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CUCTEMHOM BACKYJIUTE

AKTyasibHOCTb. [TopaxeHne cycTaBoB v NapaapTUKyIsSPHbIX TKAHEN OTHO-
cuTCs K HamboJsiee YacTbiM rnpu3Hakam cuctemHoro sackynuTta (CB), acco-
LnMpPOBaHHOI0O C aHTUHENTPOOUIbHBIMU LNTOMI1a3MaTn4eCKUMm aHTUTe -
namu (ANCA) — npuv mukpockonu4eckom rnoamaHrmmte (MF1A), rpaHyne-
marose ¢ nonvaHruntom Berenepa (T1A), 303MHOGUILHOM NONAHTNATE
Yepaxa — Crpocc (3l1A), HO xapakTep Te4eHus: n NaTtoreHe3 narosaorum
OMNOPHO-ABUraTesIbHOro annapara y 3Tmx 60JibHbIX TPEOYET AaslbHelLe-
ro n3yyeHuisi. Llenb v 3aaa4qv: npoBECTY CPaBHUTEIbHYIO OLIEHKY KITMHUKO-
PEHTreHO-COHOrpapuU4eCcKnX nPU3HaKoB rnaTosiorny CycTaBoB v rnapaapTu-
KYJISIPHbIX TKaHew rpu otaesbHbix popmax ANCA-CB, ycTaHOBUTL OCOOEH-
HOCTU NaTOreHETUYECKNX MOCTPOEHUI, BbIAENTL pakTopbl pyicka. OObLEKT
umetonsbl. lNoa HabnwaeHnem Haxoamnmce 147 6osbHbix ANCA-CB (89 —
c MrIIA, 28 — ¢ ITIA, 30 — ¢ 3lA), cOOTBETCTBEHHO CPEAHU BO3PAaCT CO-
ctaBui 45; 46 net u 42 roga, 4MTeIbHOCTb 3aboneBaHnsa — 7 1eT; 4 rona
n 11 net. COOTHOLLEHNE MUHUMAJIbHOM, YMEPEHHOM 1 BbICOKOV CTENEHeMn
aKTUBHOCTY GOJIE3HU B 3TUX rpyrnnax cOoTBETCTBEHHO cocTtaBmio 1:3:6,
1:7:6 n 1:3:4. Pe3ynbtartsl. [lopaxeHne 0rnopHO-ABUraTtesIbHoro annapa-
Ta BbISIBAIEHO Y 79% 60s1bHbIX MIA, y 61% — [TIA n 77% — Sl1A, npuv aToM
151 MIA oka3asicst 6osiee xapakTepHbIM MUO3UT KOHeYHocTel (39%), ans
ITIA — nepugepundeckas Hevponatus (71%) n ansroguctpogus (18%),
ans 9MNA — cakpowvnent (17%), cnoHgunonatus (26%), TeH4OBarmHUT
(30%) v aHTe3onatus (26%). Npu MIIA kocTatmpoBaHO OTHOCUTEIbHO
4acTO€ BOB/IEHEHNE B NMATOJI0OMMYECKNI MPOLIECC KOJIEHHbIX, FOJI€HOCTOT-
HbIX W JTy4e3arsiCTHbIX COY1eHeHUN, rnpv SINA — BEPXHEYENOCTHbIX, Toraa
kak ripuv I'TTA oTcyTcTBOBaNM Criy4am apTpuTa rpyaAnMHO-KIK0YNYHbIX, MI0C-
HeganaHroBbix n Ta306eApPeHHbIX CyCTaBOB. VIHTerpasibHasl TSXeCTb BUC-
ueputa y 60sbHbIx MIA nmena oqHOBPEMEHHbIE ANCIEPCUOHHbIE U MPSi-
Mbl€ KOPPESISLIMOHHbBIE COOTHOLLIEHUS C pa3BuTnem octeoysyp, npu A —
C Hann4YneM NHTPaapTukynspHeIx Ten Ffogpga, npu 3MA — nmrameHTo3a.
C napametpamu B kpoBu ANCA (aHTuTen kK Muesonepokcuaase v npoTe-
nHaze-3) y naumeHToB ¢ MIA 6b1710 TECHO CBSI3aHO POPMUPOBaHNE rnepu-
¢pepunyeckoro aptputa, a ¢ INA — TeHgoBarvHuTa, B ciy4dasix MIMA B pas-
BUTUN MBMEHEHUV ONOPHO-ABUraTe/IbHOro annapara HeMasi0BaXxHoe 3Ha-
YeHue OTBOANTCS aHTUTes1aM K kapavnonaunudy, [TIA — aHaoTennaabHon
ancoyHkumm cocynoB, SMA — aHTuTenam K Ae30KCUpuboHyKIenHOBOM
kucnote. OcobeHHocTu natoreHe3a ANCA-CB TpebytoT co3aaHus HAu-
BuAyanbHON MEANLIMHCKOM TEXHOIOMV JIEHEHMIS PV IMOPAXEHMSIX OrNOPHO-
ABUratesibHoro annapara.

MopaxxkeHne CyCTaBOB 1 MapaapTUKYNAPHbIX TKAHEN
aBnseTcs Hanbosee YacTbiM NpusHakom CB, accoun-
MPOBAHHLIM C aHTVIHeVITpOCDVIJ'IbeIMVI umTonnasmaTtu-

rpynna 3aboneBaHuin, OCHOBHbIM NPU3HAKOM KOTO-
pbIX CYHNTAETCH UMMYHHOE BOCMaJlIeHMe C HEKPO30OM
cocyaucTom cteHku (Demir S. etal., 2018; Elefante E.
et al., 2018). PacnpocTtpaHeHHocTb CB exerogHo
noBCceMecCTHO nosbiwaeTcsa (Mohammad A.J. et al.,
2012; Jariwala M.P., Laxer R.M., 2018), a nx nay-
YEHME OTHOCUTCH K AMHAMUYHO Pa3BMBAIOLLMMCS
obnacTtam kKnnHuyeckom meguumnHel (Lamprecht P.
etal., 2018).

yecknumu aHtutenamm (ANCA) (CuHsueHko O.B. u co-
aBT.,2015; CalatroniM. etal., 2017; Apel F. etal., 2018).
ApTponatusa npu pasHeix BapnaHtax CB gnarHocTtupy-
etcsa B 30-70% cny4yaes, 4TO 3aBUCUT OT AJINTENIbBHOCTU
3aboneBaHusl, CTENEHN aKTUBHOCTM MaToNOrm4ecko-
ro NMpoLecca, Hann4msa 1 THXKECTU TeHEHWUS JTerOYHOMN
1 noyeyHon natonorun (Syniachenko O. et al., 2017),
HO oTMedaeTcs B ocHoBHOM B aebiote ANCA-CB — mu-
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Kpockonuyeckoro nonvaHruurta (Mr1A), rpaHynemaro-
3a c nonvaHrnmtom Berenepa (MA) 1 3031MHOGUNBHO-
ro nonnaHrunTa Yepgxxa — Ctpocc (3MA) (Itabashi M.
et al., 2014; Jeleniewicz R. et al., 2018). Npu aTOM Xa-
pakTep Te4YeHusa 1 naToreHesa CyCTaBHOro v napa-
apTukynsapHoro cumHapomoB npu MIMA (Tsuchiya N.,
2012), I'MIA (Salazar-Exaire D. et al., 2012; Soriano A.
etal.,2012) n 3MNA (Gendelman S. etal., 2013; Oiwa H.,
Nishioka K., 2016) TpeOyIoT AanbHENLLEro U3YyHEHNS.

LLEJ1Ib U BAO0AYN UCCINTIEAOBAHUSA

MpoBeCTV CPaBHUTENBHYIO OLEHKY KITMHUKO-PEHT-
reHo-coHorpadu4ecknx NpM3HakoB NaTonornu cy-
CTaBOB 1 NapaapTUKYNAPHbIX TKAHEN NPU OTAESbHbIX
dopmax ANCA-CB, ycTaHOBUTb 0COBEHHOCTW NaTore-
HETNYECKNX MOCTPOEHN, BbIOENUTL PaKTOPbI prcKa.

OBbEKT U METOAbI UCCJIEOOBAHUSA

Mon HabnoaeHeM Haxoaunucb 147 60NbHbIX
ANCA-CB (89 — c MIA, 28 — c I'TIA, 30 — c 3MMA), co-
OTBETCTBEHHO MYX4YUH/XeHwmH 1:1,3; 1,3:1 n 1:1,1,
cpegHuii BospacTt coctaBun 45,2+1,47; 46,0+2,41
n 41,92 48 ropa, oNTENbHOCTL 3aboneBaHua —
6,6+0,79;4,3+0,831 10,6%1,88 roga, ocTpoe unu noa-
OCTPOE TeYyeHne naTonorn4yeckoro npouecca B 27,0;
35,7 n 23,3% cnyyaeB. COOTHOLLEHNE MUHUMAJIbHOWN,
YMEPEHHOI 1 BbICOKO CTeneHei akTMBHOCTY 601e3HU
BaTuxrpynnax ANCA-CB coctaBwno 1:3:6, 1:7:6 1 1:3:4
COOTBETCTBEHHO. Y 60/1bHbIX MINA B CbIBOPOTKE KPOBU
ANCA BbIsiBNEeHbI B 76,4% cny4aes (B 68,5% aHTutena
K Mmenonepokcunaaze — AMP 1B 7,9% — 0QHOBPEMEH-
Ho AMP v aHTuTenak npotemHase-3 — AP3), npuTIA —
B 92,8% (AP3 — B 78,6% 1 AP3 + AMP — B 14,3%),
npu 3NA —850,0% (AMP — B 43,3% nAP3 — B6,7%).

PeHTreHonornyeckoe nccnegosaHne nepude-
PUYECKNX CYCTaBOB, KPECTLOBO-MNOAB3A0LLHbIX CO-
YNIeHEeHMN N NO3BOHOYHMKA BbINOJIHAMM Ha annapa-
Te «Multix-Compact-Siemens» (F'epmanus), ynetpa-
3BYKOBOE MCCe0BaHMe CyCTaBOB — Ha COHorpade
«Envisor-Philips» (Hngepnangbl). nsa oueHkn na-
©GopaTopHbIX nokasaTenen Ncnosib3oBann aHanmsa-
Top «Olympus-AU640» (AnoHus), puaep «PR2100-
Sanofi diagnostic pasteur» (PpaHuus), UMMYHOBNOT
«Euroline-Euroimmun» (F'epmaHuna). NMoacyuteisanmu
nokasatenu cyctaBHoro cyeta (JPN), nHgekcos J1aHc-
oypw (LI), aktmBHOCTM apTpuTa (DAS) 1 MHTErpansHom
TsaxecTu aptpuTta (ASI) no popmyne:

ASI=VLI - DAS.

Cratuctmnyeckas 06paboTka nonyyeHHbIX pesysb-
TaToB UCCNEeO0BaHNM NPOBEAEHA C MOMOLLIbIO KOMIbIO-
TEPHOro KoppensaunoHHoro, ogHo- (ANOVA) 1 MHo-
rodakTopHoro (ANOVA/MANOVA) omucnepCcnoHHOro
aHanmaa (nporpammbl «Microsoft-Excel» n «Statistica-
Stat-Soft», CLLA). OueHunBanun cpegHmne 3HadeHus (M),
VX CTaHOAPTHbLIE OTKMIOHEeHUs 1 owunbkn (SE), koad-
dMUMEHTbI NapamMeTpuyeckon koppenauun NMupco-
Ha (r) n HenapameTpuydeckor Kenpanna (t), kputepun
ogHodakTopHOro (D) n MHOrodakTopHOro Ymnnkokco-
Ha — Pao (WR) oncnepCrmoHHOro aHanmaa, pasnmymi
CTblogeHTa 1 [OCTOBEPHOCTb CTAaTUCTUYECKMX MOKa-
3atenen (p).

BJTACHI CNOCTEPEXEHH4
PE3VYJIbTATbI U UX OBCYXXAEHUE

MopaxeHne onopHO-ABUraTeNIbHOro annaparta
BbIIBNEHO y 78,7% 6onbHbix MMA, y 60,7% — ITIA
n 76,7% — 3MMA, npu aTom ansa MIMA okazancs OTHO-
cuTeNnbHO Bonee xapakTePHbIM MMO3UT KOHEYHOCTEN
(MK —39,3%), ona 'MA — nepudepuyeckas Hempona-
s (HM — 70,6%) n anbrognctpodus (AL — 17,7%),
ans 9MNA — cakpouneunt (C — 17,4%), cnoHgunona-
T1a (CMN — 26,1%), TengoBarnHut (TB — 30,4%) 1 9H-
Tesonatusa (AN — 26,1%), 4TO OTpaxeHo Ha puc. 1.
CW Bo Bcex cnyvasix Obis1 mbo 0AHOCTOPOHHUM, MO0
[BYCTOPOHHNM aCUMMETPUYHBLIM N HE 3aBUCEST OT HO-
3onoruuv CB. CI1 B BUAe 0CTEOXOHAP03a NO3BOHOYHN -
Ka 1 crnoHamnoapTposa nposiensanack 60neBbIM CUH-
APOMOM ANCTreMmnyeckoro, AMcdurKcaLmMoHHOro, BOC-
nannTenbHOro M MeEXaHNYEeCKOro xapakTepa npu Bcex
ANCA-CB npumepHo B cooTHoweHun 10:5:4:1. Y aByx
6onbHbIX MIA TeyeHune HIT 6bin10 B BMAE cuHapoma
[vneHa — Bappe.
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Puc. 1. YacTota oTeNbHbIX NPU3HAKOB NOPAXEHNUS ONOPHO-ABUraTeNb-
Horo annapara npu ANCA-CB (%)

Mo pe3ynbTaTam BbIMOSIHEHHOIO aHaNM3a YNIIKOKCO-
Ha — Pao, Ha nHTerpanbHOE COCTOSIHME ONOPHO-ABU-
ratenbHoro annapata npu MIMA, INMA n 3INA okasbiBaeT
BNUsIHME 0OLLas TAXXECTb BUCLLEPUTOB (COOTBETCTBEH-
Ho WR=3,25, p<0,001, WR=2,22, p=0,032, WR=3,02,
p=0,033), y 60onbHbIx MINA, Kpome Toro, GyHKUMOHASb-
Hoe cocTosiHue novek (WR=1,61, p=0,023), npn A —
KOXHbI cnHapom (WR=6,95, p<0,001), a npu OMNA —
pecnupaTtopHasa ¢oyHkumna (WR=2,63, p=0,049). Kak
nokasan AMCNEPCUOHHbIN U KOPPENSLVNOHHbBIA aHa-
N3, CTEMNEHb TXECTU nepudepunyeckoro aptputa (MA)
TECHO CBSI3aHa C HTErpPasibHOM TSXKECTbIO MOPaXeHUn
BHYTPEHHMX OpraHoB nNpu Bcex BapraHTax ANCA-CB —
MIMA (D=34,94, p<0,001; t=+0,487, p<0,001), I'MA
(D=5,99, p=0,022; t=+0,549, p<0,001), 3MA (D=4,21,
p=0,049; t=+0,265, p=0,040).

Kak BugHO 13 puc. 2, npy MIMA KOHCTaTMPOBaHO
OTHOCUTESIbHO YaCTOE BOBJIEYEHME B NATOIOMMYECKNIA
NPOLLECC KONEHHbIX (77,4%), roneHoCcTonHbIX (73,6%)
M nyye3anacTHbix (56,6%) couneHeHui, npu OMA —
BEPXHEYENIOCTHbIX (26,7%), Toraa kak npwu ['MA oTcyT-
CTBOBA/IM C/ly4am apTpuTa rpyauHoO-KMIOYMYHBIX, MI0C-
HedanaHroebIx 1 Ta306eApeHHbIX CycTaBoB. YacToTa
OTAENbHbIX PEHTreHO-CoHOorpaduyecknx nNpn3HakoB
CYyCTaBHOro cMHApoMa npeacraBfieHa Ha puc. 3.
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Puc. 2. Yactota nopaxeHuii oTaenbHbix cyctaBoB npu ANCA-CB (%):
cycTaBbl: 1 — KONEHHbIE, 2 — TONEHOCTOMNHbIE, 3 — Nyye3ansicTHble, 4 —
NAICTHO-(anaHrosble, 5 — NOKTEBbIE, 6 — NNKOCHE-danaHrosble, 7 — nne-
yeBble, 8 — Ta300eapeHHbIe, 9 — MexdanaHrosble nasbLies kucteid, 10 —
mexdanaHrosble nanbLes cTon, 11 — BepxHeYenocTHble, 12 — rpyanHo-
KNOYNYHbIE
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Puc. 3. YactoTa peHTreHo-coHorpaduyecknx npu3HakoB apTpona-
T npu ANCA-CB (%): 1 — cybxoHopanbHblid cknepos, 2 — 0CTEOKM-
CT03, 3 — NIUramMmeHTo3, 4 — U3MEHEHNS POroB MEHNUCKOB, 5 — anudusap-
Hblii 0cTEONOpPo3, 6 — XOHAPOMHbIE Tena, 7 — kuctol beiikepa, 8 — Tena
LWraingn, 9 — Tena Nododa, 10 — octeoysypsl, 11 — apTpokanbLuHaThI,
12 — ocTeoHekpo3
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OTmMeTuM, 4TO pa3Hoobpasne Takmx NPOSBAEHUN
apTponaTtumny 60nbHbIx A okazanocb OTHOCUTENBHO
CKYZHbIM, HO BbISIB/IEHA BbICOKAs PACMPOCTPAHEHHOCTb
JIMraMeHTO3a U MHTPaapPTUKYNISIPHBIX KMPOBbIX Ten Fod-
¢da (cooTBeTCTBEHHO 55,6%). NocnegHne npn 3MA
B MOJIOCTSIX CyCTaBOB BOOOLLE OTCYTCTBOBAJIN.

B tabnuue npencrtaBneHbl NokasaTenm TSXeCTU
cycTaBHOro cvHgpoma y 6onbHbix ANCA-CB. MoHo-
onuroapTput npu MIMA yctaHoBneH B 39,6% cnyyaes,
npuMA —B33,3%, npn 3MNMA — nuwb B 16,7%. Cneay-
€T MOAYEPKHYTb, YTO MHTErpasibHas BblPaXEHHOCTb BUC-
LLepMTOB MMena npsiMble KOPPeNaLMOHHbIe cBa3u MNMup-
coHa c napameTpom ASIly 605bHbIX MIMA 1 3MA (puc. 4).

Ta6nuua
Noka3saTenu TSXKECTH CYCTaBHOrO CUHAPOMA
y 6onbHbix ANCA-CB (M=SE)

Mokasartenb Bapuantbl ANCA-CB

cycrasHoro MMNA A 3anaA

CUHAPOMA
JPN, a6e. 9,3+1,81 14,4+4,79 13,2+2,62
DAS, o.e. 2,9+0,24 3,3+0,67 3,0+0,27
LI, 6annsbl 61,8+6,25 48,0+17,07 57,8+11,11
ASI, y.e. 16,8+2,87 18,8+8,33 16,5+3,70

NHTerpanbHas TskecTb BUucLepuTay 605bHbIx MIMA
vMena 0JHOBPEMEHHbIE ANCNEPCUOHHBLIE N NPSMbIE
KOPPENSALUMOHHbIE COOTHOLLEHUS C Pa3BUTUEM OCTEO-
y3yp (D=3,98, p=0,048; t=+0,271, p=0,004), npn MA —
C HaNM4YMeM NHTPaapTUKyNsapHbIx Ten Fododa (D=6,49,
p=0,038; t=+0,707, p=0,008), npn 3IMA — nurameHTO-
3a(D=7,46, p=0,009; t=+0,544, p=0,001). C nokasare-
nem ASI npu Bcex BapmaHtax ANCA-CB otmewanu no-
3UTUBHbIE KOppenauun pa3sutna TB (B cnydasx MIMA
t=+0,385, p<0,001, 'MA — t=+0,745, p=0,005, 3MNA —
t=+0,450, p=0,007). Kpome Toro, MINA conposoxaancs
npsmbiMu ceasamu ASI c CU (t=+0,227, p=0,016) n MK
(t=+0,202, p=0,033), a AMNA c 3 (t=+0,329, p=0,049).

C napameTtpamu B kpoBu ANCA (aHTuten k AMP
1 AP3) y naumeHnToB ¢ MINA 6b1/10 TECHO CBSI3aHO dop-
muposaHue lNA (D=4,07, p=0,040), a c SNA — TB
(D=3,89, p=0,048), B cny4asx MIA B pa3Butum mna-
MEHEHWNI ONOPHO-ABUraTelbHOro annapara Hemasno-
BaXXHOE 3Ha4YeHue OTBOAUTCSH aHTUTeNaM K Kapamo-
nununy (D=6,50, p=0,014), IMA — aHpgoTennanbHom
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Puc. 4. KoppensumoHHO-perpeccuoHHble CBA3M MHAEKCA TSXecTH BucLeputa ¢ napametpom ASI ANCA-CB
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ONCPYHKUMN COCYAO0B C YBEIMYEHNEM COOTHOLLE-
HUS TpombokcaHeMum/npocTaumkaHemnn (D=3,11,
p=0,036), AMNA — aHTUTENAM K A€30KCUPUOOHYKEN-
HoBow kucnote (D=7,37, p=0,012).

B 3akntoueHne oTMeTUM, Y4To No AaHHbIM uTepa-
Typbl anda [MA HexapakTepHbl NOpPaXxeHne CyCTaBOB
nanbueB pyk (Kisacik B. et al., 2018) v rpyanHo-knto-
YnyHbii apTpuT (Kim S.D. et al., 2013). MNMonyyeHHbIe
HaMu pe3ynbTaTbl UCCNEA0BaHUI TakxKe nokasanm oT-
CYTCTBME BOCMANEHNS FPYOMHO-KTIOUYNYHBIX COYSIEHE -
HUIN Npyn gaHHoM BapuaHte ANCA-CB, Ho apTpuT cy-
CTaBOB KNCTEN KOHCTATUPOBAH Y Kaxaoro TpeTbero
naumeHTa. MimeloTcs ceeaeHmns, 4To TedeHune NMA Bo3-
MO>XHO B BUE CEPONO3UTMBHOIO N0 PEBMATONOHOMY
dakTopy NnonnMapTpmTa, HAaNOMMHAIOLLLErO PEBMATOU-
HbI, NpMYeM gaxe 0ebTNPOBaTh C TAKOro BapuaHTa
cyctaBHoro cuHgpoma (MacriA. etal., 2014). B npoBe-
NEeHHOM HaMW UCcneaoBaHnmM Takux 60bHbIX He ObI0,
KaK 1 peakux GopM NaTtosiormMm onopHoO-ABUraTesb-
Horo annaparta npu MIA, I'MA n 3MA, Kakummn 9Bns-
I0TCH NOABbIBMXM NeveBblx (van Hooff L. et al., 2018)
M aTnaHToakcmasnbHbix codneHennn (Mohapatra A.
et al., 2016), nepnapTuKynsapHble KOXHble KUCTbI
(Fukuyama M. et al., 2017) n nepnocTuUT KOCTEN ro-
nexen (Gladue H.S., Fox D.A., 2013).

BbiBOAbI

MopaxeHne ONopHO-ABUraTeNbHOro annapara Bbl-
aBneHo y 60-80% 6onbHbix ANCA-CB, npuyem ans
MTIIA 611 60nee xapaktepen MK, ona I'MA — HIMun AL,
ons 3NA — CW, CI, TB N 3I1. Mpu MIMNA KoHCcTaTUpo-
BaHO OTHOCMUTEJIbHO YaCTOE BOBJIEYEHME B NATONOMM-
YeCKWNI NPOLLECC KONEHHbIX, FONEHOCTOMHbIX U Jy4e3a-
NACTHbIX COYNIeHeHN, Npy OINA — BEPXHEYENOCTHbIX,
Torga kak npu A oTcyTcTBOBanu cnyyam aptputa
rPYANHO-KIOYMYHBIX, NMtOCHedanaHrosbix 1 Ta3zobe-
OPEHHbIX CyCcTaBoOB. NHTerpanbHas TSXecTb BUCLLE-
puta y 60nbHbIX MIMA nmena npsiMble COOTHOLLEHUS
C pas3suTtuem octeoyayp, npu [MA — ¢ HanM4YMem nH-
TpaapTukynsapHbix Ten Ffodda, npm IMNA — nuramen-
To3a. C napametpamun B kpoBrn ANCA y naumeHToB
¢ MIA TecHo cesizaHo popmunpoBaHme MNA, ac IMA —
TB, B cnyydasax MIMA B pa3BuTun N3MeHEHMN ONOPHO-
OBUratenbHOro annapara HeManoBaXHOE 3HA4YeHue
OTBOOMTCS aHTUTENaM K kapanonunuHy, NMA — aHpo-
TenvanbHoM AncdyHKUMn cocynos, AMNA — aHTuTENnam
K 0e30KcnpnboHyknenHoBon kncnote. OcobeHHOCTH
natoreHe3a ANCA-CB TpeOyloT co3aaH1sa UHOMBUAY-
a/lbHOM MEAVLIMHCKOWM TEXHOIOMMY NNEYEHUs nopaxe-
HUIN ONOPHO-ABUIraTeNbHOrO annapara.
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YPAXEHHSA ONMOPHO-PYXOBOIO
AMAPATY NPU ANCA-ACOLIINOBAHOMY
CUCTEMHOMY BACKVIJIITI

M.B. EpmonaeBa, [].B. lNloma3aH,
O.B. CuHsyeHko, B.l. Cyapko, C.M. Bep3inos

Pe3iomMe. AKTyasibHICTb. YpaxeHHs cyrsiobis i na-
pPaapTUKYNISIPHUX TKaAHWUH HaexXuTb 40 Han4acTi-
LUMX 03HaK cucteMHoro Backysnity (CB), acouivio-
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BaHOro 3 aHTUHENTPOPIUIbHUMU LINTOMN1a3MaTny-
Humm aHtutinamm (ANCA) — npu MIKpOCKonivyHOMY
noniaHriiti (Ml1A), rpaHynemarosi 3 nosiaHriitom
BereHepa (ITIA), eo3uHOpinsHOMY nosiiaHriiti Yep-
xka — Ctpocc (ETA), ane xapaktep nepebiry vi na-
TOreHe3 naToJiorii OOPHO-PYXOBOIro anaparty y Lmx
XBOpUX NoTpebye noaasabLIoro BUBYEHHS. MeTta
i 3aBa1aHHS: MPOBECTY MOPIBHSAIIbHY OLIIHKY KITIHIKO-
PEHTreHO-COHOrpadiyHX 03HaK naTosorii cyrio-
0iB Ta NapaapTuKyasIPHUX TKaAHWH MPY OKPeMmX
¢popmax ANCA-CB, BcTaHOBUTU 0COBIMBOCTI na-
TOr€HETUYHUX CTPYKTYP, BUOKDEMUTY YAHHUKU PU-
3uky. O6’ekT i metoau. lig Harnsgom nepebysa-
s 147 xsopux Ha ANCA-CB (89 — Ha MTIIA, 28 —
Ha ITIA, 30 — Ha 3I1A), BignoBiagHo ix cepeaHin Bik
cTaHoBuB 45; 46 i 42 pokiB, TpMBaliCTb 3aXBOPIOBAH-
Hs— 7;4i 11 pokiB. CriBBiAHOLLEHHS MiHIMaJIbHOI O,
MOMIPHOIro Vi BUCOKOIrO CTYrNeHsI aKTUBHOCTI XBOPO-
6u B Umx rpynax BiarnosiaHo ctaHoBusio 1:3:6, 1:7:6
1a 1:3:4. Pe3ynbtatu. YpaxeHHs 0OropHO-pPyXOBOro
anapary BusiBieHo y 79% xBopux Ha MIA, y 61% —
Ha [TIA i 77% — Ha ETIA, npu ubomy ans MINA Bu-
SIBUBCS XapakTepHILLUUM MiO3UT KiHLIBOK (39%),
ans A — nepugepunyHa Heviponaris (71%) i asnb-
roanctpodgis (18%), ans ElNA — cakpoineit (17%),
crioHawnonaris (26%), TeHgoBariniT (30%) i eHTe-
3onaris (26%). lMpyu MIA KoHcTaTOBaHO BiAHOCHO
yacte 3as/y4eHHs1 4O natoJIoriyHOro npoLecy Ko-
JIIHHUX, FOMIJIKOBOCTOIMHYIX | IPOMEeHe3ar siCTKOBYX
3471eHyBaHb, rpu EMNA — BepXHbOLLENErnHuX, To4i ik
npwu 'TIA 6y BiACyTHI BUNAaaKu apTpUTIB rpyaHu-
HO-KJTIOYNYHUIX, MIECHOMAaIaHroBUX i KyJIbLLIOBYIX CY-
rn006iB. IHTerpasibHa TSXKICTb BICLLEPUTIB Y XBOPUX
Ha MITA mana ogHo4YacHi AncrepciviHi Ta npsimi Ko-
PesISILIViHI CriBBIAHOLLEHHS 3 PO3BUTKOM OCTEOY3YP,
npu [TIA — 3 HASBHICTIO IHTPaapTUKYISPHUX Tin Fog-
¢a, npu EMA — nirameHTo3y. 3 napameTpamu y Kpo-
Bi ANCA (aHTuTin Ao mienonepokcyagasv 1a rnpote-
iHaan-3) y nauieHTiB i3 MI1A 6ys10 TiCHO NoB’I3aHO
popmyBaHHS nepugdepunyHoro apTputy, a 3 EMNA —
TeHAoBariHity, y pasi MIA B po3BUTKY 3MiH OMOPHO-
PYXOBOro arnapary BaX/MBe 3Ha4YEeHHS HaJ1eXUTb
aHTuTiiam Ao kapgioninidy, I'MA — eHgoTenianbHin
anceyHkuii cyanH, EMNA — aHTuTinam 4o Ae3okcu-
PrbOHYKeiHoBOI kncioTn. Ocob/IMBOCTI NaToreHe-
3y ANCA-CB rotpebytoTb CTBOPEHHS iHAVBIAYa lb-
HOI MeaWYHOI TEXHOJIOTi IIKyBaHHS MPU YPaXEHHSIX
OrOPHO-PYXOBOro anapary.

KniouoBi cnoBa: Backyniti CACTEMHi, aHTUHENTPO-
®dinbHi aHTKTING, ONOPHO-PYXOBU anapart.

THE LESION OF THE MUSCULOSKELETAL
SYSTEM IN ANCA-ASSOCIATED SYSTEMIC
VASCULITIS

M.V. Yermolaieva, D.V. Pomazan,
0.V. Syniachenko, V.I. Suiarko, S.M. Verzilov

Summary. Relevance. Lesion of the joints and
paraarticular tissue refers to the most common
signs of systemic vasculitis (SV) associated with

antineutrophil cytoplasmic antibodies (ANCA) —
with microscopic polyangiitis (MPA), granuloma-
tosis with Wegener polyangiitis (GPA), eosinophi-
lic granulomatosis with polyangiitis Churg —
Strauss (EGP), but the course and pathogenesis
of the pathology of the musculoskeletal system
in such patients requires further study. The pur-
pose and objectives. To conduct a comparative
assessment of the clinical and X-ray sonograph-
ic signs of joints and paraarticular tissue patholo-
gy in individual forms of ANCA-SV, to establish the
features of pathogenetic constructions, to identi-
fy risk factors. Material and methods. Under con-
trol there were 147 patients with ANCA-SV (89 with
MPA, 28 with GPA, 30 with EGP), respectively, with
an average age of 45, 46 and 42 years, and a dis-
ease duration of 7, 4 and 11 years. The ratio of the
minimum, moderate and high degrees of disease
activity in these groups, respectively, was 1:3:6,
1:7:6 and 1:3:4. Results. The lesion of the muscu-
loskeletal system was found in 79% of the number
of patients with MPA, 61% of GPA and 77% of EGP,
while MPA was more characteristic of myositis of the
extremities (39%), for GPA — peripheral neuropa-
thy (71%) and algal dystrophy ( 18%), for EGP, sac-
roiliitis ( 17%), spondylopathy (26%), tendovagini-
tis(30%) and enthesopathy (26%). In case of MPA,
frequent involvement of the knee, ankle and wrist
joints, with EGP — maxillary, while with GPA there
were no cases of arthritis of the sternoclavicular,
metatarsophalangeal and hip joints. Integral se-
verity of viscerites in patients with MPA had simu-
Itaneous dispersion and direct correlations with the
development of osteouzurs, with GPA — with the
presence of intra-articular Hoff bodies, with EPA —
ligamentisis. With parameters in the blood ANCA
(antibodies to myeloperoxidase and proteinase-3)
in patients with MPA was the formation of peripheral
arthritis is closely related, and with EGP — tendo-
vaginitis, in cases of MPA in the development of
changes in the musculoskeletal system, antibod-
ies to cardiolipin are important, GPA — vascular en-
dothelial dysfunction, and EGP — antibodies to de-
oxyribonucleic acid. The pathogenesis of ANCA-SV
requires the creation of an individualized medical
treatment technology for lesions of the musculo-
Skeletal system.

Key words: systemic vasculitis, antineutrophil
cytoplasmic antibodies, musculoskeletal system.
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