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BACKYJIUTbl, ACCOULMUPOBAHHbIE C AHTUTEJIAMU
K LMTOMNA3SME HEATPODUIIOB (AHLLA):
COCTOAHME NMPOBJIEMbI N KIIMHNKO-NABOPATOPHbIE COMOCTABJIEHUA

AHITA-accouunpoBaHHble BacKyauThl (AAB) -
9TO TPYIIa CUCTEMHBIX 3a00/IeBaHU, MOpasKaro-
HIYX COCYbI MEJIKOTO U, PeXe, CpeHero Kanubpa.
AAB xapaKTepu3yITCSl MaJIOM3yYeHHbIM I1aTore-
He30M, MOIUMOPGU3IMOM KIMHUYECKUX TIPOSIBIIE-
HUIA, arpecCMBHOCTBIO TEUEHMs], a TakKe y4acTu-
€M B T1aTOoTeHe3e aHTUHEeNTPODWIbHBIX LIMTOILIA3-
MaTUYeckux aHTuTen (anti-neutrophil cytoplas-
mic autoantibody - ANCA). B manHyt0 Ipymiry BXO-
ST 3 HO30JIOTUM: TPaHy/€MaTo3 € MOAMaHTUMUTOM
(TTIA), i rpaHynemaTto3 Berenepa, MMKpPOCKO-
muueckuit monuanrunut (MITA) 1 303MHODUIBHBIN
rpaHyneMaros ¢ nonuauruutom (3ITIA) - cuHapoM
Yapmska-Crpocca [1].

AAB sBsIIOTCS 3a60/IEBaHUSIMM C BBICOKO Ya-
CTOTOI OCJIO(KHEHUIT U HepeoKo Heb1IarompusiT-
HbIM IPOrHo30M. [locinegHuit 3aBUCUT OT ITPaBUIIb-
HO MOJ06PaHHO TAKTUKM JIEUEHUS 1 CBOEBPEMEH-
HOV TMarHOCTUKM, TIO3TOMY MHPOPMUPOBAHHOCTh
Bpaueii 06 AAB Ha Bcex YPOBHSIX MeJUIIHCKOI 110-
MOILM JOJIKHA OCTaBaThCs BBICOKOIA.

LENb PABOTHI

[IpencTaBUTh 0630p IUTEPATYPHI C pEKOMEHAA-
LMSIMU TI0 IMArHOCTUKe, TeYeHUI0 U BeJeHUIO Ma-
uyeHToB ¢ AAB. TIpomeMOHCTpUPOBATh 0COOEHHO-
CTU KIMHUKYU Y IMAarHOCTUKY JaHHOM HO30/I0TUYe-
CKOJ TPYIIIIbI, TTOMUMOPOGU3M KIMHUYECKUX TIPO-
SIBJIEHUIA U CXOXKeCTb TeUeHMsI IpaHy/eMaTo3a C 1o-
Jmanruutom (I'TIA), MMKPOCKOTIMYECKOTO MOJIMaH-
ruuta (MITA) 1 303MHODMIBHOTO TPaHY/IEMATO3a C
nonanrunutom (SITIA). BBISBUTD CBSI3b MEXY TSI-
SKECTBIO TeUueHUs U MpoduieM aHTUHENTPODUIIb-
HBIX IUTOILIa3MaTu4Yeckux auturen (AHIIA).

MATEPUAN U METO bl

[IpoaHanuM3upoBaHbl COBpeMeHHble OTeue-
CTBEHHbIE ¥ 3apyOeXKHbIE MCTOUHUKM JIUTEPaTy-
pbl. IIpoBelieH peTPOCIEKTUBHbBIN aHaAM3 [aH-
HBIX Ha OCHOBE BBIMMCHBIX 3MMUKPU30B 54 maru-
eHTOB ¢ AAB, NMPOXOAUBILKX JieueHre B Hedposio-
rMYeCcKoOM ¥ peBMaTOoJOTUUYeCKOM OTAeneHusx Jo-
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HeLKOT0 KAMHUYECKOTO TEPPUTOPUATBHOTO MeIy-
LIMHCKOTO 06bemIyHeHNs 3a nepuoy ¢ saBaps 2014
nio despasib 2020 rozma. Cpenyt 60MbHBIX: MYKUUH -
21 (38,8%), xeHuH — 33 (61,1%), cpenHuit Bo3pact
MalyeHToB Ha MOMEHT McciemoBanus - 52,05+1,85.
Bo Bcex cryyasix AMarHo3 6blT yCTaHOBJIEH HA OCHO-
BaHMM MEXIYHApPOLHO-NPUHSITBIX KIMHUYECKUX
KpuTepueB, 06HapykeHus IgG K MyeIonepokcuaa-
3e (MPO) u niporenHkuHase-3 (PR-3) B CbIBOpOTKe
KpOBHU, a Takke y 22 nanueHTos (40,7%) — Ha OCHO-
BaHMM MaTOTUCTOJIOTMYECKOTO UccaenoBaHus. Bee
MalMeHTbl ObLIM pasfieNeHbl Ha 3 IPYMIbI: 60Jb-
uble ¢ I'TIA, MITA u 3TITIA. TakKe MauyeHThbl ObLIN
pasjeneHbl Ha TTOATPYIIIIBI «a» (C MOMOKUTETbHBIM
npobunem AHITA) u «6» (C OTpUIIATEIbHBIM pe-
3yJITATOM), KakK B 0OII€li COBOKYITHOCTY, TaK U B
KaX[I0ii rpyIIe B OTAeJbHOCTU. C LeNbl0 omnpene-
JIeHUSI CTeleHU TSDKeCTU MOBPEXIEeHUS BHYTPEH-
HUX OPTraHOB ObLI PACCUMTAH MHAEKC MOPaKeHMS
BHyTpeHHMX opraHoB (Vasculitis Damage Index -
VDI). [Ipy oLieHKe NOCTOBEPHOCTU DPA3IUUMUIA UC-
I0Nb30BAJICS HelapameTrpuueckuii U-Kputepumt
ManHHa-YUTHU.

PE3Y/NbTATbl U OBCYXAEHUE

O6miass 3aboneBaeMoctb AAB B Mupe Kome-
6nercs ot 4 go 250 cryuyaeB Ha 100 000 venoBek. B
cTpyKType AAB uaiie Bcero Bcrpevaetcs I'TIA (8,5
caydaeB Ha 1 000 000), Ha BTOpoM MecTe - MIIA,
pacrpoCTpaHEHHOCTb KOTOPOTO B MUPE COCTaBIISIeT
6,8 cyuyaeB Ha 1 000 000 uenoBek. Haubomnee pen-
Kas MaToaorus 3Toi rpymnnsl - JITIA (2,4 caydas Ha
1000 000). AAB n1arHOCTUPYIOT Y JIUII JTI0O0TO BO3-
pacra, HO OOJIbIlIeil YacTbio — B AuamasoHe 45-60
JIET; JKeHIIMHbBI 6OJTEIOT HECKOIBKO PesKe.

5-ymeTHSIST BBDKMBAEeMOCTh Npu AAB Hampsimyio
3aBUCUT OT CTeNeHM aKTUMBHOCTU CUCTEMHOTO Ba-
CKYJIUTA, CBOEBPEMEHHOCTU TOCTAHOBKU OMArHo-
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© YauBepcuretckas Kinmuunka, 2020
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3a ¥ aJeKBATHO IMOJOOpaHHOI TepareBTUYeCcKOoii
TaKTUKM, TaK uTo 11 ['TIA oHa Kosneb6iieTcs oT 74 o
91%, nyisa MITA - ot 45 no 76%, a gis OITIA - ot 60
0 97% [2]. OCHOBHBIMM IPUUMHAMY CMEPTU SIBJISI-
I0TCSI OBICTPOIIPOTrPECCHpPYIONIasl TTOYevyHast Hemo-
CTAaTOYHOCTb, JIETOYHAS] HEAOCTaTOUHOCTb, Pa3BU-
Bamomasics Ha (OHe MHTEPCTUIIMATBHOTO TTOpaske-
HMSI JIETKUX, M OCTPOE JIETOYHOEe KPOBOTeueHue [3].

Jtuonorusi AAB HeusBecTHa. B kauecTBe mycko-
BbIX (PAKTOPOB paccMaTpMBaEeTCs pPOJib MHGPEKIIN-
OHHBIX areHToB (Staphyloccocus aureus, uTOMe-
rajioBupyc, Bupyc renatut C u T.7.), OOHAKO TOA-
TBepPXKIeHMs JaHHOM TUITOTe3bl MIOKa HerT.

B maToreHe3se Beaylllyi0 pOJib YAENSIOT IIPO-
nykunu AHITA-ayToaHTUTen K KOMIOHEHTaM Liy-
TOIIa3Mbl HEWTPOMWMIIOB — MMUEIOIePOKCHUIA3e
(MPO) u mporennase-3 (PR3). Ananmus npodus
AHIIA ocyiiecTBisIeTcsI METOAOM HEINpSIMOW UM-
MYHOGITYOPECIIEHTHO MMKPOCKOIINU, TIPU KOTO-
poit ompepensiorcsa c-AHIIA (uuToruiasmaTude-
ckue, PR3-AHIIA) u p-AHLIA (nmepuHyKiieapHbIe,
MPO-AHIIA). P.A. Lyons ¢ coaBTOpaMyu OTMEYalorT,
YTO CepONO3UTUBHOCTH 110 PR3 1160 1o MPO 06y-
CJIOBJIeHA TeHeTUUYeCKMMM aHOMAa/IUSIMU B OTpe[e-
JIEHHBIX TeHax. Tak, runmepnpopykuus PR3-AHIIA
BO3HMKAeT Npu HapyueHusix B reHe HLA-DP u
SERPINA1 (mocnemuuii kogupyeTt MHruoutop PR3
- al-aHTUTPUIICUH) [4], a TTOBBIIIEHHOE 06pa3oBa-
Hue ayroaHtuten K MPO - B HLA-DQ. Takum 06-
pasom, ob6pasoBanre AHIIA 06yC/IIOBIEHO TTOJIOM-
KaMy B TeHeTUYecKoi Moc/ieloBaTeTbHOCTH I1aB-
HOT'O KOMILJIEKCa TMCTOCOBMECTUMOCTH, & UMEHHO
B HLA-DPB1*040 [5].

J. Vamvakopoulos HeMaJOBaXkHYIO POJIb B pas-
BUTUU AAB ymensieT (akTOpy HEKpO3a OIyXoJjeri
o (TNFa): mop meiictBuem TNFo mpoucxogut rie-
peMeienre PR3 u MPO 13 nuTomniasMaTudeCKux
TPaHy/T Ha TTOBEPXHOCTh MEMOpPaHbI HENTPOGUIIOB,
uyTo no3BossteT AHIIA co3maTth ¢ HUMM KOMIIIEKC
QHTUTE€H-aHTUTEJI0, 3TO MPUBOIUT K YBEIUUEHUIO
aare3syBHOCTY U IIUTOTOKCUYHOCTY HENTPODUIIOB.
[anee akTUBMpYETCS CUCTeMa KOMIUIEMEHTa TI0
aJbTepHATUBHOMY ITyTH, PE3YJIbTATOM Uero SiBJis-
€TCS JerPaHyIIsIIUs HeTPOMUIIOB C BbIeIeHMEM B
MeCTe BOCITaJIEHUST OOJIBIIIOTO KOJIMYECTBA ITPOTEO0-
JIUTUYECKUX hepMeHTOB [6].

B marorenese ITIA, moMuMO yKa3aHHBIX Me-
XaHM3MOB,  OIpeJeéHHYI0  POJb  OTBOZMAT
MoNMMMOP(HO-KIETOUHOI TI'paHy/IeMaTO3HOW BOC-
MaIUTEIbHOM peakiyuu, B pe3yibraTe KOTOPOil 06-
pasyeTcsi TpaHylIéMa, copepskamasi HeNTpodu-
JIbI, Makpodaru, TUraHTCKUEe KJIeTKM JIaHrepraH-
ca, T-muMdOIUThI, a TaKKe (POKYCHI ayTOAHTUTEH-
crienuduunpix CD-20 B-1umM@ouUTOB, CIIOCOGHBIX
nponyuupoBaTb ANCA.

IMpu OITIA 303MHODMIBI AKKYMYJIUPYIOTCS B
TKaHSX, BBIAEJISIIOT OOIBIIOE KOTMYECTBO OMOIOTH-

YyeCKM aKTUBHBIX BeIlecTB, Cpely KOTOPbIX Kapau-
OTOKCUYHbIE U HEPOTOKCUUHbBIE MEeNTUIbI, U CBO-
O60omHbIE KMUCIOPOAHBbIE PaAMKaIbl, KOTOPbIE II0-
BPEXIAIOT CTEHKU COCYIOB.

[Mpu 11060M Buae AAB Takas MacCcBHAs BOCIIA-
JIUTe/IbHAS peakiiys BbI3bIBAET JeCTPYKIINIO SH/IO-
TEeIMOLUTOB U pa3BUTHE HEKPOTU3UPYIOIIEro Ba-
CKY/JIUTA C MHOTOOOPa3HOI KIMHUKOM ¥ MYJIbTUCHU -
CTeMHBIM MOpaskeHueM.

Inst rpyminbel AAB Hambosee XapaKTepHO Iopa-
’KeHMe BepXHMX HObIxaTenbHbIX myteii (BIII), nér-
KUX U TI0YEeK.

Camast pa3HOOOpa3Has MaTOIOTUS BEPXHUX OT-
JIeJIOB PecnypaTOPHOrOo TpaKTa HabGIIgaeTcss Ipu
I'TIA. Yaire Bcero mamyeHTbl MPEIbSBISIOT XXajlo-
OBl Ha 3aJI0KEHHOCTh HOCA, CEPO3HO-THONHbIE U
THOIHO-KPOBSIHUCTBIE BbIIENEeHNs, oGpa3oBaHue
SI3B M KOpOUeK Ha CJIM3UCTON, PeluaAuBUpPYIOIIe
HOCOBbI€ KpoBoTeueHus. Y 25% 6GONbHBIX JaHHOE
COCTOSIHME OCJIOKHSIeTcs Iepdopaiineii HOCOBOIA
Teperoponku, B 60see pegKux CIydasix - CeIIOBUI -
HOIi medopMaiiueit ciMHKY Hoca. Y 90% maiueH-
TOB ¢ ITIA dopmMupyeTcss KIMHMUKA CUHYCUTOB [7].
Ins MITA He MeHee XapakTepHO pa3BUTHE HEKPO-
TUYECKOTO PUHUTA, HO TIOPaKeHMEe OKOJOHOCOBBIX
asyx HaGIogaeTcss 3HAUUTEIbHO peske. B paHHIO0
azy DITIA cBOJCTBEHHO BO3HMKHOBEHME ajliep-
IMYeCKOro PUHUTA U TTOJIMTTIO3HOTO PUHOCUHYCHUTA.

[lpu BoOBEYEHVM OPOHXO-JTETOYHOIN CUCTe-
MbI 1711 Bcex ABB XapakTepHO IOsIBIeHMe Kallljs,
OIIBIIIIKY, KpOBOXapKaHbs. [lopaskeHue Jerkux mpu
['TIA MOKeT POTeKaTh B BUAe 6eCCUMIITOMHOTIO Jie-
TOYHOTO KalWUISIPUTA, €IVMHCTBEHHBIM IIPOsIBIIe-
HMEeM KOTOPOTO OYyIyT M3MEeHEeHUST Ha KOMITbIOTep-
Holt Tomorpamme (KT) opraHoB rpygHOi1 OIOCTH —
ouaroBbie ¥ MHOUIBTPATUBHbBIE TEHU, CKIIOHHbIE K
pacnany. [Ipu MITA nérkue BOB/IEKaIOTCS B IATOJO-
ruaeckuii mpomecc y 25-70% nanueHToB, IPU 9TOM
pa3BuBaeTCs HEKPOTU3MPYIONUIT TremMopparuye-
CKMit ambBeonnT. OCHOBHBIMM SKaJI06aMM SIBJISTIOTCS
Kariejib ¥ KpOBOXapKaHbe, HEPeIKO CO 3HAUUTEb-
HOI KpoBomoTepel. [IpyrMmM BO3MOXKHBIM MCXO-
IoM 3aboneBaHust — GoOpMUpPOBaHME UHTEPCTULIV-
aJIbHOTO ITYJIbMOHAIBHOTO (rbpo3a. O6HapyKeHa
cjlentytoniasi 3aKOHOMEpPHOCTh: YeM Bbllile TTPOIyK-
uust MPO-AHIIA, Tem arpeccuBHee IIPOTEKAaeT re-
MOpparnveckuit aTbBeOJIAT, €CJIM Ke ITpeobIagaoT
PR3-AHIIA, To Gosbllie BEPOSITHOCTh (JOPMUPOBA-
HMSI MTHTePCTUIIMATbHOTO (h1bpo3a neérkux [8]. [Tpu
OI'TIA mopakeHMe JIETKMX MIPOTEKAET B BUIe Pa3BU-
THs 303uHODMIbHOI MHeBMOHMUM. Ha KT mipu sToM
BU3YIN3UPYIOTCS MUTPUPYIONMe WHOUIbTPATHI
MU Y3JIbI 6€3 TMOJIOCTel pacana, 4acTo — B coue-
TaHUY C YBeIUMYEeHMEM BHYTPUTPYAHBIX TUM@aTi-
YeCcKux ysJos [9].

IMpu m060M U3 BapMaHTOB AAB mopakeHue
MoYeK TMpOTeKaeT C Pa3BUTMEM MaJOUMMMYHHOTO
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(pauci-immune) OGBICTPOIIPOTPECCUPYIONIETO TJIO-
mepynoHedpura (BIITH), koTopblit XapakTepusy-
eTCsl OTCYTCTBMEM CBeUYeHUS MpU UMMYHOQITI00-
PecCLIeHTHO MMKPOCKOMMM 00pa31ioB OMOIICUM T10-
yek. Hambosee 4acTo MaJIOMMMYHHBI IJIOMEPYJIO-
Hedput pasBuBaetcst mpu MIIA (6onee 90%), Kpo-
Me TOrO, IIpU 3TOM TuIle BacKyaurta tedeHyue BII'H
camoe 3J7I0KaueCTBEHHOe, 0COGEHHO eCiy OIpejie-
nstetcst Boicokuit TuTp AT K PR3 1 6a3aabHOI MeM-
6pane KI1y60uKoB 1ouex [10].

[ToMyMoO naToIOrMYecknxX U3MeHeHUI1 B BhIllIe-
ONMCAaHHBIX CUCTEMAX, Tpu AAB MOTYT HAaGJTIOIATh-
CSl TIOpaskeHMs I71a3, KOXKM, CAM3UCTBIX 060JIOUEK,
HEepBHOI, CepAeYHO-COCYAUCTON CUCTEM, a TaKXKe
KeTyLOYHO-KUILIEYHOTO TPaKTa.

Pa3sHo006pasHast KIVHUKA TOPAXKEHUSI CTPYKTYP
r71a3a Hambonee xapakrepHa ms ITIA. IIpu sTom
BUJIe BACKyauUTa B 25% ciydyaeB BCTpeUAeTCs IICEB-
IOTYMODP OPOUTHI KaK CIe[ICTBYE pa3pacTaHus rpa-
Hy/leMaTo3Hol TkaHu. [locneqHsis caaBauBaeT 3pu-
TeJIbHBII HEPB, YTO MOXKET IPUBECTU K ITIOTEPe 3pe-
131768

TeMopparuueckast ChIllb dvalle HaOIIOmAETCS
npu MITA (70%). BO3MOKHO TIOSIBJIEeHME CeTUYATOTO
JIMBEM0, pPa3BUTHE YPTUKAPHOI CHITTU MU 06Pa30-
BaHMe MOJKOKHBIX Y3€JIKOB.

[TopakeHue HEPBHONM CUCTEMBI, KaK IPaBUJIO,
MpoTeKaeT MO TUITYy MHOXECTBEHHBIX CE€HCOPHO-
MOTOPHBIX MOHOHEBPUTOB, 3HAUUTEIBHO pexke — B
BUJIe CMMMETPUYHO} NonuHeliponatuu. IlaTtono-
rust iepubepuIeckoit HepBHOI CUCTeMBI Hanbosee
xapaktepHa st ATTIA (75% 6onbHBIX) [11].

Bce AAB MoOBBIIIAIOT PUCK PA3BUTUS CEPAEYHO-
COCYAMCTBIX 3ab0/IeBaHMil, HO, BBUIY TUIIEPIIPO-
OYKIMM 303MHOGMIaMY KapAVMOTOKCUYHBIX TTOJH-
MenTUAoB, crienyduyeckoe mopaxeHyue yalie Bce-
ro Bcrpevaetcs mpu ITTIA. OmHUM U3 TakuX 3a60-
JeBaHMii SABASIeTCS (PUOPOIIACTUUECKMIT TTapue-
TaJIbHBIN SHAOKAPAUT (SHIOKapauT Jleddepa).

10% maimeHTOB KaIyIOTCS Ha OO B JKUBOTE,
CBSI3aHHBIE ¢ 06pa3soBaHMEM SI3B CIM3MUCTOI 060-
JIOUKM >Kenyaka u kuimeunuka. IIpu SITIA sTu xa-
JI06BI MOTYT OBbITh BBI3BAHBI PAa3BUTHEM 303UHO-
(uIbHOI racTpOIHTEPOTIATUN.

Ta6imua.

IuarHoctuueckue kputepum AHIIA-acconumpoBaHHBIX BaCKYJIUTOB

Kpurepuii

XapakTepucTuKa

I'paHyemMaTo3 C MOMMaHTUUTOM™*

BocnasneHue B moa0CTH HOCA

SI3BBI CIM3UCTOI MOMOCTU HOCA; THOVHbIE, KDOBSIHUCTbIE

BbIgeJIeHMA 13 HOCa.

Vi3sMeHeHMS B IETKUX ITIPYU PEHTTEHOJIO-
I'MYECKOM MCC/IeqOBaHUU

V3enku, MHGUIBTPATHI CO CKIIOHHOCTBIO K pacIiamy, MoIoCTH
Ha peHTreHorpaMmax

N3smeHeHus ocagka MOoun

TeMatypusi: 6ojiee 5 IpUTPOLIUTOB B IT0JIE 3PEHUS

I SPUTPOLUMUTAPHDbIE TNUJIVHAPBI

ITa”HHbIE 6MOIICUN

FpaHYJIeMaTOBHOG, HEeKPOTU3MPYIoIlee BOCIIaJIeHMe B CTEHKe
apTepuoJ Mian B repu/3KCTPABACKYIAPHOM IMPOCTPAHCTBE

D03MHOMDMIBHBIV TPAHY/IEMATO3 C ITOIMAHTUUTOM ™

bponxuanbHas actma

3aTpynHeHue abixaHus uian nuddys3Hbie XPUIIBI IIPU BAOXE

Do3mHOpMINSA

Bonee 10% 3031MHO}DMIOB OT 001LIEr0 KOJIMUYECTBA JIEHKOLIUTOB

MoHO- Wi onMHenponaTus

MoHoHeliponaTusi, MHOKeCTBEHHAsi MOHOHEIPOIaTusI
VIV TIOJIMHEponaTus 110 TUITY IIepUYaToOK, UyJIOK

[MaTonorus IpMAOaTOYHBIX I1a3yxX HOCA

Bonp min PEeHTreHo/JormyecKkre MsMeHeHusd

OKCTpaBaCKy/IIpHAs 303UMHODUINAS
10 JaHHBIM 6MOIICUN

Do3MHOGMIbHbIE MHOUIBTPATHI

MuKpOCKOTIMYECKUT TOJIMaHTUNUT

meopam(a, HeagomMoraHme, rmoreps MacCobl Tejia

ApTput, Muanrum

JIérouHble MHQWIBTPATBHI, YACTO — C KPOBOTEUEHVEM

BBICTPO MpOrpeccupyroniii roMepyIoHedpuT

KoskHble mposiBieHMs] (HEKPOTUIUPYIOIINIA BACKYITUT)

MoHO- 1 nonMHeponaTusi

Ceponoruuecku: obHapykeHre pAHIIA, aHTMMMEIOTIepOKCUAA3HI

IMpumevaHue: * — 0151 TOCTAHOBKM AMArHo3a Heo6Xoaumo 2 1 6ojiee KpUTepUEB, ** — IJIs1 TOCTAHOBKM AMarHo3a Heo6-

X0OIMMO 4 1 60Jiee KPUTEPUEB.
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Iy mogTBepsKAeHMs AuarHo3a AAB Heo6xooum
TIIATEJbHBIN MTOAXOM, HaUMHas cO cOopa Kajaob u
aHamMHe3a 3a6ojeBaHMs, 3aKaHUMBAsI €r0 IaToJIO-
rOaHaTOMMYEeCKOii Bepuduraimeii.

Emé B 1990 r. AMepMKaHCKOI KoJlJIerueit peB-
MAaTOJIOTOB ObUIM IPUHSATHI KiIacCMDUKALVOHHBIE
KpuTepun a1 nyuarHoctuky [TIA u OI'TIA, KoTopblie
MO3BOJISIIOT YCTAHOBUTD 3TU JMArHO3bI C IOCTATOU-
HO BBICOKOJ UYBCTBUTENBHOCTBIO U CIIEIUGMUIHO-
CThIO: 88% 1 92% mytst I'TIA n 85% 11 99% - nyist DI'TIA.
C uenbio guarHoctTuky MITA MOKHO MCIIOIb30BaTh
KIMHUYECKMEe XapaKTepUCTUKHU, IpeasioKeHHbIe
Zashin B 1990 r. (cM. Ta671.).

JTabopaTopHas muarHoctuka AAB go/mkHa 06s1-
3aTeIbHO BKITIOYATh OOUIEKIMHUYECKME aHATU3bI
¥ UMMYHOJIOTMYECKOe MccaenoBanme. O01mmit aHa-
3 kKpoBu (OAK) 0co6eHHO BaskeH B IMarHOCTUKE
OITIA, T.K. OH TIO3BOJISIET OOHAPYKUTH 303UHODPU-
squto. s SITIA xapakTepHO HECKOJIbKO MepuoaoB
3aboneBanua: HauaubHbIi, kKorga B OAK erié He
ompe[esnsieTcs TOBBINIEHHbIN YPOBEHb 303MHOMU-
JIOB, MaHUMECTHBIN — 303MHODWINS TIOSIBJISIETCS,
HO e€ ypoBeHb He npeBbiiaeT 10%, u pa3BEpHYTHIN
— HabmomaeTcs KapTuHa runepso3uHoduann. 06-
MIMPHOE MMMYHOJIOTMYECKOoe 00C/IeToBaHe aHTH-
HYKJIEAPHBIX aHTUTEN, aHTUTEN K 6a3aIbHOII MeM-
OpaHe KITyOOUYKOB ITOYEK U, HETIOCPEICTBEHHO, ITPO-
dunp AHIIA Heo6xomumbl O nuddepeHIanb-
HOW AMarHOCTUKY MEXY CUCTEMHOM KpacHOV BOM-
yaHKoii, cuHApomoM ['yamacuepa u AAB. Ctout ot-
MeTUTb, uTO OTCyTCTBUE [gG K AHIIA He uckIodaet
nuarHosa. B crpykrype 3ITIA, Hanpumep, BbIAensi-
10T 2 BapuaHTa 3a6oeBanusi: AHIIA-O3SUTUBHBI
n AHIIA-HeraTuBHbIN [12].

30710TBIM CTAHJAPTOM JAMATHOCTUKU CUCTEM-
HbIX BaCKYJIUTOB SIBJIIETCS ITaTOMOpPdOIornyeckoe
ucciaenoBanme. i1 BceX HO30JI0TMYECKMX (hopMm
AAB TunuuHbM 6ymeT o6HapyKeHMe B Ipernapare
YYaCTKOB BOCITAJIEHMSI B COCYIaX MaJIoro Kaambpa
C BbIpakeHHBIM ajabTepaTUBHBIM KOMIIOHEHTOM U
MUHMMAaJIbHBIM KOJIMYECTBOM MJIM TTOJIHBIM OTCYT-
CTBMEM MMMYHHBIX 1e1103uTOB. [Tpu I'TIA B 6uonTa-
Te OOGHAPYKMBAIOTCSI MHOTOKJIETOUHbIE HEKPOTH-
3UpYIOIINE TPaHYJEMbI. XapaKTepHOl 0COOEHHO-
cThio JITIA SBNIsIeTCS MacCMBHAS 303MHO(UIbHAS
MHOMIBTpanys TKaHei. Oco60ro BHMMAaHMS 3aCTy-
SKMBaeT matoMmopdosiorust mouek. s Bcex hopm
AAB TUOMYHBIM SIBJISIETCSI pasBUTHE (POKAIbHO-
CEeTMEeHTapHOTO MaJIOMMMYHHOTO TJIOMepyioHed-
puTta ¢ monynayHusimu [13].

W3 MHCTpyMeHTaIbHbBIX UCCIe0OBaHMI BceM Ta-
LIMEeHTaM C MoJo3peHnemM Ha AAB ITO/IKHBI IPOBO-
INTBHCS:

- peHTreHorpadusi wiIu KOMITbIOTEpHAs] TOMO-
rpadust OpraHoB TPYAHOV MOJOCTU U HPUAATOU-
HBIX [Ta3yX HOCA;

- aXoKapauorpadust IJid MUCKIIOYEHUS] KOMOD-
6GMIHOI [TaTONIOTUM;

- bubpoasodaroracTpogyoIeHOCKOIINS,  OCO-
OeHHO y MAaIMeHTOB C ITOJ03peHMeM Ha 303UHO-
(ubHYIO racTporaTuio;

- ucciaenoBaHue QYHKIMYM BHENIHETO JbIXaHUS
IJIST IMATHOCTVKY OPOHXMATbHOM acTMBI.

KpaiiHe BakHBIM SIBJSIETCSI OlpejlesieHue CTe-
TeHM aKTMBHOCTY BaCKy/IuUTa. [Jjisl STOTO UCIIOIb3Y-
10Tcsl BupmuHreMckuit naaekc (Birmingham Vasc-
ulitis Activity Score — BVAS) u «MHI€eKC moBpexme-
HMSI IpU BacKyauTax» - Vasculitis Damage Index —
VDI. BVAS ncnionb3yeTcs O/ OLleHKM aKTUBHOCTU
MaTOJIOTMYECKOTO Iporecca B Havaye 3aboreBa-
HMSI ¥ Ipu ero peuyauBax. VDI oTo6paskaeT maieko
3arnieiiye MOBPeXAeHsI OPTAaHOB, B CBSI3U C UeM
3TOT MHJEKC He UCTIONb3yeTCs [k OIeHKMU aKTUB-
HOCTM TIpM TIepBOM OOpaleHuy mnanyeHTta. Komm-
YyecTBO HabpaHHBIX 6a/IOB M0 IiKane BVAS mosBo-
JISIeT PENINTh BOMpOC O dase KIMHUIECKOTO Teve-
Hus AAB. OnpeniesieHye CTelleHM aKTUBHOCTY Tede-
Hust CB 1 TsRKeCTu 060CTpeHusT KpaiiHe BaykKHO JIJIst
orpeneeHus ONTUMAaIbHOI JIeueGHOI TAaKTUKMA.

CoBpeMeHHbIe TOAXOAbI K jeueHnio AAB 1o-
CTpPOEeHbI B COOTBETCTBUM C KOHIleMmIuei «treat to
target», T.e. leueHMe 00 AOCTIDKeHMs 1enu. llenbio
SIBJISIETCSI CTOMKAsi peMMCCUsl, KOHTPOJIb KOMOP-
OUIHOI TIAaTOMOTUM, CBeIeH)Ee K MUHUMYMY HeXXe-
JaTeNbHbIX 3(PGEeKTOB mpernapaToB 1 obecrieueHye
[ TIalieHTa IPUeMJIEMOTO YPOBHS KM3HM [14].

Tepanuss AAB cOCTOUT M3 MHAYKIMOHHOTO U
nogAep>kuBaloIiero sramna. MHAYKIIMOHHBIN 3Tall
MpencTaBisieT €060/ OTHOCUTETbHO KOPOTKUIA
(oKk0510 6 Mecs1eB) KypC MaCCMBHOM IUTOCTaTHUYe-
CKOJ1 Teparuiy IJis IIepeBoia TeueHus 3a601eBaHUs
M3 aKTUBHONM (a3bl B pemuccuio. ITommepkuBaio-
1M1 3Tan JJIMUTCS B TedeHue 2-X JIeT, U ero 1ejabio
SIBJISIETCS. KOHTPOJIb 3a00/IeBaHMSI C ITOCTEITEHHBIM
CHIDKEHMEM JI03bl U, B YaCTU CJIydaeB, C IMOC/Ieayo-
el oTMeHO¥ nmpenapaTos [15].

HeoTheMiiemoit yacTblo J11000ii ¢asbl Jieue-
HUs1 ocTtarTcs rmoKokoptukouasl (I'K), Hepem-
KO B CBEPXBBICOKMX mo3ax. I'K, 6imaromapsi cBoeMy
OBICTPOMY ¥ MOITHOMY ITPOTUBOBOCITAIATETBHO-
MY JIe/iCTBUIO, UCIIO/Ib3YIOTCSI B KauecTBe «MOCTax»
MeX[y HauajJoM Teparuy U MOoSIBIeHMEeM IepPBbIX
3¢ }eKTOB MUTOCTATUKOB, KOTOpPbIE peaan3yIoT-
cs1 mocterneHHO. OgHako MmoHoTepanus 'K He Biu-
sieT Ha MPOTrHO3 3abojeBaHusI, a TAKKe MMEHHO C
I'K cBsI3aHO GOMBIIMHCTBO HeKeIaTeIbHbIX 3P deK-
TOB Tepanuu, Cpel KOTOPbIX IIFOKOKOPTUKOWI -
MHIYIMPOBAHHbIN CcaxapHbIi A1abeT, 0CTe0Nopos,
KaTapakTa, MHGEKIMOHHbIE OCIOKHEHUS ¥ MHOTHME
Ipyrue.

Cnenyroieit cocrasistonieil Tepanuu AAB gB-
JITIOTCS TIperapaThl IUTOTOKCUYECKOTO AeiiCTBUS —
uykinodocdan (LID), asatuonpuH (A3A), METOTpeK-
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cat (MT) 1 muxkodenonara modpetmi (MM®). Oco-
60e MeCcTO 3aHMMaeT MperaparT, CO3JaHHbIi Ipu
TMOMOIIY MeTOAO0B TeHHOM MHKeHePUn, — PUTYKCH -
mab6 (PTM). PTM - 310 MOHOK/IOHaAbHbIe AT K CD-
20 B-nmumdorutam, KoTopble mpoayimpytor AHIIA.
Mo cune pevictusi PTM He ycrynaet LD, mostomy
MOXKET IPUMEHSIThCSI B KauecTBe IIperapara Iep-
BO¥ JIMHUM 1151 UHAYKIIUYU PeMUCCUN. [IpyTrUMMU T10-
Ka3aHMSIMM K Ha3HadeHU10 PTM gaBsioTcs:

Wupykuus pemuccuy B AebiooTe 3a60eBaHMs,
Korga HasHaueHue 11D HekenaTelbHO (OIYXOIU
MOUYEBOTO ITy3bIpsi B aHaMHe3e, HOCUTENIbCTBO BU-
pyca renatuta C, y SKeHIIMH PeNpOLyKTUBHOTO
BO3pacTa u T.n.)

Vupykuus pemuccuy 1pu HedGGHeKTUBHOCTU
L® B TeueHMe 3-6 MeCSILeB UM PA3BUTHS peLIIN-
Ba Ha ¢oHe Tepanuu LID

IMognepskaHye peMUCCUN Y TTAI[MeHTOB IPU TIJ10-
XOM OTBeTe MM HelmepeHOCUMMOCTH Tepanuu A3A,
MT nnn MM®.

[IpencraBieHHbIe BbIllle PEKOMEHIAIINM Kaca-
orcs nauyeHToB ¢ MITA u I'TIA. B ¢Bsi3u ¢ otcyT-
crtBueM KpymnHbix PKU o npumenenuo PTM npu
OITIA, a TakKe Ha/JluMuMeM CepOHEraTUMBHOrO Ba-
puaHTa TeueHus 3abosneBanusi PTM pekomeHITy-
10T B KaUeCcTBe MHAYKIVOHHOW Tepanuy B Ae0roTe
u JITIA.

OcHOBHBIM I0OOUYHBIM peiicTBueM PTM sB-
JISIeTCSI TIO3IHSSI OTCPOYEHHAs HEMTPOIleHMsI, KO-
TOpast YacTO MPUBOAUT K PAa3SBUTUIO TSKEIBIX UH-
(beKLMOHHBIX OCIOKHEHMI, BKIoUas cerncuc. [Ipu
PTM-MHOYyUIMPOBAaHHOM HETPOIIeHnM Habmona-
eTcst JeUIUT UMMYHOTJIOOYIHOB, B CBSI3Y C UYeEM
EULAR pekoMeHIYIOT UCC/IeJOBaTh UX YPOBEHb I1e-
pen kaxxabiM Kypcom PTM/II® y manueHTOB C pe-
UMAVBUPYIOIIMMY MHbeKIMsIMMA [16].

L® ob6afaeTr BbICOKOM TOKCMYHOCTBIO K CJIM3M-
CTOJ1 060JIOUKEe MOYEBOTO MTY3bIPSI, UTO MOKET ITPO-
SIBJISITBCSI PA3BUTMEM TeMOpPParn4eckoro MUCTUTA
U Aaxe paka MOYeBOTO Iy3bIpsi. B CBsI3u ¢ 3TUM pe-
KOMeHAyeTCcsT 06cieqoBaHye 60MbHBIX CO CTOMKOIA
remarypueit, padee nomrydapmux L®. [y mpodu-
JIAKTMKM akTuBaum Pneumocystis jirovecii EULAR
0m06pUI0 TpPUMEHEHMEe TPUMETOIPUMa/Cyibda-
meToKkcasoja 1mo 800/160 mr uepes meHb uam 400/80
MI/CYT.

ITocnemoBaTenbHas cxema jgedeHust AAB BBIIISI-
AT CTIeAYIOMUM 06pa3soM:

1) Mupykius pemuccun B iebroTe 3a601eBaHMS
pu TsDKeIoM TedeHMu AAB ¢ mopakeHMeM >KuU3-
HEHHO BaXXHbIX opraHoB: ['K B 103e 1MI/KT B CyTKHU
B IIpeAHM30/I0HOBOM 3KBUBaJIeHTe (CyTOUHas J103a
He Jo/mkHa mpeBbinath 80 mr) B couetanuu ¢ L
i PTM - 6 mecsiiieB.

2) Hgykius peMmuccuu B nebioTe 3a601eBaHMs
6e3 MopaskeHusI JKM3HEeHHO BaKHbIX opraHoB — ['K B
TO ke mo3e B couetaHuy ¢ MT miam MMO.
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3) Ilepexon, K TmopgepskuBaloiieii ¢ase eue-
Hus: 'K B Hu3kmx posax (7-10 mr/cyrt) B couera-
Hun ¢ A3A, PTM, MT, MM® - He MeHee 24 Mecs-
ueB. (B PK MAINRITSAN 6b110 [OKa3aHO TIpeu-
myiiectBO PTM Hag A3A B KOHTpPOJie pELINBOB
AAB: yacToTa peulMnBOB B TeueHMe 28 MecCsIieB B
rpymme PTM coctasnsiina 5 % 1o cpaBHeHuIo ¢ 28%
B rpyniie A3A).

4) [Mpy BO3HMKHOBEHUH TSIKEJIOTO pelui1Ba Te-
panus BO3BpalaeTcs K MHAYKIIMOHHOI cxeme.

[lnasmacdepe3 peKOMeHAOBAH TPU Pa3BUTUU
BIITH B nmebroTe iy peuuauBe 3abojeBaHUST C
YPOBHEM KpeaTMHMHA CbIBOPOTKY KpoBu 6osee 500
MKMOJIb/TT WU TIPY BO3HUKHOBEHUU TSIKEJIOTO Jie-
TOYHOTO KPOBOTEUEHMSI.

O pedpakrepHoMm TeueHMU AAB MOKHO rOBO-
PUTD IPU OTCYTCTBUY 0OGPATHOTO Pa3BUTUS KIMHM-
YyeCKUX MPOSIBIEHMI MU YBeTMUeHU M aKTUBHOCTH,
HEeCMOTpSI Ha TIPOBOAMMYIO CTaHAAPTHYIO TaTore-
HeTUYeCKYI0 Tepaliuio B TeueHue 6 Hemeslb. B Ta-
KOM C/Tyuae CUMTaeTcsi 060CHOBaHHBIM 3aMeHa 11D
Ha PTM 1 Hao60pOT.

K nepcnekTBHBIM MeTonmam JyieueHusi AAB oT-
HOCUTCSI IpUMEeHeHMe TTepOPaIbHOTO MHIMOUTOPA
pertenitopa C5a KOMITOHEHTa KOMIUIEMEHTA — aBa-
komaHa. B PKU CLEAR wucrnonb30BaHMe aBakoIiaHa
y 6051bHBIX I'TIA 1 MITA 1103BOJIMIIO B GOJIBIIIOM UMC-
Jie cy4vaeB JOCTUYb MOJHOM KIMHUUYECKOV peMuc-
cuu depes 12 Hepdesnb JedeHUs KaK B COUETaHUU C
Huskumu gosamu I'K (86%), Tak v 6e3 I'K (81%), uto
MPeBOCXOINJIO Pe3ylbTaTbl KOHTPOJIbHON TPYTIIIHI,
B KOTOPO#1 Ha3Hava/IM BbICOKMeE M03bI I'K U miaie60
(70%; p<0,01) [17].

Ianee mpencTaBiieHbl pe3ylbTaTbhl COGCTBEHHO-
r'O PeTPOCIIEKTUBHOIO aHa/I}M3a BBIMMCHBIX SITUKPU-
30B 54 maumeHtoB ¢ AHIIA-accouuupoBaHHBIMU
Backynutamu. Cpenu uccnegyembix nuarHos [TIA
6bUT ycTaHOBJEH B 13 cryyasx (24%), MITIA - B 25
(46,2%), OTTIA — B 16 (29,6%). [Ipy 3TOM NOIOXMU-
TeJIbHBI pe3ylIbTaT IMPU MUCCIeTOBaHUM TpOodu-
st AHITA y 6onbHBIX ¢ I'TIA 6bUT ITONTyYeH y 8 marmy-
eHTOB (61,5%), 3 HUX B 87,5% ciIydyaeB onpemesns-
nuch 1gG k PR3. B rpynne nauyenTos ¢ MITA AHITA
06HAPYKUBAIUCH Y 44% manueHToB, U3 Hux 20% -
K MPO, 12% - x PR3 u 12% - Kk MPO+PR3. V 60b-
Hbix JOITIA AHIIA-HeraTMBHBI/I BapuaHT 3aboje-
BaHMS HabIIOmasCS Y 9 alMeHTOB, UTO COCTABUIIO
56,25%,y 3 mamyuenToB mpoduib AHIIA He 6bL1T MC-
crenoBaH, B 4 cryyasx AHITA 6but 06HaApYKeHBI,
mpu 3ToM B 75% - MPO-AHIIA.

V nainueHTOB HaO/II0IaINCh ITPOSIBIEHMS 0011e-
MHTOKCUKALMOHHOTO CMHAPOMA: Ha OOIIyI0 Cja-
60cTh KaymoBajics 21 maumeHt (38,8%); apTpan-
ruu 6ecrokonau 37 manyeHToB (68,5%), mpu sToM
yarie BCero AaHHas jkajoba BCTpeyanach B IPYIIINe
60mbHBIX ¢ MITA — 19 (76%), Ha BTOpoM MecTe I'TIA
— 69%, pexxe Bcex apTpalruy OECIIOKOMIN Talu-
eHTOoB U3 rpymmnsl IITIA - 56,25%; Ha MOBbBIIIEHNE
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TeMITepaTyphl TeJIa KATOBATUCD 26 (48%) GOTbHBIX:
9 (69,2%) — c I'TIA, 7 (43,75%) —c OI'TIA, 10 — (40%)
¢ MIIA.

V 37 6onbHbIX (68%) B MaTOJIOTMUYECKMUII PO-
1iecc 66U BOBJIeueHbI mouky 20 nmanueHToB (80%)
¢ MIIA, 10 (76,9%) - c TTIA, 7 (43,75%) — ¢ JITIA).
Kmuanueckn BIITH Ha6miopancs y 20 G0MbHBIX
(37%), rnomepynoHe@puT ¢ HePpOTUUECKUM CUH-
IpomMoMm -y 7 nanyeHToB (13%), T'H 6e3 HedpoTu-
yeckoro cuHapoma -y 13 (24%). B 35% ciydaeB BO-
BJIeUeHMe B ITaTOJIOTUYECKUIT ITPOIeCC ITOYeK ObIIO0
MOATBEPKIOEHO TUCTOOTUUECKH.

IMopaskenne JIOP-opranoB Habmoganoch y 100%
MaIMeHTOB ¢ AMarHocTupoBaHHbIM [TIA, Tpu 3TOM
Ha 3aJ0’KEHHOCTb HOCAa M THOMHO-KPOBSHUCTbIE
BbIAe/neHus skamoBaauch 11 (84,6%) maiieHTOB,
KIVMHMKA TTaHCUMHYCUTa Habmopanach y 7 (53,8%)
ob6cienyeMblx, TOPasKeHMe CIyXOBOTO aHaau3a-
TOpa ObLI0 OGHAPYKEHO YV 6 (46%) MaIMeHTOB, V 5
(38,4%) 6BLIM BBIIBIEHBI NECTPYKTUBHBIE OCIOXK-
HEHMS, B 4acTM CaydaeB - medopmaius CIIMHKU
Hoca, repdopaiysi HOCOBOJ ITeperopoaKku U TBEP-
Ioro HéGa. ITpy MITA u 3I'TIA JIOP-cumInToMaTuKa
HabIomaIach 3HAYUTEIBHO pexke: B 12 u3 25 aryda-
eB ripu MIIA (48%), ipu 3TOM Haubosiee 4acToi ma-
TOJIOTMEl 0Ka3asICcs TIapMHTOQapUHIUT — 7 CJIydaeB
n3 12 (58,3%), n B 9 u3 16 crygaes — IITIA (56,25%).
[MaTonorus €rkux 6bIa AyMardoctuposBana y 100%
nanueHToB ¢ IITIA: B 75% ciydaeB (y 12 u3 16 ma-
LIMEHTOB) OblIa OTMATHOCTMPOBAHA OPOHXMAIbHAS
actma, y 50% mamuenToB npu nomomu KT OIK
ObUTM OGHapyKeHbl MH(UIBTPATUBHBIE TEHU IO
TUITY 303MHOMUIBHON ITHEBMOHUM, IIPU STOM HMU
Yy OHOTO TaIMeHTa He HabIIomaanch JeCTPyKTUB-
Hble M3MeHeHUs TTapeHXUMbI JIETKNX, B OTJINYME OT
IPYIIIbI NALMEHTOB C BOBJIEUEHMEM JIETOUHOM TKa-
Hu ¢ I'TIA. V 6onbHbIX ITIA maToaorus JIETKUX CO-
craBuia 76,92% (10 u3 13 601bHBIX), U3 HUX Y 30%
obcemyeMbIX ObLIM BBISIBJIEHBI aOCIIeCChl M Oda-
I'M IeCTPYKIIMM JIETOUHO TKaHU, YTO MOATBEpXKaa-
eT JaHHbIe JINTEPATYPhI O PA3INUUSIX PEHTTEHOJO0-
TMYECKOi OMArHOCTUKY JIETOUHBIX MH(DWIBTPATOB
ripu JITIA U TTIA. V 25% 6onbHbIx IITIA, 110 maH-
HbIM DXOKT, Gbljia BbISIBJIEHA JIETOUYHAsl TUIIEPTEH-
3us (JIT'). OgHako B rpymre nauyeHToB ¢ MITA JIT'
BCTpevasach varie (y 64% 60mpHBIX ¢ MITA 661710
06HapyKeHO BOBJIEUEHME JIETKUX, U3 HUX Y 43,75%
OTMEeU€eHO TOBbILIEHO aBJeHNe B JIETOYHON apTe-
pun). B rpynme MITA 13 natonorum jgerkux vaiie
Bcero BcTpedasicss OUdGY3HbI MHTEPCTUIMATb-
HbIN MIPOLLECC C UCXOAOM B ITHEBMOCK/IEPO3 (y 8 ma-
IMeHToB — 50%).

IMopaskeHne CepIeuyHO-COCYAMUCTOM CUCTEMBI
HabTI0maI0Ch Y OgHOV nauyeHTKy ¢ AITIA — 303u-
HODMIbHBIN MMUOKAPAUT, 03MHOPUIBHBIA TPOM-
009HIOKaPIUT, C HATUUMEM IIPUCTEHOYHOT'O TPOM-
6a B MOJIOCTY JIEBOTO KEJTyIOUKA.

ITo pesynbraTam omnpocHuka VDI, cpenHee 3Ha-
YyeHMe CTeleHU IOBPEXIEeHUsS OPTraHOB BO BCeEX

rpynmnax 6ombHbIX AAB cocraBuio 8,0+0,39, mpwu
sToM B rpymie ITIA 3TOT mmoKasarenb GbLT paBeH
9,15+0,83, MIIA - 8,0+0,68, OI'TIA — 7,0+0,4, p>0,05.
Taxoke maHHBIN TOKA3aTeNlb MCCAEIOBAJICS B ITOI-
IPYIIax C MOJOXUTENbHBIM («a») U OTpULIATENTb-
HbIM («0») Pe3yJbTaTOM MCCIeTOBAHUS MPODOWIIS
AHIIA, kaK B rpynmax OTAeNIbHbIX BapuaHTOB AAB,
TaK U JJ1s1 BceX 54 601bHbIX. [IpV 5TOM JOCTOBEPHBIX
pasanMumii MeXay CpefHUMM BeJIMUMHaAMM MHIEKCa
VDI He 6bIJIO0 BBISIBJIEHO HU [JisI KaxkAoit u3 GhopM
AAB, Hu gyist Bcex AAB B coBOKymHOCTU. B rpymme
[TIA - cpegHee 3Hauenue VDI B mogrpyrime «a» co-
craBwio 9,375%1,06, B moarpyrrme «6» - 8,28+1,06,
U-kpurepuit — 21,0; B rpynie MIIA - cpegHee 3Ha-
venne VDI B mopgrpymnmne «a» - 8,72*1,23, B nof-
rpyre «6» — 7,88+1,08, U-kputepuit —33,5; B IpyII-
nie JITIA - cpenHee 3HaueHue VDI B mogrpyrtime «a»
- 6,5%0,5, B moarpyriie «6» -7,11£0,67, U-kputepmnit
- 11,5. TIpu uccnemoBaHuu 06IIE COBOKYITHOCTY
60BHBIX CpemHee 3HaueHue VDI B moarpyme «a»
cocraBwio 8,86%0,67, B moarpymie «6» - 7,72+0,53,
U-kputepuii — 154,5, Bce p>0,05.

[lpuBenEéHHbIe AaHHbIE WJUTIOCTPUPYIOT TOM-
MOpPGU3M U CXOACTBO KIMHUUECKUX MPOSIBICHUIA
Bcex BuA0B AAB, 4TO MoOATBepKOAeTCs JaHHbIMU
nuTtepatypbl. [Ipy oMoy ompocHuka VDI 6bl1a
IMpOaHAIM3MpPOBaHA CTeIleHb IIOpakeHMs opra-
HOB BCex nauyueHToB B rpynmnax ['TIA; MITA u 3TTIA.
[TpoBeaE€HHBIN CTATUCTUUYECKUIT aHAIM3 TIPYU TTIOMO-
Wy Kputepmusd MaHHa-YUTHM 1I0Kasaa OTCYTCTBUE
JOCTOBEPHBIX OTIMUMIT TSKECTU TeueHus 3abose-
BaHMS Cpeay IallIEHTOB C Pa3JIMUYHBIMM BUIAAMU
AAB - 3TO rOBOpPUT O CXOACTBE MX TeUEHUS U CpaB-
HMMO CepbE3HOM IIPOTHO3E.

BblBOAbI

AHITA-accouuupoBaHHbIe BaCKYJIUTbI — CIOXK-
Hasl TIaToJIoOTMs, TpeOylolas TiIaTeabHoi audde-
PEHLMATbHOM AMAarHOCTUKM KaK MEXKITY HO30JI0-
TUSIMY BHYTPU TPYIINbI, TaK U C OPYTMMM BaCKy-
JUTAMU U TIPOUYMMM CUCTEMHBIMMU 3a60IeBaHMSI-
MU. B cBSI3U C 3TUM MHPOPMMPOBAHHOCTH Bpaveii
Ha BCeX YPOBHSX MEIMIIMHCKOI ITOMOIIV [OJIK-
Ha 0CTaBaThCSl BBICOKO, UYTOOBI IMATHOCTUYECKUIA
MOMCK 3aHMMaJI KaK MOKHO MeHbIIle BpeMeH! U He
BO3HMKAJIO TPOJOHTALIMM Havaja Tepanuu. Tak-
Ke TIpUBENEHHbIE JaHHbIE TEeMOHCTPUPYIOT BaK-
HOCTb, HO He KaTerOPUYHOCTb PO OGHAPYKEHUS
AHTUHETPODUIbHBIX AHTUTEN B CHIBOPOTKE KPOBU
GOTBHBIX MTPY AVATHOCTUKE JAHHOJ TPYIIIIbI BACKY-
JUTOB. HecMOTpS Ha JaHHbIE IUTEPATYPHI O TIOJI0-
SKUTETbHOM KOPPEISIIMOHHON CBSI3YU MEKAY YPOB-
HeM AHIIA ¥ TSKeCThIO TeueHUsT 3a601eBaHys, Halll
aHa/IM3 He TOATBEPAWI JaHHOe yTBepkaeHue. Ta-
KOJi pe3yJbTaT MOXKeT ObITh CBSI3aH C HEIOCTATOY-
HbIM 06BEMOM BBIGOPKM, UTO TPEOYeT JaabHeNIINX
MCC/IeAOBaHMI B JAHHOM HaIllpaBIeHUN!.
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BACKYVJIUTBI, ACCOLIMMPOBAHHBIE C AHTUTEJIAMU K IUTOIUIA3ME HEMTPO®UJIOB (AHIIA):
COCTOSIHUE ITPOBJIEMBbI 11 KIIMHMKO-JIABOPATOPHBIE COITOCTABJIEHUSA

AHIIA-acconuupoBaHHble BaCKyJAUThI — 3TO TPyIIa
CUCTEMHBIX 3a60/IeBaAHNI, TOPAKAIOIIUX COCYIbI MEJTKO-
T'0 U, peXe, CpeIHEro Kaamnbpa, XxapaKTepu3yoIasicst Ma-
JIOM3YYEHHBIM TIATOT€HEe30M, IMOIMMOPGU3MOM KIMHU-
YeCKMX MPOSIBIIEHUI, arpeCCUBHOCTBIO TEUEeHMsI, a TaK-
K€ y4acTHeM B MaToreHe3e aHTUHENTPOQWIbHBIX IIUTO-
Ia3MaTU4YeCcKuUxX aHTuTen. [Iporao3 npu gaHHOI HO30-
JIOTMYECKOJi TPyIIIle BO MHOTOM 3aBUCUT OT TAKTUKMU Jie-
YeHUs U CBOeBPEeMEHHOCTH IUAarHOCTUKHA.

Llenb uccmenoBaHus: MPeICTaBUTb 0030 JIUTEPATY-
DBl C peKOMEHIALMSIMY I10 IMAarHOCTUKE, IEYEHNIO U Be-
neHuio nauneHToB ¢ AHIIA-acconunpoBaHHBIMM BacKy-
auTaMu. IIpoIeMOHCTPUPOBAaTh 0COGEHHOCTU KIVHUKA
Y AMAarHOCTUKU JaHHOV HO30JIOTMYeCKO IPYIIIIbI, TIONIN-
MOp(PU3M KIMHUYECKUX TTPOSIBJIEHUI U CXOXKECTb Teue-
HMSI TPaHy/IeMaTo3a C MOAMAaHTUUTOM, MUKPOCKOIIMYEe-
CKOTO TIOIVIAHTMUTA ¥ 303MHODMIBHOTO IPaHyieMaTo3a
C IOTMaHTUUTOM. BBISIBUTH CBSI3b MEX/Y TSIKECThIO Teue-
HUS ¥ podrieM aHTUHENTPOPMIBHBIX IUTOTUIA3MATH-
YeCKMUX aHTUTeI.

Matepuasibl ¥ MeTOAbI: MPOAHATU3UPOBAHBI COBpPe-
MeHHbIEe OTeueCTBEHHbIE U 3apyOeXKHbIE UCTOUHUKM JIU-
TepaTypsl. IIpoBeneH peTpoCHeKTUBHBIV aHaIN3 JaHHBIX
Ha OCHOBE BBIMMMCHBIX 3MUKPU30B 54 MaIMeHTOB, MPO-
XOOMBILIMX JieueHyre B HeposornueckKoM 1 peBMaToNo-
IrM4YeCcKOM OTAeneHuu JJOHeKOro KIMHUYEeCKOTO Teppu-
TOPMATBLHOTO MEIUIIMHCKOTO O6beAVHEHMST 3a IEPUO], C
aupaps 2014 mo despasb 2020 roga. Bee manymeHThI ObLIM
paszeneHsl Ha 3 TPYMIIbI: GOJNbHBIE I'PAHYIEMATO30M C
TMOMAaHTUUTOM, MUKPOCKOIIMYECKUM TOJUAHTUUTOM U
503MHOMUIBHBIM TPAaHYJIE€MAaTO30M C TOJMAHTUNTOM.
Takske BCe TMAIMEHTbI GbUIM pa3ieneHbl Ha TOATPYIIIIbI
«a» (c monmosxkuTenbHbIM npodunem AHIIA) u «6» (c oT-
pUIIATeTbHBIM Pe3yIbTaToM). [IJIsT BCceX OOMbHBIX C 1e/TbI0
oIpefiesieHVsI CTeIIeHU TSKECTU MTOBPEXIeHsI BHYTPeH-
HUX OPraHOB OBLI pacCUMTaH MHAEKC MMOpaKeHUs BHY-

TpeHHux opranos (Vasculitis Damage Index). [Ipu oueH-
Ke OCTOBEPHOCTU pas3inunii UCIOJIb30BAJICSI HeIlapame-
Tpudeckuit U-kpurepuit ManHa-YUTHU.

PesynbTaThl: MOMydyeHHble OaHHbIE OEMOHCTPUDPY-
0T TOMMMOP(PU3M KIMHUUYECKUX ITPOSIBJIEHUIA U CXO-
JKeCTb TeYeHMsI BCeX BaCKyIUTOB u3 rpymnmbl AHITA-
aCCOLIMUPOBAHHBIX, 32 MCK/IIOUEeHMEM HEKOTOPBIX OCO-
GeHHOCTel B KaKIoM 13 HuX. CTaTUCTUUYeCKMII aHaIus,
MPOBEJEHHbIN IPY MOMOLIM KpuTepus MaHHa-YUTHH,
MOKa3aJl OTCYTCTBME OCTOBEPHBIX OTAUYMIA TSDKECTU Te-
yeHus1 3a00/IeBaHMS Cpeay MalieHTOB C Pas3JIMYHbIMU
Bungamu AHIIA-accoliMupoBaHHBIX BaCKYJIUTOB U B TIO[I-
rpyIIax MauyeHTOB C MOJOXKUTEIbHBIM U OTPUIIATENb-
HBIM pe3y/IbTaToOM MccaenoBanus npoduis AHIIA.

BoiBompi: AHIIA-accouyumpoBaHHble BaCKYIUTHI —
CJIOKHAsT TIATONOTMS, Tpebyomiasl TuaTeabHoi audde-
PEHLIMAIbHON AMArHOCTUKM KaK MEXIY HO30JI0TUSIMU
BHYTPU TPYIIIbI, TAK U C APYTUMU BAaCKYJIUTaMU U TPO-
YMMM CUCTEMHBIMM 3a60/IeBaHUSIMMA. B CBSI3M € 3TUM UH-
(bopMupoBaHHOCTH Bpaueil Ha BCEX YPOBHSIX MeIMUIIVH-
CKOJ1 TOMOIIIM IO/KHA OCTaBaThCST BLICOKOW, UTOOBI Aya-
THOCTUYEeCKMI IMTOUCK 3aHMMaJl KaK MOKHO MeHbllle Bpe-
MEeHM ¥ He BO3HMKAJIO IMPOJOHTAlMM Hayajaa Teparunu.
Taxke TpuBeNEHHbIe AAHHbIE TEeMOHCTPUPYIOT BaxK-
HOCTb, HO He KaTerOpUYHOCTb PO OOHAPYKEHUS aHTU-
HEMTPOPMIbHBIX aHTUTEN B CHIBOPOTKE KPOBU OOJIBHBIX
MpU IMArHOCTUKe NaHHOV TPyIbl BacKyJIuToB. Hecmo-
TPS Ha JaHHbIe TUTEPATYPbI O TTOJIOXKUTEIbHON KOppesi-
LIMOHHO CBsI3U Mexay ypoBHeM AHILIA u TsoKecTbIO Te-
yeHMs] 3a00IeBaHMsI, HAIl aHAIM3 He MOATBEPAVI JaH-
Hoe yTBepkaeHue. Takoii pe3ynbTaT MOXKET GbITh CBSI3aH
C HEIOCTaTOYHBIM O6BEMOM BbIGOPKY, UTO TPEOYET NaTh-
HeMIINX UCC/IeJOBaHUI B 3TOM HallpaBJIeHUN.

Kntouegvle cnoea: BaCKyMUThbl, aHTMHENTPODWIbHbBIE
LIMTOMIa3MaTUUYECKMe aHTUTEea, PEBMAaTOOT S,

A.E. Bagrii, K.A. Stupakova, L.I. Tkachenko, O.E. Suprun, E.R. Tsirkovskaya

SEI HPE «M. Gorky Donetsk National Medical University», Donetsk

VASCULITIS ASSOCIATED WITH ANTIBODIES TO NEUTROPHIL CYTOPLASM (ANCA):
STATE OF THE PROBLEM AND CLINICAL AND LABORATORY COMPARISONS

Antineutrophil cytoplasmic antibody (ANCA)-associ-
ated vasculitis (AAV) is a group of disorders characterized
by inflammation and destruction of small- and medium-
sized blood vessels and the presence of circulating ANCA.
Clinical disease phenotypes include granulomatosis with
polyangiitis, microscopic polyangiitis and eosinophilic
granulomatosis with polyangiitis. Serologic classification
of AAV into proteinase 3-ANCA disease and myeloperox-
idase-ANCA disease correlates with a number of disease
characteristics. AAV has a predilection for the kidney,
with >75% of patients having renal involvement charac-
terized by rapidly progressive glomerulonephritis. The
cause and pathogenesis of AAV are multifactorial and in-
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fluenced by genetics, environmental factors, and respons-
es of the innate and adaptive immune system. Retrospec-
tive analysis of 54 AAV patients treated in rheumatology
/ nephrology departments was performed, clinical / se-
rologic profile and Vasculitis Damage Index (VDI) were
compared between different AAV patterns. There was no
any significant differences in VDI levels according to AAV
phenotype and serologic profile in studied patients. Fur-
ther research is needed to improve our understanding of
pathophysiology and clinical presentation in AAV differ-
ent clinical entities.

Key words: vasculitis, antineutrophilic cytoplasmic
antibodies, rheumatology.
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