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Pe3iome

LleAb MCCAEAOBAHMS — CPABHUTBL YACTOTY, KAMHUYECKME OCOOEHHOCTH M MCXOAbI MOpaXKeHust modek y 60AbHbIX AHLIA-accoummpoBaHHbIMM
BackyAnTamu (AAB) B 3aBMCMMOCTM OT CEPOAOTMUYECKOTO MPOIUASI: HAAMUMSI QHTUHENTPOUABHBIX LIMTOMAA3MATUYECKMX aHTUTEA K MPOo-
TenHaze-3 (Nnp3-AHLUA) nan mmueaonepokcuaaze (MIMNO-AHLIA).

Marepuanbl M MeTOABI. B peTpoCnekTMBHOE NCCAEAOBAHME BKAIOUYEHbI 264 naumeHTa (94 My>KumHbl M 170 XEeHLWMH) B BO3pacTe B CPEAHEM
53 [36; 62] roaa. M3 Hux y 157 BoisiBAeHbl Np3-AHLIA, y 107 — MIO-AHLIA. AnarHo3 yctaHaBAMBaAM B COOTBETCTBUU C KPUTEPUSIMMU
AMepurKaHCKo Koarerumn peematororos (ACR) M HOMEHKAATYPO#, NMPUHSTON Ha KoHpepeHunn B Yanea-Xuaae (2012). MeanaHa aanTeAb-
HOCTH HabAOAeHUs cocTaBuAa 44 [18; 93] mec. Y Bcex NMauMeHTOB OnpeaeAeHa BeamumnHa uHaekca BVAS B aebiote 3aboreBaHus u Be-
AMumnHa mHaekca VDI K KOHLY HAaOAIOAEHMS. AASI OLEHKM XapaKTepa M TSXXECTU MOPAXEHUs NMOYEK MCCAEAOBAAM YPOBEHb KpeaTUHMHA Chi-
BOPOTKM KpoBu (sCr) U pacyeTHYI0 CKOPOCTb KAY60UKoBOM huabTpaumu (pCKD) no dropmyae CKD-EPI, nokasatean rematypum u cyTou-
HOM NpPOTenHypumn B Ae6I0Te 3a60AEBAHUS U B KOHLIE AMHAMMYECKOrO HAaOAOAEHMS. AMArHOCTHKY M OMPEAEAEHUE CTAAUM XPOHUUYECKOM
60ae3Hu nouek (XBI) u octporo nospexaenust nodek (OMNI1) npoBoAnAK B cOOTBETCTBMU C pekomeHaaumnsmu KDIGO (2012) u Accouna-
LMK HeppOAOTroB U Hay4HOro obuectsa Hedpororos Poccum (2016).

Pe3yAbTatbl M 06cyxaeHHe. [Topaxerue nouek BbisiBAeHO y 181 (68,6%) GOAbHBIX, @ €ro 4acToTa conocTaBima B obenx rpynnax. [pu
a1om rpynna MIMNO-AHLIA no cpasxenuio ¢ rpynnoit np3-AHLIA xapakTepu3oBaAach AOCTOBEPHO OOAbLUIEN YACTOTOM Pa3BUTUsI KAPTHUHBI
6bicTponporpeccupyiolero raomepyroHedpurta (50,7 u 35,6%; p=0,049), aptrepmarsbHoit runeprensuu (46,1 u 29,8%; p=0,029), 3Hauu-
MO 6oAee BbICOKMM YPOBHEM KpeaTMHMHA CbIBOPOTKM KPOBU U BGoaee Huzkoi pCKD B AebioTe 3a60AeBaHUst M K KOHLLY HabAlOAEHUs (BCe
p<0,05). OaHako nokaszarean 1- U 5-AeTHel NoYeyHoM BbIXXMBAEMOCTU conocTaBmmbl B rpynnax np3-AHLIA (93,9 n 87,4% cooTBeTCTBEH-
HO) 1 MIMTO-AHLIA (87,4 u 83,1% cooTtBeTcTBeHHO). Beanunta BVAS B aebiote 3ab6oaeBatmsi u VDI K KOHLY HaBAIOAEHMS, @ TAKKE AOAS
MaUMeHTOB C peumABaMM 3a00AEBaHMs Kak 3a 1-M roaA, Tak M 3a BECb CPOK HABAIOAEHMSI CTATUCTUUECKM 3HAYMMO BbILLE B rPyrre HOCUTeAeH
np3-AHLIA no cpaBHenuio ¢ rpynnoit MIMO-AHLLIA. Kpome Toro, rpynna Hocuteaei np3-AHLLA no cpasHenuio ¢ rpynnoi MINO-AHLIA xa-
PaKTEPU30BAAACH AOCTOBEPHO BOAEE BLICOKOM YAaCTOTOM MOpaXKeHUsi OPraHOB 3PEHMSI, CAYXa U BEPXHMX AbIXaTEAbHbIX MYTEM.
3akaoueHne. OCOOEHHOCTH TeUeHMsl TAOMEPYAOHepUTa U YacToTa 060CTpeHnin AAB 3aBUCST OT aHTUTEALHOrO NMPOMKAS 3a60AEBAHMS.
Mpu atom rpynna MIMO-AHLIA xapaktepusyeTcs 6oaee TsxKeAbIM MopaxeHuem nodek, a rpynna np3-AHLIA — BoBaeueHnem 6oAblIErO
YMCAQ OPraHOB M CUCTEM M BOAbLLEN YACTOTOM Pa3BuTUst 06oCcTpeHnin AAB.

Kntouesbie croBa: AHLIA-accoummpoBaHHbie BACKYAUTBI, TAOMEPYAOHEPPUT, aHTUTEAA K NPOTEMHA3E-3, aHTUTEAA K MUEAOTIEPOKCUAA3E.

Relationship between serologic profile (ANCA type) and clinical features of renal involvement
in ANCA-associated vasculitides

N.M. BULANOV?', E.A. MAKAROV?, E.M. SHCHEGOLEVA', A.S. ZYKOVA?, E.S. VINOGRADOVA?, P.I. NOVIKOV?,
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Objective. To compare the frequency, clinical features and outcomes of renal involvement in ANCA-associated vasculitides (AAV) in pa-
tients with antibodies against proteinase-3 (pr3-ANCA) and myeloperoxidase (MPO-ANCA).

Materials and methods. In our retrospective study we enrolled 264 patients, 94 males and 170 females, median age 53 [36; 62] years.
Among them 157 were pr3-ANCA positive and 107 were MPO-ANCA positive. AAV was diagnosed according to ACR criteria and Chapel
Hill consensus conference definition (2012). Median follow up was 44 [18; 93] months. We assessed baseline BVAS and VDI by the end
of the follow up. Serum creatinine (sCr), estimated glomerular filtration rate (eGFR), hematuria and daily proteinuria were estimated. Diag-
nosis and stage of chronic kidney disease (CKD) and acute kidney injury (AKI) were established according to KDIGO guidelines (2012)
and Scientific Society of Russian Nephrologists (2016).

Results. Renal involvement was present in 181 (68.6%) patients, and its frequency was similar in pr3-ANCA and MPO-ANCA subgroups.
Patients with MPO-ANCA developed rapidly progressive glomerulonephritis and hypertension significantly more often than patients with
pr3-ANCA: 50.7% vs 35.6% (p=0.049) and 46.1% vs 29.8% (p=0.029) respectively. At disease onset, median sCr was significantly higher
and eGFR was significantly lower in patients with MPO-ANCA (p<0.05). 1-year and 5-year renal survival rates were similar in pr3-ANCA-
positive (93.9% and 87.4% respectively) and MPO-ANCA positive patients (87.4% and 83.1% respectively). Median BVAS and VDI scores
were significantly higher in pr3-ANCA subgroup. The number of patients who developed AAYV relapse during 1-year follow up was also
significantly higher in pr3-ANCA subgroup. The frequency of eye and ENT involvement was significantly higher in pr3-ANCA positive pa-
tients than in MPO-ANCA-positive patients.

Conclusions: The frequency of extrarenal manifestations, clinical features of renal involvement and relapse rate are associated with AAV
serotype.

Keywords: ANCA-associated vasculitis, glomerulonephritis, proteinase-3, myeloperoxidase.
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H.M. byraHoB m coaBT.

AAB — AHIIA-accouipoBaHHbIE BACKYJIAThI

AT — apTepuanbHasl TUIIEPTEH3Us.

AHIIA — aHTHHERTPO(UIILHBIE IMTONIA3MATUIECKHUE AHTHTEIA
BIIT'H - 6bicTponporpeccupyroyii rioMepyionedput
B/IIT - BepxHue ibIXatTesbHble MyTH

I'TIA — rpaHy/1eMaTo3 ¢ NOJMaHTHUTOM

JIN — noBepuTeNbHBIA MHTEPBA

KKT — >kenmy04HO-KUIIEYHbI TPAKT

MITA — MUKPOCKONMYECKMIA TIOTUAHTUAT

MIIO-AHLA — anTHTeNna K MUENIONEpOKCH/ase

OIIIT — ocTpoe noBpexkjIeH!e NoYeK

OII — OTHOLIEHKE IIAHCOB

ITHC — nepudpepuyeckasi HepBHasi CICTEMA

np3-AHLIA — aHTHUTE A K NMpOTEHHAa3e-3

PCK® — pacueTHasi CKOPOCTb KiTyGOUKOBOM (hunbTpauyn

TXITH — TepMuHanbHas CTaus XPOHUYECKON MOUEUYHOI HEIOCTATOY-
HOCTU

XBIT — xpoHnyeckue 60e3HN OYEK

ITHC — ueHTpansHas HepBHasi CUCTEMA

OI'TIA — 303MHOUIIBLHBI FPaHYJIEMATO3 C MOJMAHTMUTOM

ACR — AmepuKaHcKasi KOJUIErMsl pPEBMATOJIOrOB

BVAS — BupMuHreMckuil HHJIEKC aKTUBHOCTH BacKyJauTa (Birming-
ham Vasculitis Activity Score)

SCr — KpeaTUHHH CBIBOPOTKH KPOBU

VDI — unpiekc nospexxpenus npu Backymte (Vasculitis Damage Index)

BBeAeHune

BackynuTel, accouuupoBaHHble C aHTUHEHTPO(MUIBEHBIMU
yuTonnaMaruuyeckumu anturenamu (AHIIA-accouuupoBan-
HbIE), SIBJISIFOTCS TPYNIONA ayTOMMMYHHBIX 3a00JIEBaHUIA, Xa-
PaKTepU3YIOLIMXCS BOCTIAJIUTENbHBIM HEKPOTU3UPYIOIUM MO-
pakeHHeM CTEHOK COCY/I0B MPEUMYIECTBEHHO MaJIOro Aua-
MeTpa (KanuiuisipoB) C BOBJICYEHUEM B NATOJIOTMYECKUIA PO-
LleCC pa3JNYHbIX OPraHOB M CUCTEM. B 0CHOBE COBpEeMEHHOI
knaccudpukauum  AHIIA-accouumpoBaHHBIX — BAacKyJUTOB
(AAB), npunsiToit Ha koH(epeniuu B Yanen-Xwumne B 2012 1.,
JIEXKHUT HO30JIOTMUYECKUI TIPUHLIUI, B COOTBETCTBUU C KOTOPhIM
BBIICTISIFOT TPY OCHOBHBIE (hOPMbI 3200JIEBaHUS: [PAHYJIEMATO3
¢ nomuanruutom (I'TIA), MMKPOCKONMYECKUI TMOJMAHTUUT
(MITA) u 303UHO(WIBHBIN TPaHyJIEMaTO3 C MOJUAHTUUTOM
(3rmA) [1].

OcHoBHbiMU MutlieHsiMu AHITA siBisitoTcsl IpoTenHasa-3 u
MHEJIONEePoKCH/ia3a HeNTPo(uiIoB. AHTUTENA K NpOoTenHa3e-3
(mp3-AHLA) wim muenonepokcuaaze (MIIO-AHIIA) ynaetcst
BbISIBUTH Y OoJibIIMHCTBA NauueHToB ¢ I'TIA u MITA, npu 3Tom
YeTKas B3aMMOCBSI3b MEXK/y HO30JI0rn4yeckoit (popmoit 3a6ose-
BaHMS 1 KOHKPETHBIM TUIIOM aHTUTEN OTCYTCTBYeT [2]. B Ha-
cTosiliee BpeMsl B 9KCNEPUMMEHTAJbHbIX paboTax JoKa3aHa
pons AHIJA B natorenese AAB. B pa6ore P.A. Lyons u co-
aBT. [3] yCTaHOBJICHO, YTO FEHETMUYECKHE PA3INuMs B OOJbIIEH
CTENeHN aCCOLMMPOBAHbBI C TUTIOM ayTOAHTUTEIl, YeM C HO30J10-
rudeckon ¢opmoit 3a6oseBanusi. Tak, CEPONO3ZUTUBHOCTD 110
np3-AHIA cBsizana ¢ HocutenasctBoM HLA-DP u renos, ko-
JAVPYIOLIMX O-aHTUTPHUIICUH U MPOTENHAa3y-3, B TO BpeMs Kak
HocuTenbcTBO MITO-AHLIA — ¢ HLA-DQ. ITomumo aToro, B
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NocJIeiHNE [Ofibl OJyYEeHb] Pe3yJIbTaThl psija paboT, YKa3bl-
BAIOIME HA PaA3JIM4Msl KJIMHUYECKOTO TEYEHUS M YacTOTbI
o6ocTpennii 3a60s1eBaHNs B 3aBUCUMOCTHU OT THIA IUPKYJIU-
pytouux anturted. [Ipu sTom cyuiecTByolue Kiaccuduka-
UuoHHbIe KpuTepun AAB, mnpenoskeHHble AMEpUKAHCKOMN
koJuterueil peemarosnoros (ACR) Ha KoHgepeHuuu B Hanen-
Xunne u EBponeiickum mepuuuHckuM areHTcTBoM (EMA),
BKJIFOYAIOT B CE0sT KJIMHUYECKIE NPOSIBJICHUS U JAHHBIC MOp(pO-
JIOTUYECKOr0 MCCNeloBaHusl, HO He yunuTbiBatoT Tun AHIIA.

Paznuums B xapakTepe TeueHust 3a001€BaHus, B TOM 4UCIIe
10 YaCTOTE U BbIPA’KEHHOCTH MOYEYHBIX MPOSIBICHUIN, MEXTY
I'TIA, MITA u OI'TIA xopolo n3yyeHbl Kak OTeYeCTBEHHbIMH,
TaK ¥ 3apyOeskHbIMU aBTOpamu [4—7]. OiHaKo 10 HACTOSIIErO
BpEMEHHM pa3iinyus TeYeHus: 3a60J1eBaHns B 3aBUCUMOCTHU OT
cepoTuna NpakTUYECKU He MCCIIEJOBAIUCH B OT€UYECTBEHHbIX
paborax.

Lenb Hawlero uccneqoBaHusl — CPaBHEHUE YaCTOThI, KIUHU-
YeCKUX 0COOEHHOCTEN U UCXOMIOB OPAXKEHUs OYEK, a TaKXKe
APYTUX OPraHoB U cUCTeM y OonbHbIX AAB B 3aBUCHMOCTH OT
cepoJiornueckoro npocuist: Hanuuust np3-AHIA um MITO-
AHIIA.

MaTepMaAbl U METOABbI

Hamu peTpocnekTHBHO MpoaHAM3MPOBaHbl MEIMIIMHCKUE
nokymeHThl 410 maumentoB ¢ AAB (234 — c I'TIA, 101 — ¢
MIIA u 75 — ¢ OI'TIA), koTOpbIe NPOXOAUIN aMOYJIaTOPHOE I
cTalMOHapHoe JieueHue B Hauien kiauHuke ¢ 2013 mo 2017 r.
Bo Bcex ciyyasix quarHo3 cootBeTcTBoBas KpurepusiMm ACR
/WM HOMEHKJIAType, MPUHSATON Ha KOH(epeHun B Yanesn-
Xunne B 2012 r. C uenbto noaTBepKaeHus auarno3a B 200 ciy-
Yasix BBINOIHEHO MOP(OIOrNYECcKOe UCCIIE/IOBAHUE, B TOM UKC-
Je y 67 naumeHToB — GUOTICHSI CTM3UCTON 060JI0UKHM BEPXHUX
nbixatenbubix myTei (BAID), y 34 — mouku, y 23 — nerkoro, y
46 — TKaHel OpOUTHI.

J171s1 aHaIM3a YacTOThI M XapaKTepa MOopaXkKeHus! MOYeK OTOo-
6panbl 264 nanyenra (94 My>xuuHbl u 170 >KeHIIUH) B Bo3pac-
Te B cpepHeM 53 [36; 62] roga, y KOTOPBIX TOCTOBEPHO U3BECT-
Hbl TUN U KoHueHnTpauust AHIIA, onpeneneHHbie METOIOM M-
MyHO(epMeHTHOro aHanu3a. Cpeu HuX y 157 BbIsIBIeHbI p3-
AHIA, y 107 — x MITO-AHIA. Menuana iuTeIbHOCTH Ha-
omopienns coctabuia 44 [18; 93] mec.

Y Bcex MaluMeHTOB ONpeessin BeMuuHy BupMuHremMcko-
ro MHAeKca aKTUBHOCTU BackynuTa (Birmingham Vasculitis
Activity Score, BVAS, version 3.0) st oleHKM aKTUBHOCTHU
3a6oJs1eBaHus B IEOIOTE, a TaK>Ke BEJIMYMHY MHJIEKCa NMOBPEXK/ie-
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B3aumocCBsi3b aHTUTEALHOIO MPOGHUAS U ropaxkeHus noqex npu AHLIA-Backyautax

Ta6Anua 1. YactoTa OCHOBHBIX KAMHMUYECKHMX MposiBAeHnit AAB B 3aBrcmocTy ot Tuma AHLIA

Ipynna 1 Ipynna 2 JlocTOBEpHOCTE

Knmnnveckue nposiBieHust Bee HEHHGH_ np3-AHLIA+ MIIO-AHLIA+  Pasnuuuil Mexy
ThI (n=264) P

(n=157) (n=107) rpynnamu
[Nopaxkenue noyexk, n (%) 181 (68.,6) 104 (66.,2) 77 (720) p=035
[Nopaxkenwne nerkux, n (%) 210 (79,5) 122 (77,7) 88 (82,2) p=044
I'emopparuueckuii aabBeonuT, n (%) 43 (16,3) 20 (12,7) 23 (21,5) p=0,06
ITopaskenuie oprana 3peHus, n (%) 75 (28.4) 56 (35,7) 19 (17.8) p=0,021
ITopaskenue oprana ciyxa, n (%) 87 (32,9) 70 (44.,6) 17 (15,9) p<0,0001
IMopasenue BAII, n (%) 164 (62,1) 122 (77,7) 42 (39.3) p<0,0001
ITopakenue Koxu, n (%) 93 (35,2) 52 (33,1) 41 (38.3) p=043
[Topakenue cyctaBos, n (%) 114 (432) 73 (46.5) 41 (38.,3) p=0,21
opaxenue ITHC, n (%) 59 (22,3) 37 (23,6) 22 (20,6) p=0,65
Hopaxenne LHTHC, n (%) 9(34) 3(1,9) 6(5,6) p=0,16
opaxenne XKKT, n (%) 13 (49) 6(3.,8) 7(6,5) p=0.39
Jluxopanka, n (%) 186 (70,5) 124 (79,6) 62 (57,9) p=0,0003
CHuxeHnue Maccbl Tena, n (%) 57 (21,6) 39 (24.8) 18 (16,8) p=0,13
BVAS o Hauana neuenusi, Me [25-i1; 75-i1 nepueHTUIM] 20 [13;24,5] 21[15;27] 16 [2; 21] p<0,0001
VRIS G i I
CpOKHY IMHAMUYECKOr0 HAOJIOeHuS, Mec, 44[18: 93] 54 [20.5: 95] 30 [15: 87] =0065

Me [25-i1; 75-i1 nepueHTUIN]

IIpumeuanue. ITHC — nepucpepuueckas nepsHas cuctema, HHC — uentpanbhas HepsHast cuctema, KKT — xeny104HO-KULLIE YHbII

TPaKT.

Hus npu Backyamre (Vasculitis Damage Index, VDI) k koHuy
AMHAMHMYECKOTro HaOJIOfIeHNs JIJIsl aHaju3a HAKOIUIEHUsl He-
00paTUMBbIX NOBPEXK/CHUI OpraHoB U cucteM [8, 9]. [lnst oueH-
KU TSIKECTHU Te€UeHUs! [I1oMepyJIoHe(pUTa OLEHUBAII YPOBEHb
KpeaTHHUHA ChIBOPOTKM KpoBH (SCr) M pacyeTHYI0 CKOPOCTb
kiy6oukoBont punbTpaipu (pCK®) o popmyne CKD-EPI, mo-
Ka3aTesli reMaTypuu U CyTOYHOU NMPOTENHYpPUM B ie6roTe 3a00-
JIEBaHUS! U B KOHUE AMHAMUYECKOro HabumofeHus. KiHnueckum
9KBUBAJIEHTOM OBbICTPONPOrPECCUPYIOLIETO IIIOMepyJIoHe(pUTa
(BIIT'H) cuntanu coyeTaHne MOYEBOTO CUHIPOMA C OBICTPOTIPO-
rpeccUpyIolieil MOYeyHOH HeIOCTaTOUYHOCTBIO — ABYKPATHBIM
HapactaHueM ypoBHs sCr 3a 3 Mec 1 MeHee. [luarHos XxpoHude-
ckont 6ose3nn noyek (XBII) u ocTporo mopexjeHus novexk
(OI1IT), a TakKe WX CTANIO YCTAHABIMBAJIM B COOTBETCTBUU C
pexomenpanmsivu KDIGO (2012) u Acconpanuy HepoJioroB u
Hayy4Horo o6uectsa Hepposoros Poccun [10, 11].

CTaTUCTHYECKUI aHAJIN3 TIOJTyYEHHBIX JJAHHBIX MPOBOJMIN
C WCTMOJIb30BaHKEM NporpaMMel Statistica, Bepcust 7.0 (StatSoft,
CIIA).

Pe3yAbTartbl

IMpu3Haky nopaxkeHus nouek BbisiBneHb! y 181 (68,6%) u3
264 nmauueHToB, a ero 4YacToTa CONoCTaBUMa B IPyNIax HOCHUTe-
neit np3-AHIA u MITO-AHIIA (Ta6a. 1). CriefiyeT oTMETUTb,
YTO TIOpaskeHHe MOYeK OTMEYAJoCh B YMCIIE JICOIOTHBIX MPO-
sIBJIeHUH 3a607eBanus y 32,8% MauueHToB, a K MOMEHTY yCTa-
HOBJIeHHMsI iarHo3a AAB cMMITOMBI BOBJIEUSHHMS B TATOJIOTHYE-
CKUii TIpoliecc novex BbIsiBNeHbl y 136 (75,1%) naumeHToB.

Haun6onee yactbiv kymmamueckum nposisneanem AHLIA-ac-
COLMMPOBAHHOTO BACKYJIMTA 0KA3aJI0Ch BOBJICUEHUE JIETKUX,
YacTOTa KOTOPOro TaKXKe CONOCTaBMMAa B IByX rpynnax. [Ipu
9TOM HamnboJiee TsKeJbIil BApUAHT MOPAXKEHUS JIETKUX — Te-
MOPparnvyecKil aibBEOJUT — BbIsiBIIeH y 16,3% manueHToB,
a ero yactora Obljla HECKOJIbKO Bbllle y Hocurteneidr MIIO-
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AHIIA (cM. Tada. 1). OgHako pa3nuyusi IMeJH JIUIIb TEeHIeH-
IO K CTATUCTAYECKON 3HAYMMOCTH.

I'pynna naupenTos ¢ np3-AHIIA xapakTepu3oBanach 0-
CTOBEPHO 00Jiee YaCThIM MOPAKEHNEM OPraHOB 3peHus [0THO-
menue maxcos (OI) 4,26; 95% noepuTenbHbIN MHTEPBAI
(an) 2,32-7,81] u cayxa (O 2,57; 95% OU 1,42-4,65),
BJIT (OII 5,39; 95% [OU 3,14-9,26), a TakKe pa3BUTUEM JIU-
xopajku >38 °C (OLI 2,72; 95% O 1,59-4,69; cm. Tadu. 1).

B cBsi3u ¢ GONBIIMM YKCIIOM BHENOYEYHBIX MPOSIBICHUN
MefluaHa CyMMapHoro nHaekca aktuBHoct BVAS, oTpaxkato-
1iero o611y akTUBHOCTL AAB, B 1e6roTe 3a60s1eBaHMs JOCTO-
BEPHO BbIlIe Y nauueHTos ¢ np3-AHIIA no cpaBHeHMIO ¢ rpymn-
noit Hocureneir MITO-AHIIA (cwm. ta6a. 1). ITo 3Toi1 ke npu-
YyHe NepBas Ipymna XapakTepu30Bajlach 3HAYNMO GOJbIIe
BEJIMUMHON MHfeKca noBpeskieHnst VDI K KoHIly TuHaMIuecKo-
ro HaGmoneHns (cM. Tadxa. 1).

Mopdgonaozuueckue usmenenus 6 mxanu nowxu. Mop-
¢onornueckoe HCCIEAOBaHNE TKAaHU TMOYKWA TPOBEACHO
y 27 nmauuMeHTOoB, BKIIOUEHHbIX B ucciefoBanue. Kak B rpyn-
ne Hocuteneil np3-AHIIA (n=11), Tak u B rpynne MIIO-
AHIA (n=16) B HecppobuonTare Haubosee yacTo Habmrofa-
I KapTUHY 3KCTPaKaNWLISIPHOTO TiIoMepyaoHedpuTa 3-ro
tina —y 8 (72,7%) n 8 (50%) nauueHTOB COOTBETCTBEHHO.
HeckonbKo pexke M3MEHEeHUsI COOTBETCTBOBAIM (DOKAIBHO-
CErMeHTApPHOMY TJIOMEpYJOCKIIepO3y C eMHUYHBIMU (pub-
PO3HBIMU TTOTYTyHUSIMU (6€3 OTIOXKEHNS] IMMYHHBIX JIETIO3H-
TOB TIO JIaHHBIM UMMYHOTMCTOXMMUYECKOTO UCCIICIOBAHUS) —
y 3 (27,3%) n 4 (25%) coorBercTBeHHO. POKATBLHO-CEIrMEH-
TapHBII [IOMEPYJIOCKIIEPO3 BbISBIISUIN Y TTALMEHTOB, YKe T10-
JIy4aBIIMX UMMYHOCYIPECCUBHOE JIeUeHHE K MOMEHTY BbI-
nosiHeHus1 Heppoobuoncuu. Y 2 (12,5%) nanuenton ¢ MIIO-
AHIIA KOHCTAaTUPOBAHO Pa3BUTHE TOTAJILHOIO He(hpOCKIIe-
po3a. HeoObrunas nns AAB kaptuna memGpanonponudepa-
THBHOTO TrJIoMepyJoHedpuTa BoisiBieHa y 2 (12,5%) Hocute-
neit MITO-AHIJA. Tlpu 3TOM COMHEHUI B HalIM4MU y Malu-
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TabAmua 2. KAMHMYecKkue 0COGeHHOCTH NopaXkeHus noyek y nauneHtos ¢ np3-AHLIA 1 MIMO-AHLIA

I'pynna 1 I'pynna 2
n Bce naipeHTbI HOCTOBGPHOCTI’
orasaTedt (n=181) np3-AHLA+ MIIO-AHLIA+  PESTE MY
(n=104) (n=77) py
MoueBoii cunpom, 1 (%) 181 (100) 104 (100) 77 (100) p=10
M3ommpoBaHHbIil MOUEBO CUHAPOM, 11 (%) 53(29,3) 39 (37.5) 13 (16,9) p=0,027
Temarypus, n (%) 166 (91,7) 95 (91,3) 71(922) p=10
Makporematypus, n (%) 19 (10,7) 10 9,7) 9(11,7) p=0,81
E;I“f;‘]wp“"’ B 1/3p, Me [25-it; 75-it nepuen- - 351 g. 73 5 30 [16; 60] 40 [20; 100] p=0,12
IIporeunypusi, n (%) 157 (86,7) 86 (82,7) 71(92,2) p=0,077
il?%T)eMHprﬂ HEe(POTHUUECKOTO YPOBHS, 20 (11.1) 12 (115) 8 (10.4) p=10
Tporeunypus, rfcyr, Me [25-i; 75-1 091[044:17]  086[0,46;1,56] 1,0[041;1,7] p=081
NEePLUEHTUIIN]
Al', n (%) 66 (36,7) 31(29,8) 35 (46,1) p=0,029
sCr o Havasa JieuyeHnsi, MKMOJIb/J1, Me . . . _
[25-i; 75-i1 nepuenrm] 168 [89; 356] 144 [80; 318] 201,5 [119; 400] p=0,044
pCK® nio Havana jeuenust, Mi/mun/ 1,73 m?, . . . _
Me [25-it; 75-i nepuenmm] 34,7112,8;,72,6] 41,2[16,3;81,1] 25,6 [11,0; 52,4] p=0016
BIITH, n (%) 76 (420) 37 (35,6) 39 (50,7) p=0,049
OIIII B anamue3e, n (%) 33 (18.2) 17 (16,4) 16 (20.8) p=0,56
OIIII B pne6rore, n (%) 25(13,8) 14 (13,5) 11 (14,3) p=10
BVAS renal, Me [25-i1; 75-i1 nepueHTHIN] 12 [10; 12] 10 [6; 12] 12 [10; 12] p=0,019
Ta6anua 3. O60CTpEHHs M UCXOABI 3a60A€BaHMSA Y MALIMEHTOB C MOPaXXEHUEM MoueK
I'pynna 1 I'pynna 2
Bce manenTsi g;gcnq;?f;gHOCTb
(n=181) np3-AHIA+ MITO-AHIA+
(n=104) n=77) MeKy Tpynamu
O6octpenns 3a 1-ii ron HabmroneHus, 1 (%) 26 (144) 20(19,2) 6(7.8) p=0,033
IToueunsle o6ocTpenus 3a 1-1i rop _
saGmopenns, n (%) 19 (10.5) 14 (13,5) 5(6,5) p=0,15
O6ocTpenust 3a Bpems HabmoaeHus, 1 (%) 79 (43.6) 59 (56,7) 20 (20,6) p=0,001
IToueunsle o6oCcTpeHus 3a BpeMs _
saGmopenns, n (%) 59 (32,6) 41 (394) 18 (23.4) p=0,025
SCr K Koty HaGmonienmst, MKkMoL/1, Me 1132[82.0; 1830]  102,5[760; 1547] 122.0[958:208.8] p=0016
[25-11; 75-11 nepueHTMN]
pCK® K koHity HaGmosienust, Mi/mMun/ 1,73 m?, . . . _
Me [25-it; 75- nepiienrm] 54,6 [28,6; 79 4] 64,3 [349; 87 4] 42,7 [23,9;72,0] p=0,005
XBII cragnit 36 — 5, n (%) 74 (40.9) 37 (35.6) 37 (48.1) p=0,096
TXITH, n (%) 25(13.9) 14 (13.5) 11 (14,3) p=10
VDI K KOHIly AMHAaMU4eCKOro HabJIFOeHHUS, . . .
Me [25-i1; 75-i1 nepueHTHIHA] 5127 3 [3:9] 3[2:6] p<0,0001
JletanbHbiit ucxop, n (%) 13(7,2) 5(4,8) 8(104) p=0,24

Ipumeuanue. TXIIH — TepMuHanbHast CTagus XpOHUUECKON MOYEUHON HEJOCTATOUYHOCTH.

eHToB AAB He Ob1710 BBUIy XapaKTepHBIX BHETIOYEUHBIX MPO-
SIBJICHUI 3200JIeBaHUsI, OTCYTCTBUS MPU3HAKOB JIPYTUX ayTO-
VIMMYHHBIX MPOLECCOB, a TaKxke JIuMponpoangepaTUBHbIX U

OHKOJIOTMYECKUX 3a00JICBAHMIA.

Kaunuueckue ocobennocmu nopajcenus no4ex. OcHOB-
HbIM KJIMHUYECKUM TIPOSBJICHUEM IOPAa>KEHUs TOYEK CTall
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MOYEBOU CHUHJIPOM, PEACTABJICHHbIN FreMaTypuel U MPOTEUH-
ypueil pa3nyHON CTENeH! BbIPAXKEHHOCTHU. Pa3BuTue remary-
puu otMeueHo y 166 (91,7%) naumeHToB, a ee 4acToTa He pas-
IMyanach MeXny rpynnamu Hocurenei np3-AHIIA u MIIO-
AHIA (Ta6u. 2). BennurHa 3puTpOLUTYPUN COTIOCTABAMA B

00eux rpynmnax.
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[Iporeunypus BoisiBnena y 157 (86,7%) naumeHToB, a 4a-
CTOTa €€ Pa3BUTHUS OKA3aJaCh HECKOJIbKO BbIIIE B FPYINIE HO-
cureneit MITIO-AHIIA. OpHako pa3nuyusi UMeNy JUIIb TeH-
ISHIMIO K CTATHCTHUYECKOI 3HAYMMOCTH (cM. Taba. 2). CyTou-
HbIe MOTepH Geska ¢ MOYOH COMOCTaBUMbI B 00enX rpymnmnax.
Y 11,1% 6onbHBIX OTEPU GEIKa C MOYOH JIOCTUraIu Hedpo-
TUYECKOrO YPOBHS (23,5 I/CyT), UTO COMPOBOXK/ATIOCH CHUXKE-
HUEM KOHLEHTpauuu obiero 6esika M anb0yMuHa B Miia3me
kpoBu. Tem He MeHee y 4acTu MaUeHTOB pa3BUTHE TUIONPO-
TEMHEMUH MOTJIO ObITh OTYACTHU OO0YCJIOBJICHO BbIPAaXKEHHOM
BOCTIAJIUTEJILHON AKTUBHOCTBIO M OOLMM UCTOIIEHNUEM, B CBSI-
3M C YeM HEKOPPEKTHO GbLIO Obl TOBOPUTH O (POPMHUPOBAHUU
KJIACCMYECKOT0 He(pOTHYECKOro CUHAPOMA Y BCEX 3THUX
GOJIbHBIX .

Iouru y Tpetu nauueHToB (29,3%) 0TMEUEHO CPABHUTEIb-
HO JJOOpOKaYeCTBEHHOE TeUYEHHE NMOYEYHOro Mpouecca, Mpu Ko-
TOPOM Pa3BUTHE MOYEBOIO CHHJPOMAa HE COMPOBOXK/AIOCH
CHI>KeHUEM (DYHKUMH TOYeK WM NPUCOEIMHEHNEM apTepuallb-
Hoit rumneprensm (AL; eM. Ta6u. 2). Takoil XapakTep TeUeHHs
MOYEYHOT'0 MpOoIecca JOCTOBEPHO yallle HaOJIIofjall Y HOCUTe-
nent np3-AHIIA.

Hau6osnee HeOmaronpusTHbIN BapUAHT TEYEHMs TOPaXkKeHUs]
noyek — ¢ popMHUpoBaHneM KIMHUYeckoi kaptunsl BIITH —
CTATUCTUYECKHU 3HAYMMO yallle HabJoflaay cpei HocuTenein
MIIO-AHIA (50,7%) no cpaBHenuto ¢ rpymmoi np3-AHIIA
(35,6%; Ol 1,86; 95% AU 1,02-3,34; cm. Tadu. 2). Kpome
Toro, y naguertoB ¢ MITO-AHIIA (46,1%) no cpaBHeHuIO €
Hocurensimu np3-AHIIA (29,8%) nocToBepHo ualle (hopMupo-
Bamach Al (cm. Ta61. 2).

Bousnee Tskenoe TeueHue riaomMepysioHedpuTa y nauueHToB
¢ MITO-AHIIA nopTBep>KAaloT U XyJllle N0 CPABHEHUIO C
rpynnoi np3-AHIIA noka3zaTtenn ¢pyHKUMM MOYEK /10 Havyana
nevenusi. Tak, ypoBeHb sCr KpoBu Bbiine, a BenmmunHa pCK® —
Hike y nagueHtos ¢ MITO-AHIIA, npu aToM pa3nuyusi JOCTH-
rajy CTaTUCTUYECKON 3HAYMMOCTH (CM. Ta0JI. 2).

Menee GraronpusiTHoe Te4eHHE MOYEUHOro npolecca y na-
umenToB ¢ MITO-AHIIA oxugaemo oTpa3uioch Ha cymmap-
HoM Oanne BVAS, orpaxkatoieM Bosieuenre noyek (BVAS
renal): ero MesinaHa ocToBepHo Bbiie B rpynne MITO-AHIIA
M IOCTUTAJIa MaKCUMAJTLHO BO3MOSKHOTO 3HaueHUs (12 6asuioB)
6oJiee yeM y TOJIOBUHBI GOJIBHBIX B /IeOt0Te 3a005IeBaHNMS.

3a BpeMsi HabuofieHus1 y 33 nauueHToOB IMarHOCTUPOBAHO
OCTpOE MOBpEKJICHUE MOYeK, YaCTOTa €ro pa3BUTHUS, B TOM
ymcie B Ae6GroTe 3a60JeBaHKs, CONOCTaBUMa B 00enX rpynmnax
(cM. Ta6. 2). [Tpr 5TOM NMOYTH B MOJIOBUHE HAOIO/ICHNUIT Tar-
HoctupoBano OIIIT 3-it crenenu. B 75,8% cnyuyaeB Haubosnee
BEpOSITHON NPUYMHON CTPEMUTEIHLHOTO (32 HECKOJIBKO 4acoB
WM [IHEW) CHUKEeHUS! (PyHKIMU MOYeK SIBISAIACh aKTUBHOCTD
OCHOBHOTO 3a00JIeBaHus, U JUIIb y % MaueHTOB — JApyrue
(akTophl (ITPOreHHbIe BMEIIATENbCTBA, CEPIEUHO-COCYIU-
CTbIe ¥ MH(PEKIMOHHbIE OCTIOKHEHMST).

Obocmpenusa u ucxodwt 3a60ae8anus. J1ons NaUEHTOB,
y KOTOPBIX Pa3BWIMCh 060CTpeHus 3aboneBanus, Kak 3a 1-it
rop (O 2,47; 95% OW 1,04-5,85), Tak u 3a Bce Bpemsl Ha-
GIIIOJICHUSI CTATUCTUYECKH 3HAUYMMO BBILIE B rPYyMIe HOCUTENEN
np3-AHIIA. [IpoueHT nauueHToB ¢ MOYeYHbIMUA 060CTPEHHUS-
MU TakKe Bbie B rpymnne np3-AHILIA, ogHako pazmuums go-
CTOBEPHBI JIMILIb PU COMOCTABJICHUHU 32 BECh NIEPHOJ] JMHAMU-
4yeckoro Ha6uroeHus (Tadu. 3). [TocKobKy MeMaHa TUHAMHE-
YecKOoro HabJIofIeHNs B IPYMIax pa3inyanach, a y 4acTh 60b-
HBIX 3a(pMKCHPOBAHO HECKOJIbKO PELMMBOB 3a00JIeBaHNs, Ha-
MM MTPOM3BEJIeH MojicueT uncna oboctpenuit Ha 100 nmanuenTo-
JIeT HaOMMIOfeHNs B KaxKioil rpynmne. Yactora o6ocTpeHuit 3a-
GoneBaHus coctaBuia 28,3 ciyvas Ha 100 maygueHTo-ner B
rpynmne np3-AHIA u 23,8 cnyuyas va 100 nauuenTo-neT Ha-
6mopenus B rpynne MITO-AHIIA. YacTora noyeuHbIx 060CT-
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peHuii paBHsnach 9,5 u 7,7 ciayvasd Ha 100 nagueHTo-NeT Ha-
6.1HOIeHUsI COOTBETCTBEHHO.

K KoHIy JMHaMUUeCKOro HaOIO[EHUs TPya HOCUTEIen
MIIO-AHIIA no cpaBhenuto ¢ rpynnoit np3-AHIIA xapaxre-
PpU30BaJIaCh JOCTOBEPHO 60Jee BBICOKUM YPOBHEM KpeaTHHUHA
CbIBOPOTKU KpoBU U Gosee HU3KOH BenmnuuHoil pCKP (cm.
Ta6u. 3). Yactora pazpurus no3auux craguit XBI1 (36,4 u 5)
cpenu o6cnenoBaHHbIX cocTaBuna 40,9% 1 Oblia HECKOJIBKO
BhllIe B rpynne naguentos ¢ MITIO-AHIIA, ofHako pa3imuuust
¢ rpynnoi np3-AHIIA nocturanm muiib cnaboil TeHIeHIUH K
CTaTUCTUYECKOI 3HAYUMOCTH.

3a BpeMs1 HabJIIoIeHHs1 TIPOrPECCUPOBAHKE NTOYEYHOI HEfl0-
CTaTOYHOCTH JI0 TEPMUHAJILHOI CTaiuK OTMeueHo y 13,9% nauy-
€HTOB, a [IOCTOBEPHbIX Pa3/IMuMil MEXTy IPyIIaMU [0 3TOMY I10-
Ka3aTeJIio He BbISIBJICHO (cM. TadJ1. 3). [Tpu aTtom cpenu 76 Gonb-
HbIX ¢ KimMHn4Yeckoil kaptunot BIITH passutre TXITH oTmeue-
Ho y 23 (30,6%). ITpu ouenke mMetogoM Kannana—Maiiepa «mo-
YyeyHast BbDKMBAaeMOCTb» B rpynmax np3-AHIA n MITO-AHLIA
3a 1-i1 roj 60J1€3H1 cocTaBuIa cooTBeTCTBEHHO 93,9 1 87 4%, 3a
5 ner Habmonenust — 87,4 u 83,1% (cM. pUCYHOK), pa3inuusi He
AOCTUrAJIU CTATUCTUYECKU 3HAYUMOIO YPOBHSL.

3a Bpems HabmoaeHus ymepau 13 (7,2%) nauueHTos, ya-
CTOTa HACTYIJIEHUSI JIETAJIbHOTO UCXOfA CONOCTABUMA Y HOCHU-
teneit pa3ubix TunoB AHIIA. CrnenyeT oTMETUTB, UTO Cpefin
HalUEeHTOB ¢ NOpakeHUueM Nouexk Meuana uhpekca VDI, orpa-
2KAIOLIEro HAaKOIIEHUE HeOOpaTUMbIX U3MEHEHUI OPraHOB U
CHCTEM IIPU BACKYJIUTE, K KOHIYY HAOJII0fieHus Oblla JOCTOBED-
Ho Hixe B rpynne MITO-AHIIA, HecmoTpst Ha MeHee Giaro-
NpUSITHOE TEUEHUE MOYEYHOro MpOLecca, MO CPABHEHUIO C
rpymmoi np3-AHLIA (cm. Tada. 3).

O06cyxaeHne

Pe3ynbTaThl MpoBEIEHHOrO HAMU UCCIIE[IOBAHNS HE BbISIBU-
JI1 IOCTOBEPHBIX Pa3JIMUMil MO YaCTOTE NMOPaKeHUs MoYeK 1
nerkux y Hocutenei np3-AHLUA u MITO-AHIA. I1pu saTom
BOBJICYEHNE OPraHOB 3peHust, ciyxa u BJIIT nocToBepHo uame
Habmopanu y Hocurtenei np3-AHIIA, uto cornacyercs ¢ pe-
3yJIbTaTaMy KPYMHBIX 3apy6esKHbIX uccienoBanuii [12]. Yka-
3aHHbIE Pa3MuMsl OOBACHSIOT U 3HAYUMO OONBLIYIO BEIUYUHY
nagekca BVAS B Hauare 3a6oieBanus, a Takske nHuekca VDI
KOHIly IMHAMUYecKoro Habmoenus y Hocurenei np3-AHLIA,
YTO 00YCJIOBIIEHO BOBJIEYEHNEM OOJIBIIIEr0 YKCIa OPTAHOB U
CHCTEM IIPU 3TOM CEpOTHIIE 3a00JIeBaHUSI.

HecMoTpst Ha CONOCTaBUMYIO YacTOTy (hOPMUPOBAHUS 110-
pakeHusl moyek, OCOGEHHOCTH €ro TeUeHHs! CYLIECTBEHHO pa3-
IMYanich y Hocutenen pas3Hbix TunoB AHIIA. [Tpu aToMm rpyn-
na Hocuteneil MIIO-AHIJA xapakTepuszoBanach 60see Tske-
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JIbIM TE€YEHMEM IOYEUHOro npouecca. B aToil rpynne craTu-
CTUYECKHU 3HAYMMO yallle Habsrofan (popMUpoBaHue KIWHU-
yeckoit kapTuHbl BIITH. Y nocureneit np3-AHIIA, HanpoTus,
JIOCTOBEPHO 4Yallle HaOJofaly pPa3BUTUE U3O0JUPOBAHHOIO
MOYEBOIO CUHJIPOMA, HE CONMPOBOXK/IABILETOCS 3HAUUMbIM CHU-
>KeHueM pyHKuuu nouyek um Al

MBb! He IPOBOAMIU CPaBHEHNUE MOP(OTIOrMUECKUX U3MeHe-
HMI OYEYHOI TKaHU BBUJY CPABHUTEIBHO HEOOIIBILIOTO YMCIa
MalUeHTOB, Y KOTOPBIX BhIMOJHeHa Hedpobuoncusi. OgHako
[aHHbIe 3apyOesKHbIX UCCIEIOBAHUIT IOKA3bIBAIOT CYILIECTBOBA-
HMe NMOAOOHBIX pa3nuuuil y Hocuteseit np3-AHIJA u MITO-
AHIA. B nccnemoBanun L .F. Quintana u coaBT. [13] mokaza-
HO, uT0 HocuTenbcTBO MITO-AHIIA acconumpoBaHo ¢ 60Jb-
e yacToToil (hOPMUPOBAHUSL CKIJIEPOTHUYECKOro KJjacca
AHIJA-accouMnpoBaHHOTO TJIOMEpYJIOHe(pUTa, a TaKXKe
6ounbLIell BbIPAXKEHHOCTBIO TYOYJIOMHTEPCTULUAILHOTO (huod-
po3a. Pacuernass CK® Ha MOMEHT yCTaHOBJIEHUSI IMAarHO3a
TaksKe oKasallach JOCTOBEPHO 6oJiee HU3KOI B IPyIIe HoCUTe-
neit MITO-AHIIA no cpaBHeHuto ¢ rpynmnoit np3-AHIIA, uto
corjacyeTcsl ¢ HaluMMU laHHbIMU. Bosee Tsixxesnoe TeueHue
riomepynonedpura y nanpentos ¢ MIIO-AHIIA, xapaktepu-
3ytouieecs 60blIell BbIPakeHHOCTBIO IIOMEpYJI0CKIepo3a,
UHTEPCTULUANBLHOrO (hubpo3a U KaHaJlbLEBON aTpoduu 1Mo
cpaBHeHMto ¢ Hocutensimu p3-AHIIA, Takxe onucaHo B pa-
6ote H.A. Hauer u coasr. [14].

HeCMOTpﬂ Ha BbIPA>KEHHBIC PA3JINYUs B XapaKTEPE TCUCHUS
MOYEYHOro MPOLeCcca, HAMU He BbISIBIICHO JOCTOBEPHBIX pa3iii-
YWl MOYEYHOW BbDKMBaeMocTH y Hocuteneil np3-AHIA u
MIIO-AHIIA, HecMOTpsT Ha HECKOJIBKO OoJiee HU3KHE ToKa3aTe-
JI11 BO BTOpPOI rpynme 3a 1 rop u 5 net Habmonenusi. B nccneposa-
Huu D.Y. Chang 1 coaBT. [15] noy4eHbI CXOHbIE PE3YJIbTAThL: Y
kuTarickux naupeHToB ¢ MIIO-AHIIA npu nccnegoBanny Hed-
pobuonTaTta IOCTOBEPHO dYallle HAGIOan CKIIEPOTHYECKUIl
knacc AHIIA-TI'H. Opnako noka3aTesy noye4yHon BbIKMBAEMO-
CTU CONOCTABMMBI Y MALUEHTOB C Pa3/IMUHBIMU CEPOJIOrMYECcKH-
mu npocpunsiMu. B paGoTe SIMOHCKUX aBTOPOB TAKXKE HE BbISIBIIE-
HO JIOCTOBEPHbIX Pa3/IMuMil HOKA3aTeNs IOYEYHO! BbLKUBAEMO-
cru B rpymmnax np3-AHIJA u MITO-AHIIA [16].

O6ocTpeHust 3a00J1eBaHusI OCTAIOTCS 3HAUUMOI TPOGIEMO
y nauueHToB ¢ AAB. ITonyuyeHHble HaMU pe3ynbTaThbl IPOJe-
MOHCTPUPOBAJIA JOCTOBEPHO 00JI€€ BBICOKYIO YaCTOTY PELUIM-
BoB AAB y nauuenTos ¢ np3-AHIIA. DTo aHHbIE cOrylacyroT-
csl ¢ pe3yJbTaTaMU APYTUX UCCIIEJOBAHUI, IPOBEJICHHBIX B Pa3-

AUTEPATYPA/REFERENCES

1. Jennette JC, Falk RJ, Bacon PA, Basu N, Cid MC, Ferrario F, Flores-
Suarez LF, Gross WL, Guillevin L, Hagen EC, Hoffman GS, Jayne DR,
Kallenberg CG, Lamprecht P, Langford CA, Lugmani RA, Mahr AD,
Matteson EL, Merkel PA, Ozen S, Pusey CD, Rasmussen N, Rees AJ,
Scott DG, Specks U, Stone JH, Takahashi K, Watts RA. 2012 revised In-
ternational Chapel Hill Consensus Conference Nomenclature of Vasculi-
tides. Arthritis Rheum.2013. Jan;65(1):1-11. doi: 10.1002/art. 37715

2. Novikov P, Smitienko I, Bulanov N, Zykova A, Moiseev S. Testing for
antineutrophil cytoplasmic antibodies (ANCAs) in patients with sys-
temic vasculitides and other diseases. Ann Rheum Dis. 2017
Aug;76(8):e23. doi: 10.1136/annrheumdis-2016-210890

3. Lyons PA, Rayner TF, Trivedi S, Holle JU, Watts RA, Jayne DR,
Baslund B, Brenchley P, Bruchfeld A, Chaudhry AN, Cohen Tervaert JW,
Deloukas P, Feighery C, Gross WL, Guillevin L, Gunnarsson I, Harper L,
Hruskova Z, Little MA, Martorana D, Neumann T, Ohlsson S, Padman-
abhan S, Pusey CD, Salama AD, Sanders JS, Savage CO, Segelmark M,
Stegeman CA, Tesar V, Vaglio A, Wieczorek S, Wilde B, Zwerina J,
Rees AJ, Clayton DG, Smith KG. Genetically Distinct Subsets within
ANCA-Associated Vasculitis. N Engl J Med. 2012 Jul 19;367(3):214-
23. doi: 10.1056/NEJMoal108735

4. CemenkoBa E.H., Bekerosa T.B., Koran E.A., Ko3nosckas JI.B.,
Myxux H.A. CoBpeMeHHbIE TPECTABICHUS] O MUKPOCKOTIIYECKOM MO~

20

IMHBIX nomysnusx [16—18]. Ouenka ¢akTopoB pucka 06-
OCTpEHUSI HE SIBJISIaCh OCHOBHOM 1I€JIbIO HAIIETro UCCIIefloBa-
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B3aUMOCBSI3M MEXY KIMHUYECKUMU TnposiBieHusiMmu AAB un
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3akAloueHue
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0COOEHHOCTH TE€UYEHUs! [NIOMEePYJIOHe(PUTA U YaCTOTa 06OCT-
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