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Mukpockonu4ecKui NONUAHTUNT: COBPEMEHHbBIE

npeacTaBieHUd U BOSMOXHOCTU TEpanuu
N.T. Mypkamunos', K.A. Aiit6aes?, B.B. domun?, 1.0. Kypainbeprenosa', ®.A. HOcynos®,

X.A. MypkamunoBa®, T.B. beketoBa®

B craTbe 060011eHbI COBpeMEHHbIE MPEACTaBICHUS] 0 MUKpPOCKOITMYeckoM nojimanruute (MITA), 3a6oieBaHumn

U3 TPYMIbl CUCTEMHBIX BACKYJIUTOB, aCCOLIMUPOBAHHBIX C AHTUHEUTPO(DUIBbHBIMU LIUTOIJIA3MAaTUYECKUMU aHTHUTE-
snamu (AHLA). B ocHoBe MIIA nexut Hekpotusupytoiuit AHLIA-accounnpoBaHHbIN BAaCKYJIUT 6€3 UMMYHHbIX
JIETI03UTOB, C MPEUMYILIECTBEHHBIM MTOPAaXEHUEM MEJIKMX COCYIOB U 0e3 rpaHyjieMaTo3Horo BocnaneHus. dins MITA
TUITAYHBI PAa3BUTHE HEKPOTU3UPYIOILIETO IJIOMepyIoHedPUTa U YacToe NPUCOEAMHEHNE TeMOPPAarnyeckKoro ajabBeo-
JINTA, a TAKXKe HEPEJIKO OTMevaeTcs ObicTporporpeccupytouiee teueHue. O0CyX1al0Tcs COBPEMEHHbIE BOZMOXHO-
ctu Tepanuu MITA, nipexze Bcero aHTU-B-KiieTouHasi Teparnusi puTyKCuMaboM.

KimroueBble ciioBa: cucreMHble BacKyIuTbl, AHLIA, MUKPOCKOITMUYECKU I TTOJIMAHTUUT, TIIOMEPYJIOHEDPUT, aJIbBEO-
JIUT, MUEJIONEepOKCHIa3a, MPOTenHAa3a 3, IIOKOKOPTUKOUIbI, PUYKCUMAO, LIMTOCTATUKHU
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MypkamuiioBa KA, bekerosa TB. MUKPOCKOMUYECKHUIA TOJIMAHTUUT: COBPEMEHHbIE MPEACTABIEHUS U BO3MOXHO-
ctu Tepanvuu. Hayuno-npakmuueckas peemamonoeus. 2021;59(5):608—614.

MICROSCOPIC POLYANGIITIS: MODERN CONCEPTS AND TREATMENT OPTIONS
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The article summarizes the modern concepts of microscopic polyangiitis (MPA), a primary ANCA-associated sys-
temic necrotizing vasculitis without immune globulin deposition (pauci-immune) that affects mainly small vessels,
while granulomatous inflammation is absent. Necrotizing glomerulonephritis is very common and pulmonary capillar-
itis often occurs. MPA can cause rapidly progressive damage to organ systems. The modern possibilities of MPA treat-
ment, primarily anti-B cell therapy with rituximab, are discussed.
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Cucremnusle Backyiutel (CB) paccmarpu-
BalOTCSI KaK TeTeporeHHasl Tpyria 3aboseBa-
HUI, OCHOBHBIM MOP(OJOrMYECKUM MpU3HA-
KOM KOTOPBIX SIBJISIETCSI BOCMAJIEHUE COCYTUCTOMN
CTEHKU, a KIMHUYECKHE TPOSIBJIEHUSI OIMpe-
NENISIOTCS  TUIIOM, KaauOpoM, JoKalu3aluen
MOPaXEHHBIX COCYIOB M TSIXECTbIO HMMMYHO-
BocnanuTeabHbix uameHeHuit [1]. Cpeau CB
C TPEeUMYUIECTBEHHBIM TOPAXXEHUEM METKUX
COCYIIOB BBIAEJISIIOT TPYMITy 3a00jieBaHMil, acco-
LIMVPOBAHHBIX C AHTMHEUTPODUIBHBIMU ITUTO-
mwia3mMaTudeckumu antutenamu (AHLIA), o6b-
EMUHSIONTYI0 MUKPOCKOITMYECKUI TTOJIMaHTUUT
(MITA), rpanynemato3 ¢ noauanruutoM (I'TIA)
U 303MHOMWIbHBIN TpaHyJIeMaro3 ¢ MOoJUaHTu-
uroM (OI'TIA). B pekomenaanusx Esponelickoit
antupeBmatuueckoir suru (EULAR, European
League Against Rheumatism) u EBpomnelickoit
MoYeyHoi accouuany — EBpormeiickoii acco-
uvauMy nuvanvsa v TpaHcraHtauuu (ERA-
EDTA, European Renal Association — European
Dialysis and Transplant Association) momuep-
KHYTa CIJIOXHOCTb [WArHOCTUKU W JIEUYEHUS
AHIA-accoumupoBanHoro CB (AHLIA-CB)
[2]. CBg3aHO 3TO IIpeXe BCETO ¢ pa3HOOOpa3reM
KJIMHUKO-UMMYHOJIOTUIECKUX BapyaHTOB, TO-
JIMOPTaHHBIM TOPaXXeHWEM U BapuadebHOCThIO
KJIMHUYECKUX ITPOSIBJICHUH.

B ocHoBe MIIA JnexuT HEKpOTU3U-
pyloIIMii  BacKyJauT ¢ OTCYTCTBUEM (MU
HEOOJIBIIIUM KOJIMYECTBOM) WMMYHHBIX
NIETIO3UTOB, C TPEUMYIECTBEHHBIM BOBJIEYE-
HUEM MEJIKMX COCYIOB (KamuJUIsipOB, BEHYII,
apTepuos), MpU KOTOPOM MOTYT MOpPaXaTb-
Cs apTepuyd MEJKOTO M CpeIHero KaauOpoB
U OTCYTCTBYET TpaHyJIeMaTO3HOE BOCIaJeHUE,
TUMUYHBIM SIBIISIETCS Pa3BUTUE HEKPOTU3U-
pytoiero rinmomepyiaonedputa ('H), vacto mpu-
COEIMHSIETCS TeMopparnueckuit anbpeonur [1].
B otnuuue ot I'TIA, npu KoTopoM Ipeumyliie-
CTBEHHO OIIpEIeIISTIOT aHTUTea K TpoTenHase 3
(TITP3), mpu MIIA BeisiBasitorcs AHLIA  T1P3
win muenonepokunase (MIT). MITA Hepenko
MMEEeT  OBICTPOINPOrpeccUupyloliee TeYeHUE
C TNOpaXeHUEM XU3HEHHO BaXXHBIX OPraHOB,
B CBSI3M C YE€M UCKJIIOUMTENBHO BaXXHOE 3Haye-
HME TPUOOPETAIOT PaHHSIsI JUarHOCTUKA U CBO-
€BpEMEHHOE Ha3HaueHUe aleKBaTHOM Tepanui.
BwMmecre ¢ TeM, HecMOTpPsI Ha TPOBOJMMOE Jieue-
Hue, y 35—52% nauuentos ¢ MITA Moryt pas-
BUBAThCA peUMAWBHI [3, 4]; mATHIETHAS 0e3-
peunnuBHAsT BEKMBAEMOCTb, TI0 HAOIIONEHUIO
Y. Nguyen u coaBT., He npeBbinana 61% [4],
YTO TOAYEPKMBAET HEOOXOMUMOCTb JIUTENb-
HOU MOJIepXUBaONIeil Tepauu U THIATeJIbHO-
0O MOHUTOPUHTA MALIMEHTOB.
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Hctoputo usyyenuss MIIA MoxHO oOT-
cuutbiBaTh ¢ 1923 1., korma F. Wohlwill [5]
onucal ABYX IIallMEHTOB C «MHUKPOCKOMHUYE-
cKoil  (hopMOIii»  y3€JIKOBOIO ITOJIMAPTEPUM-
ta (YII), KoTOpBIe TOrMOAM OT 3abo0JeBaHUs,
MPOTEKABIIET0 C MMAJITUSIMH, Tape3oM U T0-
paxeHueM Todek. [lpu ayTorncum M3MeHEHMS
XapaKTepPU30BaJIUCh TPAHCMYpaJIbHBIM apTepH-
UTOM 0e3 00pa3oBaHMSI aHEBPHM3M, XapaKTep-
HBIX 1T KJaccudeckoro YII, a Takke Bocmazie-
HHUEeM BEHO3HOTO pycja, 4To, IO COBPEMEHHBIM
TIPENCTABICHUSIM, B TIEPBYIO OUepe/ib CBOMCTBEH-
Ho MIIA, a He YII. TepMUH «MHUKpPOCKOMMUYE-
CKUIi MOJUAHTUMT» ObLT BIIEPBbIC MCIIOIH30BAH
B 1950 1. J. Wainwright u J. Davson [6], 06cy-
KIABIIMMM COYETaHUE T'eHepalru30BaHHOIO IO-
paXeHUsI MEJIKUX M CPeIHUX COCYIOB C OBICTPO-
nporpeccupytomum 'H. B 1954 r. G.C. Godman
u J. Churg [7], paccMarpuBasl TpaHyJeMaTO3
Berenepa, 303MHO(DMIBHBIN BACKYJUT M <«MU-
KPOCKOITMYECKYI0 (POpMy MeprapTePUNUTa», TIOI-
YePKHMBAIOT UX MAaTOTeHETUYECKYIO B3aIMOCBSI3b.
B 1985 r. C.O. Savage u coaBr. [§8], neTajabHO 13-
YYUB KIMHUYECKUE, MOPGHOIOTUIECKE U MM-
MyHosiornueckue npusHaku MITA Ha npumepe
34 60JbHBIX, 00OCHOBAJIM €ro HO30JOTMYECKYIO
CaMOCTOSITEIbHOCTh. M cmoib30BaHE TepMMHA
«IIOJIMAHTUUT» BMECTO <«IIOJMAPTEPUUT» IIOJ-
YEPKHYJIO PacHpOCTPAaHEHHOCTh COCYIMCTOIO
MOBPEXXACHUS MPHU 3TOM 3a00JeBaHUM, OXBAThI-
BAIOIIEM COCY/IBI KaK apTepUalbHOTO, TaK U Be-
HO3HOTO pyclia.

B 1985 r. rpymma wccienoBareneit
n3 EBpomnsl Bo taBe ¢ F.J. Van der Woude [9]
BBISIBWJIA OTYETJIMBYIO CBSI3b MEXIY TPOIYK-
mueit AHHA u I'TIA; Bckope ObUIO yCTaHOBIIE-
Ho, yTto runepnpoaykius AHIIA xapakrepHa
st MITA u OT'TIA, a Takke onpenensiercs: 6osee
yeM y 80% GOJIBHBIX pauci-UMMYHHBIM (MaJOUM-
MYHHBIM) ObIcTpornporpeccupytomum I'H ¢ mo-
nynynusimu [10]. Tlocnemyloiiee mnoaTBepxie-
Hue kioueBoro 3HaueHuss AHILIA B maToreHese
HekpoTusupytoniero CB mo3sonuno Moguduim-
poBaTh Kinaccudukamnuio CB u BIIeIUTh rpymimy
AHIIA-CB, 4o 065U10 3adhuKcupoBaHo B 1994 1.
Ha COrJIacuUTeIbHON KoH(epeHUMH B Yamen-
Xuwi, CLIOA [11]. C aT0ro BpeMeHM B LIUPO-
KYyI0 KIMHUYECKYIO TIPAaKTUKY BXOIWUT TIOHSI-
e AHLIA-CB, o6wenunsitoniee MIIA, T'TIA
u OITIA. MITA BkJIOYeH B MEXIYHapOIHYIO
Knaccupukamuyo Ooje3Heir X IepecMoTpa
(MKB-10) mon xonom M31.7. B pycckosizbiu-
HOJ JIMTepartype rnepBoe onucanue ciaydass MITA
onyosmkoBaHo E.H. CeMeHkoBoii M cOaBT.
B 1995 . [12]. B 2013 r. MIIA Bomen B mepe-
yeHb 3a00J1eBaHU, TpU KOTOPBIX B Poccuiickoi
Denepauu  paspelieHO IPUMEHEHUE XHUMep-
HBIX MOHOKJIOHAJIBHBIX aHTUTE] K aHTUTCHY
CD20"-B-1muMbOIuMTOB, U TEM CaMbIM HO30JI0-
ruyeckas camocrostespHocTh MITA Oblia no-
MOJHUTEIBbHO OGUIIMATBHO 3aKperUieHa.

AHIIA-CB otHocsTCSI K peakum 3a00-
JIEBaHUSIM,  PAcCIpPOCTPAHEHHOCTb  KOTOPBIX

B Poccuiickoit denepanym He ndydeHa. [1o maH-
HBIM MEXITyHapOIHBIX MCCIIeOBaHU, 3a001eBa-
emocth MITA B cpeaHeM cocTaBiseT 6—6,8 HO-
BbIX ciayyass Ha 1 MJIH HaceneHusi B rog [13]
U MOXET 3HAUMTEJIbHO BapbUpOBaTh B pas-
HbIX cTpaHax. Tak, B Hopseruu u Ucnanuu exe-
rogHass 3abojeBaeMocth MIIA  cocraBiser
cooTBeTCTBEHHO 2,7 1 11,6 city4yast Ha 1 MJIH Ha-
ceneHus [14]. JIugupytor mo pacnpocTpaHeHHO-
ctu MIIA a3uarckue cTpaHbl U ABCTpasusl, e
€ro 4acToTa JOCTUTaeT COOTBETCTBEHHO 18,2 [15]
u 39 ciryuaeB [16] Ha 1 MiH Hacenenus. 1o Heko-
TOPBIM JAaHHBIM, B €Bporneickux crpaHax MITA
HECKOJIbKO Yallle BCTpeyaeTcsl Cpend MYXKUYMH
(cooTHOLIEHNE MYXUYMH M XEHIUWH BapbuUpyeT
ot 1,08:1 oo 1,4:1) [17]. B Kutae [18] u SInonun
[19], nanpoTuB, cpeay 3a0o0JIeBIIMX Mpeodaana-
10T XEHIIUHBI (B COOTHOILIEHUM COOTBETCTBEH-
Ho 0,72:1 1 0,75:1). CpenHuii Bo3pacT maiueH-
ToB ¢ MITA — okono 40 net [20], BMecTe ¢ TeM
0COOBIIl  KIIMHUKO-UMMYHOJIOTUYECKUI  Bapu-
aHT MIIA c antutenamu Kk MII u uHTepcTULIM-
aJTbHBIM (PMOPO30M JIETKUX BCTPEUASTCS TIPEUMY-
1IECTBEHHO B MOXWJIOM Bo3pacrte [21].

Otuonoruss MIIA He ycTaHOBJIeHa, HEo-
MPOBEPKUMBIX J10KA3aTeJbCTB yYaCTHsI B €r0 pas-
BUTHUM OaKTEpUATbHON WM BUPYCHON MHMEKLIINU
(uuToMeraioBupyca A, BUpycoB renatuton B, C,
D, Bupyca mmmyHomepuLMTa YeJoBeKa, Map-
BOBUPYCOB, BUpyca DmiuteiiHa — bapp, u T. 1.)
He moaydeHo. MITA xapakrepusyeTcsl CIIOX-
HBIMA MHOTO(hAKTOPHBIMHA TTaTOTEHETUYECKU-
MM MeXaHW3MaMU, BapuabeTbHOCTHIO STMUTOII-
Hoit cnietmgpuuHocT AHLIA u pasHooOpazueM
KJIMHUYECKUX (peHOTUIoB 3abosieBaHus [22].

[Monmy4yeHbl cBUIETENBCTBA BIMSIHUSL TEHE-
TUYECKUX (DAKTOPOB Ha TeTEPOr€eHHOCTb IPYI-
nel AHLA-CB. Onwucana accoumanus MITA
¢ antureHom HLA-DQ [23], cpeau sIoH-
LIeB YCTAaHOBJEHA CTAaTUCTUYECKW 3HAuYMMast
cBsa3b Mexny rarmorunom HLA-DRB1#0901 —
DQBI1*0303 — u puckom paszButust MITA [24].
K runepniponykuuu anturen K [1P3 npenpacrio-
naraiotr Hanuune aHtTureHa HLA-DP, rensi, kxo-
nupytomue [TP3 (PRTN3), u autens PI*Z rena,
KOIMPYIOIIeT0 OCHOBHOM mHruburtop I1P3 al-
antutpuricud (SERPINAL1) [23, 25, 26]. B cBoio
ouepenb anTutesa Kk MII accoumupytores ¢ aH-
tureHom HLA-DQ [23].

LeHntpanbHoe Mecto B maroreHese MITA
3aHMMaeT runepnpoaykuus AHLA ¢ snutomn-
HOU CHeur@UYHOCThIO K KOMIIOHEHTaM Tep-
BUYHBIX TpaHyJl HEUTPO(GUIOB U MOHOLMTOB,
npexne Bcero ITP3 u MII. IlaroreHeTnueckuii
noteHuuan AHLIA B mepBylo ouepeab CBsSI3aH
C WX CIIOCOOHOCTBIO HATPSIMYIO BO3IEHCTBO-
BaTh Ha KJIIETKU-MUIIEHN (HEUTPOMWIBI, MOHO-
LIUTBI) 3a CUET CBSI3bIBAHMS TTocpencTtsoM Fab2-
u Fc-penentopoB ¢ antureHamu (I1P3, MII),
9KCMPECCUPOBAHHBIMU Ha MOBEPXHOCTU KJIETOU-
HOI MEMOpPaHbI, UTO BbI3bIBAET aKTUBALIMIO HEMi-
TpoGWUJIOB B Mpeaesiax COCYAMCTOro SHAOTEUS
C CEKPETOPHOM AETpaHysIsILMEN JIN30COMaTbHBIX
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(epMeHTOB, BBICBOOOXKIEHUEM OKCHAA a30Ta, MPOTEOJMTHU-
yeckux (epMEHTOB, XeMOKMHOB [27, 28]. AKTMBUpPOBaHHbIE
HEUTPODUIBLI SIBISIOTCS MCTOYHUKOM uHTepieilikuHa (MJI)
17, dakropa Hekposa omyxoau (PHO) a, WII-8, crumy-
ngTopa B-nmumdonutoB (BLyS, B lymphocyte stimulator).
IMocnennuit urpaet ¢pyHaaMeHTalIbHYIO poib B B-kieTouHoit
MMaToJIOTUX, BKIIOYass nuddepeHInanuo, mpoarudepaluio,
MPOAYKIINI0 MMMYHOTIJTIOOYJIMHOB, M MOXET MPHUCYTCTBOBATh
B BBICOKOU KOHIIEHTpaluu B KpoBH 60abHBEIX AHLIA-CB [29,
30]. YcraHoBneHo, uro AHLIA TOBBIIIAIOT 3KCIPECCUI0 MO-
JIEKYJT a[ire3uy KJIeTKaMU COCYIMCTOTO SHIOTEIUS U TIPOIYK-
IO 2HIOTETNATBHOTO MOHOIIMTAPHOTO XEeMOATTPAKTaHTHO-
ro nporerHa-1 (MXII-1) [31] u cmocoGHBI HEMOCPEACTBEHHO
MPOSIBJISITh KJIIETOYHYIO IIMTOKCUYHOCTh B OTHOIIIEHUY 9HIOTE-
JIMaJbHBIX KJIeTOK [32]. B pesynbrate (popMUPYIOTCS YCIOBUS
IJIS1 aire3ud HEUTPOdUIOB U MOHOIIMTOB K 9HAOTEINATIbHBIM
KJIeTKaM M CO3[al0TCs MPEANOCHIIKY ISl MOCAenYyIOIei MUr-
paluMu 3TUX KJIETOK B 30HY BocmalieHus. B skcmepumeHTe
Ha XMBOTHBIX ITOKa3aHO, YTO BHYTpHMCOCYOUCTas mepdy3us
JIN30COMANTbHBIX (DepMEHTOB BbI3bIBaeT BacKyauT, 'H ¢ momy-
JIYHUSIMU U TIOpaxkeHMe JeTKUX [33], B TO BpeMs KaK OeTIeIus
HeiTpo(MIOB IpemoTBpaliaeT passutue y Muieii ['H, namy-
LupoBaHHOro aHTuTesaMu K MIT [34].

B Hacrosiiee BpeMs HaKOIUIEHBI JTaHHBIC, CBUIETEIThb-
cTBylomue o6 yyactuu B naroreHe3e AHIIA-CB aktuauuu
KOMILUTeMeHTa, B yacTHOCTH C5a, KOTOpPBIN TPOSIBIISIET cebst
KaK MOILIHBII MeIuaTop BOCHAJEHMSI, XeMOATTPaKTaHT, aK-
TUBAaTOpP HEUTPOGWIOB M CIOCOOCTBYET MOBBIILIEHUIO 3K-
crpeccuu Ha KietouHoit Memopane ITP3 u MII. B pesynbrarte
B3aumozeiictBusg AHLIA ¢ cOOTBETCTBYIOLIMM aHTUTEHOM Ha-
OJIFOIAaeTCsl aKTUBALIMS aJIbTEPHATUBHOTO ITyTH KOMILJIEMEHTA,
YTO MPUBOAMNT K paciierieHuto C5 1 moBbieHnio yposHs CSa
[35]. B skcniepuMeHTaIBHBIX MOMIEISIX Ha XXUBOTHBIX MOKAa3a-
HO, 4TO 6s10Kama C5a u HeliTpoduibHoro penenropa CSa mpe-
notepaniaer passute AHIIA-accoruupoBanHoro T'H [36].
V nanuentoB ¢ AHLA-CB BbIsIBIeHO 3HAYUTEILHOE MOBBI-
LIEHWe SKCMpecCuu KOMIIOHEHTOB KoMmIiuieMeHTa C3a u CSa
Ha uupKyaupytoleir MII o cpaBHEHUIO ¢ TPYITITON KOHTPOJIS
(p<0,0001), yro GbLTIO HauboOJIee BEIPAXKEHO B CiIydasix C Iopa-
XeHueM 1moyek [37]. BaxkHoe noka3aTeabCTBO POJIM MATOJIOTUU
CHUCTEMbl KOMILJIEMEHTA MOJIyYeHO B KIMHUYECKOM MCClIeI0Ba-
HuM aHTaronucra CS5a penenropa KOMIUIEMEHTa aBaKoIlaHa,
MPOIEMOHCTPUPOBABILIEM €TI0 BHICOKYIO 3(P(PEKTUBHOCTD Y Ta-
meHToB ¢ AHIIA-CB [38].

JIOTIOTHUTEIPHO ~ 00CYXOAaeTcsl ydacThe KHHUHOBOM
CHCTEMBI, PETYIUpPYIOIIeH paclIupeHrue W IPOHUIIAEMOCTh
COCYIIOB, a TaKXe MOIYJUPYIOUIe anre3uio W MUTPAINIO
JIEWKOIIMTOB. B aKcrepuMeHTe Ha SKUBOTHBIX ITOKA3aHO, YTO Te-
HeTUYecKuii neuut uiam dhapMakosoruyeckas 6gokana 6pa-
nuKruHUHOBOro peuenrtopa 1 (bP1) cnocobHbl mpenoTBpaliaTh
WM 3HAUYMTESIbHO YMeHbIIATh nposBieHus ['H ¢ momynyHusi-
MM, UHAyLIMpoBaHHOTro aHTuTeaaMu K MII [39]. Takum obpa-
3oM, nipu AHIIA-CB 6sokaga BP1 moxeT paccmaTpuBartbcest
B KaUeCTBE MOTEHILMAJIbHOM TeparneBTUYECKOM CTPATETUM.

ITocKobKy M0 HACTOSIIIIETO BPpEMEHM He pa3paboTaHbI
kputepun MIIA, iprku3HeHHass AMAaTHOCTUKA U TuddepeH-
LMaIbHBIN mruarHo3 MITA ¢ npyruMu HO30JIOTHUECKUMU (HOop-
mamu AHILIA-CB, npexne Bcero ¢ I'TIA, oTHOCSITCS K HEMPO-
CTBIM 3a1auaM. B ripoiiecce coBepIieHCTBOBAaHUSI KITMHUYECKO
MMAarHOCTUKY OBLT MPENJIOKeH sl MHCTPYMEHTOB, TTO3BOJISIIO-
IUX BBIACSATh KIMHUYECKNE SKBUBAJICHTHI MATOJOTUYECKUX
MPOIIECCOB, OOYCIOBIEHHBIX HEKPOTU3UPYIOIIUM BaCKYJIMTOM
WY TpaHyJIeMaTO3HbIM BOCTIAJIEHUEM; OTCYTCTBME MTOCIETHETO
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SIBJISIETCS KJItoueBbIM oTiimurueM MITA ot npyrux dopm AHIIA-
CB, I'TTA u BITIA. K TakuM HUHCTpyMEHTaM OTHOCSITCS TaK Ha-
3bIBa€MbIE «CyppOTraTHbIe» KPUTEPUU TPaHyJIeMaTo3a U BaCKy-
qmTa [13]. CypporaTHble KpUTEpUM rpaHyieMaTo3a BKIIOUAIOT:
rpaHyJeMaTO3HOe BOCTajieHUe TI0 JAHHBIM OMOTICUU; CTOWKNME
(mmuTenpHOCTBIO OoJiee 1 Mecsitia) MHGUIBTPATHI/Y3JIbl B JIEeT-
KUX C pacraaoM, o0pa3oBaHMeM TOJOCTEN 1/WUIN CTEHO3UPY-
o1mmit SHI0O0poHXUT; TopaxeHue JIOP-opraHoB u/wim ria3
B BUJIE TTOJIMTIOBUIHOTO YTONIIEHUS CIU3UCTON TTPUAATOUHBIX
ma3yx HOca, MacTouauTa (IUTUTETbHOCTHIO HE MeHee 3 Mecs-
1eB), nepdopaliu HOCOBOU IEPEeTOPONKH, IECTPYKTUBHOTO
CUHYCWTA, TOACKIAIOYHOTO CTeHO3a TOPTaHW/Tpaxeu, TCeB-
IOTyMOpa opOMTHI. B cBolo ouepenb K CyppOraTHBIM KpPUTeE-
pUsSIM BacKyJiuTa OTHOCAT: mpu3Haku [H — kinmHWveckue
(rematypusi WM TremMaTypusi B COUYETAHUU C MPOTEUHYpUEii)
wiu MopdoJiornyeckre (rucTojornueckast KapTuHa pauci-um-
myHHoro I'H ¢ monynyHusiMu); mposiBieHUsI dKCTpapeHab-
HOTO BacKyJUTa B BUIE KOXHOIO BacKyJlWTa, SMUCKIEPUTA,
MHOXeCTBeHHOTo MOHOHeBpuTa. [1pu 3Tom MIIA xapaktepu-
3yeTcsi OTCYTCTBMEM CYpPPOTaTHBIX KPUTEPUEB TpaHyIeMaTo3a
¥ HaJUM4IueM XOTsA Obl OMHOTO M3 KpUTepHeB BacKyauta [13].
K cypporatHbIM 3KBUBaJIeHTaM BacKyJUTa TAaKKe MOXHO OT-
HECTU TeMOpparniecKrii albBeOJINT, XapakTepHbiii mist MIITA.
IMockonbky mopaxeHnue jerkux npu MITA MoxeTr npoTtekatb
aCHMIITOMHO, CJIeOyeT ITOMYepKHYTh HEOOXOMMMOCTh IIa-
HOMEPHOTro 00CJieoBaHUsI BCeX IMAlMEHTOB C ITOI03pEHUEM
Ha MITA, BKiII0Yast BBIMTOJTHEHUE KOMITbIOTEPHOI ToMorpaduu
(KT) opranos rpyaHoii KjieTku. [1o ;aHHbIM MHOTOIIEHTPOBO-
ro ucciaeaoBaHus, BKiaounBliero 150 nauuenroB ¢ MITA, us-
MeHeHus1 B jierkux npu KT BeisiBieHsl B 97% ciyyaeB, B TOM
YyCle Y TMAlMeHTOB C OTCYTCTBUEM KIMHUYECKUX MPU3HAKOB
JIeTOYHOTO mopaxkeHus [40].

B pesynbrate mposeneHHoro T.B. bekerosoit [3, 22]
aHaM3a KIMHUYECKNX OCOOEHHOCTel paHHell pa3BepHy-
TOW cTaguu U ucxoioB y 94 GonbHbix MIIA c moctoBep-
Hoit runeprnipoaykuueit AHIIA, knaccuduumpoBaHHBIX
C MCTIOJIb30BaHWEM CYyppOTaTHBIX KPUTEPUEB, TTPOIEMOHCTPH-
poBaHo, yto MIIA sBisIeTCsl arpeCCMBHBIM, ITOJTMCUHAPOM-
HBIM, CKJIOHHBIM K peliauBaM (B 52% ciydaeB) 3a00JieBaHH-
eM, TUIIMYHBIM MposiBieHueM Kotoporo sBisietcss [H (94%),
KOTOPBIN BBISIBIISIETCSI B KAXIOM UYETBEPTOM Cilydae ObICTpO-
TPOTPECCUPYIOIIETO TeUSHUS, YTO COMIPOBOXKIAETCSI TeMoppa-
TMYECKUM alibBeoUTOM (69%) M mopakeHueM OPYTUX opra-
HoB [3]. OT™MeueHa yacTas 3auHTepecoBaHHOCTh JIOP-opraHoB
M JIETKMX Ha paHHei craguu MITA, uto y 63% GOJIbHBIX CTa-
HOBWJIOCH TIEPBBIM TPOSIBIEHWEM 3a00JIeBaHUSI, B coueTa-
HMM C TOBBILICHUEM TeMIiepaTyphbl Tena (64%), apTpairusaMu
i apTputoM (41%) [3]. Y TO3UTUBHBIX TTO aHTUTeIaM K [1P3
nanueHToB MITA mMaHubecTupyeT 60jee arpecCUBHO U B Te-
YeHUe TIEPBBIX IBYX JIET XapaKTepu3yeTcss MeHee OJaronpusiT-
HBIM ITPOTHO30M, YeM Y 60JIbHbIX MITA, MO3UTUBHBIX MO aHTU -
tenam K MIT (BbokuBaeMocTb — 82% 1 94% cOOTBETCTBEHHO;
p=0,04). Ocobennoctsasmu MIIA c anturenamu Kk MII sBis-
I0TCSl HanGboJiee BBICOKAsi YacToTa mopaxeHus jerkux (88%)
U BO3MOXHOCTb ()OPMUPOBAHUS B UCXOJE TEMOPPATMYECKOTO
ampBeonTa nuddy3HOTO WHTEpCTULIMATHLHOTO (hubpo3a yer-
kux (15%) [3], uto oT™MeueHO U Apyrumu aBtopamu [41, 42].
B paHHUX myOGiMKauusIX ONUCaHO pa3BUTHE JIETOUHOTO (hUOpO-
3a y MalueHToB ¢ aHTuTesaMy K MIT npu oTcyTCTBUM OpyTUX
KiuHu4Yeckux nposisneHuit CB [43].

E.M. Ieronesa u coast. [4]1] HaOmomanu 97 06oJib-
Heix MITA c¢ runepnponykuveit AHIUOA u S5 AHIIA-
HeraTuBHBIX ciiydaeB. MIIA guarHocTupoBajad C Yy4eTOM
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orpenesieHrsI, MPUHITOr0 Ha KoHbepeHmu B Yaren-Xuiure
B 2012 r. [1]. B aroii rpynne HauboJjiee YaCTbIM KIMHUYECKUM
MposIBJICHUEM ObLUTO TTopaxkeHue modek (93%), B 53% ciaydaeB
npoTeKkaBllee ¢ pa3BUTHEM ObIcTpomnporpeccupyiomero I'H,
u jerkux (78%). OtMeudeHo, 4yTO pa3Butve IU(EOY3HOTO aab-
BeosisipHOro KpoBoteueHus (30%) accoLMMpPOBanIOCh C ITOBbI-
IIEHHBIM PHUCKOM ObicTporporpeccupytomiero 'H, mHbek-
IIMOHHBIX OCJIOXXHEHUI 1 JeTaabHoro ucxoma (p=0,014) [41].
Bricokas yacToTa mopaxkeHusl JITKUX OIMMcaHa U APYTUMHM HC-
cnenoBarensaMu. Tak, T. Kida u coaBT. cpenu 113 maumueHTOB
¢ MITA nuarHoCTHpOBaJI AJTbBEOJIIPHOE KPOBOTEUEHUE W MH-
TepCTULIMATIbHBIC U3MEHEHUS B JIeTKUX — B 24% 1 40% ciydaeB
COOTBETCTBEHHO [44].

B perpocnektuBHOe ucciaenoBanne H.D. dpooBoit
u coanT. [45] Obliu BkmoyeHbl 115 OonpHbIx AHIIA-CB
¢ MOp(OJIOrMYECKHU MOATBEPXKIAESHHBIM paucCi-UMMYHHBIM ObI-
ctponporpeccupytoium I'H ¢ monynyHusmu (B ToM 4ucie
104 GoBHBIX ¢ MOATBEPXKAEHHOM runepnpoaykuveitr AHLIA,
B 36% ciyuaeB — anturen K I[1P3, B 64% — anturen k MII).
B aro0ii rpynie otMedeHa BbicoKas JeTtaabHocTh (30%), mpe-
KIe BCero B MepBHIN rom HaGmomeHus (23 u3 31 ciyyas).
[Moxa3aHo, 4YTO Ha OGIIYI0 BEDKMBAEMOCTb ITAIIMEHTOB HE BV~
st Mopdonorndeckuii Bapuant ['H, B To Bpemst kak moued-
Hasl BBLKABAeMOCTh OKa3ayiach 60Jiee BBICOKOU TTPU 0YaroBOM
u cMmenranHoM Tumnax (y 78% B Teuenune 5—10 et dyHKuIMsS
MOYeK OcTaBajach COXPAHHOW) M CYIIECTBEHHO CHMXaJach
MPU KCTPAKaNMUJUISIPHOM U CKJIepo3upyolieM BapuaHTax ['H
(rporpeccupoBaHne XpOHUUECKOM MOYEYHOM HETOCTaTOYHO-
ctu B 60—65% ciaydaeB). [1pu aTOM noyeyHast BLIKMBAEMOCTh
B OOJIbLIEH CTENEeHU 3aBUCEIa OT MOP(MOJIOTUUYECKOIO Bapu-
anTta 'H, yeM oT cTapTOBOrO YpOBHSI CHIBOPOTOYHOIO Kpea-
TUHMHA [45], 4TO CBUIETEIBCTBYET O BaXKHOCTH MOP(OIOTH-
yecKoil BepuduKauuu mnopaxeHus modyek mpu AHIIA-CB,
Bkiouast MITA.

J. Shi u coasr. [18], U3yuuB mporHoctuyeckue ¢ak-
TOpBl HeOMaronpusiTHoro ucxoxa y 124 mauueHtoB ¢ MIIA
M TIOpaXeHWEM IT0YeK, YCTAHOBWIIM, YTO He3aBUCHMBIMU TIpe-
IUKTOPaMKM CMEPTHOCTM ObLIM Bo3pacT >65 jer (p=0,021),
KpPeaTMHUH CBhIBOPOTKM >500 MKMOJIb/JI B MOMEHT YCTaHOB-
JeHust auarHosa (p=0,009) u MHTepCcTUIIMATbHOE TTOpaKeHUe
nerkux (p=0,013). J.K. Ahn u coaBr. [46] poAEMOHCTPUPO-
BaJIM, YTO PUCK JIETAJIbHOTO MCXOIa aCCOLIMUPYETCSl ¢ MHTEp-
CTUILIMATBHBIM TOPaXXeHUEM JIETKUX, KapaAUOMUOIIaTHEH, BO3-
pactom crapiire 60 JIeT 1 OLEHKOM M0 BupMuHreMcKoii 1mKaie
akTtrBHOCTH BacKyauta (BVAS, Birmingham Vasculitis Activity
Score) Boiliie 9 6ayToB B MOMeHT nuarHoctuku MIIA. B uc-
cnenoBaHuu T.B. bekerosoit [3] cpenu OONBHBIX, yMEpIIUX
B Te4yeHMe TIepBOro roja, oueHka 1mo BVAS B pasBepHyTyio
¢a3y MIIA B cpenHem Oblia BbIllie, YeM Y BBIKMBIINX MallU-
€HTOB, HO B MEPBbII Mecs11 3a00JIeBaHUS Pa3IMYMS B OLIEHKAX
no BVAS otcyTcTBOBaN, UTO MOAYEPKUBAET BaXKHOCTb PaHHEH
NUarHOCTUKU M HEOTJIOXKHOIO Ha3HaueHUsl aleKBaTHOW WH-
JNYKIMOHHOM Tepanuu AJis yaydiueHus mpordoza MITA.

B uccinenoBanum (paHIly3CKOM T'PYIIbI, BKIIOYMBIIEM
378 mammeHnToB ¢ MIIA, oTMe4eHO, YTO B MOMEHT YCTaHOBJIE-
HUS ITMarHO3a OCHOBHBIE KIMHWYECKUE TMPOSBICHUS 3a0o0Jie-
BaHUS BKJIIOYAIM mopaxeHue mouek (74%), cycraBos (45%),
Koxu (41%), nerkux (40%, B ToM uucie y 16% — c jerouHbIM
KpoBOTeueHueM), HepBHoW cucteMbl (32%) [4]. CeHcopHas
HeliponaTusi, 110 JTaHHBIM pa3HBIX aBTOPOB, HabomaeTcs y 27—
62% manmenToB ¢ MITA [4, 22,47, 48] u 06ycioBiIeHa HEKPOTH -
3UPYIOLIUM MOPakKeHUEeM MEJIKUX COCYIOB, MUTAIOIIMX HEPBHI.
ITpu nmopaxxeHUU LEHTPAIbHON HEPBHOM CUCTEMbBI BO3MOXHbI
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oyaroBasi HEBpPOJIOTUYECKAsT CHUMIITOMAaTHKa, MEHWHIeaIb-
HblE CHMIITOMBI, HEBPUT 3PUTEJIHLHOTO HEpBa, IMCUXOMOTOP-
Hoe Bo30yxaeHue [47], mpu TsokeaoM TedyeHun MITA — snum-
JlenTUYeCcKKe npunaaku, napesbl U adasus [48]. [TopaxeHue
koxu rpu MITA Ha6monaercs B 35—62% ciyuaes [ 3, 49], B Tom
yucie y 26% OHO OTMEYaeTcsl B IEPBbIA MecCsIl 3a00JIeBaHUS
[3], Kak mpaBWIO, XapaKTepU3yeTCs TeMOPParndecKUMU BbI-
CHITIAHUSIMU U Yallle BCTpevyaeTcsl y MallMeHTOB C aHTUTEJIaMU
K I1P3, yeM k MII (36% u 13% cootBeTcTBeHHO). [TopaxeHue
CYCTaBOB, I10 pa3HbIM JaHHBIM, BcTpedyaercs y 38—65% manu-
eHTOB ¢ MITA 1 Hepenko CTaHOBUTCST HAYaTbHBIM TTPOSIBJICHU -
eM 3aboseBanud [3, 8, 50]. ITockonbky y 37—50% mauueHTOB
¢ MITA B CEIBOPOTKE KPOBH MOXET OIPEICIATHCS PEBMATOMUI-
Hblit hakTop [50, 51], MITA cienyet BKItoYaTh B KPYT 1MarHo-
CTUYECKOTO MorcKa Ipu paHHeM apTpute. MIIA conpoBoxa-
eTCsl BHICOKOI JIaDOpaTOPHOI BOCITAJIMTENIbHOM aKTUBHOCTBIO
C BBICOKMM YpoBHeM C-peakTUBHOTO OeJjika, CKOPOCTH ocema-
HUSI SPUTPOLIMTOB, TPOMOOLIMTO30M. BakHBIM AMarHocThye-
ckuM mapkepoMm MIIA sBnsercs npucyrcteue AHLIA co cne-
mduaHocThio K [1P3 i MII, BMecTe ¢ TeM B HEKOTOPBIX
cnyyassx AHLIA Moryt He ompenensThCs B AeOloTe 3abose-
BaHUs, OCOOEGHHO ITIOCJIE Ha3HAYEHUS TITIOKOKOPTUKOWIOB,
IIUTOCTAaTUKOB. TakuM 00pa3oM, WMMYHOJIOTMYECKOEe 00-
CJIeIOBaHWE TAIMEHTOB CJieMyeT MPOBOMUTH O Ha3HAUYCHUS
MMMYHOCYITPECCAHTOB.

B nmocnemHue TOmBI paclIMpeHHe TIpeaCTaBICHUI
o MIIA u coBepllIeHCTBOBaHHUE METOAOB JIEYEHUSI CITOCOOCT-
BOBAJIO YJIyUYllIEHUIO TPOTHO3a. B To BpeMs Kak Io pe3yibTa-
TaM McclienoBaHuii, onyoankoBaHHbIX A0 2000 r., omHOJET-
HSIS BBDKMBaeMoCTh 001bHBIX MITA He npeBbimana 50—70%
[8, 52, 53], mocne 2005 r. HabaIOHAETCS TTOBBIIEHUE OTHOJIET-
Hell BBDKMBAEMOCTH: 110 3apYOeXXHBIM UCTOUHUKAM — 10 83—
94% [46, 54], Mo OTe4eCTBEHHBIM JaHHBIM — 10 82—96% [22,
41, 55], — 4TO OOYCIOBJICHO YIyYllIeHUEM TUATHOCTUKU (Me-
NMaHa IJTUTETbHOCTH 3a00JIeBAHUS IO YCTAHOBJICHUS IMaTHO-
3a AHLIA-CB — 6 Mecs11eB) ¥ COBEpIIIEHCTBOBAHUEM METOIOB
JIedYeHUs ¢ TIpUMEHeHEeM aHTU - B-KJleTouHoro npemnapara pu-
TyKcumaoa [22].

Jleuenne MIITA mno-npexHeMy ocTaeTcsl aKTyaJbHOM
U 10 KOHIIa He pellieHHO mpobJieMoii peBMaToyioruu. B nedio-
Te MIIA vy npu pa3BUTUU pelyauBa 3a00JieBaHUSI B Kaye-
CTB€ MHAYKIIMOHHOM Teparuy MPUMEHSIOT IIIOKOKOPTUKOUIBI
B coueTaHUU ¢ IukiodochaMuaom B BUIE MyIbC-Tepanuu u/
WA PUTYKCUMaOoM |[2], i ToaaepKaHus peMUCCHM Ha3Ha-
YaloT a3aTHONPUH. B KauecTBe ajibTepHATUBHOTO IIperiapaTa
HCTIOJIB3YIOT MUKO(eHOoIaTa ModeTus B 1o3e 2 T/cyT. HemaBHO
MPOBEJICHHOE WCCIIeOBaHUE IT0Ka3aJio, 4YTO TIpUMEHEeHUe
mia3madepesa y nauueHToB ¢ AHLIA-CB Tsikenoro teueHust
He CHIDKAJIO YacTOTY JIETATbHOTO MCXOa WIIA PAa3BUTHS TEPMU-
HaJIBHOM MOYEYHOI HETOCTATOYHOCTH [56].

CBOEBpEMEHHOE Ha3HaYeHWEe HMMYHOCYIIPECCAHTOB
CIMOCOOCTBYET CTATUCTUYECKM 3HAYMMOMY YJIYYILIEHUIO IIO-
yeyHoro mporHo3a (p=0,001) [18]. AHTH-B-KkieTouHast Tepa-
MUST PUTYKCUMAOOM MMeET OOJIbIIIOe 3HaUYEHUE B 00eCTIieYeHUN
ONTHUMAJIBHBIX JTOJITOCPOYHBIX PE3YJIBTATOB, ITO3BOJISS YIIyd-
muTh KOHTpoJb AHIIA-CB 1 MMHUMU3MPOBATh KyMYJISITUB-
HYIO 103y TJIIOKOKOPTUKOUAOB [2, 57]. [IpuMeHeHre TOBTOP-
HBIX KypCOB PUTYKCMMaba, B TOM YHCJie B YMEHBIIIEHHOM 103
500 Mmr, cnocoOCTBYET MOBBIIIEHUIO 3(DHEKTUBHOCTU JIEUEHUS
¥ cHkeHuto prucka peuunua AHLIA-CB[57]. Lienecoodpa3Ho
IUTUTETbHOE, B TeUeHWe NBYX M OoJee JIeT, IPOBEACHHE I0-
BTOPHBIX KYPCOB pPHUTYKCHMaba IO KOHTPOJIEM Ilapame-
TPOB KJIMHUKO-UMMYHOJIOTUYECKON aKTUBHOCTH, YPOBHS
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uupkyaupyomux CD20*-B-KJIeToK M ChIBOPOTOYHBIX HM-
MYHOIJIOOYJTMHOB, Ne(PUIMT KOTOPBIX MOTEHIMAIBLHO MOXKET
CIOCOOCTBOBATh MOBBIIIEHUIO PUCKa MHGMEKIIMOHHBIX HeXe-
narenbHbIX peakuuii. ITockoabky y nauueHtoB ¢ AHIIA-CB
HaOJII0al0TCsl paHHEee pa3BUTHE aTepOCKIIepo3a M yBeanye-
HHUE pUCKA Pa3BUTUSI CEPIECYHO-COCYIUCTHIX U LIepeOpaTbHBIX
3aboneBaHmii [58], B KauecTBe TOMOJHUTEIBHOM Teparnuy mpu-
MEHSIIOT OJIOKATOPBl PEHWH-aHTUOTEH3MH-aIbI0CTePOHOBOM
CHCTEMBI, OeTa-ampeHOOIOKATOPHI U aHTUATPETaHTHI [59].

K mepcniextuBHBIM HampaBienusMm jdedeHus AHLIA-CB
OTHOCUTCSI TIpUMEHEHWE TEePOPAIbHOTO CEJIeKTUBHOTO WH-
ruburopa CS5a peuenropa aBakomnaHna [38, 60], Tak, B paHmo-
MU3UPOBAHHOM  ILIALe00-KOHTPOIUPYEMOM  KITMHUISCKOM
uccaenoBaHuu [38] yOemuTeNbHO MPOJAEMOHCTPUPOBAHO,
yto y nanueHtoB ¢ AHLA-CB, nonyuaBmux nukiogocda-
MM U/UIW pUTyKCUMa0, TpUMMEHEeHe aBaKolaHa B COYeTaHUU
C HEOOIBIIUMU J03aMHU TITIOKOKOPTUKOMIOB UJIH TJ1a1e00 CIo-
CcOOCTBOBAJIO TOCTHXKEHUIO Uuepe3 12 Heaeab peMUCCUU TTPU XO-
poiiem npoduie 6e301MacHOCTH JICUECHMSI.
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Takum o6Gpa3oM, 3a IOcieqHee ASCATUICTHE MOCTUT-
HYT 3HauyUTeNbHBI mNporpecc B usyyeHuu MIIA. PaHHssa
NMarHOCTUKA U CBOeBpeMeHHoe JjieueHue MIIA ¢ mpumeHe-
HUeM LuKiIodochaHa U/ MIu pUTyKCcuMaba saBisiioTcst yHaa-
MEHTOM JIJIs1 YAy4IleHUs MPOrHo3a 3abosieBaHust. B Onumkaii-
1Iee BpeMsl MepCcleKTUBHBIM MeTogoM Tepanuu MITA Moxer
cTaTh IpUMEHEHHUeE TIepopaibHOro nHrubuTopa CSa perenro-
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