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Bornee 90 et mpolwio ¢ TeX 1mop, Kak BbIIAIOLIMICS IBEICKUN
odraaeMojior XeHpuk LllerpeH B cBoeM auccepTaliliOHHOM MC-
CJIe[IOBAaHUHU BITEPBBIC OIMCA COYETAHUE TAKUX KIMHUYECKUX
MPOSBJICHUI, KaK CyXOl KepaTOKOHBIOHKTUBUT U XPOHUUYECKUIA
MOJUAPTPUT, a TaKKe MOJOKUI Hayaao pa3paboTKe alropurma
JIMArHOCTUKU COCTOSIHUSI, TTO3/IHEE MOTYYMBIIETO HA3BaHUE «CHH-
npowM IlerpeHa» [1]. DTOT CUHAPOM CO BpeMeHeM ObLT MpU3HaH
CUCTEMHBIM ayTOUMMYHHBIM 3a00JI€eBaHUEM , BKITIOYAIOIIIUM LU -
POKMIA CIEKTP BHEXEIE3UCTHIX MPOSIBJICHWII, B COBPEMEHHOI
KJ1accu(UKAIIMKU OH BXOIUT B rpyriy nuddy3HbIX 60J1e3Hei coe-
NMHUTENIbHOI TKaHU. BriocieacTBUM KIMHUIIMCTHL U UCCIIEA0-
BaTesv, OMMpasich Ha KIMHUYECKKE, CEPOJIOTMYECKHEe U TeHETH -
yecKue JaHHbIE, BBEJIU B IMpo¢heCCUOHAbHYIO BpaueOHYIO Mpak-

TUKY TEPMUHBI «[TEPBUYHBIN» 1 «BTOPUYHBII» cuHapoM IllerpeHa
IU1s1 cTpaTUUKALIMY MAIUEHTOB C «CyXUM» CUHAPOMOM [2]. Tlon
TEPMUHOM <«IIepBUYHBIN cuHapom Lllerpena» moHumamu camo-
CTOSITEIPHOE CHCTEMHOE ayTOMMMYHHOe 3abojieBaHue (AM3),
KOTOpPOE pa3BUBAETCs MPU OTCYTCTBUU MPU3HAKOB APYTuX qud-
(y3HBIX 3a00JIeBaHUII COeIUHUTENbHOI TKaHU. B poccuiickoit
PEBMATOJIOTMYECKON MPAKTUKE ellle ¢ KOHIIAa XX B. UCIOIb30BAICS
MpPEeuMyILeCTBEHHO TepMUH «bosie3Hb Lllerpena» (BLL), kotopas
yXe TOTa BOCIIPUHUMAJACh KaK CAMOCTOSITETbHAsT HO30JI0TH-
yeckas eAMHULA. [laHHasI MaToNoTUsI XapaKTepu3oBajlach Xpo-
HUYECKUM JTUMDOLUTAPHBIM BOCTIAIEHUEM 9K30KPUHHBIX XKeJie3
C pa3BUTHEM BBIPAKEHHOTO CUHAPOMA CYXOCTHU (KCEPOCTOMUU U
KcepodTaibMUM), a TaKKe BOZMOXHBIM BOBJICUEHUEM B MaTO-
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JIOTMYECKUIA TIpoliecCc BHETJIAaHAYISIPHBIX OPraHOB U TKaHel [3].
Jlanee JaHHbBII CUHAPOM Havyaii OOHAPYXUBATh B COCTaBE CUMII-
TOMOKOMILJIEKCOB JPYTUX 3a00JI€BAaHUM, TAKUX KaK PeBMATOWIHBII
aptput (PA) u cucremHast kpacHas BosyaHka (CKB), u Ob10
MPEUTOKEHO TTOHSATUE «BTOPUYHBIN cuHApoMm lllerpeHa» kak
COITyTCTBYIOIIIEE COCTOSTHUE Ha (poHEe APYrux cucteMHbIx AU3
[4]. Ha mpoTsokeHUY TTOCIEAYIOIINX AeCATUICTUI 3Ta yCIOBHAS
KJaccuduKauus moaydusia IMpoKoe Mpu3HaHue U cTajla CBoe-
00pa3HbIM CTaHIAPTOM TpU AUddepeHIIMaTIbHONK TMarHOCTUKE
¥ cUCTeMaTH3alluy JaHHOTO 3a6oseBaHust. OMHAKO B TIOCIETHIE
roJibl B MUPOBOM HAayYHOM COOOI1I€CTBE BEAYTCS aKTUBHbIE AUC-
KycCuH O lieJiecoo0pa3HOCTU Mono0HoM Kiaccudukaunu. He-
KOTOpBIC MCCJIeI0BATEeIM YKa3bIBAalOT Ha MOTCHIIMATIbHYIO He-
KOPPEKTHOCTh MCTOJb30BaHUSI TEPMUHA «CUHIPOM» JJIs1 000-
3HAYEHMS KJIMHUYECKU U MATOTeHETUYECKU CaMOCTOSITEIbHOTO
3abosieBaHusd [5].

B coBpeMeHHOII peBMaTOJIOTMY TEPMUHOJIOTHMUECKOE pa3-
rpannueHne ¢popm cuHapoma LllerpeHa Ha «ITepBUYHBIN» U «BTO-
PUYHBIIT» TIPETEPITESIO CYIIECTBEHHYIO IBOJIIOLIMIO, OTPAXKAIOIIIYIO
COIJIACOBAHHOCTh C MEXXAYHAPOIHBIMU KJIaCcCU(DUKALIMOHHBIMU
MOJAX0JaMU U YIyOJIeHHOEe MOHMMaHue NaTo(MU3n0JI0rMIeCKuX
MEXaHU3MOB, JIeXKalllX B OCHOBE TaHHOTO 3abojeBaHus [4, 6].
Mopdorornueckue, MOJIEKYJISIPHO-TEHETUUECKIE Y CEPOJIOTH -
YeCcKMe UCCIIeAOBaHMs, a TAKXKE aHAIN3 OMOMapKepOB HE BBISIBUITA
JIOCTOBEPHBIX pasnuuunii mexay ¢hopmamu BIL. M3 storo cienyer
npowusoiuenias cMeHa KoHuenuuu: BIII — 310 Bcerna 00J1e3Hb,
KOTOpasi, OJHaKO, MOXET ObITb CAMOCTOSITEJIbHBIM (€IMHCTBEH-
HbIM) A3 1160 couetaThbesi/accouuupoBatbes ¢ apyrumu AU 3
(uame ¢ CKB, PA, cucremHoii ckiieponepmueii) [7].

BIII: coBpeMeHHast KOHUENIUS NaTOreHe3a

HaGmonaemble nameHeHust B repmuHoiorud BII ocHoBbI-
BalOTCSI HA HOBBIX JAHHBIX, MOJYYEHHBIX B rociaeanue 20 jet, u
KacaroTcst MpUYMH BO3HUKHOBEHUSI, TATOTEHETUYECKUX OCOOCH -
HOCTEl, KIIMHUYECKUX MPOSBICHUI U OTIAJEHHBIX UCXOH0B 3a-
6osieBanus [8]. CoBpeMeHHOE TOHUMaHUe rmaroreHe3a b1l 6a-
3UpyeTCsl Ha pe3ysIbTaTax MOCIeIHUX MOJEKYISIPHBIX U KITWHU-
YeCKUX MCCIAeNOBAHUI, CTPEMUTEIbHO PACHIUPSIOLUIMX TpeN-
CTaBJIEHUSI O B3aUMOJEICTBUM BPOXKIEHHOTO U MPUOOPETEHHOTO
MMMYHUTETa, TeHepallui ayTOMMMYHHOTO BOCTIaJIeHUsI, UHTEP-
(GepoHOBOI akTUBAILIMU, MATOJOTMYECKON TMIEPAKTUBHOCTU
B-xieTox u HapyIIeHUSIX SMUTETMATLHOTO ToMeocTasa [9]. Iyc-
koBble MexaHnu3Mbl BLI dhopmupyioTcs mox neicTBueM COBO-
KYMHOCTU T€HETUYECKUX, IMUTEHETUUECKUX, TOPMOHAIbHBIX U
BHEIIHUX (aKTOPOB, B YaCTHOCTU BUPYCHBIX MHMEKIUH (BUPYC
OnureitHa—bapp, Kokcaku, nutomeraiosupyc, Bupyc T-kie-
TOYHOMN Jielikemuu yesioBeka | Tumna, sHIOTeHHbIN PETPOBUPYC
YeJIOBeKa), a TakKXkKe XMMUUECKNX BeliecTB. DT (haKTOPhl UHU-
LUUPYIOT aKTUBALUIO SMUTEINATbHBIX KJIETOK CIIOHHBIX U
CJIE3HBIX XKeJie3, KOTOPble HAYMHAIOT 9KCIIPECCHPOBATH MOJIEKYIHI,
obecrieunBalonIe MPe3eHTAlUI0 AaHTUTeHA, U CEKPETUPYIOT LIU-
TOKWHBI, Takue Kak uHtepineiikut (MJ1) 6, uarepdepon (MDPH) I,
BAFFE, APRIL u xeMOKUHBI. YKa3aHHbIE MEAUATOPBI MHAYLIUPYIOT
XOMUHT UMMYHHBIX KJIETOK, ycrnuBatoT aKcrpeccuio MOH I tu-
T1a M1a3MOLUTOUTHBIMY NIEHAPUTHBIMU KJIETKAMU, a TAKXKe CIO-
coOcTBYIOT 1M depeHLIMpoBKe 1 BbIxKMBaHUIO B-kieTok [10].

Baxnylo posib B matoreHese urpaiot Toll-momnoGHbIe peLiern-
TOpHI 3, 7, 9 HA ANUTENMATbHBIX U ICHAPUTHBIX KiieTKax. VX ak-
TuBanys BbI3BIBaeT npoaykunio MPHo u MOHy, dopmupys
xapaktepHbiii UDPH-3aBucumbIil maTrepH 3abofieBaHUSI U WH-
IyKIUIo MHOXecTBeHHBbIX ISG-reHoB (interferon-stimulated

Coepemennas peemamonoeus. 2025;19(6):7—12

genes) yepe3 JAK/STAT-curHanbHble MyTH. DTU MPOLIECCHI CO-
MPOBOXIAIOTCS TOBBIIeHUeM Tpoaykunu BAFE, ycuneHunem
nuddepeHIIMPOBKM U BbIXKMBaHUS B-Kj1eToK 1 (hopMUpoBaHUEM
SKTOIMMYECKUX TePMUHATUBHBIX IIEHTPOB B CIIIOHHBIX Xeje3ax.
B-xrerouHast runepak TUBHOCTD BBIPAXKaeTCsl B IPOIYKIINY PEB-
MarougHoro dakropa, ayroanturea K SSA/Ro u SSB/La, ru-
repraMManIooyIMHEMUM U JTOKaTbHOM ITOBBIIIICHUM BHIPAOOTKHU
BAFFE. B nepudepuyeckoit KpoBu HaOII0OIAETCS CHUXKEHME TTyJ1a
CD27+ B-kj1eToK NnaMsITU BCJISACTBUE MX MUTPALlA B TTOpaXKeHHbIS
TKaHU. B cBOIO ouepenb, iepcucTUpYIOIIast akTuBarus B-mm-
dboumToB accoummmpyeTcss ¢ BBICOKUM PHUCKOM Pa3BUTUS
MALT-mumdowm [11].

OcHoBHbiMU BAFF-penientopamu sBasiorca BAFF-R,
TACI u BCMA, yyacTBylolie B MoaaepKaHU1 KU3HEC0C00-
HOCTH Iia3MaTudeckux KiaeTok u nponykuuu APRIL. Hapsiny
¢ B-knerkamu B maroreHese 3aaeiicTBOBaHbI T-xejnepbl pas-
ymuHbIX ToaTumios: Thl, Th17, Tth, Treg, ocobast poib Tpu-
Hamiexut Tth-kietkam (CD4+*CXCRS5"), KkoTopbie (hOpMUPYIOT
MUKPOCPEIy TepMUHATUBHBIX LIEHTPOB, 00eCTIeurBast TPOMAYKIINIO
MJI21, cnocoOCTBYIOILIYIO THMIIEpraMMario0yIuHeMUu U IO-
sapaeHuto aHtuten K SSA/Ro [11, 12]. HapyuieHnue 6anaHca
Th17/Treg onpenenset TsokecTh BocniaieHus: Th17-kiueTku mo-
BPEXIAIOT allMHAPHBIE CTPYKTYPBI IMTOCPEICTBOM MaTPUKCHOM
MeTayonpoTenHassl 9 u MJ122, cTuMymnpyst 3KCIIPeCCUIo Xe-
MoknHOB CXCL13 u CXCL12, yTto ycuiuBaeT NpUBJICUCHUE
B-kieTok B Xene3ucrtyio TkaHb [13].

TeHnetnyeckue ucciaenoBanus BoisiBUIN accoumanuu bII ¢
snokycoM HLA-DQBI, a Takxke ¢ reHamu [IRFS5, STAT4, BLK,
IL12A, TNIPI v CXCR5 — KJIIOU€BBIMU pETYJISITOPAMU UHTEP-
(epoHOBBIX MyTeli 1 B-KireTouHoi akTrBauu [ 14—16], sBisio-
muecs XxapakTepHbIMU Uit AW 3. DnureHeTHIecKre MeXaHu3Mbl
(Takue kak runometwianpoBaHue JIHK, amerumnupoBanue ru-
cTOHOB, 3Kcnpeccust MukpoPHK) ¢popmupyior crietmdudeckuii
TaTTepH BOCTAJICHUS M MHTep()epOHOBOI aKTUBALIMK. MeTHIN-
poBanue JIHK Bapbupyercsi B pa3HbIX KJIeTKax W TKaHSIX TOJ
JIEWCTBUEM BHEITHUX (PaKTOPOB, OTpPEAesas KICTOUHO-CIICIIN-
(bmyeckyro akKTUBAIIMIO CUTHATBHBIX TTyTell. [eHeTuUecKue 1 smm-
TreHeTUYeCKHe JaHHbIe COrJTaCOBAHHO YKa3bIBalOT HAa JOMUHM-
pytoiryio pojb HLA-10Kyca u ripolieccoB B-kiierouHoii rumnep-
aktuBHocTU B matoreHesde BII [17]. B To ke BpeMs B XKele3ax
Habo1aeTcs cMellleHue HOpMaJIbHOM cekpeuuu IgA B mosb3y
nponykiuu IgG-aHTtruTen, BKIo4as ayroaHTuTeda K Ro/SSA.
KomuectBo u 3penocts B-kieTok, mia3Mo061acToB U Tia3Ma-
TUYECKUX KJIETOK KOPPEIUPYIOT C aKTUBHOCTBIO 3a00JIeBaHUS 1
OTpaxkaloT CTeMEeHb I'MIEePaKTUBHOCTH T'yMOPaIbHOIO 3BeHa. Bbi-
coKasl 3peJIOCTh B-KJIeTOYHOTO MyJia acCOIMUPYETCS ¢ BOCTIAI -
TEJbHBIM (DEHOTUTIOM M MOXKET paccMaTpUBaThCsl B KayecTBe
o6uomapkepa [18].

Taxum ob6pazom, BIL kak camocTosITeIbHAsI HO30JI0THYeCKast
eIMHMIIA TIPEICTABIISIET COOO0M CIOXKHBIN UMMYHOMATOJIOTMYECKIA
MPOLECC, B OCHOBE KOTOPOTO JIEKUT B3aUMOJIECHCTBUE SMUTEIM -
AJTBHBIX, ICHIPUTHBIX, T- 1 B-KJI€TOYHBIX 2JIEMEHTOB C BbIpa-
xeHHoit MMDH-3aBrcMOl aKTUBaLMEl U HapylIeHUEM Mexa-
HU3MOB UIMMYHOJIOTUYECKOM TOJIEPAHTHOCTH.

CrniekTp oprannbix nopazenmii mpu BITI
ITpu BI1I, mroMuMO aKTUBHOTO TTOBPEKACHMS 3KeJie3 BHELITHE
CeKpelny, HaOTIoMaeTcsl MUPOKUI CIIEKTP OpraHHbIX, BHEXe-
JIE3UCTBIX TIPOSIBJICHUI, KOTOPbIE 3aTParuBaloT MPaKTUUECKU
BCE OpraHbl ¥ CUCTEMBL. I10 COBpeMEHHBIM TaHHBIM, CUCTEMHBIE
MPOSIBJICHUS HEPEIKO Pa3BUBAIOTCS YK€ Ha PAHHUX CTAIMSIX 3a-
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00JIeBaHUSI, UTO ACCOLIMUPYETCS C 00JIee BBICOKUMU 3HAUCHUSIMUA
WHAEKCca aKTUBHOCTH 0oJie3HU, paspadoTaHHoro EULAR (Eu-
ropean Alliance of Associations for Rheumatology), — ESSDAI
(EULAR Sjogren’s syndrome disease activity index), — u ornpe-
JieJIsieT HeOIaronpusTHbIN MPOrHo3 3a0osesanus | 19]. [MopaxeHue
JbIXaTeIbHBIX IyTei BcTpevaercs: y 9—24% malueHTOB U MOXET
MPOSIBJISITECS MHTEPCTULIMATBHBIMU 3a00JIEBAHUSIMU JIETKHUX.
HaubGonee pacrnpocTpaHeHHBIMU PEHTIE€HOJIOTMUYECKUMMU I1a-
TTEPHAMU SIBJISIIOTCS TMMGOLMTapHasl UHTePCTULIMATbHAS TTHEB-
MOHMSI M HeclennbuiecKass MHTePCTUIIMATbHAsT TTHEBMOHMSI.
Ha navyanbpnbix aTamax b1 mopaxkeHue 1erkux MoxKeT IMPOTeKaTh
6eCCUMNTOMHO, HO TIPU JUIMTETLHOM TEUCHUH IIPUBOINUT K ITPO-
rpeccupytomiemMy Gudpo3y U peCTPUKTUBHBIM HapyILICHUSIM JIbI-
xaHus [20—22]. B To ke BpeMsi BOBJieUeHUE B MATOJOTMYECKUI
Mpoliecc MoYeK XapakKTepru3yeTcs MPeuMYILeCTBEHHO XpOHUYE-
CKUM TYOYJIOMHTEPCTUIIMATLHBIM HE(PUTOM M TUCTATTLHBIM T10-
YEUYHbIM KaHaJIbLIEBBIM allUA030M, HEPEAKO C CYOKIIMHUYECKUM
TEUCHHUEM, pexXe MeMOPaHOTIPOIU(EPaTUBHBIM IIIOMEPYIOHE(h-
putoM Ha ¢oHe KpuornooynnHeMuu. [TopaxkeHue moyek acco-
LIMMPOBAHO C CUCTEMHOM aKTHUBHOCTBIO OOJIE3HU U MOXKET MpH-
BOJUTb K XPOHMYECKON MOYEUHOUN HEeAOCTaTOUHOCTH [23, 24].
IMaronorust eprdeprIeckoii ¥ HeHTPATLHOM HEPBHON CUCTEMBbI
(LTHC) BcTpeuaercst mpumepHo y 10—30% nanuentos ¢ B u
BKJIIOUAET CEHCOPHYIO M CEHCOMOTOPHYIO MOJMHEBPOIIATHIO,
TaHTJIMOIIATHIO M KpaHUAJIbHBIC HEBponaThi. B HEKOTOPBIX ciTy-
yasx HabIoaaeTCsl XpOHMYeCKasl BOCTIaIUTeIbHasI JeMUCTUHY -
3UpYylollas MOJMHEBPONATUsI UK AeMUETMHU3UPYIollee Mopa-
xxenue LTHC [25]. KoxHble cuMITOMBI OTMedatoTes y 15% ma-
ueHToB ¢ B u MoryT ObITh JOBOJBHO Pa3HOOOPA3HBIMU.
Hawn6osee yacTo BcTpevaroTCst 3pUTEeMaTO3HBIC M3MEHEHMS, Y-
TUKAPHBIN BACKYJIUT, TUTIEPraMMarjo0yTMHEMUIECKII BaCKYJINT,
KpuorjiooynnHeMuueckas mypmypa. Kpuorno0yamHeMUyecKuii
BACKYJIUT OOBIYHO KOPPEJUPYET C CUCTEMHOM aKTUBHOCTHIO U
puckoM B-xietouHoit mumdomel [26, 27]. TTopaxeHue omop-
HO-JIBUTATEJIbHOI CUCTEMBI (apTPaJITUU, HEIPO3UBHBINM apTPUT,
MUaJITUM ¥ BOCITAJIUTEIbHBIC MUOTIATUN) BBISIBIISICTCS Y 0OOJIb-
mrHCTBa 601bHBIX BILI. DT1 TIposiBIeHNSs HEPEIKO MPEAIIECTBYIOT
JKeJIe3MCThIM CUMIITOMaM M MOTYT pacCMaTpUBaThCS KaK paHHUI
CUCTeMHBII heHOoTUMN 3a001eBaHMs1. CepeuHO-COCYAUCThIC Ha-
pymenus rpu BII BKiTIO9a0T ayTOMMMYHHBIE TEPUKAPIUTHI
(BcTpevaroTcs KpaifHe peiko), MPOSIBJICHUsI BACKYJINTA, @ TAKXKe
MOBBIIIEHHYIO YaCTOTY aTepockiepo3a. CcTeMHOe BOCITaJicHUE,
TUIepraMMariooyJIMHeMus U XpoHU4YecKast akTuBaius B-kie-
TOK pacliCHUBAIOTCS KaK MPEeIMKTOPbl SHAOTEJUATIbHON auC-
(GYHKUMM U COCYAUCTHIX OCTOXHEeHUH [19].

Puck numdbonponudepaTuBHbix ocioxHeHuil npu BII B
5—44 pa3za rpeBbllLIaeT MOMyJISIUMOHHBIN. B mogasisitoiiiem 60J1b-
IIMHCTBE CIyY4aeB BCTPEUAIOTCS 3KCTPAHOMATbHBIE JTUM(MOMBI
MapruHaJbHON 30HBI JUM(OUIHOM TKaHU, aCCOLMUPOBAHHOMN
CO CJUBUCTBIMU 000109KaMH (MyKO3a-aCCOLIMMPOBaHHAsI JIMM-
dounaHas TkaHb, MALT), nopaxartoriue cIroHHbIE Xee3bl. Takke
oTMeYaeTcs BhIcoKas YacTtora Tuddy3HbIX B-KpyITHOKIIETOUHBIX
JMdOM 1 HOTATbHBIX TUMMOM. [ToMUMO CITIOHHBIX U CJIE3HBIX
JKeJie3, MOTYT BOBJIEKAThCS JIETKUE, JKEJTyI0K, CeIe3eHKa, TUM-
daTuyeckue y3ibl, KUIIEYHUK, TUMYC U KOCTHBIM MO3L Puck
pa3BUTHSI JTUMGOM aCCOLMMUPYETCS CO CTOMKUM CUAIaJCcHUTOM,
KpHUOTJI00yIMHEMUEH, TUITOKOMIUIEMEHTEMUEN, TOBbIIIEHUEM
YPOBHST peBMaTOMIHOTO haKTopa, IUTOIIEHUSIMU Y BEIPAXKEHHON
TUMOOTUTa3MOIIUTaApPHON MHOWIBTPALIMEN MaJIbIX CITIOHHBIX
Kese3. Beicokast yacTtoTa pa3BUTUS UMEHHO B-KII€TOUHBIX He-
XOMKKMHCKUX TuMboM ipu BILI B ouepenHoii pa3 yka3biBaeT Ha

BEIyIIYI0 Pojib B-KJI€TOYHOI TMIIepaKTUBHOCTU B IAaTOTEHE3e
3a0oseBaHus [28, 29].

TTaronorust nuieBapuTEIbHOM CUCTEMBI MPEICTABIEHA ayTO-
WMMYHHBIM T€IaTUTOM, TIEPBUYHBIM OMJIMAPHBIM XOJIAHTHUTOM,
TTAHKPEaTOaTUSIMU U XPOHUIECKUM TacTpOIHTepUTOM. JlaHHBIe
MPOSIBIICHUST TIATOTEHETUIECKY CBSI3aHBI C TIEPEKPECTHOU ayTo-
MMMYHHOM aKTMBHOCTBIO U OOILIEeil TeHETUYECKOI mpeapacno-
JIOKeHHOCTBIO [30].

Knaccudukanus BI naseka oT coBeplIeHCTBa U €lle He
TIPUHSUTa CBOETO OKOHYATeIbHOTO BUaa. Ha HacTosiiiem atamne
TperojaraeTcs CylecTBOBaHue AByX OCHOBHBIX cyoTuron b1,
KOTOpHIE MOTYT IEePEXOAUTh APYT B Apyra Ha pa3HbIX CTaIMSIX
3a0071eBaHus. Y OOJBIIMHCTBA MAIMEHTOB B KIIMHUYECKOM Kap-
TUHE TIpeo0afaloT MPOSIBJACHUS CYXOro CHUHApOMa, B psijie
CJIy4aeB B COUYETAHUU C ITOPAKEHUEM CYCTAaBOB M BOCTIAIMTEIbHOM
akTUBHOCTBI0. DopMajibHO Takoe TeueHre 3a001eBaHMS CYUTACTCS
JIETKUM. Y 3TUX MaIMeHTOB HAOJIOMaeTCs CHUKeHNEe KauecTBa
KW3HU, 0OYCIIOBIIEHHOE BBIPAXKEHHOU CYXOCTBIO M TSIKEIBIMU
OCJIOKHEHUSIMM, CBSI3aHHBIMU C TPOTPECCUPOBAHUEM CYXOTO
cuHApoMa (aJeHTHs, SI3Bbl pOroBulibl U 1ap.). Kpome Toro, y
HUX OTMEYaeTcsl BhICOKUI pUCK pa3BUTHUS JuMdbonpoaudepa-
THUBHBIX 3a00JieBaHMIA. B TpOTMBOBEC MaHHOI IPYITIe BHIIEISIOT
20% manuueHTOB ¢ TSKeIbIM TeueHueM BIII, mst KoTophix xa-
PaKTEepHO MOJIMOPTaHHOE TTOpaXXeHNe, B TOM YUCJIEC U TSKEJIbie
(opmsl BackyauTa [31]. CoBOKyITHasl TaTOJOTKS JIETKUX, TTOUEK,
COCYJIOB, HEPBHOI U renaToOMInapHoi cucTeM 00yCI0BINBACT
HEOOXOAMMOCTh PAHHETO BBISIBJIEHUSI CUCTEMHOM aKTUBHOCTH,
MYJIBTUIMCHUTUIMHAPHOTO HAOTIONEHNS M peaTu3alliy CTPaTeTK
«Jleuenue no goctuxeHus ueaun» (Treat-to-Target, T2T) mnasa
MPEIOTBPAIICHUS TSKEJIBIX OCJIOKHEHUN M CHIDKEHUS pHCKa
pa3BUTHS TUMPOM.

DBomonys TepaneBTHYECKOro noaxona

[J1aBHBIM TIPaKTUYECKUM PE3YJIBTATOM YTOYHEHUsS] HOMEH-
KJIATYPHBIX TTOHSTUN U CMEHBI TTaPATUTMBI SIBJISIETCS] HE TOJIBKO
SBOJIONUST TEPANeBTUIECKOTO TOAXOAA W CTPATETMM BEISHUS
nauneHToB ¢ BI, HO U B LIeJI0OM COBEpIIEHCTBOBAHNE METOOB
OLIEHKU aKTUBHOCTH 3a00JIeBaHUsI U Pa3pabOTKU HOBBIX Mpera-
paToB. B cBolo ouepenb, HOBasi HOMEHKJIATypa 3aJaeT U HOBYIO
KJIMHUYECKYIO JIOTUKY: OT «CUMIITOMATUUECKOW Teparun» 1 He-
CEJIEKTUBHBIX MMMYHOCYTIPECCAHTOB K COBPEMEHHOMY TTOJIXOTY
B TPaOUIIMOHHON 1151 peBMarosiorun koHuenuuu 12T, Hanmpas-
JICHHOMY Ha CHIKEHUE CUCTEMHON UMMYHOJIOTUYECKOM aKTUB-
HOCTH, TMpeJoTBpalleHre MPOrpecCUpyIOLIero pa3pyuieHus 1
yTpaThl (PYHKIMU CIIOHHBIX U CJAE3HBIX Xele3, MPOohUIaKTUKY
JMdoTipoTrepaTUBHBIX OCIIOXKHEHUI W, KaK UTOT, YITyJIleHre
KavecTBa xku3HU nmaureHToB ¢ BII [32, 33].

o HemaBHETO BpEMEHU He CYIIIeCTBOBAIO BAIMANPOBAHHBIX
METO/IOB KOJTMUECTBEHHOM olleHKY akTUuBHOCTH B, uyTo 3HAUM-
TEJIbHO 3aTPYIHSIO KaK HayYHbIE UCCIIEOBAHUS, TaK U KJIMHU-
yeckoe HaOmoneHue 3a maureHtamu. B 2010 o EULAR Obut
TIpEeJIOKeH MHAEKC, OTICHUBAIONTNI BEIPaXKeHHOCTh CUMIITOMOB
6one3nu, mo mueHuto mamvedTa (EULAR Sjogren's Syndrome
Patient Reported Index, ESSPRI), KoTopslii Hapsimy ¢ MTHIEKCOM
aKTUBHOCTHU 3a0osneBaHusl npu cuHapome lllerpena ESSDAI
MOXET ObITh MCMOIb30BaH Il CTAHIAPTU3UPOBAHHON OLIEHKU
BBIPaXKEHHOCTU CUMIITOMOB Y aKTUBHOCTH CCTEMHBIX IPOSIBJIE-
HuUli 3a0oseBaHus cootBeTcTBeHHO [34]. MHnekcol ESSDAI u
ESSPRI siBsI0TCST BAXKHBIMU WHCTPYMEHTAMM TSI OTIPEIeTIeHUST
aktuBHocTH BILI. ESSDAI mmo3BosisieT olieHMBaTh BOCTIATUTEIbHBIC
TIPOIIECCHI B pa3HBIX OPTraHaX ¥ CUCTEMaxX OpraHn3Ma, YTo OMOraeT

Coepemennas peemamonoeus. 2025;19(6):7—12
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CIIEIUTh 3a TSKECThIO CHUCTEMHBIX TPOSIBICHWI 3a00J1¢BaHUS
|35]. ESSPRI opueHTMpoBaH Ha BOCIIpMHUMAEMbIe TTALIMEHTOM
CUMIITOMBI, TaAKUE€ KaK CYXOCTb, YCTAJIOCTh U 00Jib, U 1a€T BO3-
MOXHOCTb OLIEHUTh KauyeCTBO JKU3HU C YYETOM CYOBEKTUBHBIX
omuryieHuii [36]. BBuay reteporeHHOM KJIMHUYECKON KapTUHBI
BI1I mo3nHee 6w pa3padboTaHbl KOMITO3UTHBIE MHAEKCH CRESS
(Composite of Relevant Endpoints for Sjogren’s Syndrome) u
STAR (Sjogren’s Tool for Assessing Response), o0benuHsIoNIME
nokaszaten ESSDAI, ESSPRI u nononHuTebHbIE KIMHUYECKUE
ITapaMeTphI 15T 60JIee TOYHOTO MOHUTOPWHTA OTBETa Ha JIeueHUe,
WCTIOTb3YeMble TTPEUMYIIECTBEHHO B HAYYHBIX MCCIIEMOBAHUSIX
[37]. HecMOTpst Ha BAXKHOCTh 3TUX MHIEKCOB TSI TIOHUMAaHUS 1
KOHTPOJIs 00JIE3HM, UX MPUMEHEHHUE B KIMHUYECKOM MTPaKTUKE
OCTaeTCsl OTpaHUYEHHBIM, YTO TMOAYEPKMBAET HEOOXOAMMOCTh
JajabHelIel padoThl IO UX BHEAPEHUIO.

Jonroe BpeMsT KITMHUYECKHE UCCIIeIOBaHUS JeMOHCTPUPO-
BaJTM HU3KYI0 39(PhEeKTUBHOCTD JIEKAPCTBEHHBIX MPENapaToB MpU
BIII. B HeCKONMBKMX KIMHUYECKUX UCIIBITAHUSX HE BBISIBIICHO
9 GEKTUBHOCTA KJIACCUYECKUX 0a3MCHBIX MPOTHMBOBOCHAIM-
TEeJbHBIX MTPENapaToB, TAKMX KaK TMAPOKCUXJIOPOXMH, METOTPEKCAT,
a3aTUONPUH, B OTHOIIEHUHU CyXoro cuHapoma [38—41]. buuiu
TIPEATTPUHSITHI TAKKE TOITBITKY UCCIIeNOBaHKSI TeHHO-MHKEHEPHBIX
ouosornyeckux npemnaparoB (' BIT), HarpaBieHHBIX HA pa3HbIe
MaTOJIOTUIECKIE MOJIEKYJIbI, HO HU OIMH M3 HUX HE TTOKa3aJjl Te-
pareBTHYecKOil 3¢ (PeKTUBHOCTU. B YacTHOCTHM, TIpUMEHEHME
uHruouropa MJI6 Toumnusymaba y mauydeHTOB C IMEPBUYHBIM
cuaapomoM LllerpeHa He MpUBEIO K YMEHBIIEHUIO BbIPAKEHHOCTH
CHCTEMHOTO TIOPaXKeHMS 1 CUMITTOMOB B TeueHue 24 HeJl JIeYeHUST
10 CpaBHEHUIO ¢ ruiaiedo [42].

B ximuanueckom ucciaemosanuu TRIPSS onenuBanack ag-
(eKTUBHOCTh MHTMOUTOpa (hakTopa HEKpO3a OMYyXOJU O MH-
(aukcuMaba y malMeHToB ¢ epBUYHBIM cuHapomoM IllerpeHa.
He 06bL10 00Hapy:XeHO CTATMCTMYECKU 3HAYMMBIX pas3IMuuii
MEXIy TpymniaMu WHGOIMKcuMada M 1ianebo B JTOCTYKEHUU
YIyUIIIeHs 110 TaHHBIM cuaiomeTpuu 1 Tecta [llupmepa, orieHku
00JT1 1 YCTAJIOCTH 110 BU3YaJIbHOI aHAJIOTOBOM IIIKaJIe, 3HAUYCHUSM
ESSPRI. I1ocne ananuza pe3yasTaTOB aBTOPHI MPEATIOIOKIIN,
YTO OJTHOM M3 MPUUYMH HEyIaul MOXKET ObITh O0Jiee CylleCTBeHHAs
poJsib B-KJIETOUHOU THUMEpaKTUBHOCTU M TYMOPaJbHOTO 3BEHA
WMMYHUTETA, a HE KJIACCUYECKUX MPOBOCTIATATEIbHbBIX IIMTOKMHOB.
Kpome Toro, rereporeHHOCTh 3a00JieBaHUS, pa3Has €ro Mmpo-
JIOJDKUATETbHOCTh Y aKTUBHOCTH MOTJIU TIOBJIUSITH HA PE3yJIbTaThI
uccienoBaHus [43].

B paHmoMM3MpOBaHHOM KJIMHHWYECKOM MCCJIEIOBAaHUU
111 ¢a3bl onieHuBanach a(ppexTuBHoOCTh adarauenta (CTLA-4-1g,
MHTUOUTOP KOCTUMYJISILIMK T-KJIETOK) Y IMAallEHTOB C aKTUBHBIM
nepBuYHbIM cuHapomoM LllerpeHa. B pesyibsrare He BBISIBIEHO
CTaTUCTUYECKY 3HAYMMBIX pa3Tnuunii B cHYKeHNH nHIekca ESSDAI
MeXIy rpymnnoi adatauenta v mianebo. Takxke He MOJy4YeHO
pas3InuMrii MO BTOPUYHBIM KOHEUHBIM TOYKaM, BKJIIOUYast CyObeK-
TUBHBIC CUMINITOMBI 10 MHAeKcY ESSPRI. Bo3MoskHast npuynHa
HeadekTUBHOCTU abaTalenTa — CJIOXKHOCTb MaroreHesa 3a60-
JeBaHug. XoTsl T-kJeTku yyacTtBytoT B naroreHese b1, ux uc-
TOIIEHNE HE TTO3BOJISIET KOHTPOJIMPOBATh ATOJTOTUYECKUI TTPO-
1ecc, ecJid KJIIOUEBbIM APaiiBEPOM BOCITaJIEHUSI BBICTYIIAET TH-
nepakTuBauus B-kietok [44].

B uccnenoBanuu TEARS 6b110 1okazaHo, 4TO puTyKCMMao
(PTM) He obecrieunBaeT CTAaTUCTUYECKKU 3HAYMMOTO YMEHbILIEHUS
OCHOBHBIX CUMIITOMOB TiepBUYHOTO crHapoma [llerpena (ycra-
JIOCTH, CYXOCTH M 0OJIM) IO CpaBHEHMIO C Irale6o. Bmecte ¢
TeM OTMEYaJIUCh MOJOXUTEIbHbIE M3MEHEHUSI OTIEIbHBIX Mapa-

Coepemennas peemamonoeus. 2025;19(6):7—12

METPOB, TaKMe KaK YBEJINYCHUE HECTUMYJIUPOBAHHOTO CITIOHO-
OTJEJCHUS U YIIyYIlIEHHUE YIBTPa3BYKOBBIX MTOKa3aTes e CIIIOHHBIX
KeJie3, sIBHasl TOJIOXKUTeNIbHAsl IMHAMKUKA TMCTOJOTMYECKUX U3-
MEHEHMI1 TT0 JTaHHBIM MOP(OJIOTMYECKOro MCCaenoBaHUsT O1O-
TITAaTOB CITIOHHBIX XeJte3. YacTuaHO Heymaya uccaeoBaHus MoTJia
OBITH CBSI3aHA C MCIIOJb30BaHUEM METOIOB OLIEHKH, KOTOPHIC HE
MOJHOCTBIO OTpakajiu CIO0XHOCTb KJIMHMYECKOM KapTWHBI U
ObLIM HEIOCTATOYHO YYBCTBUTEIBHBI K CUCTEMHBIM M 3KEJIE3UCTHIM
cuMIiTomMam 3abojieBaHus [45]. DTU Heygayud TMOAYEPKHYIU
HEOOXOMUMOCTh CTPAaTU(MUKAIINK TTAIIMEHTOB 0 UMMYHOJIOTH -
YeCKUM M KIIMHUYECKUM (DEHOTHUTIaM, TTOMCKa CTIeInMUIecKuX
OMOMapKepoB, IO KOTOPHIM MOXHO OLIEHUTh aKTMBHOCTD 3200~
JIeBaHUs, U pa3pabOTKM HOBBIX TAPTE€THBIX MATOT€HETUYECKHU 00-
OCHOBaHHBIX CPE/ICTB, BKIIOYAsi MHTMOUTOPBI MHTEP(MEPOHOBBIX
nyTeit, aHTaroHUCThl Toll-mogoOHBIX PeLenTOPOB, MHTMOUTOPbI
BAFF/BAFF-R, antu-B-knetounblie mnpenaparbl, 06J0KaTOPhI
KOoCTUMYJISIINU T-KIIETOK, a TAK)Ke MHTUOMTOPHI HEOHATATTBHOTO
Fc-peuenrropa (FcRn) [46].

TlepBoie curHambl 3G GEKTUBHOCTH OBLIN TTOTYYEHBI B UC-
ciaegoBaHuu crnenuduuyHoro B otHomeHun BAFF monoki0-
HaJIbHOTo aHTuTe 1A — 6eumyMatda (BJIM), KOTOpbIit y TaliMeHTOB
¢ B ynyuan knMmHUYeckue nokasaTead akTMUBHOCTU 3a00J1e-
BaHus [47]. Kpome Toro, B KIMHMYECKOM MCCIICIOBAHUN KOM-
ounupoBaHHas Tepanusi bJIM u PTM y nauuenros ¢ bII no-
Kazaja JI0JToCpOYHYIo 3 (OEKTUBHOCTh B CHYDKEHUM aKTUBHOCTH
3a00JieBaHusI, 0COOEHHO Yy 00JIbHBIX ¢ Turepakcipeccueii BAFF
U pUCKOM pa3BuTus B-kierouHoit mumdombl. KomOMHMpOBaHHBIM
TTOMIXOJ YJTy4IlIaJl UMMYHOJIOTUIECKUI MPOGUIL M YMEHbBIIIAT
TIPOSIBJIEHUS CYXOTO CUHIpOMa, YeTo He HaOIoaaoch Ha (hoHe
MoHoTtepanmu PTM u 4To MOCTYXWJIO OCHOBAaHWEM JIJIST Tajlb-
HeIero uccieaoBaHus MyTH MHTMOMPOBaHUs (haKTopa aKTH-
Bauuu B-kierok [48]. PaccMoTpum GoJiee AeTallbHO HECKOJIBKO
MePCIEeKTUBHBIX MOJIEKYJI, TOKa3aBIINX 3G (MEKTUBHOCTD B K-
Hu4eckux uccienoBaHusix 11 pasbl.

Hueuoumopot BAFF/BAFF-R

Mananymab mpencraBisieT CO00 MOTHOCTBIO YeJIOBEYeCKOe
MoHokJIoHanbHOe IgG-anTuTeno k perentopy BAFF-R. Mana-
JIyMab MMeeT JBOMHOM MeXaHU3M UCTOLIeHUsT B-KiieTok: neruienyst
B-kJeTok 3a cueT aHTUTEI03aBUCUMOI KJIETOYHOI TOKCUYHOCTH
(A3KILI) u ¢ nomotibio 61okansl BAFF-R. [laHHbIE KITMHUYECKOTO
uccnenoanud Il daszel npu BLL yka3eiBatoT Ha TO, UTO HALIEIU-
Banue Ha BAFF-R B couetanuu ¢ gereuueid B-knetok mo-
cpenctBoM A3KII BbI3bIBaeT OBICTpOE U TIyOOKOE MCTOICHUE
B-kinerok [49, 50]. MccnenoBaHue AOCTUINIO CBOE OCHOBHOM
LI€JIN, TTPOIEMOHCTPUPOBAB J0303aBUCHMOE CHUXKEHUE aKTUBHOCTHU
3a0oseBanus 1o uHaekcy ESSDAI k 24-ii Henesne U XOpoliyio
MepeHOCUMOCTb MaHaymaoa [51]. B HacTosiee Bpemsi nuaHairymao
Haxonutcs Ha III ctamum KITMHWYECKUX MCCIeIOBaHUH Y Malu-
eHros ¢ bIII.

Anmazonucmot Fe-peyenmopa

[pyroii nepcrneKTUBHbIN TeparneBTUYECKUii MOIX0a — BO3-
neiictBue Ha 0oJie3Hb-crienpuieckue Hupkyaupywomme IgG
ITyTeM YCKOPEHMS X KaTabosm3ma 6e3 0011eit MMMYHOCYITPECCHH.
Takoit MexaHU3M JeWCTBMSI UMeeT MOJeKyJa HUIToKaaumaoa,
IgG-MmoHoKIOHaMBbHOTO aHTUTeNa K FcRn. B panmomusupoBaHHOM
MJ1a11€00-KOHTPOJIMPYEMOM JIBOMHOM CJI€TIOM MHOTOLIEHTPOBOM
uccnenoBanHuu II dazer DAHLIAS, nocsiieHHOM olieHKe (-
(ekTUBHOCTM 1 0€30IMacHOCTU HUITOKaIMMada y B3pOCIBIX C
MepBUYHBIM cuHApoMoM LllerpeHa, GbII0 TOKAa3aHO JOCTIKECHUE
TepBUYHON KOHEYHOI TOUKH, 3aKJTF0YaloIeecs B 3HAYMTeIbHOM
cuuxeHue nHaekca ESSDAI no cpaBHeHuIo ¢ muiaie6o. Takke
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OTMEYAINCh J0303aBUCUMOE YMEHbIlIeHHe ypoBHs obiuero IgG
M BbIPaXKEHHOE YMEHbIIIEHUE CUCTEMHBIX TTPOsIBIeHMI [52].

3akimoueHue

Takum ob6pazom, HaydHOE OOOCHOBAHWE TEPMUHOIOTMUECKOMN
3BOJIOLIMU HOMeHKJIAaTyphl BIII ckiampiBaeTcs M3 HECKOJBKUX
(aKTOpOB: COBpEMEHHBIE JaHHBIE YOCIMTEIbHO I0KAa3bIBaloOT,
y1o BIL — 5T0 He JOMONIHUTENbHBINA CUHAPOM APYTUX PEBMATU -
YecKuX 3a00JieBaHU, a TATOTeHETUYECKU U KITMHUYECKU CaMO-
cTosiTeJIbHAsT 0OJIe3Hb, MMMYHOIIATOTeHe3 KOTOPOM BKITIOYAeT
YeTKO WMIEHTU(MUIIMPOBAHHBIE MEXaHU3MBI: TUIIEPAKTUBHOCTD
B-xieTouHoro 3B€Ha, aKTUBALINIO CUTHATBHBIX TyTeit UDH I -
Ma, a TaKKe CJIOXKHBIC KacKaabl B3AUMOJCHCTBUSI BPOXKIECHHOTO

U IIPUOOPETEHHOI0 MMMYHUTETA, BBIXOMSIINE 3a IIPEICIIbI IO~
paXkeHMsI SK30KPUHHBIX Xejle3 U OIpPeae/sIiolie CUCTEMHYIO
aKTMBHOCTB 60ie3HU. CTOUT OTMETUTh, YTO CIIEKTP CUCTEMHBIX
TIPOSIBJICHMIA BOCTIAJIUTEIEHOTO MPOoliecca IMPeACTaBIeH He TOJTbKO
CYXUM CUHIPOMOM, HO U MIOpaXkeHUEM CyCTaBOB, KOXXH, OPTaHOB
IBIXaHMS, MMOYEK, MEYEHM, HEPBHOM CHCTEMBI U COCYOUCTOrO
pycia, uro memaet BII mo-HacTosIeMy MYyJIBTUCUCTEMHOM Ma-
tojorueit. Ocoboe 3HaYeHUE MMEET BBICOKMIA PUCK Pa3BUTUS
suMmornpoardepaTuBHbIX 3a00eBaHUil, B yacTHOCTM MALT-
nmuMdoMbl. Takoe MHoOroodpasue Mo3BoJisseT roBoputh o BII
KaK O TMOJTHOLEHHON CUCTEMHOM MaTOJOTUU, KOTOpas JOJIKHA
3aHATH JOCTOMHOE MECTO B COBPEMEHHOM HO30JIOTMYECKOM KJIac-
cu(duKaLy peBMaTUYECKIUX 3a001€ BAaHUIA.
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