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1leav uccaedosanus — uzyvenue KAUHUYECKUX U A1aOOPamopHbix ocobeHHocmell y nayuenmos ¢ 6oaesuvio lléepena (BbII), nozumugnvix no
anmuyenmpomepHolm anmumenam (ALIA), a makoce uyecmeumenvHocmu pasHolx mMemodog onpedenenus ALIA, paspabomka aneopumma
dugpghepenyuanvroii duaznocmuxu y ALIA-no3umuensix nayueHmos.

Iauuenmot u memooot. B PI'bHY « Hayuno-uccaedosamensckuii uncmumym peemamonoeuu um. B.A. Haconoeoit» nod nabniodenuem Ha-
xoounoce 136 evicokonozumusrwvix no ALIA nauyuenmos. /s ouaenocmuxu BIII ucnoavzosasuce omeuecmeenuvie kpumepuu 2001 e., cuc-
memHoti cknepodepmuu (CCH) — kpumepuu ACR/EULAR 2013 e., nepsuunoeo 6uauaproeo xoraneuma (I16X)/anumeauuma ouasuapruix
npomokoe 6 pamkax BIII — pexomenoauuu Amepurxanckoil accoyuayuu no usy4eruio 3abonresanuil nevernu, Poccuiickoii eacmposrnmepono-
euyeckoil accoyuayuu u Poccuiickoeo obuwecmea no uzyuenuro newenu. Jluaenocmurxa aum@bom ocyusecmensnach Ha 0CHOBAHUU UccAed08a-
HUll buonmamog nopaxsceHHvix opeanos coeaacto kaaccugukayuu BO3. BIII duaenocmuposana y 119 nayuenmos, CCIl — y 49 (y 37 6 co-
uemanuu ¢ bIIl uy 12 — uzoauposannas CCIH), I1BX/anumeauum buruapuvix npomokos — y 23 (60 ecex cayuasnx 6 covemarnuu ¢ bIII u/uau
CCI), 5 nauuenmog 6viau uckar4eHbl U3 uccaedosarus. B danvuetimuii anaiusz eéowen 131 AILIA-nozumuenviii nayuenm. boavhoie 6viau pas-
deaenvt na mpu epynnot: BII (n=82, uau 62,6%); b1 + CCA (n=37, uau 28,24%); CCI (n=12, uau 9,16%).

Pesyavmamot u o6cyxncoenue. Aymoanmumena k yenmpomeprnomy nenmudy (CENP) A u CENP-B ¢ odunakogsix mumpax 6blsigieHbl ) 6cex
AL[A-no3umusnsix nayuenmog He3agucumo om duaero3a. llpu cpasHumensHoM anaiuze mpex epynn NAyUeHmo8 CmamucmuuecKu 3Ha4u-
MbIX pa3Au4uil 6 uacmome A1a00paAMoPHbIX OMKAOHEHUI He 8bisé1eH0. XapakmepHble 045 kaaccuveckoi BII npusnaku — peemamouoruiil
gaxmop (P®), aumumena k Ro u La, reiikonenus, nosviuenue COD, eunepeammaenobyrunemus, yeeauuenue yposus IgG/I1gA — obnapyce-
Hbl Y He3HAUUMENbHOU yacmu nauuenmos. Yacmoma u evipaxcennocmn xcenezucmoix nposieaeruii npu bII u BII + CC/ ne pazauuanuce.
ITBX/snumeauum 6uauapnovix npomoxoe umencs y 17,5% AILIA-no3umugnvix nayuenmos (6 60abuuHCmMEe CAyHaed NOUMUBHBIX NO AHMU-
MUMOXOHOPUANBHBIM AHMUMEAAM), CMAMUCIUYECKU 3HAYUMBIX PA3AUMULL 8 e20 Yacmome mexcdy epynnamu He ooHapyxicero. [pyeue eHe-
acenezucmote nposeaenus npu BII u BIII + CCJl evia61enbl y menbuieeo uucia nayuenmos. Bce nposenenus cKkaepooepmuueckKoeo cnekmpa
npu CC u BIII + CC/ ecmpeuanuce uaue, wem npu BIII. Jlecounas apmepuanrvhas eunepmen3sus He OUA2HOCMUPOBAHA HU Y 00H020 NAYU-
enma u3 epynnot BII. MALT-numepomer o6napyscenst y 19 ALIA-nozumuensix nayuenmos. Onu écmpeuanucy moavko y nayuenmog ¢ bIII,
6 epynne CC/ aumeom ne 6vt10. MALT-aumepomsr pazsusanuce 6 nepsvie 10 nem nocne nauana BII. Tpancgopmauus MALT-rumepomot 6
Jugpghysnyro B-knemounyto KpynHokAemouHyo aumgpomy Habawooarace y 2 nayuenmos. OCHOBHbIMU NPUSHAKAMU AUMPOM Y NAUUEHIO8 C
BIII 6v1au: cmoiikoe ygeauuenue 0KOAOYUIHBIX CAIOHHBIX dicene3, cHuxcenue yposhs C4-komnonenma komnaemenma, a makice CD19+ kae-
MoK 6 nepugepueckoli Kposu, KpuoenobyauHemMu1eckKuii ackKyium, MOHOKAOHAAbHAS CeKpeyusi 8 CbleOpomKe Kpogu, AUMPOUoHas uH-
Qunsmpayus marvix cAOHHBIX Jcene3 >4 gokyca, a makice msxicenoe nOPajNceHue CAIOHHbIX U CAe3HbIX Jicenes.

Sararouenue. blll, accoyuuposannas c ALIA, séraemesn camocmosmensHolm cyomunom 3a004e6anus, OMAUHAIOUUMCS NOBbIUEHHbIM PUC-
xom eosnuknosenus CCI, I1bX u MALT-a1umpom, Huzkoi uacmomoii xapakmepHwix 015 kaaccuteckoil BII cucmemmbix nposesenull u aa-
b6opamopnuix npusnakos. Ilpu BIII, nezagucumo om gvlaeasieMoeo muna aHmumen U HAAUMUs UAU OMCYMCMBUS GHEJICeNe3UCbIX NPosige-
HUll, npogpeccupyem nOpadceHue CAHHbIX U CAE3HbIX Jicee3, Ymo HepedKo NPpUeooUm K pas3gumuio AUmM@om, no3momy mepanusi, ChOCOOHAs
npedomepamums 803HUKHOBEHUE OAHHO20 0CA0JICHEHUS, 00NCHA ObIMb UHULUUPOBAHA cPA3y nocae ycmanoeaenus duaenosa b1, Boisgnen-
Hble 8 HACMOAWeM UCCAe008aHUU NPUHAKU AuM@onporudepayuu 0oadicHyt yuumoieamocs y ecex AL[A-nozumuensix nayuenmos ¢ b1l dns
PaHHell OUaeHOCMUKU AUMPOUOHBIX onyxoaell 0o HazHaveHus mepanuu. [Ipuseden areopumm duggepenyuarvHoll OUazHOCMUKY NPU cepo-
nosumuernocmu no AL[A. Onpedenenue aymoanmumen k CENP-A u CENP-B ne nozgoasem ocywecmensims ougpgpepeHyuanvuyio ouazHo-
cmuky y AIIA-no3umuenbix nayuenmoas.
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Objective: to study clinical and laboratory features in patients with anticentromere antibody (ACA)-positive Sjbgren’s disease (SD), as well as
the sensitivity of different methods for determination of ACA, and to elaborate an algorithm for differential diagnosis in ACA-positive patients.
Patients and methods. The V.A. Nasonova Research Institute of Rheumatology followed up 136 patients who were highly positive for ACA. The
investigators used the 2001 Russian criteria for the diagnosis for SD; the 2013 ACR/European League Against Rheumatism (EULAR) criteria
for that of scleroderma systematica (SDS); the guidelines of the American Association for the Study of Liver Diseases, the Russian
Gastroenterological Association, and the Russian Society for the Study of the Liver for that of primary biliary cholangitis (PBC)/biliary duct
epitheliitis in the presence of SD. Lymphomas were diagnosed by biopsies of affected organs according to the WHO classification. SD was diag-
nosed in 119 patients; SDS in 49 cases (37 with SDS concurrent with SD and 12 with isolated SDS), PBC/biliary duct epitheliitis in 23 (all
cases with PBC/biliary duct epitheliitis concurrent with SD and/or SDS); 5 patients were excluded from the investigation. Further analysis
included 131 ACA-positive patients. The patients were divided into three groups: SD (n=382 or 62.6%); SD+SDS (n=37 or 28.24%),; SDS
(m=120r 9.16%).

Results and discussion. Autoantibodies to centromere peptide (CENP) A and CENP-B in the same titers were detected in all ACA-positive
patients, regardless of diagnosis. Comparative analysis of three patient groups revealed no statistically significant differences in the frequency of
laboratory deviations. The signs characteristic of classical SD (rheumatoid factor (RF)), anti-Ro and anti-La antibodies, leukopenia, higher
ESR values, hypergammaglobulinemia, and elevated 1gG/IgA levels) were found in a small proportion of patients. The frequency and severity
of glandular manifestations did not differ in SD and SD + SDS. PBC/biliary duct epitheliitis was present in 17.5% of ACA-positive patients (in
most antimitochondrial antibody-positive cases); no statistically significant differences in its frequency were found between the groups. Other
extraglandular manifestations in SD and SD + SDS were identified in a smaller number of patients. All sclerodermic spectrum manifestations
were more common in SD and SD + SDS than in BS. Pulmonary arterial hypertension was not diagnosed in any patient from the SD group.
MALT lymphomas were detected in 19 ACA-positive patients. Those were present only in BS patients and absent in the SDS group. MALT lym-
phomas developed in the first 10 years after the onset of SD. The transformation of MALT lymphoma into diffuse large B-cell ymphoma was
observed in 2 patients. The main signs of lymphomas in SD patients were persistent parotid salivary gland enlargement, decreased levels of com-
plement C4 and peripheral blood CD 19+ cells, as well as cryoglobulinemic vasculitis, serum monoclonal secretion, lymphoid infiltration in the
minor salivary glands (a focus score of >4), and severe damage to the salivary and lacrimal glands.

Conclusion. ACA-associated SD is an independent disease subtype characterized by an increased risk for SDS, PBC, and MALT lymphomas
and by a low frequency of the systemic manifestations and laboratory signs characteristic of classical SD. Regardless of the detected type of anti-
bodies and the presence or absence of extraglandular manifestations, damage to the salivary and lacrimal glands progresses in SD, which often
leads to lymphomas; therefore, the therapy that may prevent this complication should be initiated as soon as possible after SD diagnosis. The
lymphoproliferation signs identified in this investigation should be taken into account in all ACA-positive patients with SD for the early diagno-
sis of lymphoid tumors before therapy is prescribed. An algorithm for differential diagnosis in seropositivity for ACA is presented. Determination
of autoantibodies to CENP-A and CENP-B does not allow the differential diagnosis in ACA-positive patients.

Keywords: anticentromere antibodies; Sjogren’s disease; scleroderma systematica; primary biliary cholangitis; lymphoproliferative diseases;
MALT lymphoma.
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bonesnp Illérpena (bII) 3aHMMaeT BTopoe MeCTO Mocjie
peBmarouaHoro aprpurta (PA) cpeau cucTeMHBIX peBMaThye-
ckux 3aboseBanuii (P3) o pacnpocTpaHEeHHOCTU B MOMYJISIIIAA
[1-3]. Takxe cpenu Bcex P3 B GONBIIMHCTBE clydacB UMEHHO
BIII siBnsieTcs: KOMIIOHEHTOM TIOJMAYTOMMMYHHBIX COCTOSTHUIM
[4], 1. e. coueraercs ¢ PA, cuCTeMHOI KpacHOI BOJYaHKOM
(CKB), cuctemnoit cknepoaepmueit (CC). [Tpu aToM Haubo-
Jiee IupoKo ucroib3yemole B jeueHuu PA, CKB, CCJI rioko-
KOPTUKOUIIBI, METOTPEKCAT, aMUHOXUHOJIMHOBBIE TIperaparhl,
a3aTuonpuH, JedIyHoMu, cyibdacaia3H He TTO3BOJISIIOT 0C-
TaHOBUTH TiporpeccupoBanuie BII v He CHIKAIOT YacToTy pas-
BUTHS TuMdonpoaudepatuBHbIX 3a6oaeBanuii (JIT13) mpu BIII
[5—7]. IMoatomy BuisiBneHue BII y mauuentoB ¢ apyrumu P3
HeTpeMeHHO JOJDKHO OTpaXkaThCsl Ha BEIOOPE TepareBTUIeCKON
TaKTUKWA. B CBSI3M ¢ 2TUM 3HaYeHWE NUArHOCTUKYU U JICUCHUS
BIII B mpakTuke peBMaTojOTa KpaifHe BHICOKO.

MMMyHoOsIOrnYecKoi «BU3UTHOM KapToukoii» bI saBistoT-
cs aHtuTena K Ro (aHtu-Ro) u La (anTu-La), BeIsIBIsSIEMBIC ¥
60—80% 6onbHbIX [8], omHako omucanbl cyoTunsl BIL, mpu Ko-
TOPBIX OHU MOTYT OTCYTCTBOBaTh [9—11]. OnHUM U3 TakuX cyo-
tunos sBisiercs b1, accouuupoBaHHas ¢ aHTULIEHTPOMEPHbBI-
mu aHtuTenamMu (ALIA). XoTs maHHBIN CyOTHIT 3a00JieBaHUS
ObL1 BriepBble onucad eme B XX B. [12] u BcTpevaetcs B 3—27%
cayyaeB BII [10], no cux mop ALIA-NO3UTUBHBIM MallMeHTaM
3a4acTyio He IPOBOIUTCS obcienoBanue it uckiaoueHus: bILI
BBUAY TOoro, uto ALIA pacueHMBalOTCs Kak BblCOKOCTIEUGbUY-
HbIi1 Mapkep JumutupoBaHHoi hopmbl CCJ [13, 14]. Ceporio-
3UTUBHOCTDL 110 ALIA 00Hapy>XMBalOT C MOMOIIbLIO HEMPSIMON
peakunu ummyHodbmoopecueHunu (HPU®) na Hep-2-knet-
Kax. [1pu mo3uTUBHOCTU ChIBOPOTKHU 1O ALIA aHTUHYKI€apHbIiA
dakrop (AH®) umeer HeHTpOMepHBI TUIT cBedeHus [15].
C 1enblo JagbHENIero onpeneaeHus KOHKPETHOIO ayTOaHTH-
reHa st ALLA npoBoauTcss MMMYHOMEPMEHTHBIN aHaIu3
(MDA) n160 UMMYHOOIOTTHHT.

AytoantureHamu ajsg ALIA MoryT sIBisITbCs 8 LIeHTpoMep-
HBIX PUOOHYKJIEOMPOTEUHOB C Pa3JIUYHON MOJEKYISIPHOM
maccoit (A, B, C, D, E, E H, O) [4] u retepoXpoMaTUHOBBI
6enok 1 (HP1a) [16, 17]. OCHOBHBIM ayTOAHTUIECHOM, pearu-
PYIOIIMM TIpakThdecku co BceMu ALIA-TIO3UTUBHBIMY CBIBOPOT-
KaMu, cuutaetcs neHTpoMepHbiil mentun (CENP) B [15]. Ayto-
anturena kK CENP-A, -B, -C, -D, -E u -O BbIIBASIUCH NPU
CCI, x CENP-B, -C, -H u -HPla — npu BI, x CENP-F —
npu onyxojisax [10, 16]. B GolbIIMHCTBE caydyaeB y MallMEHTOB
¢ ALJA-nto3utuBHoit CCJl 0JHOBpeMEHHO OOHAapyXUBAIOTCS
ayroantutesna kak K CENP-A, tak u k CENP-B Bcieacrtsue
MepeKpPeCTHON peaKTUBHOCTH SIUTOIIOB JaHHBIX Oe¢JKOB [18].
A.C. Gelber u coast. [19] nmpu cpaBHEeHUU STUTOMHON CIELIM-
¢uuHocTu ALIA y mauuenToB ¢ B v CCJI noka3ajiu, 4To ChI-
BopoTKU nanueHToB ¢ BII 1 ALIA mO3UTUBHBI MO ayTOAHTUTE -
nam Kk CENP-C, a ceiBopotku nmauueHToB ¢ CC/ u ALIA — no
ayroantutesam kak K CENP-B, tak u CENP-C. B uccnenona-
Hun N. Tanaka u coaBr. [16] TakxKe IpOBEeIEHO CpaBHEHUE
ALIA-TI03UTHUBHBIX CBIBOPOTOK manueHToB ¢ Bl u CC/ u yc-
TaHOBJIEHA BbIcoKas yactora ayroaHtures K CENP-B u npu
BII, u npu CCHA. Ognako npu B mocTtoBepHo uaiie, yem
npu CCJ, BoisgBasiiuck ayroantutesna K CENP-C u HPla, Ha
OCHOBaHUWU Yero aBTOPHI caenanu BeiBogd, uto BIII, accomuu-
poBaHHas ¢ ALLA, saBasercsa cyotunom bII, He 3aBucsum ot
CCJ. Ilpu sToM HEKOTOpbIe aBTOpPHI oTMevaroT, yTo HPU®
00J1alaeT BBICOKOI UyBCTBUTEJNBHOCTHIO B OTHOLUEHUMW AHTU-
Ten K CENP-B, onHako MoXeT He onpeaesisaTh ayToaHTUTe 1a K
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JNIPYTUM LIEHTPOMEPHBIM TpoTtenuHaM (Hampumep, K CENP-C)
[10, 19].

Iens vccenoBanusl — U3ydeHNe KIMHWMYECKUX U Jlabopa-
TOPHBIX 0COOEHHOCTeH y Mmo3uTuBHBIX 0 ALIA marmeHToB C
BIII, a Takzke 4yBCTBUTENIBHOCTH Pa3HBIX METOIOB OTIPEICTICHUS
AlIA, pa3pabotka anroput™a auddepeHInaabHON TMarHOCTH -
k1 y ALIA-TIO3UTUBHBIX MALIMEHTOB.

IMauuenTsl U MeTOnbl. B mMTEIBHOE MPOCTIEKTUBHOE MC-
crenoBaHue BKIoUeHO 136 ALIA-mo3uTuBHBIX manreHToB (130
XKeHIIUMH, 6 MyxuuH), HaOmomasimuxcs B ®TBHY «Hayuno-
HCCIIeIOBAaTeIbCKUIT MHCTUTYT peBMaroioruu um. B.A. Haco-
HoBoli» ¢ 1998 mo 2019 . KputepueM BKIIOUEHUSI CIYKUIO Ha-
nmuue Bbicokoro ypoBHst ALIA (>3 Hopwm). Cepono3uTUBHOCTD
o ALIA onenuBanu ¢ nomoinbio HPU® Ha Hep-2-kietkax, a
takke MDA (MDA + anturesia Kk CENP-B). V 28 u3 136 nauu-
€HTOB BBITIOJITHEH UMMYHOOJIOTTUHT C OTIpeIeJICHUEM aHTUTEN K
CENP-A u CENP-B.

Bcex maimeHTOB ocMaTpuBasl PEBMATOJIOT, MPOBOAWIOCH
TaKXX€ MMMYHOJOTMYECKOoe (OMpeiesieHue aHTUSIAEPHBIX ayTo-
aHTUTeN, peBMarounHoro dakropa — PO, — CPB, ummyHori0-
oynuHoB, C3/C4-KOMITOHEHTOB KOMIUIEMEHTa), CTOMATOJIOTH -
yeckoe (Y3U caroHHBIX Xene3, cHalioMeTpus, cuanorpadus,
Ouoricusi MaJibIX CIIOHHBIX Xkene3 — MC2K — 1 OKOJOYIIHBIX
cmoHHBIX kene3 — OYCK — uan nogHUKHEeUeMOCTHbIX CITIOH-
Hbix xeje3 — [THYCXK — npu Hatuuuy 3HaYUTEJIbHOTO UX YBE-
JIMYEHUST) U OPTATBMOJIOTHYeCKOe (CTUMYJIMPOBAHHBIN TecT
[upmepa, mpoba HopHa, okpacka smuTennsi KOHBIOHKTUBEI 1
POTOBUIIBI BUTATBHBIMU KpacutessiMu, Y3W opout mpu yBenu-
YEHUU CJIE3HBIX XKeJe3) 00caen0BaHue ISl BHISIBICHUS XKeJle3U-
cthix nposiBiieHuit BIL, a Takxke peHTreHojJornyeckoe, pyHK-
LMOHATBHOE U JIaOopaTOpHOE 0OCceI0BaHME AJIsI TUAarHOCTUKU
BHexkese3ucTbix nposigneHuit BII u couetanHbix P3. Inartos
Bl ycTaHaBMMBaaM Ha OCHOBAaHUU OTEUECTBEHHBIX KPUTEPUEB
2001 . [20]. st OLIEHKM COOTBETCTBMSI IAIIMEHTOB MEXKIyHa-
POIHBIM KJAacCU(DUKALMOHHBIM KPUTEPUSIM UCIOIb30BATU
kputepuu BIII ACR (American College of Rheumatology) 2012
L. [21] u ACR/EULAR (European League Against Rheumatism)
2016 r. [22], xputepun CCII ACR/EULAR 2013 r. [23]. Auar-
HOCTUKY TiepBUYHOTO 6mmapHoro xonanrura (I1BX)/smurenu-
uta owinapHbix mpoTokoB mpu BIL ocymecTsisinum Ha ocHOBa-
HUMM OLIEHKU TeueHus 3a0oyeBaHusl, GyHKUINY MeYeHU, PEe3yIib-
TaTOB OIpeAe/ICHUs] aHTUMUTOXOHApUAIbHBIX aHTUTENl (AMA),
a Takke MOp@OJOrMIeCcKOro UCCIel0BaHusI OMONTATOB MEYeH!,
COTJIAaCHO peKOMEeHIAIusIM AMEpUKaHCKOW acCoIMaluy I0o
n3yueHuto 3aboneBaHuit medeHu [24], Poccuiickoii ractpoaHTe-
poJyornueckoii accoumanuu u Poccuiickoro obiecTsa mo msy-
yeHuto reyeHu [25]. Jluarnoz MALT-1uM@OMBbI CIFOHHBIX XKe-
Jie3 yCTaHaBIMBaJIM Ha OCHOBAaHUM TaHHBIX TUCTOJIOTMYECKOTO U
MMMYHOTMCTOXMMUYECKOTO MCCICIOBaHUM, a TakXKe IMOJMMe-
pa3HOl LEMHOU peakuuu ¢ ornpeaeseHrueM B-kieToyHol Kio-
HaJTbHOCTU OUOTITATOB IMOPAKEHHBIX OPTAaHOB B COOTBETCTBUU C
KPUTEPUSIMUA TUATHOCTUKM TeMOIIOdTHIecKuX omyxoieit BO3
[26]. pu mmurenbHoMm HaGmogeHuu 136 AILIA-TTO3UTHUBHBIX
namueHToB Bl nuarHoctupoBaHay 119, CCl —y 49 (y 37 B co-
yetaHuu ¢ b u y 12 uzonupoannas CCH), I[1bX/anutenuut
OMIMApHBIX MPOTKOB — Yy 23 (BO Bcex cyyasx B COUETAHUU C
BI u/wmm CCH). VckmoueHsl U3 naibHeiiero anammsa 1 ma-
ureHTKa ¢ I[gG4-cBsi3aHHBIM cCUCTeMHBIM 3a0oeBanneM (IgG4-
CC3) ¢ nokanu3zanmeit mopaxeHus B TPUAATOYHBIX ITa3yxax HO-
ca, MOYEBOM Iy3bIpe, YPETPe, MOJKOXKHOMU XXMPOBOI KIeTYaTKe,
a Takke 4 TalyeHTa, y KOTOPhIX TUarHOCTUPOBATh KaKoe-JI100
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3a0ojieBaHue He yaanoch (puc. 1). Takum obpa3om, B fajibHE -
mee ucciaenosanHue Bomuen 131 ALIA-TIO3UTUBHBIN TALUCHT.

s3HayeHrss AH® (ot 1:2560 mo 1:10 240). Bo Bcex ciaydasx AHD
MMeJT LIEHTPOMEPHOE CBEYEHHE, a B 6 — TaKxKe MUTOXOHIPUAIb-
Hoe cBeueHue. [ToszutuBHOCTL IO AMA

npu TipoBeneHun MDA obOHapyxkeHa
TOJIbKO Y 3 13 9TUX 6 GOJIbHBIX. Y BCEX IMa-
reHToB 1pu MDA BBISIBICHBI aHTHUTEA
Kk CENP-B. ITo gaHHbBIM MUMMYHOOJIOT-
TUHTa Bce 28 MalMeHTOB He3aBUCHMO OT
JIMarHo3a ObLIM BBICOKOITO3UTUBHBI 10
anturenam K CENP-A u CENP-B.

Bo Bcex Tpex mccaeayeMbIX rpymmnax
(b1, BII + CCI u CCJl) npeobaananu
JKEHIIMHBI, Bo3pacT nauueHToB ¢ BII u
BII + CCJI 6bu1 HECKOJIBKO BBIIIE, YEM
oonbHbIx CC (49,7£11,7; 47,5+10,9 u
39,249,9 roma coOTBEeTCTBEHHO). Me
nmutenbHocTH BIL mo BeisiBneHms JII13
B TMEPBbIX ABYX I'PyIMax He pazinyanach
U cocTasJsiaa 8,5 rona.

Bce maumeHTHl ObUIM CEPONIO3UTUB-
Hbl 1o AH® (tab6u. 1). XapakrepHble mist
knaccuyeckoit Bl neiikonenusi, PD,
aHnTu-Ro, antu-La, mobienne COD,
TUMepraMMarjio0yanHeMusi, TOBBIIIE-

Puc. 1. Cmpykmypa ouaenozos y AIIA-nozumusnsix nayuenmos
Fig. 1. Structure of diagnoses in ACA-positive patients

bonbHbIe ObUIM pa3nesieHbl Ha TPU TPYMIIbL: 1-10 TPyTIy, camylo
MHOTOUUCJIEHHY10, cocTaBwin 82 (62,6%) nauumenra ¢ BI; 2-10 —
37 (28,24%) nammentoB ¢ covyeranueM Bl u CCI; 3-i0 —
12 (9,16%) nammentoB ¢ CCJl. B 3Tux rpymmax cpaBHUBaIX
KIMHUYeCKUe 1 J1abopaTOpHbIe MPOSIBJICHUS, OLIEHUBAJIN Jac-
TOTY TUM(OM U KIMHUKO-JTa00paTOpHbIE XapaKTepPUCTUKY T1a-
IIMEeHTOB ¢ TuM@oMaMu 11 6e3 TAaKOBBIX.

KonuvectBenHble IepeMeHHbBIE TIPEACTABICHBI B BUAE Cpe-
nHero apudmernyeckoro (M), cTaHIapTHOTO OTKJIOHEHUs (0),
menuaHbl (Me), 25-ro u 75-ro nepueHTwieil. KauectBeHHbIe
TepeMeHHBIe OMUCHIBAIMCH AOCOTIOTHBIMU M OTHOCUTEIbHBIMU
yacToTamu (TIpolieHTaMu). Paznnuus cuMrtanm cTaTUCTUYeCKU
3HaunMbIMu Tipu p<0,05.

J1s1 KOMUYEeCTBEHHBIX TEPEMEHHBIX MPOBOIMIN TECT Ha
HOPMaJIbHOCTh pacmpeneneHus. i OleHKU MOJYyYeHHBIX pe-
3yJIBTaTOB UCIOJIb30BaHbl: Kputepuii [lupcona > (aHanu3 tab-
JIAII CONPSDKEHHOCTH ), HeTTapHbIii t-kputepuit CteloneHTta. Ec-
JIV BBIOOPKU U3 TIEPEMEHHBIX HE COOTBETCTBOBAI HOPMAJIbHO-
My 3aKOHY pacripeeJIeHsI, UCIIOIb30BaIN HellapaMeTpUIecKre
tectbl: U-Tect ManHa— YutHu, kputepuii Kpackemna—Yonnuca.
st onipeneneHrst B3AMMHOTO BIMSIHUS MOKa3aTeeil MpruMeHsi-
JIV KOppesIUMOHHBIN aHanu3 CriupMmeHa. BeruncieHust BbINos-
HSUTM Ha TePCOHATbHOM KOMIThIOTEPE C UCIOJIb30BaHUEM TIPH-
noxeHus: Microsoft Excel 1 makera cTaTUCTUYECKOTO aHAIM3a
nmaHHbIX Statistica 10 for Windows (StatSoft Inc., USA).

Pesynsratsl. [1ns onenky 3HaueHus onpeneneauss CENP-A
u CENP-B B nuddepenunanbHoii nuarnoctrke ALIA-mo3utus-
HBIX MalMEeHTOB y 28 U3 HUX ObUI OCYIIECTBICH UMMYHOOJIOT-
TUHT ¢ BbisiBieHreM aytroaHtutel K CENP-A u CENP-B. V 26
u3 9TuX 28 nauueHToB umenacs bIL, y 7 — CCI, y 7 — npusHa-
ku [1bX/3nurenuTa OMIMAPHBIX MPOTOKOB. Y 2 TMAlMEHTOB
MPU3HAKOB ayTOUMMYHHBIX 3a00JieBaHUI He ObL10. Y 1 U3 HUX
BIOCJIEACTBUH pa3Buics peHoMeH Peitno (PP). Y Bcex marmeH-
ToB 110 1aHHbIM HPU® na Hep-2-KkieTKax BBISBICHBI BHICOKKE
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Hue ypoBHs IgG/IgA BbISIBIEHBI y He-
GoJIbIIIOro YKcia narueHToB. [Ipu cpas-
HUTETbHOM aHaN3e JIabopaTOPHBIX OT-
KJIOHCHUI 3HAYMMBIX Pa3In4uil B TpeX IpyIrax He OTMEUYECHO,
3a MCKJIIOYEHUEM OTCYTCTBUSI aHTM-Ro u anTu-La B rpymre
CC/I.

Ilpu ananu3ze xene3uctbix mnposiBieHuit BII 3HaYMMBIX
paznnuuit mexay rpyrnnamu BII u BII + CCJI He yctaHOBJIE-
HO. BeipaxxeHHOCTb IuMdbouaHoi nHbwisTpauuu MCXK 'y atux
MMaIlMEHTOB TaK:Ke He pa3inyanach. MeXKayHapoOIHBIM KJIacCH-
¢ukauronubM kputepusim BIIT ACR 2012 . u ACR/EULAR
2016 . coorBeTcTBOBaIU 76,5 1 79,4% MAlMEHTOB U3 TPYIIIIHI
BII cootBerctBeHHO U 61,1% mnarnuenToB u3 rpymmsl BI +
CC/. Tsexenble HapylieHUsT GYHKIIMKM CITIOHHBIX/CIIE3HBIX XKe-
JIe3 ¥ 3HaYUTeJbHbIe M3MEHEHUs 0 NaHHBIM cuajorpaduu u
ouornicur MC2K mipu BII u BII + CCJI Habmoganuch oquHa-
KOBO 4acTo. buoricusi 3HaYMTENbHO YBETMYEHHBIX OOJBIINX
CJIIOHHBIX XeJie3 mo3Boywia auarHoctuposath JIII3 Bo Becex
24 cnyyasix: Obl10 OOHapykeHo (opmupoBanue MALT-TkaHu y
Su MALT-nmumbom y 19 naureHToB. 3HAUUMBIX pa3IUuUil B ya-
crote BeisBiieHUs JIT13 mpu BII n BII + CCJI He oTMe4aioch.
BripaxkenHas numdbonnHas nHWIsTpauus (>4 dhokyca) Hau-
Oosiee yacto Haomonanack y manueHToB ¢ JITT3. IMpu B Bce
JKEJIE3UCThIe TPOSIBICHUS BBISBISIMCH 3HAUMMO dYallle, 4eMm
npu CCJI. XoTs1 XajloObl Ha CYXOCTb BO PTYy MpPEAbsSBISIN
41,7%, a Ha cyxoctb ria3 — 25% nauuvenTtoB ¢ CCJI, 00beKTUB-
HBIX TIPU3HAKOB MMOPaXEHUS CIIOHHBIX W CIIE3HBIX Keje3 He
obuT0 HU y onHOTO M3 HUX. buorncus MCXK B rpyrme CCJI He
MPOBOAMIACK, TO3TOMY OLIEHKA UX COOTBETCTBMSI MEXIyHAPOI -
HBIM KJ1accupuKalmoHHbIM KputepusM BILI, mis ucnonb3oBa-
HUSI KOTOPBIX JaHHAs Mpoleaypa sBIseTcss HEeOOXOAMMOM, He
ocyuiectsisiacb. MALT-nmum@oMa CIIIOHHBIX XeJle3, TUarHo-
ctupoBaHHas B rpyrnne BII y 17% nauuentos, npu CCJI He
BBISIBJICHA.

B rpynmax BII u BII + CCJI ¢ omnHaKOBOI1 4acTOTOI 00-
HapyxuBasicst [1BX, KoTopblit B HEKOTOPBIX C/TydasiX TpaKTOBaJI -
Csl HAMM KakK 3MUTEIMUT OMIMapHbIX TpoTokoB npu BILL. Ipy-
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Tabauna 1. Yacrora 1a00paTOpPHBIX H3MEHEHHH Y MAUMEHTOB TpeX rpymm, n (%)

Table 1. Frequency of laboratory changes in patients of three groups, n (%)

IIpu3nak BIII (n=82) BIII + CCI (n=37)
AH® Hep-2 (>1/320) 82 (100) 37 (100)
AMA 16 (27) 9 (36)
PD 18 (21,95) 11 (29,73)
Anrtu-Ro 29 (35,37) 8 (21,62)
Antu-La 7 (8,54) 3(8,11)
Antu-PHII70 0 3(16,67)
AnTH-Scl70 0 0
CHIDKEHUE YPOBHS:

C3 7 (8,54) 4 (11,43)

C4 10 (12,2) 9 (25,71)
TuneprammarioOyTMHeMust 14 (17) 2 (5,41)
[MoBbIlIeHIE YPOBHS:

IeG 10 (12,2) 1(3)

IgM 20 (24,39) 8 (32)

IgA 14 (17) 4 (12,5)

CPb 6(7,32) 6 (16,22)
KpuornobymmHemust 5 (12,5) 2 (10,53)
MoHOKIIOHATbHAST CEKPETTHST 4 (12,5) 2 (20)
Anemust 7 (8,5) 5(13,5)
JletikoneHust 8(9,7) 2(5,4)
TpomGoIUTONIEHIS 6(7,3) 1(2,7)
INoBemenune COD 12 (14,6) 6 (16,22)

ITpumevanune. AHTH-PHI170 — anTuTena K pudboHykieonporerHy 70; aHTu-Scl70 — aHTUTENa K
TornouszomMepase 1. 3nech u B Tabi. 2: * — p<0,05 no cpaBHeHwuto ¢ rpyrmoit BILI.

Note. anti-RNP-70 — antibodies to ribonucleoprotein 70; anti-Scl 70 antibodies — anti-topoiso-
merase 1 antibodies. Here and in Table 2: * p<0.05 compared with the SD group.
|

rue 4yacto HaOmomaeMble mpu Kimaccudeckoir BIL cuctemHbie
MPOSBJICHUS TaKKe, KaK IMopaXeHue rnepudepniecKoii HepBHOM
CHCTEMbI, TUMepraMmMariooyInHeMuyecKas Mmyprypa, mopaxe-
HUE MOoYeK, ObUIM AMArHOCTUPOBAHbBI Y €AMHUYHbBIX MALMEHTOB
(Tabn. 2). UntepctuiimanbHoe nopaxeHue jgerkux (UIJI), apt-
PUT U apTPaITUU 3HAYMMO Yallle BBISIBJISUIACH Y TIAIUEHTOB C
BII + CCJ/. Y nauuentoB ¢ CCJI 3HaunMo 0oJiee 4acTo, 4em
npu BbL, umenucey WIIJI, nepukapaut v apTpuT, 3HAYUMbIX
pasznnuuii B yacrore IBX 1 1pyrux BHEXENE3UCTHIX MPOABIIE-
HUM HE OTMEUYEHO.

[Ipu3Haku, yCIIOBHO OTHECEHHbIE HAaMU K H3MEHEHUSM
ckiiepoaepmuueckoro crnekrpa, npu bI + CCI u CCJI BcTpe-
yajauch 3HaunMMo vaine, yeM rpu BILI. Orek Kucteit, ckiepoma-
KTUJIUS, TTPOKCUMAJIbHAsI CKIIEpoJepMa, SI3BOYKM/PYOUNKKN He
BoIsgBIeHbI B rpynie BIL. ®P nabaogancs TOIbKO y TpETH U3
Hux. B 77% ciyyaeB OH CONpPOBOXIAICS KaNMUIIPOCKOIMMYe-
CKUMU U3MEHEHUSIMU cKiieponepMuyeckoro tuna. OHU Takxke
onpenensiich y 3 mamueHToB ¢ BIL 6e3 ®P. Y Bcex mauneHTOB
¢ BIII orMmeuanock nerkoe TeueHne AP 6e3 00pasoBaHUs S3BO-
yek uiau pyounkon. UIJI umenock y HEOOIbIION YacTu Nalu-
eHToB, npu 3toM B rpynnax bII + CCII u CCJI cratuctuyecku
3HaYMMO vaine, yem B rpynme BII (16,2; 18,8 u 2,8% cooTtBeT-

o4

CTBeHHO). JlerouHast aprepuajibHast ru-
nepreHsusi (JIAI) B rpynne BII He

CCI (n=12) BCTpeyanach, B rpymme BII + CCJI ona
12 (100) obHapyxeHa y 18,9%, a B rpynme CCIl —
y 8,3% GobHbIX. TAKUM 06pa3oM, Kiiac-
2 (50) cupukalmoHHbIM Kpurtepusam CCJI
ACR/EULAR 2013 r. He cCOOTBETCTBO-
1333 BaJl HU O, bl
JIMH TIAIMEeHT U3 TPYIIITHI .
0% MALT-muM@ombl aUarHoCTHpOBa-
Hbl Y 19 ALIA-TI03UTUBHBIX TAITUEHTOB: Y
0 14 (17%) w3 rpynnbt BII 'y 5 (13,5%)

u3 rpynnsl BT + CCJ, B rpynne CC/]
quMmdom He Obto. TpaHchopmauus
0 MALT-numdbomsl B nuddy3Hyo B-kie-
TOUHYIO KPYIMHOKJIETOUHYIO JIUM®OOMY
(ABKKJI) BeIsiBIIcHa y 2 TTammeHTOB (Y 1

1(11)

(1) 12.5) c¢blllny1cBII+ CCH). CpaBHUTEb-
Hasl XxapaKTepuCcTUKa MalUeHTOB C JUM-
1(8,3) ¢omMamu u 6e3 HUX NMpuBeaeHa B Tab. 3.
V nauuenros ¢ BI u numdomamu cra-
0 TUCTUYECKU 3HAYMMO 00Jiee YacTO BhISIB-
2 (40) JISIuch croiikoe yBenmmueHue OYCK,

1 (20) cHMxXeHue ypoBHS C4-KOMITOHEHTa
0 koMIuieMeHTa U uncia CD19+ kieTok B
nepudepruIecKoil KpoBH, KPUOTIO0YIH-

0 HEMMYECKUIN BacKyJIUT, JumdouaHas
— uHdunsTpauust MCXK >4 ¢okyca, a Tak-
K€ TSKeJTbIe KCePOCTOMMSI U TUTIONIAKPH -
2(16,7) MUSI [I0 CPaBHEHUIO ¢ atenTamu ¢ BIII
0 6e3 mumpom. PD u antu-Ro npucyrer-
BOBAJIM TOJIBKO Y YETBEPTH MALIMEHTOB C
1(8,33) JTM@poMaMM, U YacToTa MX HE OTJInYa-
JIach OT TaKOBOM y MallMEeHTOB 0€3 JIMM-
4(33) dbom. BcTpeyaemMocTh TOBBIMIEHHBIX

YPOBHEN MMMYHOTJIIOOYJTMHOB B HCCIIe-
JyeMbIX TPYIIax TakxKe He pa3inyanach.
Tosbko 20% nmuMboM UMeTH CeKpeTUpy-
IOLINIA XapaKTep, U 9acToTa BBISIBJICHUS
MOHOKJIOHAJTbHO! CeKpeIny B TPYTITIax ¢
nuMdomaMu 1 6€3 HUX He pa3nudanach. AHeMUsl, TEHKOTIEHMSI,
TpomOoLMTONeHUsI, ToBbiieHne COD, rurepramMmariaoOy/m-
HeMHUsI OOHAPYXMBAJUCh B MCCIEAYEMBbIX TPYIMNax B OAMHAKO-
BOM 4YMCJIe CIyyaeB. Y MalMeHTOB ¢ TMM(pOMaMU HECKOJIBKO Ya-
IIe BBISIBJISUTUCH PELIMIVBUPYIONINI MAapOTUT W JTMMbaaeHoIIa-
TS, OHAKO 3TH Pa3TNIUs He JOCTUTATN CTATUCTUUECKON 3Ha-
qyuMocTU. Pa3nmuiuit B 4acToTe TaKuX BHEXKETE3UCTHIX TIPOSIBIIE-
Huit, Kak P, apTpuT 1 apTpaJIruu, IJIEBPUT/TIEPUKAPINT, HEB-
pomnartusi, TopaxeHue Movek, rurnepraMMariooyInHeMuyecKast
Myprypa, He OTMEYEHO.

Oo6cyxnenne. Huskast yactora BBISIBICHUST XapaKTepHBIX
TSt Kimaccudeckoro BapuanTa b1 ummyHomornyeckux u 1a6o-
patopHbix napameTpoB Tipu BII, accouuupoBaHHoOit ¢ ALIA,
MPUBOIUT K TUTIOJUATHOCTUKE 3TOTO cyoTHMa 3a6oneBanus. [1o
JIAaHHBIM HAIIero MUCCaeA0BaHus, B TO3UTUBHBIX 110 ALIA rpyr-
max BIII u BIII + CCJ] tonbko 79,4 u 61,1% naimeHTOB COOT-
BETCTBEHHO YIOBJIETBOPSIIU KJIACCU(DUKAIIMOHHBIM KPUTEPUSIM
BIII ACR/EULAR 2016 r., Toraa Kak OTe4eCTBEHHBIM KJIacCH-
ukammonneiM kputepusim [20] coorBercTBoBaau 100% mnaiu-
eHTOB. Takke B HACTOSIIIEM UCCIIEIOBAHUY TIPU aHATTN3E UMMY-
HOJIOTUYECKUX TTapaMETPOB CYILIECTBEHHBIX Pa3In4uii, IMO3BO-
JISTIOILMX OCYLIECTBIISITh TG depeHInaTbHYIO AMarHOCTUKY, Me-
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Ky TPyMNIIaMU He BBISIBJIEHO, UTO YKa3bl-
BaeT Ha HEOOXOMMMOCTh OOCIeIOBaHUS
BcexX ALIA-TIO3UTUBHBIX MALMEHTOB ISt
uckiroueHus BIL. [Ins aToro memecoob-
pa3HO He TOJBKO OIpelesieHue CTaH-
JAPTHBIX UMMYHOJIOTUYECKUX TTOKa3aTe-
JIell, HO 1 TIPOBEIEHUE BCEX CTOMATOJIO-
TMYECKUX U O(MTaTbMOTOTMUECKUX TeC-
TOB, WCTIOJb3YeMbIX IS TUAarHOCTUKH
BIII. JlnmdaneHonaTus

Puck pa3BuTHsl TUMUTHPOBAHHOM
dopmbr CCI npu ALIA-no3uTUBHOI
B11I, mo naHHbBIM JTUTEPATyPhl, COCTABIIS - WTUT
eT 25% (9, 16]. B HacTosiieM uccienoBa-
Huu y 37 uz 119 ALIA-no3UTUBHBIX Ma-
mueHToB ¢ Bl nmarHocTUpoBaHa TUMHU-
tupoBanHasg CC/I, a 6oyiee TpeTu mauu-
€HTOB U3 Tpymnibl u3onupoBaHHoi BILI
(36,7%) umenu ®P ¢ KanmWuIsIpPOCKOITH -
YeCKUMM M3MEHEHMSIMU CKJIEPOIEePMU-

ITpu3nak

npoTtokoB mnpu BILI
AUT

Hespomnarus

HOpa)KeHI/IC TOoYEeK

IneBpur

[Tepukapaut

YeCKOro THUIIA, YTO yKa3bIBaeT Ha TIOBBI- ypriypa
LIEHHBI PUCK Pa3BUTHUSI TUMUTUPOBAH- ApTpuT
Hoit CC]I B 6ynymieMm [27]. B rpynme ma-

LIMEHTOB ¢ u3ojupoBaHHOU BII mbl He ApTpairuu
Habmoaanu HU onHoro ciydast JIAT, ko- PA

topas B rpynine bIL + CCJl 3adukcupo-

BaHa B 18,9% ciyuaeB. UTIJT B rpynmnax AUT
BIII + CC u CCJl BcTpeyanoch 10CTO-
BepHO yaite, yeM B rpymime BII (B 16,2;
18,8 u 2,8% ciydaeB COOTBETCTBEHHO).
Takum obpazom, ripu ALIA-1103UTUBHOM
B tpedyercs anuTenbHOe AMHAMUYecKoe HabJloAeHe U Ha-
CTOPOXEHHOCTh B OTHOIIeHUM pa3Butus npuszHakoB CCJ, B
toMm uucine JIAT u UT1JI.

Takke B HACTOSAILLIEM UCCIeIOBaHUK Y 26% MaLUMEHTOB C
AlIA nipu 1auTesIbHOM HAOMIOACHUN ObLIM JMArHOCTHUPOBAHbI
XoJiecTaThyeckue 3a00J1€BaHUs TIEYEHU, CPeIU KOTOPBIX BCTpe-
yanuck Kak [1BX, B HEKOTOPBIX Caydasix CONpOBOXKAAIOIIMIACS
MPOTPECCUPOBAHNEM B LIUPPO3 TIEUEHU, TaK U JIETKUE HEIpo-
TPECCUPYIOIINE CIydau SMUTSIUUTA OVITMAPHBIX TIPOTOKOB TIPU
BI. dpyrue BHEXeNe3UCTble MPOSIBIEHUS, XapaKTepHbIE IS
kinaccuyeckoit BII (mopaxkeHue mouek, JIeTrKMX, HEBPOMATHS,
runeprammariodyImHeMuyeckast myprypa), BbISIBISUINCH Y He-
00JbIIOTO YKcaa 60bHbIX. TaKUM 00pa3oM, OCHOBHBIMU CHC-
TEMHBIMU TPOsiBJIeHUsIMU B rpynne nauveHtoB ¢ b u ALIA
OBLTY TTpU3HAKU TUMUTUpoBaHHOM (popMbl CCJI (Hamboee ya-
cto @P ¢ KanwIsIpoCKOMUYECKUMU U3MEHEHUSIMU CKIIepOJIep-
muyeckoro tumna) u I[1BX/3nureauur OuIMapHBIX MPOTOKOB
npu BII.

Hecmotpst Ha ocobenHocTu TeyeHust BLL u HU3Ky10 yacTo-
Ty BoIsiBIIeHUsT PO mpu mosutuBHOCTH TI0 ALIA (B HacTosem
uccaenoBanuu 22 u 29,7% npu BII u BII + CCJI coorBeTcT-
BEHHO), HaOJ01a1ach BeICOKas yacTora pa3Butusi MALT-nmum-
(oM cmoHHBIX XKeJie3 B repBbie 10 JieT rocie Hayaia 3aboJieBa-
HUs, Kak 1 npu kiaccuuyeckoii BII (B Hamem uccnenoBaHum 17
u 13,5% nipu B u BIL + CCJI cooTBeTcTBeHHO). OCHOBHBIMU
npu3HaKamu JTuM@om y no3utuBHbIX 1o ALIA nauuenTos ¢ b1
obL1u crolikoe yBeamueHrne OYCXK, cHmkenne ypoBHst C4-KoM-
noHeHTa komriemeHta 1 CD19+ xierok B mepudepuueckoit
KPOBU, KPUOTTIOOYTMHEMUYECKUI BaCKYIUT, TUMGbOUIHAS UH-
bunsrpanus MCXK >200 kietok B (okyce, a TaKKe TsKesble
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[BbX/snuTenuuT OMIMAPHBIX

Kpurorino0yMHeMUYECKUil BAaCKYJIUT

Tuneprammariao0y1MHeMuyeckas

Tabauna 2. YacTora BHEKeIE3UCTHIX NPOSIBJICHHI Y NALMEHTOB TpeX rpynm, n (%)
Table 2. Frequency of extraglandular manifestations in patients of three groups, n (%)

BII (n=82)  BIIl + CCI (n=37)  CCJI (n=12)
13 (15.,9) 8 (21,6) 2 (16,6)
3(3.6) 12,7) 0
1(1,2) 2(5.4) 0
3(3.,6) 12,7) 0
2(2,4) 12,7) 0
2(2,78) 6 (16,2)* 2 (18)*
1(1,2) 12,7) 0
2(2,4) 4(10,8) 4 (33)*
5(6,1) 12,7) 0
1(1,2) 0 0
5(6,1) 8 (21,6)* 4 (33)*
23 (28) 23 (62,1)* 6 (50)
4(4,9) 0* 0

7 (30,4) 2 (40) -

IIpumeyanue. AU — ayroummyHHbIi renatut; AUT — ayTOMMMYHHBIIT TUPEOUINT.
Note. AIH — autoimmune hepatitis; AIT — autoimmune thyroiditis.
|

KcepocToMMsT U TunoiakpuMusi. Ot npusHaku JITI3 no/kHbI
YUUTBIBATLCS ITPY TUATHOCTHUECKOM Iorcke y BceX ALLA-mo3n-
TUBHBIX ManueHToB ¢ BIL w1 paHHero BBIABICHUS TMMOONI-
HBIX oITyxoJjieil. Jlo HacTosero BpeMeHu MprU3HaKu JTUMGbOM U
ux Mopdoaornyeckue,/ MMMyHOMOP(MOJOTUYeCKre CYOTUIIBI B
rpyne nanyueHToB ¢ ALIA-no3utuBHoi BIL mmpoko He ocBe-
1IAJUCh, OMUCAHUSI HOCWIM eNMHUYHbINA xapakTep [28, 29]. B
MHOTOYMCIIEHHBIX paboTaX, TMOCBSAIICHHBIX u3ydeHuio BILI
[30—41], croiikoe yBenmmuenne OYCXK, cHmkenue ypoHst C4-
KOMITOHEHTa KOMIUIEMEHTa, KPUOTJIOOYTMHEMUICCKUI BaCKy-
JINT OTHOCSATCS K HamOoJjiee CUIbHBIM MPEIUKTOpaM pPa3BUTHUS
JIUMOOMBI, YTO TMOATBEPXKIAIOT M HalllM JaHHble. Hamporus,
cHxeHue yuciaa CD19+ kietok B nepugepruyeckoit KpoBu pa-
Hee B JINTepaType B KaueCTBe MPEeIUKTOPa BOSHUKHOBEHUST JINM-
domer ipu BILI He paccMaTpUBaIOCh, B HACTOSIIIEM Ke MCCTIe-
IOBaHUU BCE TALIMEHTHI ¢ JuM@oMaMU UMEIU JaHHBIA MPU-
3HaK, B OTJIMYME OT MallMeHTOB 0e3 HUX. BeposiTHO, CHUXKeHUe
konuyectBa CD19+ numdounToB B nepudepuyeckoil KpoBu
npu B-xieTouHbIX TMMbOMax MOXeT ObITh CBSI3aHO C MHTEH-
CUBHOI TIpodepanyeil JTaHHBIX KJIETOK B OpraHaX-MHIIEHSIX
U, KaK CJIC/ICTBHUE, C BBIBEACHUEM UX U3 MepuepruIecKoil Kpo-
BU. PaHee MBI paccMmaTpuBasid TOBBIIIEHUE YpoBHS IgM mipu
Kkiaccudeckom BapuaHTe B Kak oauH U3 peauKTOPOB pa3Bu-
TUsl TMMGOM, B HACTOSIIIIEM K€ MCccenoBaHuM ypoBHU IgM y
MallMeHTOB ¢ JIuMdboMaMu 1 6e3 HUX He pa3TnJyajuch, 9To, Be-
POSITHO, CBSI3aHO C HaJMUYMEeM Yy HEKOTOPBIX OOJBHBIX
MBbX/anutenuuTta 6unnapHsix poTokoB Tipu BII, KoTopwIii
TakKXKe COIMPOBOXKIAETCS MOBbIIeHUEM YpoBHA IgM. CekpeTu-
pYIOIIMI XapakTep JUMGOM oTMedaics ToabKo ¥ 20% Hammx
0OJIbHBIX, YTO YKa3bIBAET HA HEOOXOAMMOCTD BBITIOJHEHHUsI O1O-
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Tabauna 3. CpaBHUTEIbHAS XAPAKTEPUCTHKA KIMHHUKO-1200paTOPHBIX nposiBienuii y nauuentos ¢ BIII ¢ mumdbomamu u 6e3 ux, n (%)
Table 3. Comparative characteristics of clinical and laboratory manifestations in SD patients with and without lymphomas, n (%)

IIpu3nax

PD
AnTH-RO
AnTi-La
CHIXEHUE YPOBHSI:
C3
C4
IoBbllIeHME YPOBHSI:
IgG
IgM
IgA
CPb
KpuornobyanHemust
MOHOKJIOHAJIbHAST CEKPELIsT
AHeMust
JleiikoneHust
TpombGo1uTONEHUS

TTosbieHue COD

TunepramMmmario0yIMHeMust

Chuxenue yuciaa CD19+ kietok B nepudepuyeckoil KpoBu

JIumdoructuonmrapHast uHduibTpauuss MCXK >4 dokyca

Hesponartus

OP

PeuynuBupyommii napoTuT
Tunonakpumust 3-it creneHu
Kcepoctomus 3-it creneHun
JIumcaneHonatus

TTopaxeHue nmoyexk

TlneBput

Tlepukapaut
Kpuorioby1MHeMUYeCKUil BaCKYJIUT
TuneprammariobyTMHeMuyecKasi myprypa
ApTput

ApTpajiruu

Croiikoe yBeanuyeHue OYCXK

VBenueHue cle3HbIX XKee3
*p<0,05.

e OYCXK/TTHYCXK npu ux cTOWKOM yBETUYEHWH TSI UC-
KJIIOUYEHHUsT TIUMOOMBI J1axke TIPU OTCYTCTBUM MOHOKJIOHATbHOM

BIII + mmdoma
(n=19)

5(26,3)
5(26,3)
0

3 (15.,8)
8 (42,1)

1(5,3)
5(26,3)
4Q21)
3(15.8)
3 (18,75)
3(20)

0
2(10,5)
1(5.3)
1(5,3)
2(10,5)
10 (100)
5(71,4)
1(5.3)

8 (42,1)
6 (31,6)
14 (73,7)
15 (83,3)
2(10,5)
0

0

1(5.3)
3(15.,8)
0
2(10,5)
9. (47,4)
17 (89.5)
0

BIII 6e3 mmdombl
(n=100)

24 (24)
32 (32)
10 (10)

8 (8,16)
11 (11,2)*

10 (10,4)
T
9(9)
4(9,3)
3(11)
12 (12)
8 (8)

6 (6)

17 (17)
14 (14)
.

15 (33)*
2(2)

59 (59)
15 (15)
45 (45)*
39 (41)*
2(2)
303)
2(2)
5(5)

3 (3)*
1(1)

11 (11)
37 (37)
17 (17)*

0

CEKpEIMU 110 JaHHBIM HMMYHOXMMMHYECKOIO MCCIICAOBaAHUA
KpPOBH U MOYH. CoracHo MCXAYHAPOAHbIM PCKOMCHAAIUAM I10

Cospemennas peemamonoeus. 2020;14(4):50—59
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Oo6caenosanne na BIIT

L

* AH® Hep-2, P®, antu-Ro/La,
C3/C4, IgG, IgA, IgM

e Cuanomerpusi, cuanorpacdus,
ouoncus MCXK

¢ Tect I1Iupmepa, npo6a Hopua,
OKPACKA POTOBHIIbI BUTAJIbHBIMH
KPaCHTeJISIMU

JInarno3 BIII no oTeyecTBEHHBI
kpurepusiv 2001 .

OueHKa nmpe K- Junamudeckoe

TOpPOB JIUM(OMBI Ha0umozenne,
npu BIIT o0cieoBaHNe

na CCJl u IIBX
F
O0caenosanue

JUIS1 UCKJII0YEHHA Jleuenune

JumcGombl

Oocaenosanne Ha CCJI

!

* OueHKa HAJIMYUS 1
BbipazkenHoctu OP

* OueHKa KOXKHOTO CTaTyca

* Kanunispockonusi cocyioB
HOTTEBOTO JIOXKA

* KT OI'K

* OxoKIT c¢ onenxkoii CIJIA

b

Jnarno3 CCJI o kpurepusm
ACR 2013 1.

B @
v v

Jlunamuyeckoe

Ha0mozeHue,
obcnenopanme na BIIL Jleuenne

u IIBX

Puc. 2. Anreopumm ougghepenyuanvroii duazrocmuxu npu ceponozumuenocmu navuewma no ALIA. AH® Hep-2 — anmunyxaeapruiii ¢hax-
mop, eviaeaernblil Ha kaemkax aunuu Hep-2 uenosexa; LD — wenounas ocpamasa; I'TTII — eamma-enymamunsmpancnenmuoasa;
AJIT — ananunamunompancepepaza; ACT — acnapmamamunocmpancepepasza; [ITH — npompomobunoguiii unoexc;, POM — gubposnacmo-
mempusi; KT OT'K — komnviomepras momoepagus opearosé epyonoi kaemku, BxoKI' — axoxapouoepapus; CIIJIA — cucmoauueckoe das-
AeHUe 8 1e204HOLL apmepuul
Fig. 2. Algorithm for differential diagnosis in seropositivity for ACA in patients
ANF Hep-2 — an antinuclear factor detected on human HEp-2 cells; ALP — alkaline phosphatase; GGTP — gamma glutamyl transpepti-
dase; ALT — alanine aminotransferase; AST — aspartate aminotransferase; PTI — prothrombin index; FEM — fibroelastometry; Chest CT —
chest computed tomography,; EchoCG — echocardiography; PASP — pulmonary artery systolic pressure

neueHuto BII [3, 42—44], npu xxene3ucTbix (hopMax CaeayeT uc-
TIOJTh30BATh CUMITTOMATUYECKIE CPENCTBA TSI CTUMYJISIIIY Ce-
KpEeLUM CIIOHBI U CJIe3bl, a TIPOBEACHUS CUCTEMHON Tepanuu
MpY OTCYTCTBUU BHEXEJE3UCTHIX IMPOSIBICHUII HE Tpedyercs.
OpHako cienyeT oOpaTUThb BHMMaHUE Ha TO, YTO, MO HAIIUM
NAaHHBIM, Y TALIMEHTOB ¢ JuMdboMamu TedeHue B xapakrepu-
30BaJIOCh MUHUMAJIbHBIMUA CUCTEMHBIMM TTPOSIBICHUSIMU U HUA3-
KO MMMYHOJIOTUYECKOM aKTUBHOCTBIO, HO TSKEJIBIMU KeJIe3M-
CTBIMU TIPOSIBJICHUSIMM C Pa3BUTHEM ITO3IHUX CTAAUil TTOpake-
HUS CTIOHHBIX U CJIE3HBIX XXeJe3 U BhIpaXeHHOU JTMMMOUIHOM
uHwibrpauueir MCXK, yto npuBoguio K pa3Butuio MALT-
JuMdoM U B 2 cilyyasx K MX Mocjenyolieil TpaHcdopmMaluy B
JABKKIJI. Takum ob6pasom, npu BII He3aBucHMO OT BbIsIBISsIE-
Moro Tura anTuten (aHtu-Ro, antu-La, P®, ALIA u np.) u Ha-
JIMYUS WJIA OTCYTCTBMSI BHEXKEJIE3UCTHIX MPOSIBIICHUI TTpOrpec-
CHUpYET TMOopaXeHue CIIOHHBIX M CJIE3HBIX XKejle3, YTO HEPEeaKO
npuBoauT K passutuio JII13 B nmepseie 10 jeT mocie Havyaja 3a-
0oJieBaHUsI, a 3HAUMT, Teparnus, CHocOOHas MPeAOTBPATUTh pa3-
BUTHE TAHHOTO OCJIOXKHEHUS, IOJKHA OBITh HaYaTa cpasy mociie
yctaHoBJieHus nuarHo3a bILI.

B Hacrosiem uccnenoBanuu dyBctBUTENbHOCTE HPUD,
N®DA u uMMyHOOGIOTTUHTA B OTHOIIEHUU ompeaeiaeHust ALIA
ObLIa corocraBuMa, a ornpeaeneHue ayroantutesl K CENP-A u
CENP-B He Mmo3BoJisio OCYILIECTBIATh IUMPEepeHLIMaTIbHYIO

Cospemennas peemamonoeus. 2020;14(4):50—59

nmuarHoctuky B, CCJ u [TBX/anurennuta GWIMapHbIX TIpo-
ToKOB B pamKax BILI. O6a Tumna ayToaHTUTEN B OMMHAKOBBIX TH-
Tpax BBISIBJICHBI y BCEX 00C/IeIOBAaHHBIX HE3aBUCUMO OT TMAaTrHO-
3a. OrpaHMYeHWEM Halllero MCCJeNOBaHusI, 0€3yCIOBHO, SIBU-
Jlach HEBO3MOXHOCTb onpeneneHust ayroanturea kK CENP-C u
HP1la, koTopoe, 1o JaHHBIM HECKOJIbKMX 3apyOeKHbBIX UCCIEA0-
Banuii [10, 16, 19], MOXeT CTaTb ITOJIE3HBIM MHCTPYMEHTOM
nuddepentmanbHoii quarnoctuku B w CC/I ipu cepomo3u-
TUBHOCTH nanueHTa mo ALIA.

3akmouenne. Takm 00pa3oM, BbICOKasI YaCTOTa COUETaHUI
B, CCJ u ITbX y ALIA-nI03UTUBHBIX MTallMEHTOB HE BbI3bIBa-
eT coMHeHul. [1ogoOHbIe MOAMAayTOUMMYHHBIE COCTOSIHUSI MO-
I'YT OBITH TPYAHBI JJISI TUAaTHOCTUKW, U B LIEHTPE TaHHOTO Aud-
(bepeHIMaTBHO-TMATHOCTUYECKOTO TPEYTOJIbHUKA HAXOISTCS
ALA, gto Tpebyet Gosee netaabHOTO U3ydeHust ALIA-io3uTuB-
HBIX MAlMEHTOB M UX TIIATEJIBHOTO MYJIBTUAMCLIMITIMHAPHOTO
00cieIoBaHMs TSI BBISIBICHUs YKa3aHHBIX cocTOsiHUI. Hiuke
Mbl MPUBOIMUM IMPOCTON aJIrOpuT™M auddepeHaabHONl nuar-
HOCTUKM TIpU ceporto3uTuBHOCTH 10 ALIA, KOTOpHIii, HageeM-
Cs1, TIOMOET PeBMATOJIOTaM B ITOBCETHEBHOM KIIMHUUECKOU pa-
6ote (puc. 2). JlaHHBII aATOPUTM BKIIIOUAET 00s13aTeIbHOE 00-
clefoBaHue U JuHaMudeckoe HabOmoaeHue ALIA-TTO3UTUBHBIX
namueHToB 1s1 uckmoueHus b, CCJH u [IBX/snutenuura
OuMapHbIX NpoTOKOB B pamkax BIII, a Takke oHKOoremaToJo-
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