUS U3 IJ1a3, CYXOCTh BO PTY, 3a-
peructpupoBano nossimieHne COD no 50 mm/4. KoHCynbTHpOBaHa pEeBMATOJIOIOM, BbI-
ctaBieH nuarnos: «llepsuunsbiii cunapom lllerpena, XxpoHuyeckoe TeUeHUE, 2 CTENEHb aK-
TUBHOCTH, KCEpOCTOMHUs, Kcepodranbmusi». IlpoBoaunack maToreHeTMyecKas Teparus:
METUJINPETHU3010H 4 Mr/cyTku, miakBeHmn 200 mr/cytku, ¢ 2002 rona - azatuonpun 100
mr/cytku. B 2000 rogy npoeneH kypc miazMadepesa. HeoqHokpaTHO jeunsach CTaluo-
HapHO.

B 2004 rony amarHoctupoBaHa KpynHokieTouHas (B-knerounas) auddysHas He-
XOJDKKUHCKAsT TUM(pOoMa ¢ TTOpaXEHUEM MEHHO-HAAKITIOYNIHBIX, TIOIKIFOUMYHBIX U TOJ-
MBIIIEYHBIX CJIeBa, 3a0PIOUIMHHBIX, OPIOIIHON MOJIOCTH, MaXOBO-TIOAB3AOIIHBIX CIpaBa
auMmdaTtuueckux — y3ioB.  JlmarHoz auM@poMbl  ObuUT  BEepU(PHUIMPOBAH  IMMATOJIOTO-
TUCTOJIOTUYECKUM HCCIIEIOBaHUEM JTUM(paTHIECKUX y3710B. B pe3ynpTaTe XUMHOIyueBOH
Tepanuu JOCTUTHYTa PEMHUCCHS 3a00JIeBaHUSI.

B 2015 roxy Bo3HMK peuuauB JUM(OMBI TOrO K€ MOP(OIOrHYECKOro BapHaHTa C
MOPAKEHUEM CIIM3UCTON JIEBOU IIEeKU. Pemuccus 3a00eBaHusl JOCTUTHYTA MOCTE MTPOBe-
JICHUS JIy4€BOM TEpAIHH.

B 2016 rogy npu mianoBom obcnenoannu B MI'KO/] BBISIBIEHO MOpa)KeHUE JIET-
kux. [To nanueim KT OI'K ot 27.06.16. KT-kapTHa MHOKECTBEHHBIX 04aroB yIJIOTHEHUS
B sierkux. 21.07.16 BemonHeHa numdociuuaturpadus ¢ Gab67 muTparoMm, Mo pe3yabTaTaM
KOTOpO# JaHHBIX 3a JuMponponudepatuBHblid nponecc He ObuU10 BbIsiBIeHO. 13.07.2016
MpPOBE/ICHA IMArHOCTHYECKAsd TOPAKOCKOIUS C aTUMUYHOW pe3ekuueil S4 BepxHen oy
aeBoro jerkoro. [lo pesymbratam Mop(OJIOrHYECKOro HMcCCieAOBaHMsS ObUIO MOITYYEHO
CIIEYIOIIEeE 3aKIIOUYEHHE: TKaHb JIETKOTO ¢ Heclelu(puYecKoil nepuOpoOHXUalIbHON JTUM-
dbounHoN WHPMIBTpaIUEll ¢ MPUMEChI0 THCTHOLUTOB, (HOPMHUPOBAHUEM JTUMGOUTHBIX
b oMK YIJI0B, yMEpEHHBIM (prOpo30oM, 0e3 OMmyX0JIEBOro pOCTa; JaHHAs MaTOTUCTOIOTHYe-
CKasi KapTUHA MOXET HAOMIOJAThCsl MPU CUCTEMHBIX 3a00JIEBaHUSAX COCIMHUTENILHON TKa-
HU, B TOM uucJie rnpu Oonesznu Llerpena.

B cBs3u ¢ uckimouenuem peruauba JuMmbomsbl, 20.09.2016 manueHTKa TOCIUTAIN-
3UpOBaHa B PEBMATOJIOrHYECKoe oTaesieHrne Y3 «9-1 ropojickasi KIMHUYEcKasi OOJbHUIIA
st monOopa tepanun cuHapoma lllerpena. Ha MOMEHT mOCTyIJIEHUS! B CTAllMOHAP BbI-
HOJIHEHBI OOLM aHanu3 KpoBu (yeiikormtel 3.87*10%n, remornooun 146 r/n, COD 9
MM/4 1o Becteprpeny), ouoxumuueckuit ananus kposu (IgM 1.48 r/n, IgA 3.27 r/n, IgG
13.04 r/n, CPb 1.3 mr/n (Hopma 10 5 mr/i), peBMatouiabii gaktop 9.4 ME/mn (HopMa 10
30 ME/min) C3-kommnonenta 0.105 r/n (Hopma 0.9-1.8 1/m), C4-xommnonenta 0.369 r1/n
(mopma 0.1-0.4 r/n), ummyHomorndeckoe uccienoBanre (ANA 1.9 (monoxurenbHbIE),
R052 430 Ea/mi (mopma g0 20 Ex/mi), Ro60 1374 Ex/mn (mopma go 20 Ex/mi), SSB(La)
56.3 Ea/mn (Hopma a0 20 En/mim)). KT OI'K (03.10.16): B HIKHEH a0Jie U S3bIYKOBBIX
CErMEHTAax JIEBOTO JIEFKOTO BU3YAIM3UPYIOTCS MHEBMO(PUOPO3HbIE YIUIOTHEHUS. B Bepx-
Hel, cpefaHel, HIDKHEH MOJIX MpaBoro jerkoro, B SVI jgeBoro yerkoro ompenenstoTcs
CyOIJIEBpaJIbHO PACTIOJIOKEHHBIE TPYIIIBI IEPUBACKYIISIPHBIX 04aroB (mepuduccypaibHbie
Y3EJIKH ).
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[locne nmpoBeneHUss KOHCWINYMa B COCTaBE BPayel-pEBMATOJIONOB BBICTABJICH JWa-
rao3: «[lepBuunsbiii cungpom lllerpena, accouuupoBanusbiii ¢ auddy3Hoit B-kierounoin
KPYIMHOKJIETOYHOW JTUM@OMOM, XpPOHUYECKOE TEUEHUE C TOPaKEHUEM JIETKUX B BUJIEC
MHO>XECTBEHHBIX TEPUBACKYJSIPHBIX 04aroB (mepuduccypabHBIX Y3EJIKOB), KCEPOCTO-
Mus, kcepodraabmusy. bbina pekoMeH0BaHa MaToreHeTHYecKasl Teparus puTykcumMabom
B n03¢ 1000 Mr BHyTpHMBEHHO ABaXIbl C MHTEPBAJIOM B ABE Henenu | pa3 B rox. JlanHas
Teparnus MPOBOAMIACH AIMEHTKE B TEYCHHUE TPEX JIET, YTO MO3BOJIUIO JOOUTHCS TTOJIOKHU-
TETLHON AUHAMHKHU C Tocienyromie crabunu3zanuent nponecca. [lo ganusim KT-OT'K ot
06.12.19: enuHMYHBIC OYaru yrioTHeHus B Jerkux, KT-kapTuHa crabuinszanuu nporecca.

BoiBoabI:

1 V nanueHntoB ¢ nepBuYHbIM cuHaApomMoM lllerpena u3 BHEXKEIE3UCTHIX MPOSIBIIE-
HUM Mpeo0I1aIatoT MOPAXKEHUs CYCTaBOB U MOYEK.

2 Pa3Butue numGOoMBI HE BCeT/Ia MPUBOANT K CHIDKCHHIO TTOKAa3aTele MMMYHOJIO-
rMYECKOM aKTUBHOCTH MEpBUYHOrO cuHapoMa lllerpena.

3 Ilpumenenue aHTH-B-KkieTouHO#l Tepanuu mpenaparoM Putykcumad mo3Bosiser
KOHTPOJIMPOBATh CUCTEMHBIC BHEXKEJE3UCThIE MPOABICHHUS NEepBUYHOro cuHjapoma Ille-
rpeHa.
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