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CpaBHUTENbHAA XapaKTepUCTHKA
KNUHWKO-NabopaToOpHbIX 0CO6EHHOCTEN 60N1E3HMU
llérpeHa ¢ aHTULEHTPOMEPHLIMU AHTUTENAMM

W «Knaccuyeckoro» cyotuna 3abonesanud

b.[. Yanbues', B.W. Bacunbes?, C.I. Manbluumna', A.B. Toprawmuna', E.B. Cokon', H0.1. XBaH',
E.b. Poguonosa®, T.H. CachoHoBa*

Heab uccnenoBaHust — CPaBHUTH KIMHUYECKME U JTaOOPaTOPHBIE TIPOSIBICHUS B IBYX IPYITaX MAalMEHTOB ¢ 601e3-
Hbto [lérpena (BLL): ¢c aHTMUEHTpOMEpHBIMU aHTUTENaMU (ALLA) 1 6e3 HUX; CPaBHUTb YaCTOTY U KIMHUKO-J1a00-
paTOpHbIE XapaKTePUCTUKU JTUM(OM B TUX IBYX IPYTITIAX.

Marepuaibl 1 MeToabl. B 1abopaTopun MHTEHCHUBHBIX METOIOB Teparny peBMaTudeckux 3adonesanuit ®I'bHY
HUWUP nm. B.A. HaconoBoii Haxoauauch o HaomoneHneM 119 mannenTos ¢ ALIA-nosurusHoM BIII
(BIL-ALIA+). AuarHno3 BIL ycraHaBauBascs Ha ocHoBaHUM oTedecTBeHHbIX KputepueB 2001 r., CCII-kputepuen
ACR/EULAR 2013 r.. JluarHocTiKa ropaxeHuii rne4yeHn ocylecTBIIsJIaCh Ha OCHOBAaHUU OLIEHKU OOLIETro U O1o-
XUMHUYECKOTO aHAJTM30B KPOBU, KOATYJIOTPAMMBI, OTIpeeIeHUs] aHTUMUTOXOHAPUATBbHBIX aHTUTeN (AMA), a Takxke
Mop(doJIornyeckoro uccieaoBaHust ouonraton. Juarno3 nepBuuHoro ounrapHoro xojanrura (ITBX) ycranasmu-
BaJICSI B COOTBETCTBUU C PEKOMEHIAIUSIMYI AMEPUKAHCKOI acCOLMAIINY TI0 U3YyIEeHHIO 3a00JIeBaHUI TIEUeHU,
Poccuiickoii racTposHTEpOI0rnuecKoii accoumaunu u Poccuiickoro ob1iectsa o udydeHuto neyeHu. JiInmbombl
JIMATHOCTUPOBAIUCH TI0 TAHHBIM TUCTOJIOTUYECKOT0, MMMYHOTUCTOXUMUUECKOTO U MOJIEKYJISIPHOTO MCCIeI0BAaHUI
OMONTATOB MOPaXXEHHBIX OPTraHOB, COMJIACHO Ki1accudukauuu BceMrpHoii opranusaiuu 3apaBooxpaHeHust. Y 37
u3 119 naureHtoB auarHoctupoBaHo coueraHue BII ¢ cucremuoit ckineponepmueit (CCJ), 1 OHU OBbLITM UCKITIOUE-
HBI U3 DajbHeliero aHanu3a. [IpoBeneHo cpaBHeHNE KITMHUKO-Ta00paTOPHBIX 0COOEHHOCTE B TPYTITe
BILI-ALIA+ (n=82) u rpymiie ¢ ALIA-HeratuBHoi BII (BILI-ALIA—; n=64). I1peacraBieHa olleHKA KJIMHUKO-1a060-
paTOpHBIX XapakTepucTuK uMdom B rpynmax BILI-ALIA+ (n=14) u BII-ALIA— (n=10).

PesyabTaTel. B rpynne BIII-ALIA+ BbisiBJeH GoJiee MO3IHMIT BO3pACT Aebi0Ta 3a00J1eBaHusl; IUIUTEIbHOCTb 00JIe3HU
110 BbIsiBJIeHUS JInMboMbl He pasinuyaiack. [Ipu BII-ALIA+ oGHapyxeHbl OoJsiee HU3Kasi YaCTOTa pEBMAaTOUIHOTO
dakropa (PD), anturen k Ro (antu-Ro) u La (antu-La), cHukeHus conepxxanusi C3-KOMIMOHEHTa KOMIUIEMEHTa,
rUrepraMmarjio0yJIMHeMUH, MOBbIILeHUsT KoHLeHTpauuu IgG u C-peakTUBHOTO GejiKa, CKOPOCTU OCelaHusl dpU-
TPOLIUTOB, JIEHKOMIeHUN 1 aHeMuu. 51,2% maunenTtos ¢ BIL-ALIA+ GbUIM cepOHEraTUBHEI KaK 110 aHTH-Ro 1 aHTH-
La, tak u mo P®. [1pu BIII-AILIA+ o6HapyxeHa Gosiee BricoKast yactora AMA U MOBBIIIEHUsT KOHIIeHTpauuu IgM.
YacroTa KpUOrJI00yTMHEMUM U MOHOKJIOHAJIBHOM CEKPEeLIMM He pasiudaiack. YacToTa peluanBUpPYIOILIMUX TapOTU-
ToB nipu BIII-ALIA+ ObuTa CTAaTUCTUYECKM 3HAUMMO HUKE, PAa3JIMYMil TTO YaCTOTE U BHIPAXKEHHOCTH IPYTUX MPU3HA-
KOB TTOPaKEHUST CIIOHHBIX U CJE3HBIX XKeJie3 He 0b110. [TBX/2muTeTmuT 6MIrmapHbIX TPOTOKOB B pamkax BIII

nipu BILI-ALIA+ BBISBISIICS CTATUCTUYECKH 3HAYMMO vatiie. [lopaxeHue nmepudepuieckoil HEPBHON CUCTEMBI, JieT-
KUX, TUIiepraMmmario0yimHeMruyecKas Imyprypa, apTpajrui 1 ayTOMMMYHHBII TUPEOUIUT CTATUCTUYECKU 3HAYMMO
yaiue BoisgBisiuch B rpynme BII-AILIA—. B rpynme BIII-ALIA+ cTatucTuvecku 3HaUMMO valie BeTpevaicst (heHo-
MeH PeitHo, MperMyIecTBeHHO ¢ KaMWLISIPOCKOMMUECKUMU U3MEHEHUSIMU CKIIEPOAEPMUYECKOTO TUMa. PasHuLIbI
10 YacToTe APYrux Npu3HakoB, xapakTepHbix s CCJ, He 6bi10. MALT-1uM(OMBI 1MarHOCTUPOBAHBI B UCCIIEIye-
MBIX TPyMIax ¢ OMMHAKOBOU yacToToii. [TaumeHTsl ¢ tumdbomamu ripu BII-AILIA— xapakTepu30BaJIMCh CTaTUCTUYE-
CKM 3HAYMMO OoJiee BbIpaXXeHHOI JJabopaTOPHOI aKTUBHOCTBIO. ¥ BCeX MAaLlMEHTOB ¢ TUMGOMaMHU B IBYX Ipyrmiax
HaOJIOIAJIOCh CTOMKOE YBEIMIEeHIE OKOJIOYITHBIX CITIOHHBIX XKeste3. JInMboMBbI 0IMHAKOBO YacTO Pa3BUBAINCH

y MAaLMEHTOB C MO3HUMU CTAAUSIMU MTOPAXKEHUS CIIOHHBIX U CJIE3HBIX Xese3, cucTeMHble mposiBiaeHust BIL B o6enx
TPYIIax BCTPEUAIUCH PEIKO.

BoiBonpl. BLII-ALIA+ siBisieTcst caMmocTosATeIbHBIM cyoTHIOM BILI, MMerommM psii CyliecTBEHHbIX KIMHUYECKUX

U 1a00paTOPHBIX OTJIMUMIA OT «KJlaccuyeckoro» BapuaHra 3adoseBaHus (BILI-ALIA—). ALIA npu BIII accormmpoBa-
HbI C HU3KOI YacToToil aHTh-Ro, aHTu-La u P®, a Takke ¢ moBbilieHHBIM pruckoM [1BX 1 TMMUTUPOBaHHOIM
dopmbr CCI. MALT-nmumdombl ipu BIT-ALIA+ u BII-ALIA— pa3BuBarOTCs ¢ OAMHAKOBOI YaCTOTOI NP Mpo-
TPECCUPOBAHUH XKEJIE3UCTHIX U3MEHEHM I, HE3aBUCHMO OT HAJTMYUS WIN OTCYTCTBUSI CUCTEMHBIX ITPOSIBIICHUIA.
KnioueBbie ci0Ba: aHTULIEHTPOMEPHbIE aHTUTeNa, 6one3Hb LIErpeHa, cucteMHast CKaepoaepMusi, IEpBUYHbBIN OWIn-
apHblii XojaHrut, MALT-nmumdboma

Jlns murupoBanus: Yansuer b1, BacunbeB BU, IManbimuua CI', Toprammza AB, Cokon EB, XBan IOU,
Ponnonosa EB, CadornoBa TH. CpaBHuTeIbHAsI XapaKTepUCTUKA KIMHUKO-JIA00PaTOPHBIX 0COOEHHOCTEI 00JIe3HU
LlIérpeHa ¢ aHTULIEHTPOMEPHBIMU AHTUTENIAMU U «KJITACCUIECKOT0» cyOTHIa 3aboneBanust. Hayuno-npakmuueckas
peemamonoeus. 2021;59(2):158—163.

COMPARATIVE CHARACTERISTICS OF THE CLINICAL AND LABORATORY FEATURES
OF THE PRIMARY SJOGREN’S SYNDROME ASSOCIATED WITH ANTICENTROMERE ANTIBODIES
AND THE “CLASSIC” SUBTYPE OF THE DISEASE

Bogdan D. Chaltsev', Vladimir I. Vasiliev?, Svetlana G. Palshina', Anna V. Torgashina', Evgeniya V. Sokol',
Yulia I. Khvan', Ekaterina B. Rodionova®, Tatiana N. Safonova*

Objective: to compare clinical and laboratory manifestations in 2 groups of patients with primary Sjogren’s syndrome
(pSS): with and without anticentromere antibodies (ACA); compare the incidence, clinical and laboratory
characteristics of lymphomas in these two groups.

HayyHo-npakTtuyeckas pesmaronorns. 2021;59(2):158-163
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Materials and methods. We examined 119 patients with ACA-positive pSS (pSS-ACA+). pSS was diagnosed based on Russian 2001 criteria, systemic
sclerosis (SSc) — criteria ACR/EULAR 2013. To diagnose liver diseases, the level of transaminases, alkaline phosphatase and antimitochondrial
antibodies (AMA) was determined, as well as liver biopsy. The diagnosis of primary biliary cholangitis (PBC) was established according to the
recommendations of the American Association for the Study of Liver Diseases, the Russian Gastroenterological Association and the Russian Society
for the Study of the Liver. Lymphomas were diagnosed according to histological, immunohistochemical and molecular studies of affected organs
biopsies, according to the classification of the World Health Organization. A combination of pSS and SSc was diagnosed in 37 patients, and they
were excluded from further analysis. We compared clinical and laboratory features in patients with pSS-ACA+ (n=82) and ACA-negative pSS
(pSS-ACA—, n=64) and characterized lymphomas in the pSS-ACA+ (n = 14) and pSS-ACA— (n=10) groups.

Results and discussion. In patients with pSS-ACA+, a later age of disease onset was revealed, the duration of the disease before lymphoma
development did not differ. In patients with pSS-ACA+, we found a lower frequency of rheumatoid factor (RF), antibodies to Ro (anti-Ro) and La
(anti-La), decreased C3-complement, hypergammaglobulinemia, increased IgG concentration, CRP, increased ESR, leukopenia and anemia. 51.2%
of patients with pSS-ACA+ were seronegative for anti-Ro, anti-La and RF. Patients with pSS-ACA+ had a higher frequency of AMA and elevated
IgM. The incidence of cryoglobulinemia and paraproteinemia did not differ. The frequency of recurrent parotitis in pSS-ACA+ was significantly
lower, there were no differences in the frequency and severity of other signs of salivary and lacrimal gland damage. PBC and epitheliitis of the biliary
ducts in patients with pSS-ACA+ were detected significantly more often. Damage to the peripheral nervous system, lungs, hypergammaglobulinemic
purpura, arthralgia and autoimmune thyroiditis were significantly more often detected in the group of patients with pSS-ACA—. In the pSS-ACA+
group, Raynaud’s phenomenon was significantly more frequent, mainly with scleroderma-type capillaroscopic abnormalities. There was no difference
in the frequency of other signs characteristic of SSc. MALT lymphomas were diagnosed in the study groups with the same frequency. Patients with
lymphomas in the pSS-ACA+ group were characterized by significantly higher laboratory activity. All patients with lymphomas in both groups
showed persistent parotid salivary gland enlargement. Lymphomas in both groups developed in patients with late stage salivary and lacrimal gland

damage, systemic manifestations of pSS in both groups were rare.

Conclusion. pSS-ACA+ is an independent subtype of pSS, which has a number of significant clinical and laboratory differences from the “classic”
variant of the disease. ACA in pSS are associated with a low frequency of anti-Ro, anti-La, and RF, as well as an increased risk of PBC and limited
SSc. MALT lymphomas in the pSS-ACA+ and pSS-ACA— groups developed with the same frequency and were associated with the progression

of glandular damage, regardless of the presence of systemic manifestations.

Key words: anticentromere antibodies, primary Sjogren’s syndrome, systemic sclerosis, primary biliary cholangitis, MALT-lymphoma
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characteristics of the clinical and laboratory features of the primary Sjogren’s syndrome associated with anticentromere antibodies and the “classic”
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bonesnp Llérpena (BLL) — xpoHUYeckoe ayTOUMMYH-
Hoe 3a00JIeBaHUE, COMPOBOXAAIOLIEECS] OOPa30BAHUEM IIMPO-
KOTO CHEKTPa Pa3IUYHBIX ayTOAHTUTEJN, XapaKTepU3yIoLIeecs
nporpeccupyloieit TMM@OoIIa3MOLIMTAPHON MH(UABTPALIM -
el CeKPEeTUPYIOLINX SMUTEINATBHBIX XeI€3 U MOBBILIEHHBIM
puckoM JumdbornpoandepaTuBHbIX 3aboneBaHuit (JIT13) [1].
BIII nedrotupyer ¢ opraHocnenn(pUIecKUX ayTOMMMYHHBIX
HapylieHuil (aQyTOMMMYHHas 3K30KPWUHOMATH), BOBIEKAs
B TIPOIIECC TIPEUMYIIECTBEHHO CITIOHHBIE U CIIE3HBIE KEIe3bl
C pa3BUTHEM KCEPOCTOMHUHU U CYXOTO KePaTOKOHBIOHKTUBUTA
(CKK) [1-3]. ITporpeccupoBaHue 3a00eBaHUS BEIET K pa3-
BUTHIO PA3IMIHBIX CUCTEMHBIX IMPOSIBICHUN (CYyCTaBHO-MBI-
IIeYHble, JIeTOYHbIe, TaCTPOMHTECTUHAIbHBIC, TeMaTOIOTIe-
CcKUe, TTOYeYHbIe, COCYIUCThIe, HeBpoJjiornueckue) u JITI3 [1,
4—8]. Haunbonee xapakrtepHbiM aist BII uMMyHoJOrMyecKum
OTKJIOHEHUEM CUUTAETCS CEPOMO3UTUBHOCTb IO aHTUTEJIaM
k Ro/SS-A (antu-Ro) u La/SS-B (antu-La) [9], onHako onu-
canbl cyotunsl BII, mpu KOTOpPBIX OHU MOTYT OTCYTCTBOBAaTh
[10—12]. OnuH U3 TaKMX CYOTUIIOB aCCOLIMMPOBAH C AHTUIICH-
TpoMepHbIMU aHTUTeamMu (ALIA) [10, 13], XOoTsI GOJBIIMHCTBO
uccienonareneii paccmaTpubaioT ALLA kak BeicoKociennudua-
HBII MapKep JMMUTUPOBAHHOW (DOPMBI CHCTEMHOI CKIIepO-
nepmuu (CCI) [14, 15].

Ilens uccrienoBaHus — CPaBHUTHh KIMHWYECKWE U Jia-
ooparopHble nposiBieHuss ALIA-nosutuBHoit B u «kiac-
cuyeckoit», ALIA-HeratuBHoit, BII ¥ oLeHUTH KIMHUKO-JIa-
OopaTOpHBIE XapaKTePUCTUKU JUM@OM B HaHHBIX Tpymmax
MaleHTOB.

MaTtepuanbl U MmetTopgbl

B npocnexktuBHOe uccienoBaHue BKIOYeHbI 119 ma-
uueHtoB ¢ AllA-nosutuHoir bBUI (BLI-ALIA+), HaGmo-
nmasmmxcst B ®I'BHY HUMP um. B.A. HaconoBoii ¢ 1998 no
2019 r. KputepueM BKJIIOUEHUST CIYXWIO HaIU4yue BbICOKO-
ro Tutpa ALIA (6osee 3 HopM). Ceponio3uTuBHOCTb o ALIA

HayyHo-npakTtnyeckas pesmaronorus. 2021;59(2):158-163

OllCHMBAJach C ITIOMOIIBbI0O MMMYHO(EPMEHTHOTO aHaJIM3a
(MDA) (Orgentec, I'epmanms). Bcem marmeHTaM MpOBOIM-
JIOCh UMMYHOJIOTUYECKOE O0CJIeIOBaHNE, BKIIIOYAIOLEE OMpe-
neJieHre aHTUHYKJIeapHoro daktopa (AH®) metomom Hemnpsi-
MO MMMYHO(MIIYOpEeCLEeHLIMHN C MCTIOIb30BAaHUEM B KauecTBe
cyocrpara HEp-2 kj1eTok yesioBeka, aHTUMUTOXOHIPUATbHBIX
anturen (AMA), antu-Ro u antu-La ¢ ncnons3oBanuem UPA
(Orgentec, I'epmanus). YpoBuu IgM peBmaToumHoro ¢akTo-
pa (P®), C-peaktuBHoro 6enka (CPB), C3, C4, IgG, IgM,
IgA ompenensnuch BHICOKOUYBCTBUTEIBHBIM UMMYHOHehEI0-
meTpuueckum meronoMm (BNProSpec, Siemens, I'epmanwst).
CD19-no3utuBHble B-kjetku B mnepudepruyeckoil KpoBU
OIPEIEIISTIUCh METOIOM ITPOTOYHOM IIMTOMIIOOPUMETPUM Ha
ananuzatope Cytomics FC 500 (Beckman Coulter, CIIIA).
NmmyHOXMMUYECKUe rccaeqoBaHusT OEKOB ChIBOPOTKU KPO-
BU U MouHu (3ekTpodope3 OeJKOB B Iejie araposbl ¢ IEHCHU-
TOMeTpUei 3jeKTpodoperpaMmM, MUMMYyHO(pUKcalueii MOHO-
crieunUIeCKMMU aHTUCBIBOPOTKAMU K TSKEJIBIM U JIETKUM
LIETISIM) TSI BBISIBJIEHUST MOHOKJIOHAJIBHBIX OEIKOB TTPOBOMU-
JIMCH y TTAIIMEHTOB MIPY TTOA03peHNH Ha TuMdorponndepaTus-
Hoe 3a0o0JsieBaHNe B JJAGOPAaTOPUM TYMOPATbHOTO UMMYHUTETA
®OI'bY «<HMMUII remaronorun» Munsnpasa Poccun.

Bcem manmeHTaM mpoBOAMIIMCH CTOMATOJIOTMUECKOe (CH-
ajioMeTpusl, craiorpadust, GUOTICHST MaJIbIX CIIOHHBIX XeJe3)
u odrasbMosIoTnIeckoe (cTuMyIMpoBaHHBIN TecT Llupmepa,
CTaOWJILHOCTb MPEKOPHEATBHOTO CJI0SI IO CKOPOCTU 00pa3oBa-
HMSI CyXUX ISITEH CI€3HOU TUIEHKU Ha pOTOBULIE, OKpalllMBaHUE
SMUTENNS] KOHBIOHKTUBBI/POTOBULIBI (hIIOOPECIICMHOM, OCH-
rajJbCKUM PO30BBIM U JIMCCAMUHOBBIM 3€JIeHbIM) 00cienoBa-
Hust. [T IMarHoCTUKU TUM(OM TIpY 3HAYUMOM YBEJTUYEHUU
CJTIOHHBIX/CJIE3HBIX XKeJie3 U JTMM(OY3JI0B BBITTOJIHSIACH OMOTI-
CHs C TIOCJIEYIONIM TUCTOTOTMYECKUM U UMMYHOTUCTOXUMU-
YECKUM UCCIIENOBAaHUSIMY OMOMITaTOB UMMYHOTIEPOKCHUIA3HBIM
MetonoMm (PI'BY «HMMUL onkonormu um. H.H. Broxuna»
Mun3sapasa Poccun). B-kjeTouHas KJIOHAJIBHOCTDb OINpeaessi-
JIach B CBeXell OMOTICMPOBAHHOM TKaHU TI0 peappaHKUPOBKE
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TSDKENBIX 1ereit Ig B 1aboparopuu MOJIEKYJISIpHOI TeMaTos1o-
ruu ®I'bY «HMMUII rematonorun» Munsapasa Poccun. s
KJIMHUKO-MOPGhOIOrnyecKoil/ MMMyHOMOP(HOIOrMYecKon xa-
paxkrepuctuku JII13 ncnonbp3oBanach Kiaccugukaiusi omnyxo-
JIeil TeMOTo3TUYeCKOM 1 TuMbOUIHOK TKaHu BeceMupHoit op-
raHM3alny 3IpaBooxpaHeHus [16].

Huarno3 B ycraHaBiauBajicsi HA OCHOBAaHUU OTEYECT-
BeHHBIX KpuTepues [17], nmarHo3 CCJI — Ha OCHOBaHUU KPH-
tepueB ACR/EULAR 2013 r. [18]. IlnarHocTHKa MMOpaXXeHUA
TeYeHU OCYIIECTBIISIACh HA OCHOBAHUU OIIEHKY 00IIIeTro U Ou-
OXMMUYECKOTO aHAJM30B KPOBU, KOAryJOTpaMMEI, OIIpeeie-
HUus1 AMA, a takke MOpGOJOrMYecKOro MccieioBaHus Ou-
ONTATOB TeYeHU, KOTOPhIE OLEHUBAIUCH 10 KiIacCuuKamm
R.G. Knodell u coasrt. [19] B ®TAOY BO Ilepsom MI'MY
uMm. U.M. CeuenHoBa Mun3apaBa Poccun (CedyeHOBCKUIA
YHuepcutet). JInarHo3 nepBUYHOTO OMJIMAPHOIO XOJIAHTU-
ta (ITbX) ycTtaHaBiaMBayiCsl B COOTBETCTBUMU C PEKOMEHIaIUsI -
MM AMEpPMKAHCKOI accollMalliM MO M3YYEeHUIO 3a00JIeBaHUI
nedyeHu, Poccuiickoil racTposHTEPOJOrMYECKON accolualun
u Poccuiickoro ob61iecTBa 1o nzydeHuto neuenu [20, 21].

VY 37u3 119 maumneHToB nuarHoctupoBaHo couetanue bIII
¢ iumutupoBanHoi (opmoit CCJI (kpurepuu ACR/EULAR

Tabnnya 1. [lemorpachudeckas xapaktepuctnka nayneHToB

bW-ALUA+  BLU-ALA-

MapameTpbl (n=82) (n=64) p
My>XHMHBIKEHLLNAHBI, N 4:78 3:61 H/3
Bospact Ha momeHT febloTa 3abonesa- 4974117 432+158 0,004
Husa, Md

Bo3pact Ha MOMEHT BKNtOYeHNs

58,0+10,5 52,0£15,5 0,006
B uccneposanue, Md

Bospact Ha MOMEHT NOCTaHOBKM auar-

Ho3a LU, Md 57,9+10,4 51,5+155 0,003

[nuTenbHOCTb HABMIOAEHNS,

Me [25-i#; 75-i npouenTiau] (ner) 31261 2[1:35  HR

[nutenbHocTb BLU g0 anarHocTukm
numcpomsbl, Me [25-i1; 75-11 npoLeHT-
nun] (ner)

85[4;12] 811[3,511] /s

lpumeyanme: 1/3 — paznnans cTaTuCTUHECKU HE 3HAYUMbI

Ta6nuya 2. HYactora nabopatopHbIX Hapylwenni, n (%)

BLU-ALIA+ BLU-ALIA-
Mpu3naku (n=82I)-| (=6 4|)'l
AHO® Hep-2 (>1/320) 82 (100) 64 (100) H/3
AMA 16 (27) 0 0,04
PO 18 (21,95) 46 (71,9) <0,0001
AHTU-Ro+ 29 (35,37) 52 (81,25)  <0,0001
AHTu-La+ 7 (8,54) 33 (40,6) <0,0001
CHuxeHne ypoBHs C3 7 (8,54) 15 (23,4) 0,01
CHuxeHue yposHs C4 10 (12,2) 15 (23,4) H/3
TMneprammarno6ynnHemms 14 (17) 29 (45,3) 0,0002
MoBbiweHne KoHUeHTpauum IgG 10 (12,2) 29 (45,3) <0,0001
MoBbiweHne KoHUeHTpauuu IgM 20 (24,4) 5(7,8) 0,006
MoBbiweHne KoHUeHTpauun IgA 14 (17) 4 (6,25) H/3
Mosbliwwerne yposHs CPb 6 (7,32) 16 (25) 0,003
Kpuornobynuuemus 5(12,5) 7(24,1) H/3
MoHok/oHanbHas cekpeums 4 (12,5) 5(18,5) H/3
Aremus 7(8,5) 15 (23,4) 0,01
JleikoneHus 8(9,7) 20 (31,2) 0,001
TpombouuToneHus 6(7,3) 1(1,5) H/3
Mosbiwenne COI 12 (14,6) 39 (60,9) <0,0001

Tpumeyanne: 1/3 — paznnans cTaTuCTUHECKM HE 3HAYNMb]
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[18]), 1 OHM OBUIM MCKJIIOYEHBI W3 JAJbHEHIIEro aHaau3a.
Takum o6Gpa3oM, B HACTOSIIIIEM MCCIASIOBAaHWM aHAIU3MPOBa-
ek 82 nauuenTta ¢ BIII-ALIA+. B rpynmy cpaBHeHUSsT BKJIIO-
yeHbsl 64 manuenta ¢ AllA-neratuBHoit BII (BII-ALIA—),
HaOJI0AaBIINXCS B TOT XK€ MePUOI BpEMEHH.

[Tpu cratrcTyeckoii 00pabOTKe TaHHBIX KOJIMYECTBEH-
HbIE TIEPEMEHHbBIE OMMCHIBAIIMNCH C TIOMOIIBIO CPEAHETO apud-
MeTrdeckoro (M), cTaHIApTHOTO OTKJIOHEHUS (O), MeIUaHBI,
25-ro u 75-ro mpoueHTuieil. KadecTBeHHBIE TiepeMEHHBIC
OIMKCBIBAINCH AOCOTIOTHBIMA M OTHOCUTEJIBHBIMU YaCTOTAMM
(mporteHTamMu). Pazmuums cuuTaNvch CTaTUCTUYECKW 3HAYM-
MbiMu Tipu p<0,05. 17T KOTMIeCTBEHHBIX TTEPEeMEHHBIX ITPO-
BOIWJICSI TECT Ha HOPMAJIBHOCTh pacripenesieHus. st oleH-
KU TOJyYEHHBIX PE3yJbTATOB MCIIOIb30BaHbI: ¥*-KPUTEPUIl
ITupcona (aHaaM3 TaGIULL CONPSIKEHHOCTH ), HeMapHbIii /-KpU-
Tepuii CtbiofeHTa. Eciu BbIOOPKM M3 MEpEeMEHHbBIX HE COOT-
BETCTBOBaJM HOPMaJbHOMY 3aKOHY pacrpelneaeHusl, UCOb-
30BaJii HemapaMerpuueckue tectbl: U-Tect MaHHa — YUTHU,
kputepuit Kpackena — Yosuuca. 151 onpeneneHust B3auM-
HOTO BJIMSIHUS TIOKa3aTesieil WMCITOJIb30Bald KOPPEISIIMOH-
HbI aHaim3 CriupMeHa. BeImciieHus BBITTOTHSIIACH Ha TIep-
COHAJILHOM KOMITBIOTEpE ¢ TIOMOIIbIO MpHIOXKeHUs Microsoft
Excel 1 makera cTaTucTUYECKOTO aHaJIM3a JaHHBIX Statistica 10
for Windows (StatSoft Inc., CILIA).

PesynbTatsbl

B o006eux rpynmnax OOJBIIMHCTBO COCTABJISUIM JKEHIIU-
HbI, Bo3pacT nauueHToB ¢ BII-ALIA+ Obu1 cTaTUCTUYECKU
3HaYMMO Bbllle, yeM B rpynmne bLI-ALLA—, HO IUTeIbHOCTD
BUI no nuarHocTukM auMbOMBI HE pasiuyaiach (Tadu. 1).
MenuaHa NUTEIbHOCTU HAOIIONEHUS B OCHOBHOM U KOHTp-
OJIbHOM TpyIIax cocTaBuia 3 U 2 rofa COOTBETCTBEHHO.

B uccienyembix rpymmnax Bce alleHThbl ObUIU CEPOTIO3U-
TiBHBI To AH® (1a6n. 2). B rpynne BILI-ALIA+ oGHapyxe-
Ha CTAaTUCTMYECKM 3HAYMMO 0Oojiee HU3Kasg yactora PD, aH-
T1-Ro, aHntn-La, cHuxeHus koHueHTpaluu C3-KOMIIOHEHTa
KOMILJIEMEHTa, TUIMEepraMMarioOyJIuHEMUM, TTOBBIIIEHHBIX
ypoBHeit IgG, CPB, ckopoctu ocenanus aputpouuTo (COD),
a TakoKe JISWKOIEHUU U aHEMUM, B cpaBHeHUH ¢ Tpynioi BIL-
ALIA—. Tlpu sTom Oojee TOJOBUHBI TAIMEHTOB OCHOBHOM
rpynisl (n=42 — 51,2%) u Tosnbko 7 (10,9%) GoJIbHBIX TPYII-
Bl CPaBHEHMSI ObLTN CEPOHETATUBHBI KaK 110 aHTU-Ro 1 aHTH-
La, Tax u mo P®. Hanportus, B rpynme BII-ALIA+ o6Hapy-
JKE€Ha CTaTUCTUYECKM 3HAUYMMO OoJiee BbicoKasi yactrota AMA
U MOBBILIEHHBIX ypoBHei IgM. YacToTa KpUOrI00yIMHEMUU U
MOHOKJIOHAJIbHOM CEeKpEeLMU B UCCAENYyEeMbIX TPYINax He pa3-
JIn4yanach.

[Ipn cpaBHUTENbHOM aHajau3e TMPU3HAKOB MOPaXKEHUS
CIIIOHHBIX XeJie3 YCTaHOBJIeHO, uTo B rpynme BIII-AILIA+ ya-
CTOTa PELMIMBUPYIOIINX TAPOTUTOB OblIa HIXE, YeM IpHU
BIII-ALIA— (17 u 31,25% cootBerctBeHHo; p=0,04). YacTtora
CYOBEKTUBHBIX OUIYIICHWII CYXOCTH BO PTY M OOBEKTUBHBIX
MPU3HAKOB HEAOCTATOUHOCTU CIIFOHHBIX XeJie3, a TaKXKe BbI-
pPaXeHHOCTb 3TUX HApYyIIeHWU TpPU HAIWNYUUA U OTCYTCTBUU
AlIA He paznuyanuch. Yacrora mapeHXMMaTO3HOTO TMapOTU-
Ta IO NaHHbIM cuajorpaduu M YJIbTPA3BYKOBOTO MCCIIEAO-
BaHus (Y3W) Obl1a comocrtaBuma y maudeHTOB 00euX TpyII.
BbipakeHHOCTh  JIMMMOTUCTUOLUTAPHONW  MHGUIBTpALIUN
(JITKN) manbix caoHHBIX XKene3 (MCXK) B uccienyemMbix rpyr-
nax Obula OIMHAKOBOM. JIMM(OMBI CIIOHHBIX XeJjie3 Mpu Ha-
JIMYUM U OTCYTCTBUU ALIA BBISIBISUIMCH C OMMHAKOBOI 4acToO-
Toit (17% w 15,6% cooTBeTcTBeHHO). Paznuuuii mo yacrore
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M BBIPAKEHHOCTM IMOPaXeHUs IJIa3 B MCCICAYeMBIX TpyIax
He BBISIBJIEHO.

[Ipn aHanu3e BHEXENE3UCTbIX MpOsIBICHUI (Tabia. 3)
nuarHo3 [1BX (B HEKOTOpBIX Cilyyasix TPAKTOBAJICS HaMU KakK
SMUTEMUT OMIMAPHBIX TPOTOKOB B pamkax BIII) ycraHoBieH
y 19 manmenToB u3 rpymmsl BII-ALIA+ (23,2%), B TO BpeMms
kak B rpynme BUI-ALIA— on orcyrctBoBan. Hampotus, mo-
paxeHue nepuepudecKoil HEPBHOM CUCTEMbI, UHTEPCTULIM -
anpHoe 3abosneBanue Jyerkux (M3J1), runepraMmmariodynnHe-
MUYeCcKasl MypIypa, apTpairuyu U ayTOUMMYHHBIN TUPEOUTUT
(AWUT) cTraTUCTMYECKM 3HAUYMMO Yallle BbISBISUIMCh B IpyrIe
BILI-ALIA—.

[lpy aHanu3e MpU3HAKOB, YCIOBHO OTHECEHHBIX HaMU
K M3MEHEHMSIM «CKJIEPOIEPMUIECKOTO CIEKTpa», OBbLIO TO-
Ka3zaHo, 4To yacTtoTa (peHomeHa Peitno (DP) ¢ xanuwisipo-
CKOTMUYECKUMM U3MEHEHMSIMU CKJIEPOJEPMUYECKOrO THIIa
npu BII-ALIA+ OGbuta cTaTUCTUYECKM 3HAYMMO BbIIIE, a Ya-
crora UITJI — cratucrnyecku 3HauyMMo Huke, yeM ripu BILI-
ALIA— (coorBercTBeHHO 36,7 1 4,7% (p<0,001) u 2,8 u 17,6%
(»=0,02)); cTraTUCTUYECKM 3HAYMMON Ppa3HMIIBI IO YacToTe
NIPYTUX U3MEHEHUI He BBISIBIIEHO. HM OMMH MameHT u3 Tpyr-
nel BII-ALIA+ He cooTBeTCTBOBal KiacCH(MKAIIMOHHBIM
kputepusim CCJII, ACR 2013 r.; AByM mauuMeHTaM W3 TPYIIIbI
BUI-ALA— ycranosien nuarno3 CCJI (B omHOM cilyyae — Jiu-
MUTUPOBaHHOM (OopMBbl, B 1pyroM — auddy3Hoit).

MALT-mumdomsl nuarHoctTupoBaHbl y 14 (17%) ma-
uuenToB u3 rpymnmnsl BII-ALA+ u y 10 (15,6%) — u3 rpyI-
nbl BIII-ALIA—; craTucTUYeCKM 3HAYMMOM pa3HULIbI MO Ya-
cTOTe pa3BUTHS TUM(OM MeXIy IrpyIIiaMu He BhIsiBiIeHo. [1pu
aHanm3e KJIMHUKO-Tab0paTOPHBIX MPOSIBIEHUN Y TMallMeHTOB
¢ JuMdOMaMy BBISIBIIEHbI 3HAYUTEIbHBIC Pa3IUIMs MEXIY
uccaenyeMbIMU TpynmamMu. B rpyrime marmeHToB ¢ tuMdoma-
mu U BII-AIIA— craTucTUYecKr 3HAUMMO Yallle BbISIBISTUCH
PO (p=0,001), antu-Ro (p=0,01), antu-La (p=0,04), mo-
Boimienne COD (p=0,001) u xoHuentpauuu IgG (p=0,004).
KpuornobyimHeMuss 1 MOHOKJIOHAJIbHasl CEKPeIus BCTpe-
YaJich B OCHOBHOW W KOHTPOJILHOW TPYIIIIax ¢ OAMHAKOBOM
yactoTtoil. B ocHoBHo# rpyrme B 100% ciydaeB BBISIBIEHO
cHkeHnne yucia CD19*-kieTtok B nepudepruecKoil KpoBH,
B KOHTPOJILHOM TpYIINe MaHHOE MCCIeNOBaHWE HE MPOBOAM-
Jlock. Haubosee yacteiM npu3HaKoM JUMGbOMBI B 00EUX IpyIl-
max OBUTIO CTOMKOE YBEIMUeHNE OKOJIOYIITHBIX CIIIOHHBIX XeJle3
(OYCX), nabmonaBiieecsi MPakKTUYECKN Y BCeX TMALIMEHTOB.
B o6eux rpynmax 1uMdoMBbl pa3BUBAIMCH y MAITUEHTOB C TIO31I-
HUMU CTaAUSIMUA TIOPAKEHUSI CIIOHHBIX U CIE3HBIX KeJe3 U UX
TSOKEJBIMU - (DYHKIIMOHAIBHBIMUA HApyIIEHUSIMU, TIPU 3TOM
cienyeT oOpaTUTh BHUMaHUE Ha TO, UYTO KaK B OCHOBHOI1, TaK U
B KOHTPOJIbHOM Ipymnax cucteMHble nposisieHust bI pa3su-
BaJIUCh PENKO.

O6cyxpeHue

[MonyyeHHble HAaMU JAHHBIE COTJIACYIOTCSI C Pe3yiabTa-
TaMU paHee TpOBeNeHHbIX McciaemoBanuii [10, 11, 22, 23],
MPOJAEMOHCTPUPOBABIINX CYIIECTBEHHBIC PpAa3IMUMUS  MEX-
ny ALA-no3utuBHbIMU U ALIA-HeraTMBHBIMM TALIMEHTaAMU
¢ BII. O6onapyxenue ALLA npu B accoumupoBanace co cra-
TUCTUYECKU 3HAUMMO OoJiee HU3KOM YacToToil aHTH-Ro 1 aH-
ti-La, P®, runeprammariodynnHemMuu, nosbimeHus COD,
konneHTpanu IgG u CPb. Kpome Toro, 60s1ee mooBUHBI a-
uueHToB rpymimbl BIIT-AILIA+ (51,2%) Obutn cepOHEraTUBHBI I1O
aHtu-Ro, antu-La, u P®, 4T0 MoXXeT MpuBOIUTH K TUITOIMAT -
HOCTHMKE TaHHOTO CyOTHITa 3a00JIeBaHUS MPU UCIIOIb30BaHUM
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Tabnuya 3. Hactota BHexenesncTbix npossaeHnii, n (%)
bLU-ALUA+  BLU-ALIA-

Mpu3Haku (1=82) (n=64)

M6X 10(122) 0 0,002
g;STgnmmm 61NMapHbIX NPOTOKOB 9 (1) 0 0,002
Anr 3(3,6) 0 H/3
lMepudhbepuyeckan Heitponatus 1(1,2) 7(10,9) 0,008
JInmdpageHonarusa 3(3,6) 5(7,8) H/3
lMopaxeHune novek 2(2,4) 7(10,9) H/3
nnn 2/72 (2,8) 6/34 (17,6) 0,02
Mnesput 1(1,2) 5(7,8) H/3
Mepukapaut 2(2,4) 5(7,8) H/3
KpuornobynuHemMu4eckuin Backynut 5(6,1) 6(9,4) H/3
[mneprammarnobynunemmyeckas nypnypa 1 (1,2) 10 (15,6) 0,004
Aptput 5(6,1) 9 (14) H/3
Aptpanrumn 23 (28) 29 (45,3) 0,03
PA 4(4,9) 5(7,8) H/3
ANT 7/23 (30,4) 7/8(87,5) 0,02

Tpnmeyanne: H/3 — pasnnyus CTaTUCTNYECKN HE 3HAYUMbI

knaccudukannoHHbXx kputepreB ACR 2012 1. [24] m ACR/
EULAR 2016 1. [25]. B HacTosiiieM UCCIIeIOBaHUM TaK Xe, KaK
B padorax K. Katano u coasr. [26], P. Caramashi u coasr. [27],
B rpynmne BIII-AIIA+ oOGHapyXkeHa CTaTUCTUYECKM 3HAUYUMO
0oJiee HU3Kas YacToTa JeiikoneHnu, yem rnpu bII-ALIA— (9,7
u 31,2% coorBercTBeHHO; p=0,001), 4TO HE COrIACYeTCs C TaH-
HeiMU A. Baer u coanrt. [10] u V. Bournia u coasnr. [28]. B nipo-
BEICHHBIX PaHee HMCCIICIOBAHMSIX YacTOTa TMIIOKOMIUIEMEH-
temuu B rpynnax BII-ALA+ u BII-ALIA— He paznuyanach
[10]. Y naGmonaBimxcss HaMu rareHToB rpynmsl BII-ALIA+
cHIKeHUe ypoBHs C3-KOMIIOHEHTa KOMIUIEMEHTa BCTpeda-
JIOCh CTAaTUCTMYECKM 3HauuMo pexe, dyem npu BII-ALIA—
(B 8,5 u 23,4% cnydyaeB coorBercTBeHHO; p=0,01). YacTtora
KPUOTJIOOYIMHEMUN M MOHOKJIOHAJIBHON CEKPEIUM MEXK-
Iy TpynInaMM CTaTUCTUYECKU 3HAYMMO HE pasinyanach, XOTs
1 Obl1a HecKoJibKO BhIle mpu BIII-AILIA—. Y mauneHTOB rpymn-
nbl BII-ALIA+ oGHapykeHa CTaTUCTUYECKU 3HAYMMO Oosiee
BbIcOKas1, yeM B rpymme BIII-AIIA—, gactrora AMA (27 u 0%
cooTBeTcTBeHHO; p=0,04) 1 moBsIlIeHUsT YypoBHA IgM (24,4 n
7,8% cootBeTcTBeHHO; p=0,006).

Ilpu aHamM3e 3XeNe3UCTBhIX IPOSIBJICHWI B TPYIIIe
BII-ALIA+ BeIIBIIEHA CTATUCTUYECKU 3HAUYMMO 0O0JIice HU3KAST
4acToTa peUMIUBUPYIOIINX MapoTUTOB, YeM Tipu BIII-ALIA—
(17 u 31,25% cootBercTBeHHO; p=0,04), 4TO paHee He OCBe-
majgoch B autepatype. [Ipu aTom croiikoe yBeanueHue OYCXK
BBISIBJISIZIOCH C OIMHAKOBOI 4acToToil, U y 62,5% nauueH-
TOB C JaHHBIM TIPU3HAKOM BIIOCJIEICTBMHU TUATHOCTHUPOBAHBI
MALT-nmumboma unu Hannuue MALT-tkanu. Yacrora v Bbl-
PaXXeHHOCTb TUCHYHKIIMU CIIOHHBIX U CJIE3HBIX XKejle3 MEXIy
TPYIIIIAMUA B HACTOSIIIEM WCCIIEIOBAHUM HE Pa3IMyaiiiCh, UTO
He TTOATBEePKAaeT BEIBOIOB IPYTMX aBTOPOB O 00JIee BhIpAXKECH-
Hoii xene3ucroir nucdynkuuu npu BII-ALIA+ [10, 29, 30].
He ormeueHo 3HaumMbIx paznuuuii o crernenu JITM MCXK
MeXy nByms rpynnaMmu. B To xxe Bpems A. Baer u coanrt. [10]
y nauueHToB ¢ bII-ALIA+ HaGnonanu 3HauuMo 6oJjiee Bbipa-
xeHnywo JI'M MCXK. HaubGonee MHTEpeCHBIM TMPOSIBICHUEM
y naieHToB ¢ BIII-ALIA+ Obl1u XoJiecTaTuyeckue 3aboieBa-
HMS TIEYeHU, CPeIy KOTOPBIX BCTPEYAIUCh CTydau KakK «Kjac-
cuueckoro» TTBX (B 12,2% ciyuyaeB), B HEKOTOPBIX Cilyya-
SIX — C TIPOTPECCUPOBaHNEM B LIMPPO3 TEYEHM, TaK 1 JIETKOTO,
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HE MPOrpeccUpyollero B IMHAMUKE SMUTEIMUTa OMIMApHBIX
npotrokoB B pamkax BIII (y 11% 6GonbHbIx). [Tpu BII-ALIA—
Takas MaToJIorusi neyeHu He Habmonanack (p=0,002). UmeHHO
y nauveHToB ¢ [1bX orMmeuanoch nmosbiieHue ypoBHeit AMA
U KoHueHTpaluu IgM. CieayeT OTMETUTh, YTO B HEMHOTOUM -
CJIEHHBIX UCCIEIOBAHUSIX, B KOTOPBIX OTPaXKEHBI OCOOEHHOCTH
naTtojioruy rnedyeHu y nauueHToB ¢ BIII-ALIA+, yacroTa ay-
TOMMMYHHOTO TIOPaXKeHUsI OMIMAPHBIX IPOTOKOB BapbUpPOBa-
na ot 4,9% no 15% [22, 28]. ABTOpbI TaHHBIX MCCIEIOBaHUN
He TIPOBOAWJIN OMOTICUM TTIeYeHU U TPAKTOBAIA MUHUMAIIbHbBIE
(yHKIIMOHATbHBIE TIEYEHOYHbIE HapyllleHus Kak ciaydyau [1bX.
Mexy TeM B HallleM WCCIIeOBAaHUYW TIPU TTPOBEICHUN OUOTI-
CUM TIEYSHU U OLIeHKe TMHAMUKM €€ MIOPaKeHUsI Y OMHOM YacTu
naureHToB ObL10 00HapyxeHo couetanue BII u T1BX, a y apy-
roil — SMUTEAMUT OuaMapHbIX TpoTokoB npu BIII. B Hacros-
LIeM MCCIeOBaHUM, KaK U B OOJBIIMHCTBE paHee MPOBEIeH-
Heix [10, 11, 22, 23, 28], npu BIL-ALIA+ BoisiBiIsIach OoJiee
HM3Kasl YacToTa MopaxkeHMs Touek, yeM y nauueHToB ¢ BIII-
AIIA—, HO CTaTHCTUYECKOI 3HAYMMOCTU 3TU Pa3INdus HEe T0-
cruranu. [1o Hamum nanabeM, AWUT n niepudepudeckast Heil-
ponatus B rpymnre BUI-ALIA+ BBISBISIIMCH CTAaTUCTUYECKU
3HauuMO pexe, uem 1pu bII-ALIA—, 4To MpOTUBOPEUUT JaH-
HBIM OOJIBIIMHCTBA uccaenoBanuii [10, 23, 27—29, 31]. Takxke,
10 HAIIUM JaHHBIM, Y nanueHToB ¢ BIII-ALIA+ cratuctuye-
cKHU 3HauuMo pexe Berpevarotcss MITJI, runepramMmmarioOynu-
HeMMYecKasl IypIypa U apTpajruu.

IIpenmeTroM nuckKyccuii B 3apyOexXHBIX MCCIEIOBAHU-
sax sapisercs cooTHoweHue BII-ALIA+ u CC/. OxHu aBTO-
pbl cuurtaiorT BII-ALIA+ cyoTtunom 3aboneBanust [23], apy-
rue — <«IepexoaHoi» (opMOil Mexay «Kiaccuueckoit» BIII
u iumutrpoBaHHo# (opmoit CCII [28]. [1o HamMM TaHHBIM,
u3 119 manimenrtos ¢ BIII-ALIA+ noctoBepHbie mpusHaku CCJL
oGHapy:keHbI TOTbKO Y 37 (31%), 1 9T! GOBHBIE OBUTH UCKITIO-
yeHbl U3 aHanu3a. M3 82 nauuenrtos ¢ BILI-ALIA+, He nMero-
IMX A10cTOBepHbIX TTpu3zHakoB CCJI, OGoJiee ueM y TpeTu numesn
Mecro ®P (B mopasisionieM OOJBIIMHCTBE Cilyyae — C Ka-
MWIISPOCKOMUYECKUMU U3MEHEHUSIMU CKJIEPOJIEPMUYECKOTO
THIIa), YTO CYIIECTBEHHO BBIIIE, YeM B KOHTPOJIBLHOI IPYIIITe.
OTO MOXET CBUIETEIbCTBOBATh O IMOBBIIIEHHOM PHUCKE pa3-
Butus CCJI [18]. Apyrue xapaktepHble misg CCJ npuszHaku
B OCHOBHOI TpyTIIe MPakTUYecKu He BCTpeyanuch. Jlerounas
apTepualibHasl TUTEPTEH3UsI HEe BbISIBICHA HU Y OMHOTO TMalu-
eHra u3 rpynmsl BIII-ALIA+. B nuteparype yacTo MCIOJB3Y-
IOTCST TEDMUHBI «TI€PEKPECTHBIN CMHIPOM», a TAKXKE «CUHIPOM
Llérpena mpu CC/». OmHako eciam oba ITMarHo3a yCTaHOB-
JIEHBI B COOTBETCTBUM C MMEIOIIUMUCS KPUTEPUSIMU U JOKa-
3aHa HO30JIOTMYECKAs CAMOCTOSITEJIbHOCTh KaXIOro M3 HUX,
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TO TAHHBIN CITy9ail HEOOXOAMMO TpPaKTOBaTh KaK coYeTaHue
NIBYX 3a00J1eBaHUIA.

Panee npeanonaranock, yto MALT-nmumpomsr pu BIL
pasBuBaioTcsa U3 B-muMdornuTos, cekpetupyoommx P® [32].
I1pu aToM B HacrosiieM ucciaenoBanuu npu BII-ALIA+ Tonb-
Ko 14,3% mnaiueHToB ¢ 1uM(BOMaMU UMEIN MTOBBILICHUE YPOB-
Hs1 PO, a yactora immdom ripu BII-ALIA+ u BII-ALIA— 6puta
npakTriecku oanHakoBoit (17% wu 15,6% CcOOTBETCTBEHHO).
IMamuentsr ¢ mumdpomamu B rpymme BII-ALIA— otimnyanuch
CTaTUCTUYECKM 3HAYMMO 00Jiee BBIPAKEHHOM JTabopaToOpHOii
akKTUBHOCThIO (Hamumune P®, antu-Ro, aHTmM-La, rumokom-
IJIEMEHTEMWM, aHeMWH, JICHKOTIeHUH, TUIlepraMMariooyin-
Hemuu, nosbiieHne COD, yposHeit CPb u IgG) B cpaBHEeHUM
¢ nauMeHTaMu ¢ auMmbomamu u3 rpynnbl BII-ALIA+. OnHako
B 00eux rpynmax JuM¢GOoMbl pa3BUBAJIUCh Y TMALIMEHTOB C Tpe-
MMYIIIECTBEHHO KEJIEe3UCThIMM (popMaMu 3a00JieBaHUsI, CO-
MPOBOXAAIOIIMMUCS Pa3BUTHEM ITO3AHUX CTaAUi MOpPaKEHUS
CJTIOHHBIX U CJIE3HBIX Xeje3, CTOMKUM yBennueHueM OYCIXK,
a TaKKe MMHUMAJIbHBIM KOJTMYECTBOM CUCTEMHBIX TIPOSIBIICHMUIA.
B GonplMHCTBe ciydyaeB JUMGOMBI HOCWIM HECEKPETUPYIO-
LW XapakTep, MMO3TOMY OTCYTCTBUE MOHOKJIOHAJIBHOM CeKpe-
LMY B KPOBM HE UCKITIOYAET HAJTMIKE TUM(POMBI, ¥ TIPH CTOMKOM
YBEJIMUEHUN CIIOHHBIX/CIIE3HBIX Xeje3 TpeOyeTcs MpoBeieHre
ouornicun g ee uckiaoueHusi. Takxke B rpynne BII-ALIA+
y TTaleHToB ¢ JuMdomamu B 100% ciydaeB oOHApy:KeHO CTa-
TUCTUYECKU 3HAUMMoOe CHMKeHue yuciaa CD19*-kietok B me-
pudepuyeckoit kpoBu. He uckioyeHo, 4to B OyayiieM, rocie
0oJsiee TIIATEIbHBIX UCCAEI0BAHMIA, 3TOT (PeHOMEH MOXET ObITh
paclieHeH KaK HOBBI MpeauKTop pa3Butust aumMdom ripu BIIT
U TOKa3aHMWe [IJIs 00s13aTeJIbHOTO ITPOBEIEHUS] OMOIICUU TIpU
YBEJIMYCHUHN OOJIBIINX CIIOHHBIX JKeJe3.

Takum o6pazom, BILI-ALIA+ B 3HaUUTENILHON CTENIEHU
otimyaercs oT bII-ALIA— nmo KIMHUYECKUM U J1abOpaTOPHBIM
nmapaMeTpaM, OIHAKO TaKXKe XapaKTepH3yeTCs MOBBIIICHHBIM
puckoM Bo3HuKHOBeHUs JIT13 u, 110 Bceil BUAMMOCTH, SIBJISIET-
cs1 camocTosiTeNibHbIM cyotunom BIII.

Ilpo3paunocmo uccaedosanus

Hccaedosanue He umeno cnoHcopckoil hoddepicku. Asmopbl
Hecym NOAHYH 0MEemcmeeHHOCMb 3a npedocmagieHue OKOH4A-
MenbHOLL epcull PYKONUCU 6 nevams.

Jexaapauus o gpunancoswix u dpyzux 63aumMoomuoueHuAx

Bce asmopoi npunumanu yuacmue 6 pazpabomie KoOHuenyuu
cmamou u Hanucanuu pykonucu. OKonuamenvras eepcus pyKonu-
cu 0biaa 0000peHa ecemu agmopamu. A6mopsl He noAyHaAU 20HO-
pap 3a cmamoio.

patuBHBIe 3a00sieBaHus Tipu 6osie3Hu Lllerpena. Onkoee-
mamoanoeus. 2007;3:16-26. [Vasiliev VI, Probatova NA,
Tupitsyn NN, Varlamova EYu, Logvinenko OA, Kovrigina AM,
et al. Lymphoproliferative diseases in Sjogren’s syndrome.
Onkogematologia = Oncohematology. 2007;3:16-26 (In Russ.)].

6. Bacuibe BU. MALT-nmumdbomsr tipu 6oste3un Llerpena.
Tepanesmuueckuit apxus. 2006;1:45-52. [Vasiliev VI. MALT lym-
phomas in Sjogren’s syndrome. Terapevticheskii arkhiv =
Therapeutic Archive. 2006;1:45-52 (In Russ.)].

7. Toponeukuii BP, Bacunbe BU, I1po6atoBa HA, Tynuuun HH,
KonapateeBa TT, [llomoxoBa EH, u np. JIumbombl y 60TbHBIX
¢ cunapomom Illerpena. Kiunuueckas meduyuna. 2003;1:10-13.
[Gorodetskiy VR, Vasiliev VI, Probatova NA, Tupitsyn NN,
Kondratyeva TT, Sholokhova EN, et al. Lymphomas in patients

HayyHo-npakTtuyeckas pesmaronorns. 2021;59(2):158-163



OpurnHanbHbIE MCCNEAOBaHUSA

with Sjogren’s syndrome. Klinicheskaya meditsina = Clinical medi-
cine. 2003;1:10-13 (In Russ.)].

8. Jlorsunenko OA, BacuibeB BU. HexomkkuHckue TMMGbOMBI TpU
peBMaTUYeCcKuX 3abosieBaHusIX. Hayuno-npakmuueckas peemamo-
noeusi. 2011;49(5):71-82. [Logvinenko OA, Vasiliev VI. Non-
Hodgkin’s lymphomas in rheumatic diseases. Nauchno-prakti-
cheskaya revmatologiva = Rheumatology Science and Practice.
2011;49(5):71-82 (In Russ.)]. doi: 10.14412/1995-4484-2011-1464

9. Fayyaz A, Kurien BT, Scofield RH. Autoantibodies in Sjogren’s
syndrome. Rheum Dis Clin North Amer. 2016;42(3):419-434.
doi: 10.1016/j.rdc.2016.03.002

10. Baer AN, Medrano L, McAdams-DeMarco M, Gniadek TJ.
Association of anticentromere antibodies with more severe exocrine
glandular dysfunction in Sjogren’s syndrome: Analysis of the Sjogren’s
International Collaborative Clinical Alliance Cohort. Arthritis Care Res
(Hoboken). 2016;68(10):1554-1559. doi: 10.1002/acr.22859

11. Nakamura H, Kawakami A, Hayashi T, Iwamoto N, Okada A,
Tamai M, et al. Anti-centromere antibody-seropositive Sjogren’s
syndrome differs from conventional subgroup in clinical and
pathological study. BMC Musculoskelet Disord. 2010;11:140.
doi: 10.1186/1471-2474-11-140

12. Tinazzi E, Patuzzo G, Lunardi C. Autoantigens and autoantibodies
in the pathogenesis of Sjogren’s syndrome. Sjdgren’s Syndrome.
2016:141-156. doi: 10.1016/B978-0-12-803604-4.00009-5

13. Vlachoyiannopoulos PG, Drosos AA, Wiik A, Moutsopoulos HM.
Patients with anticentromere antibodies, clinical features, diagno-
ses and evolution. BrJ Rheumatol. 1993;32(4):297-301.
doi: 10.1093/rheumatology/32.4.297

14. AHnanbeBa JII1, AnekcannpoBa EH. AyroanTturena npu cuctem-
HOU CKJIEPOACPMHHU: CTICKTP, KITMHUIECKHIE aCCOIUAITIY U TTPO-
THOCTHYECKOe 3HaueHue. Hayuno-npakmuueckas peemamonousi.
2016;54(1):86-99. [Ananyeva LP, Aleksandrova EN. Autoanti-
bodies in systemic sclerosis: Spectrum, clinical associations, and
prognostic value. Nauchno-prakticheskaya revmatologiya =
Rheumatology Science and Practice. 2016;54(1):86-99 (In Russ.)].
doi: 10.14412/1995-4484-2016-86-99

15. Villalta D, Imbastaro T, Di Giovanni S, Lauriti C, Gabini M,

Turi MC, et al. Diagnostic accuracy and predictive value of extended
autoantibody profile in systemic sclerosis. Autoimmun Rev.
2012;12(2):114-120. doi: 10.1016/j.autrev.2012.07.005

16. Swerdlow SH, Campo E, Harris NL, Jaffe ES, Pileri SA, Stein H,
et al. (eds). WHO classification of tumors of hematopoietic and
lymphoid tissues; 4™ ed. Lyon;2017:1-523.

17. Haconos EJI (pen.). PeBmaronorusi. Poccuiickue KimHu4Yeckue
pekomenaanuu. M;2017: 456. [Nasonov EL (ed.). Rheumatology.
Russian clinical recommendations. Moscow;2017:456 (In Russ.)].

18. van den Hoogen F, Khanna D, Fransen J, Johnson SR, Baron M,
Tyndall A, et al. 2013 classification criteria for systemic sclerosis:
an American college of rheumatology/European league against
rheumatism collaborative initiative. Ann Rheum Dis.
2013;72(11):1747-1755. doi: 10.1136/annrheumdis-2013-204424

19. Knodell RG, Ishak KG, Black WC, Chen TS, Craig R,

Kaplowitz N, et al. Formulation and application of a numerical
scoring system for assessing histological activity in asymptomatic
chronic active hepatitis. Hepatology. 1981;1(5):431-435.

doi: 10.1002/hep.1840010511

20. Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary bili-
ary cholangitis: 2018 practice guidance from the American
Association for the Study of Liver Diseases. Hepatology.
2019;69(1):394-419. doi: 10.1002/hep.30145

Yanbues b.J1. ORCID: https.//orcid.org/0000-0003-4188-3578
Bacunbes B.W. ORCID: https://orcid.org/0000-0002-1425-8622
Manbwuna C.I. ORCID: https://orcid.org/0000-0003-3389-7064
Toprawmuna A.B. ORCID: https.//orcid.org/0000-00071-8099-2107
Coxkon E.B. ORCID: https.//orcid.org/0000-0002-2191-9361
Xsan H.U. ORCID: https://orcid.org/0000-0003-2314-1466
Popuonosa E.b. ORCID: https.//orcid.org/0000-0002-6123-2679
Cachonosa T.H. ORCID: https.//orcid.org/0000-0002-4601-0904

HayyHo-npakTtnyeckas pesmaronorus. 2021;59(2):158-163

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31

32.

HBamkun BT, Maesckass MB, I1aBnoB UC, denochuna EA,
Becconosa EH, IMuporosa MO, u np. KaiuHuyeckue pekomeHaa-
mu Poccuiickoro o61ecTBa mo n3y4eHuIo eYeHu 1
Poccuiickoii racTpoaHTEpOIOrMuecKoil accoLMaliy Mo JICYEHUIO
OCJIOKHEHU I LIMppo3a nedeHu. Poccuiickuii Jcypran eacmposnme-
poaoeuu, 2enamonozu, Koronpokmonoauu. 2016;26(4):71-102.
[Ivashkin VT, Mayevskaya MV, Pavlov CS, Fedosyina YA,
Bessonova YN, Pirogova IYu, et al. Treatment of liver cirrhosis
complications: Clinical guidelines of the Russian Scientific Liver
Society and Russian gastroenterological association. Rossijskij
zhurnal gastroenterologii, gepatologii, koloproktologii = Russian
Journal of Gastroenterology, Hepatology, Coloproctology.
2016;26(4):71-102 (In Russ.)]. doi: 10.22416/1382-4376-2016-26-
4-71-102

Baldini C, Mosca M, Della Rossa A, Pepe P, Notarstefano C,
Ferro F, et al. Overlap of ACA-positive systemic sclerosis and
Sjogren’s syndrome: A distinct clinical entity with mild organ
involvement but at high risk of lymphoma. Clin Exp Rheumatol.
2013;31(2):272-280.

Lee KE, Kang JH, Lee JW, Wen L, Park DJ, Kim TJ, et al. Anti-
centromere antibody-positive Sjogren’s syndrome: A distinct clini-
cal subgroup? Int J Rheum Dis. 2015;18(7):776-782.

doi: 10.1111/1756-185X.12684

Shiboski SC, Shiboski CH, Criswell L, Baer A, Challacombe S,
Lanfranchi H, et al. American College of Rheumatology classifica-
tion criteria for Sjogren’s syndrome: A data-driven, expert consen-
sus approach in the Sjogren’s International Collaborative Clinical
Alliance cohort. Arthritis Care Res (Hoboken). 2012;64(4):475-487.
doi: 10.1002/acr.21591

Shiboski CH, Shiboski SC, Seror R, Criswell LA, Labetoulle M,
Lietman TM, et al. 2016 American College of Rheumatology/
European League Against Rheumatism classification criteria for
primary Sjogren’s syndrome: A consensus and data-driven meth-
odology involving three international patient cohorts. Arthritis
Rheumatol. 2017,69(1):35-45. doi: 10.1002/art.39859

Katano K, Kawano M, Koni I, Sugai S, Muro Y. Clinical and lab-
oratory features of anticentromere antibody positive primary
Sjogren’s syndrome. J Rheumatol. 2001;28(10):2238-2244.
Caramaschi P, Biasi D, Carletto A, Manzo T, Randon M,
Zeminian S, et al. Sjogren’s syndrome with anticentromere anti-
bodies. Rev Rhum Engl Ed. 1997;64(12):785-788.

Bournia VK, Diamanti KD, Vlachoyiannopoulos PG,
Moutsopoulos HM. Anticentromere antibody positive Sjogren’s
syndrome: A retrospective descriptive analysis. Arthritis Res Ther.
2010;12(2):R47. doi: 10.1186/ar2958

Salliot C, Gottenberg JE, Bengoufa D, Desmoulins F, Miceli-
Richard C, Mariette X. Anticentromere antibodies identify patients
with Sjogren’s syndrome and autoimmune overlap syndrome.

J Rheumatol. 2007;34(11):2253-2258.

Kitagawa T, Shibasaki K, Toya S. Clinical significance and diag-
nostic usefulness of anti-centromere antibody in Sjogren’s syn-
drome. Clin Rheumatol. 2012;31(1):105-112. doi: 10.1007/s10067-
011-1789-z

Yan SM, Zeng XF, Zhao Y, Zhang FC, Dong Y. A clinical analysis
of primary Sjogren’s syndrome with anticentromere antibodies.
Zhonghua Nei Ke Za Zhi. 2008;47(4):296-299.

Mariette X. Lymphomas complicating Sjogren’s syndrome and
hepatitis C virus infection may share a common pathogenesis:
chronic stimulation of rheumatoid factor B cells. Ann Rheum Dis.
2001;60(11):1007-1010. doi: 10.1136/ard.60.11.1007

163



