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Pe3rwome. [IpoBe€H peTpOCHEKTUBHBINA aHAIU3 CTALlMOHAPHBIX KAapT MAlUMEHTOB C KIMHHUYECKUM
JMarHo30M NepBUYHbIN cunapom lllerpena, ompenenensl Bo3pact, Mojl, BCTpeyaronecs (pakTopsl pucka
pa3BuTHs B-mumdomsl.

KaroueBblie ciioBa: nepsuunbiii cuaapom Lllerpena, numdoma, Tpanchopmanus.

Resume. A retrospective analysis of inpatient records of patients with a clinical diagnosis of primary
Sjogren's syndrome was performed. Age, sex, and risk factors for the development of B-lymphoma were
determined. The information available in modern sources describing predictors of B-lymphoma
development in patients with primary Sjogren's syndrome was analysed.

Keywords: primary Sjogren's syndrome, lymphoma, transformation.

AKTyaJbHOCTb. Bornpoc nporno3upoBanusi B-kineTouHoi 1uM(pombl Ype3BbIUaHO
aKTyaJeH npu nepBudyHoOM cuHapome lllerpeHa, W HE TONBKO M3-3a TSXKECTH 3TOTO
BO3MOKHOTO OCJIOKHEHHUS, HO U JUIsl TOHUMaHUs MaTo()U3MO0I0THN IEPBUYHOTO CUHIpOMA
[IlerpeHa ¢ y4eToM HMEIOUIETOCS aHaMHE3a OT IMOJHOCTHIO JOOPOKAYECTBEHHBIX 10
OTKPOBEHHO 3JI0KAYECTBEHHBIX CTaAUN 3KcnaHcuu B-kietok. OpgHako, HECMOTpS Ha
MHOTOJIETHHE YCHJIHS, BO3MOYKHOCTH MNPOTHO3UPOBAHUS MCXOJA NMEPBUYHOIO CHHAPOMA
[Ilerpena B Hauane 3a00JeBaHMs, a TaKXKe B XOJE MOCIEAYIONIEro HaOJIOACHUS, IO-
npexHeMy orpanuueHbl. JlumMdoma, Kak BOBMOKHBIA UCXOJ, HE SIBISECTCS UCKIIOUEHUEM,
XOTsI 32 MPOILIEIINE TOJbl ObLIM CAENaHbl BaXXKHBIC IIATH MO BBIIETICHUI0 HEKOTOPBIX
KIIMHUYECKUX U Ja00paTOPHBIX MPETUKTOPOB TUMQPOMBI.

Heab: BoIABUTH (HDAKTOPHI pUCKA U MPETUKTOPHI pa3BUTUs B-kiaeTouHoi TuM@pomsbl y
MAIMEHTOB C NEPBUYHBIM cUHAPOMOM lllerpena.

3agaum:

1. 3y4nTh 3THOJOTHUIO U TATOreHe3 nepBuyHoro cunapoma llerpena.

2. OnpenenuTh OPEAUKTOPBl pa3BuTud B- kieTouHod AUM@OMBI y MAIUEHTOB C
nepBuYHbIM cuHApoMoM lllerpena.

3. YcTaHOBUTH BCTpEeUYaeMoCTh (PaKTOPOB pPHUCKA B HCCIEIOBAHHON rpymmne
MAIMEHTOB.
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Marepuanbl M MeToabl. lCnonb30Baauch COBPEMEHHBIE HAy4yHbIC JaHHbBIC
JIUTEPATYPHI O MATOT€HE3€ MEPBUYHOrO cuHApoma lllerpena, mpennkTopoB pa3BuUTHUS B-
KJIETOYHON JUM(OMBI, acCCOLIMPOBAHHBIX C MEpBUYHBIM cuHApoMoM lllerpena. B xone
UCCleIOBaHusl ObUI TPOBEJAEH pETPOCHEKTUBHBIM aHanu3 S50 cTalMoHApHBIX KapT
MAlMEHTOB €  KIMHWYeCKUM  auarHo3oM  «llepsBuuneii  cunapom  lllerpenay,
HaOmonaBmmxess B Y  «MuUHCKMM  HAay4YHO-NPAKTUYECKUM  LEHTP  XUPYpPTrUH,
TPAHCIJIAHTOJOTHH U remMaToiaorum» 3a nepruoj 2020-2024rr. baza manHbx chhopMupoBaHa
¢ momoIisio mporpammel Microsoft Excel. Bee uccnenoBanus BEIOJIHEHBI C COOTIOICHHEM
npaBuJl OMOMEIUIIMHCKOM 3TUKH (COXpaHEHHE BpauyeOHOM TaliHbl U KOH(DUACHIIMATBLHOCTD
uH(popmarun).

Pesyabrarbel U ux oocyxkaenue. llepsuunbsiii cuanpom Illerpena — cucremuoe
3a0071€BaHNE HEU3BECTHOM JTHOJIOTHUHU, XapaKTEPHOM YEpPTOMl KOTOPOro SBIISIETCS
XPOHUUYECKUN ayTOMMMYHHBIA U JTUMGONpoaudepaTUBHBIA MPOIECC B CEKPETUPYIOIIUX
SIUTENNATBHBIX KEJE3aX C PA3BUTUEM MAPEHXUMATO3HOTO CHATI0AIEHUTA C KCEPOCTOMUEN
M CYyXOr0o K€paTOKOHBIOHKTMBHUTA ¢ runosiakpumuen [1]. [lepsuunbiii cunapom lllerpena
aCCOLIMMPOBAH C HApPYIIEHHWEM HWMMYHHOIO OTBE€Ta M XPOHHYECKUM BOCHAJIECHHUEM.
AYTOMMMYHHBIM TpOIECC MPUBOJUT K aKTUBAIUU JUM(OUUTOB U 0Opa30BAHUIO
TUMQOUIHON TKAaHU B DK30KPUHHBIX KeJe3aX, YTO YBEIUUUBAET PUCK PA3BUTHUS TUM(POMBI.
XpOHHUYECKOE BOCTIAJICHUE U KJIETOYHASI aKTUBALIUSI MOTYT CIIOCOOCTBOBATH Mposirdepanuu
HEOIUTACTUYECKUX KJIETOK. BBUIO IMOKa3aHO, YTO JKEJNE3UCThIE SMUTEIUAIbHBIE KIETKU
Y4aCTBYIOT B AaKKyMyJAnuu JUMGOUUTOB U (HOPMUPOBAHUM JUMQPOUAHOM TKAaHU B
CIIOHHBIX kene3ax mnocpeactBoMm 3kcnpeccun HLA-DR anturena, CD40 nporeuna,
nuM@PouaHbIX XeMOKHMHOB. B wactHoctu, B-knerounsiii xemokun CXCLI13, xoTopsiii
TpeOyeTcs i1 HOpMaJIbHOM OpraHu3alii FTepPMUHAIBHBIX LIEHTPOB JIUM(ATHUYECKUX Y3JIOB,
paccMaTpUBaeTCA Kak KIOUYEBOU perynsiTop TMM(OuIHOro HeoreHesa [6].

3aboneBaHue TMPOSIBISAECTCS B BHJAE MIMPOKOTO CHEKTpa TIeMaTOJOTMYeCKUX
HapylieHui. B O0JIbIIMHCTBE ClyyaeB TaKWe HApPYIICHUs] HE3HAYUTEIbHBI U HE IPUBJIECKAIOT
ocoboro BHMMaHUA. OJHaKO CyIIECTBYET MHOXECTBO COOOIIEHH O TOM, YTO
r€MATOJIOTUYECKNE TPOSBICHHUS TepBUYHOrO cunapoma Illerpena BappupyroTCs OT
HE3HAYUTEIbHBIX 0€CCUMITOMHBIX JJA0OPATOPHBIX OTKJIOHEHUH 10 MIPEIUKTOPOB Pa3BUTHUS
nuM@omsl [2].

[Touck MIPEIUKTOPOB auM@omMBbI (KTMHUYECKUX, 1a60paTOPHBIX u
naroMopdonoruueckux) npu nepsuyHom cunjapome lllerpena Begercs nasHo. Haubomnee
KJIMHUYECKA 3HAYMMbIMHU, YTO TMOJITBEPXKIACTCS MAHHBIMHU JIUTEPATYPBI, SBISIIOTCS
mudPy3Hble U3MEHEHUSI U YBEIWYEHUE CIIIOHHBIX >KeJie3 U HEOJHOKPATHO BBISBIIsAEMast
CMEIIIaHHAsl KPUOTJIOOYIMHEMHUSI W/WUIU KPHUOTJIOOYJTMHEMHUYECKUM BACKYyJIHUT, a TaKkKe
HU3KkHU ypoBeHb C4 u mypriiypa, KOTOpble MOTYT ObITh CBSA3aHBI C KPUOTJIOOYJIUHEMUEH.
Taxxe ObUTM MPEASIOKEHBI MHOTHE JPYTHE MPEIUKTOPHI, Takue Kak duMdaaeHomaTus,
CIUICHOMETalusl, HEUTporneHus, JIUMQONEHUs, TMOBBIIIEHHOE CcoAepkaHue Oera2-
MUKpPOTJI00yJIMHA, CBOOOJHBIX JIETKMX I€Med HMMYHOIJIOOYJIMHOB, PEBMATOUIHOTO
(hakTOpa B CHIBOPOTKE KpoBU [4].

B xo1e mpoBen€HHOT0 UCCIENO0BAHUS MTALIMEHTOB C IMATHO30M MEPBUYHBINA CUHAPOM
[Ilerpena ObUIO yCTaHOBIJIEHO, 4TO Bce S50 MALMEHTOB SBISAIOTCA KEHIIMHaMu. Bospact
nanueHToB coctaBmi 53,78 + 3,946 ner. Cpenu manueHTOB ObLIN BBISIBIEHBI CIETYIONINE
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MPEIUKTOPLl pa3BuTus JuM@ombl: Tuddy3Hble U3MEHEHHUs CaoHHBIX xene3 (40%),
YBEJIMUEHUE CIIOHHBIX xene3 (6%), nuskuit ypoBeHb C4 (16%), noBellieHue Oeta-2-
Mukporiaodynuna (16%), peemarougnoro daxropa (56%), cBoOOAHBIE Kamma- U JIaMOaa-
nenu UMMYHOrIoOynuHOB (B 28% u 16% caydasix coorBeTcTBeHHO). [lo pe3ynbTaTam
00111eT0 aHa13a KpOBH ObLITY BBISIBIEHBI TuM@orneHus B 26% ciydaes, HelTporienus B 30%
CIIy4aes.

Puc. 1 — JlabopaTopHble PeAUKTOPHI pa3BUTHA B-muMdomsl y nanueHToB

CornacHo nuTepaTypHbIM JaHHBIM NOBbIIIEHUE 3Kcnipeccun CD19 Ha noBepxHOCTH
B-numdonuToB cBsi3aHo ¢ pazBuTHEM B-KkieTouHON TMM(OMBI, TaK KaKk 3TOT MapKep 4acTo
CIY>KUT HWHJIUKATOPOM aKTUBAIlMM U Opoiudepanuu KIETOK, Y4YacTBYIOIIUX B
3JI0KQYECTBEHHBIX TMpoleccax B jumdarndeckoit cucteme [5]. Cpeau mnaiueHToB
noBbIIeHNE YpoBHS sKkcnpeccun CD19 nabmronanock B 6% cityuyaes.

B rpynmy BBICOKOTO pucka pa3BuTUA B-KieTOYHONH TUMQPOMBI MOXKHO OTHECTH
MAlMEHTOB C HaJMYUMEeM HE MEHEE MBYX MPEAUKTOPOB, 4YTO cocTaBisieT 52% oOT
VCCIICIOBAHHOW TPYTIIIBI.

BobiBOaBI:

1.B uccrnenoBanuu y manueHTOB ObUIM BBISBICHBI KJIMHUYECKUE M JTa0OpaTOpHBIE
MPEIUKTOPHI pa3BuThs B-kieTrounoil numdombl: yBenndeHue U aud@y3Hbie U3MEHEHUS
CIIOHHBIX JKelie3, HHM3KUH ypoBeHb (4, moBbIIIEHUE O€Ta-2-MUKPOTJI00yInHA U
peBMaTouAHOTO (haKTOpa, a TAKXKE CBOOOIHBIE JIETKUE 1€ UMMYHOTJIO0YJIMHOB.

2.Cpeay manuMeHTOB MOBBIIEHUE ypoBHs 3kcrpeccun CD19 nabGmronanocs B 6%
CIIy4aeB.

3.[laneHTHl B 30HE BBICOKOTO pUCKa pa3BuUTHs B-kierouHoil muM@ombl TpeOyrOT
0c000ro BHUMaHHUs IPU TMHAMUYECKOM HAOJIIOJEHUN Y PEeBMATOJIOrA.

4. HeoOxoauMbl ~ JanbHEWINIME  UCCIENOBAHUS IS ONpEACJICHUS  POJu
UJIEHTUPUIUPOBAHHBIX MPEIUKTOPOB B MPOTPECCUPOBAHNY 3a00JI€BAHUS U UX 3HAUUMOCTHU
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B paHHEW NMAarHoCTUKE TUM(OM y MAIMEHTOB C MEPBUYHBIM cuHIpoMoM lllerpeHa.
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