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Cucmemnvle sackyaumut (CB) aeaaiomes eemepoceHHol epynnoti 0CMpbiX U XPOHUYECKUX 3a001e6aHUlL, 8adCHEeUWUMU NAMOMOpgoaouU-
YecKUMU NPUSHAKAMU KOMOPbIX CHUMAIOMCs 80cnanerue u Hekpo3 cocyoucmoti cmeniu. Ocnogoii das kaaccuguikayuu CB gvicmynarom
SMUONORUSL U NAMO2EHE3, MUN NOPANCEHHBIX COCY008 U XAPAKmep 0CNANCHUSL, NPEUMYUECMEEHHOe NOPANCCHUEe 0P2aH08, KAUHUYEeCKUe
NPOSIBACHUSL, 2eHEMUYECKas NPedpacnoNolNCeHHOCMb U demoepaguueckue XapaKkmepucmuky. JuazHocmuposams 6ackyaum CAOMCHO 6¢1e0-
cmeue WUpoKoeo CneKkmpa KAUHUYECKUX NPOSAeHULl, KOMOpble 3a8UCM OM pazmepa NOPANCEHHbIX COCY008, 808ACHEHHBIX OP2AHO08 U CUC-
mem, 8bIpANCeHHOCMU 80CnAAUMeNbHO20 npoyecca. Jlnsa boavuuncmea gpopm CB nHem cneyuguueckux 1abopamopHvix mecmos, 00bi4HO
OMMeUaomcs NosbluleHUe Hecneyuduueckux 60CNAAUMeNbHbIX NoKazamenell U aKmueayls aymoumMmyHHbIX PeaKyuil.

s ckpununeogoeo obcaedosanus na CB onpedensiom yposHu aHmuHeiumpopuavtbix yumonaazmamuueckux anmumen (AHILIA), kpuo-
2100yAuHo8, anmumen K 6a3aivHoli Memopare kayoouka u k paxmopy komnasemernma Clq. O0Hako é césa3u ¢ 60AbUUM KOAUYECBOM Ce-
DOHE2aMUBHbIX APUAHMO8 COXPAHSEMCS. AKMYAAbHOCMYb OUONCUU ¢ NAMOMOPPOA0UHECKOIl XAPaKmMepUucmuKkoli ouonmama, a makaice
Heo0X00UMocmb UCNONb308AHUS COBPEMEHHBIX HEUHBA3UBHbIX UAU MANOUHBAZUBHBIX Memodo6 duaznocmuru. B 2015 e. npedcmaenen an-
eopumm eedenus AHI[A-accoyuuposannvix éackyiumos, paspabomarnnviii bpumanckum obuecmeom pesmamonoeos. Ceoeepemennas
duaenocmuxa u aeuernue CB 6 debrome s6asemces pyHOAMeHmMOM 045 YAYHUIEeHUs KA4ecmea U NPOoOOAICUMENbHOCIU JICUSHU NAYUEHM08.

Karouegote caosa: cucmemnblii 6ackyaum, KAacCUu@uUKayis, 2ueaHmoKAemoYHblii apmepuum, aHmuHelimpopuabHole yumonaamamuyeckue
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SYSTEMIC VASCULITIS: NOVELTY IN CLASSIFICATION, DIAGNOSIS, AND TREATMENT
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Systemic vasculitides (SV) are a heterogeneous group of acute and chronic diseases, the most important pathomorphological sign of which
is inflammation and necrosis of the vascular wall. The basis for the classification of SV is their etiology and pathogenesis, the type of affected
vessels and the pattern of inflammation, predominant organ involvements, clinical manifestations, a genetic predisposition, and demo-
graphic characteristics. To diagnose vasculitis is a difficult task due to a broad spectrum of its clinical manifestations that depend on the
predominant size of affected vessels, the involved organs and systems, and the magnitude of the inflammatory process. There are no specific
laboratory tests for most forms of SV; nonspecific inflammatory measures and activated autoimmune reactions are noted to be higher.
Screening for SV determines the levels of anti-neutrophil cytoplasmic antibodies (ANCA), cryoglobulins, anti-glomerular basement mem-
brane antibodies, and anti-complement Clq antibodies. However, biopsy with its specimen being pathomorphologically characterized,
as well as current noninvasive or minimally invasive diagnostic techniques remain relevant because of a large number of seronegative vari-
ants of vasculitis. The ANCA-associated vasculitis management algorithm developed by the British Society of Rheumatology has been pre-
sented in 2015. The timely diagnosis and treatment at the onset of SV is the basis for quality of life and survival improvement.

Key words: systemic vasculitis, classification, giant-cell arteritis, anti-neutrophil cytoplasmic antibodies, anti-neutrophil cytoplasmic an-
tibodies vasculitis, autoantibodies, anti-glomerular basement membrane antibodies, management algorithm, methotrexate, azathioprine,
glucocorticosteroids, rituximab

BeeneHue n K miomo 2015 . yxe 1100), mpencraBieHHBIX B 0a3e
M3zyuyeHue BorpocoB kinaccudUKalMy 1 MaToreHe3a JaHHBIX MEIULMHCKUX U OUOJOTMYECKUX MyOIMKalUi
cucteMHBbIX BackynuToB (CB) ocraercst aktyanbHbM, PubMed. D10 cBsA3aHO ¢ 00CyXaeHEM HOBOM HOMEHKJIA-
YTO MOATBEPKAAET YUCIO HaydHbIX padoT (3a 2014 1. 2702 typel CB, omybnukoBaHHo#i B 2013 . mo pe3yiabTaTaM
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HAWNHUNUHKHCT

2-i1 MexmyHapoaHOW KOHCEHCYCHON KOH(depeHIInu
(Yamen-Xuia), 1 HOBBIMU HaMpaBICHUSIMU B JICYCHUU
BacKyJUTOB, 0COOEHHO pedpakTepHBIX (hopm [1].

CB oTHOCSATCS K YMCITy OTHOCUTENIHHO PEIKUX 3a00J1e-
BaHuii. PacnpocrpaneHHOCTh Kojeobnercs ot 0.4 mo 14
n 6onee caydyaeB Ha 100 Toic. yenoBek. CB oO0beauHSIOT
TeTePOTCHHYIO TPYIIIY OCTPHIX M XPOHUYIECKUX 3a001eBa-
HU, BaXKHEHIIIMMI TaTOMOP(HOIOTMIeCKUMU MPU3HAKAMU
KOTOPBIX SIBJISIIOTCS BOCIAJICHME M HEKPO3 COCYIMCTOM
CTeHKU. IMarHOCTMPOBaTh BAaCKYJIUT CJIOXHO BCJICICTBUC
IIMPOKOTO CIEKTPpa KIMHUYECKUX MTPOSIBICHUI, KOTOPBIC
3aBUCST OT MPeobIamarIlero pa3Mepa IMopakeHHBIX CO-
CYIOB, BOBJICUCHHBIX OPTaHOB U CHCTEM, BBIPAKEHHOCTU
BOCIAIMTEILHOTO TIporiecca [2]. OmHako ciienyeT TOMHUTD
0 BTOPUYHBIX MpUYMHAX BO3HMKHOBeHMsT CB, Hampumep
00 MHMEKIINSIX, 3T0KAYeCTBEHHBIX OITyXOJISIX, CUCTEMHBIX
3200J1CBaHUSX COCAMHMUTEIPHON TKAaHU WM PeaKIIUsIX
Ha IPMMEHEHME JIEKapCTBeHHBIX TIpenaparoB. [1pu Heko-
TophIX popmax CB onucaHbl «TpurrepHbie» (pakTophl, Ha-
MpuMep UHOUIIMPOBaHKME BUPYCOM renaTtuTa B mpu y3en-
KOBOM TiepuapTepuure, BHpycoM Trematuta C 1mpu
5CCEHIIMATbHOM KPHOTJI00yTMHEMUIECKOM BaCKYJINTE.

Knaccutukayus cucmeMHbIX BaCKyNUmMoB
Ha CerOﬂHﬂLLIHI/Iﬂ JC€Hb ITPAKTUYECKU I1OJHOCTBIO
yaaj1oChb yf[TM OT UCIIOJIb30BaHMA B Ha3BaHMM BaCKyJIUTa

SIOHUMOB, HE OTPaXKAIOLIMX CYTH IIATOJIOTMYECKOTO IIPO-
necca. OcHoBoii mist knaccupukanym CB BwicTymaror
STUOJIOTUSI U MATOreHe3, TUII OPaXKEHHBIX COCYIOB U Xa-
pakTep BOCIAJCHMS, IPEUMYILIECTBEHHOE MOpaKeHUe
OpPraHOB M KJIMHUYECKME IIPOSIBIICHUSI, T€HEeTUYecKasi
MPEAPACIIONOXKEHHOCTD U AeMorpachuIecKue XxapakTepy-
CTUKU (BO3PACT, I10J1, paca, reorpacduyeckoe pacipocTpa-
HeHue u ap.) (tadm. 1).

[luarHocmuxa cucmemHbIX BaCKynumos

g 6onpmmmHcTBa popm CB Her crenmmdpuyecknx
JIabOpaTOPHBIX TECTOB, OOBIYHO OTMEYAETCS TTOBBIIIIEHNE
Hecren(pUIeCcKUX BOCITAIMTEIbHBIX TTOKa3aTe/Ieil U aK-
TUBALIAS ayTOMMMYHHBIX peakiiuii [3, 4]. Haubosee yacto
B KJIMHUYECKOM MTpaKTUKE IJISI CKPUHUHTOBOTO 00CIen0-
BaHusl Ha CB MCnonb3yoT omnpenesieHUe YpPOBHS aHTH-
HEeUTpOMUIBHBIX LIUTOIIa3MaThIecKuX aHTuTes (AHLLIA),
KpUOII00YJIMHOB, aHTUTEJ K 0a3ajibHOI MeMOpaHe KJTy-
oouka (antu-bMK) n k dakropy kommuiementa Clq
(antu-Clq anrturen) (tab6n. 2) [3].

OnHako B CBSI3U C OOJIBIITNMM YMCIIOM CIy4aeB CEpOHEe-
raTuBHBIX BapraHToB CB coxpaHsieTcs akTyaaTbHOCTb OM-
OICUM ¢ TTAaTOMOP(OJIOTUYECKOIN XapaKTepUCTUKON O1O-
nTaTta, a TakKXe HEOOXOAUMOCTh WCIIOJb30BaHMUS
COBPEMEHHBIX HEMHBAa3MBHBIX WJIM MAJIOMHBAa3MBHBIX ME-
TONOB AMArHOCTMKU. Hampumep, mist BBISIBJICHUSI TUTaH-

Tadmina 1. Homenxaamypa CB (pexomendayuu 2-ii Mexcdynapoonoii koncencychoti kongpepenyuu, 4anen-Xuan, 2012) [1]

Ipynna BacKynuToB

BackyJIUThI ¢ MOpaXXeHUEeM KPYITHBIX
COCyIOB

Aptepuut Takasicy

BaCKyJII/ITbI C IIOPaXEeHUEM COCyn10B

CpeHero Kaauopa Bose3ns Kapacaku

Y3enKOBBI TOJTMAPTEPUUT

OcHoBHbIe HO30/10THYeCKHE (DOPMBI

[MTaHTOKIIETOYHBII APTEPUUT

AHILIA-accolMupoBaHHbIE BACKYJIUThI (TpaHyJIeMaTo3 ¢ MOJIMaHTMUTOM (rpaHysiemaro3 BereHepa),
MUKPOCKOIMYECKU I MOJMAHTUUT, 303MHOMMIBHBII TPAHYJIEMATO3 C MOJUAHTMUTOM (60JIe3Hb

Backynutbl ¢ mopaxkeHueM MeJKUX Co-
CyI0B

Yapra—Crpocca)

MmmyHOKOMITIEKCHBIE BacKyIUTHI (aHTH-BbM K-acconmmrpoBanHast 601€3Hb, KpUOTJIOOYTMHEMU -

YecKUil BacKyIuT, IgA-BackyauT (6oae3Hb Lllenneiina—IeHoxa), FTMIMTOKOMIUIEMEHTHbBIN YpTUKApP-
HbI BacKyauT (aHTHU-C1q-accounrpoBaHHbBIN BaCKYJIUT)

Bonesnb bexyera
Cunapom Korana

BackyIuTeI ¢ TopaxkeHUEM COCYIOB pa3-
JIMYHOTO Kaaubpa

KoXHBII JTeHKOIUTOKIACTUYECKHIT BACKYJTUT

Backy/nuThl ¢ mopaxkeHUeM OIHOTO OpraHa -
Ky P a P M3011MpoBaHHbBI AOPTUT

Jpyrue 3a001eBaHUs

BonyaHOUYHBI BACKYJIUT
BackynuThl, acCOLMUPOBAHHBIE C CUCTEM- PeBMaTOMIHBIN BACKYJIUT
HBIMM 3200JIEBaHUSIMU

Backynut npu capkounaose

TlepBUYHBIA BaCKYJIUT LIEHTPAJIbHOW HEPBHOM CUCTEMBI

Backynut mpu Apyrux CUCTEMHBIX 3a00JIeBaHUSIX

KpuornobymmHeMuiaeckuil BaCKyJIUT, accormupoBanHbiii ¢ HCV-uHbekmei
Backynut, accoliMmrpoBaHHbIN ¢ TenatuToM B
Cubunrc-accorMmpoOBaHHBIN A0PTUT

BackynuTel ¢ yctaHOBJIEHHOM 3THONOTHel JIeKapcTBeHHO-MHAYLIMPOBaHHBII UIMMYHOKOMILIEKCHBII BACKYIUT
JlekapcTBeHHO-MHAYLIMpoBaHHBI AHLIA-Backynut
Backynut, accoliMMpoBaHHbBII €O 310KaYeCTBEHHBIMY HOBOOOPa30BaHUSIMU

Jlpyrue 3a00yieBaHUS

Ilpumeuanue. HCV — supyc eenamuma C.
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Tabmuna 2. Aymoanmumena npu CB

Bun Backymura

HANHUUKUCT

OcHoBHbIE AYTOAHTHUTEIA

AHTHTENA K KJIeTKaM COCyauCTOIO SHAOTEJINA, K a0PTE

AnTHTENA K PeppUTHHY

Aprepuut Takasic
prep y AHTHUTENAa K aHHEKCUHY V/

AHTUTENIA K IMOBEPXHOCTHBIM aHTUT'€HAM MOHOILIMTOB

[MraHTOKJIETOUHBIN apTEPUUT
prep AHTHUTENa K (DEPPUTUHY

V3e/1KOBBIN MOTMaApPTEPUUT

Bonesns KaBacaku

AHTUTENA K KJIeTKaM COCyIMCTOTO SHOOTEINA

AHTHUTENA K KJIETKaM COCyoUCTOTO SHAOTEINA

AHTUTENA K KJIETKaM COCyoUCTOTO SHOOTEINA

AHTHUTEA K KJIETKAM COCYIMCTOTO SHIOTEUS
AytoaHTuTeNa K Muesonepokcunaze (MPO-AHLIA)

AHILIA-accolMupoBaHHBIN BACKYJIUT

AytoanTuTtena K nporenHase-3 (PR3-AHILIA)

AHTHTENA K TTIMKONPOTEMHAM 2-TO TUIIa JIM30coMaibHOM MeMOpaHbl (LAMP-2, lysosome associated

membrane protein-2)

Antu-bMK
KpuorinooynnHbl
PeBmaTouaHbIi hakTop
Antu-Clq anturena
AHILIA knacca IgA

MMMyHOKOMITIEKCHBIN BACKYJIUT

TOKJICTOYHOTO apTepUMTa, OCOOCHHO IOpaXKeHUIA 9KCTpa-
KpaHMAJIbHBIX apTepHil, PEKOMEHIYETCSI BBIITOJIHEHUE
HE TOJIbKO YJIBTPa3BYKOBOH noruieporpaduu aprepuii
(4yBCTBUTEIBHOCTh MeTona — 67 %, crneuudUIHOCTh —
95 %) |5], HO U MarHUTHO-PE30HAHCHOI TOMorpahuu
(ayBcTBUTENBHOCTL — 78,4 %, crieuuduyHocts — 90,4 %)
[6], TO3UTPOHHO-3MUCCUOHHOM TOMOrpaduu [7] 1 Kom-
MMBIOTEPHOI TOMOTpaduuecKoit anruorpapuu [8].

PesynbraThl mociaeIHUX UCCIIEIOBAHUI TO3BOIUIIN
OIucaTh KJIMHUYECKKE OCOOEHHOCTU TeUEHMsI TUTaH-
TOKJIETOUHOTO apTepumTa [9]. Tak, maumeHTHl C TUTaH-
TOKJIETOYHBIM apTePUUTOM C IOpPaKeHUEM KPYITHBIX
apTepuil Maaaile 00JbHBIX KIACCUUECKUM BUCOYHBIM
aprepunToM (cpeaHuii Bo3pact 68,2 + 7,5 roga B cpaB-
Henuu ¢ 75,7 = 7,4 roma, p < 0,001), umeror Goinee
IUTATENIbHBINA aHaMHe3 3aboneBaHus (3,5 Mec IpOTUB
2,2 mec, p < 0,001). PeBmaTtuueckass moauMHUaITUs
BCTpeYaeTCsI HEMHOTO Yallle y JIMI C SKCTpaKpaHUab-
HOU ¢opmoit Backyirura (26 % mportus 15 %,
p = 0,012); nast KOHTPOJSI aKTUBHOCTU 3a00JIeBaHUS
TpedyeTcs 00blias cyMMapHasi 103a IIIOKOKOPTUKO-
crepounon (I'KC) (11,4 + 5,9 r npotuB 9,1 + 3,7 1,
p < 0,001) m Oonmee MPOTOJKUTEIbHOE JCUCHUE
(4,5 roma mpotus 2,2 roga, p < 0,001). OTrmeueHo,
YTO KJIacCcubUKAILIMOHHBIE KPUTEPUU AMEPUKAHCKOM
KOJIJIETMM PEBMATOJIOTOB SIBJISIFOTCS HU3KOCTebud-
HBIMU AJI MallMeHTOB ¢ TUTAHTOKJIETOYHBIM apTepu-
HUTOM C MOPaxXeHUEeM KPYIHBIX apTePUIii.

Anropumm BefeHus 60NbHOro cUCMEMHbIM BacRynumom

B pamkax 3aBepiuuBiierocss EBponeiickoro KoH-
rpecca pesmatosioroB EULAR (2015) B pyopuke «4to
HOBOTO?» OBIJT MpeacTaBJIeH aJaroOpuUTM BeIeHUS
AHIIA-acconmupoBaHHBIX BACKYJIUTOB, pa3padboTaH-
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HBIT bpuTaHCKUM 00I1IeCTBOM peBMAaTOJIOTOB (CM. pU-
cyHOK) [10].

B cooTBeTCTBUM ¢ 3TUM aATOPUTMOM IIPU YCTaHOB-
JneHun guarHo3a AHIIA-accolurpoBaHHOTO BacKyJuTa
HasHavaior 'KC B coyeranum ¢ nukiaodochamMumom
B BUIIE BHYTPMBEHHBIX IyJbCOBBIX BBEIEHMI 15 MTI /KT
yepes 2 Hen 1—3 pasa, manee Kaxable 3 Hel MU BHYTPb
2 mr/Kr/cyT (He 6osee 200 mr/cyT) B TedeHue 3—12 mec.
[Ipu pedpakTepHOCTH K LIUKITO(GOochaMuIy, peluauBr-
pyIoIlleM TeYeHUU BacKyauTa Ha3zHAvYalOT pPUTYKCUMaO
375 mr/m? B Hemento B tedeHue 4 Hex uau 1000 mr
IBaxXIbl ¢ MHTepBaJioM B 2 Hem. Merorpekcar (25—
30 mr/Hen) u modetuna mukodenonar (1 r/cyT) pac-
CMaTPUBAIOTCS B KQUECTBE aJIbTePHATUBHOM MHAYKIIN -
OHHOI Tepalnuy Npu HU3KOI aKTUBHOCTU 3a00JIeBaHUS
U OTCYTCTBUM BBICOKOTO PHUCKA Pa3BUTHUS TIXKEIBIX
OPraHHbIX IMOPAXKEHUA.

B cinyuae pocTuxkeHusi KJIMHUKO-1a0OpaTOpHOM
PEeMUCCHU C TIOMOIIbI0 MHAYKIIMOHHON Teparmuu OCy-
LIECTBJISICTCS MEPexXoa Ha a3aTUOMPUH MU METOTPEK-
caT, KOTOpbIe IPUMEHSIIOTCS He MeHee 2 JIeT, a B cyJae
rpaHyjeMaro3a ¢ MOJMAaHTMUTOM WM IIPpU HaIWYUU
BacKyJmuTa, accouuupoBaHHoro ¢ PR3-AHLIA, He me-
Hee 5 neT. Y mauueHTOB CO CTOMKOI peMuccueit 3a60-
JIeBaHUSI B TeYeHHUE rojaa Ha (poHe MOAIepKUBAIOIICH
Tepanuu peKoOMeHayeTcsl cHadajia cHuxkatb o3y ['KC,
a 3aTeM CHIDKATh UM OTMEHSITh UMMYHOCYIIPECCUBHYIO
Teparuio.

HoBbiMm HamipaBieHueM B iedeHun CB ¢ mopaxkeHnem
COCYI0B pa3IMYHOTO Kajarbpa, B YyacTHOCTU 0oJie3Hu bex-
yeTa, Kpome TpaguioHHoro HazHaueHust ' KC u a3aTu-
OIpMHA, CYMTACTCS INPUMEHEHHE TMepOopaIbHBIX (HOopM
MHTUOUTOPOB hochoanscrepasbl 4-To TUIIA, KOTOPHIE
3HAYUTEJbHO YMEHBIIIAIOT YMCIIO SI3B Ha CIU3UCTOM 000-
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YcTaHoBneHHbIN gnarHo3 AHLIA-
ACCOLMNPOBAHHOIO BacKynuTa

|

[ OueHka akTMBHOCTHY 3aboneBaHUs

NHpyKumnoHHas Tepanua

W ( Taxenble KN3He-
yrpoxatoLre nopakeHus
HeTt tsi>kenoro L® + MKC

wwm ) PTM +TKC . opraHoB/cucTem
nopakeHus nam n

n
OpraHOB/CI/ICTEMJ < J k 7 kaeaTl/lHl/lH

> 500 mKkmonb/n

|
|

MepexoA JocTxkeHne pemmccum Ha GpoHe Aloasute
Ha MTX/MM® Tepanun nnasmapepes
Mopnep>xnBatoLas Tepanus
( )
Mepexog Ha MTX unn A3A Mpogonxute PTM
CHueHmne go3bl ['KC unu CHuxeHune go3bl KC
[10 MONHOW OTMEHDI J k [0 MONTHOM OTMEHDI
v v
( )
CHuXeHne ):l,03tf MTX Otmena PTM
nnn A3A 10 NOHOM OTMEHDbI
\_ J

CoxpaHeHue pemuccuy 6e3 Tepanuu

Aneopumm eedenus 6oavHbix ¢ AHIIA-accoyuuposannvimu eackysumamu: A3A — azamuonpun; MM®D — mogpemuna muxoghenonam; MTX — memompexcam;
PTM — pumykcuma6; L{® — yukaoghocpamud

JIOYKCE ITOJIOCTHU pTa M ITOJIOBBIX OPIraHOB 1 BBIPAXKEHHOCTh  HOBBIX KaTCI‘OpI/Iﬁ BaCKyJMUTOB ABJIAIOTCA, C OJIHOM

6oneBoro cuHapoma [11]. CTOPOHBI, TOCTUXKEHUS MEIULIMHCKON HAYKU B BBISIB-
JICHUM 3TUOJIOTUM U MaToTeHe3a 3a00eBaHusl, C Ipy-
3aknioueHue roifi — COBEpPIICHCTBOBaHWE METOMOB Tepamuu, Ipo-

CBoeBpeMeHHas AuarHocTuka u jedyeHre CB B me- GUIaKTUKU HETaTUBHBIX IPOSBICHUIN KaK CaMOTO
010Te — (byHIAMEHT IS yIy4YIIeHUs KauyecTBa M MPoO- JICUCHUS, TaK U KapIMOBACKYJISIPHOTO U OHKOJIOTUYE-
MOJDKUTENIbHOCTH XKU3HU NMarueHToB. OCHOBOM co31a- CKOTO PUCKOB, aCCOIMMPOBAHHBIX C ayTOMMMYHHBIM
HUSI HOMEHKJIATYPHON CHCTEMBI 3a CUET M00aBlIeHUS 3a00JIcBaHUEM.
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