H. 1. Apmuwesckas’, 3. A. Muxuesuu', M. A. Casuenxo’,
T. I Paesnesa’, T. I Ionosxo’, H. A. Kpyuuna’

T'PAHYJIEMATO3 C IIOIMAHTVIMITOM: Ob30P IMTEPATYPBI.
CEPU S KIMHNYECKUX CIIVYAEB (Yacmv 1)

YO «benopycckuii 2ocyoapcmeenHvlii MeOUUUHCKUTL yHUBepcUmem»,
V3 «11 eopodckas knunuueckas 60nvHUUA»

CoenacHo nocnednemy nepecmompy Kaaccudukauuu CUCeMHbLX 6ACKYTUMOE 2paHyiemMmarnmo3 Bezenepa nonyuun opuyuanvroe
naseanue «I panynemamos c nonuaneuumom» (I'IA). B cmamve oceéeujervl danHvle umepamypolL 1o smuonarmozenesy, OuazHoCmu-
Ke, a maxsie npusedeHvl cospementole darnHvie 0 603moNcHocmax neverus. Ocoboe HUMAHUe yOeneHo 60npocam OuddepeHyuanvHoll
ouaenocmuxu I'TIA, 3nauenuio ceponozudeckozo uccnedosanus. Ilpedcmaesnen cnekmp KIUHU4ECKUX 0C06eHHOCMeL, OMAUYAIOULUX
I'TIA om 3a6onesanuii u3 epynnor ANCA-accoyuuposantvix 6acKynumos, a maxie opyeux Hosonoeudeckux gopm. Ipusedenvi co6-
cmeeHHble KIUHUYecKUe HAOI00eHUS 2PaHYNIeMAMO3a ¢ HOIUAHSUUINOM.

Knrouesvte cnosa: cucmemnvie sackynumol, ANCA-accoyuuposanmvie 6acKynumol, 2panynemamos ¢ NoAUaAHUUNOM, fedeHue
CUCMEMHDLX 6ACKYNUMOB.

N. L. Artishevskaia, E. A. Michnevitsh, M. A. Savtshenko, T. G. Rayeuneva, T. G. Golovko, N. A. Krutshina

GRANULOMATOSIS WITH POLYANGIITIS:
LITERATURE REVIEW. SERIES OF CLINICAL CASES

According to the latest revision of the systemic vasculitis classification Wegener’s granulomatosis received the official name
of «granulomatosis with polyangiitis» (GwP). The article highlights the information on etiology and pathogenesis, diagnosis, treatment
of the disease. It also shows some up-to-date therapeutical approaches. Particular attention is paid to the differential diagnosis of GwP
and its serological features, which can be measured and evaluated in each patient. Clinical characteristics that distinguish GwP from
ANCA-associated vasculitis and other systemic connective tissue disorders are shown. Our own clinical data on granulomatosis with
polyangiitis cases are also observed in this article.

Key words: systemic vasculitis, ANCA-associated vasculitis, granulomatosis with polyangiitis, treatment of the systemic vasculitis.
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Y O630pbI M TeKIUN

CuCTeMHble BaCKYAUTbI SIBASIOTCS PEAKUMU 3a00AEBAHUAMM.
OaHaKo ¢ cepearHbl 20 BeKa MX pacnpoCTPaHEHHOCTb HEYKAOHHO
pacteT. C Apyrov CTOPOHbl 3aKOHOMEPEH WMHTEPEC YYEHBIX K U3-
YUYEHWUIO AQHHOM MATOAOTUW: TAUHCTBEHHOW, TPYAHO MOAAAKOLLENCS
AEYEHUIO, MEIOLLEN OYEHb CEPbE3HbIM MPOrHo3. Co BTOPOM MOAO-
BWHbI MPOLUAOTO CTOAETUSA U A0 HACTOSLLErO BPEMEHU PEBMATONO-
1, CGOPMUPOBABLUMUCH B OTAEABHYKO HAyYHYK UM MPaKTUYECKYHO
0TpacAb, NPOAEMOHCTPUPOBAAA BbIAAIOLLMECA AOCTUXEHUSA B OYH-
AaMEHTaAbHbIX U MPUKAGAHBIX HaNpPaBAEHUAX: YTOUHEHWEe naTore-
He3a OTAEAbHbIX 3a00AeBaHUI, UAEHTUOWKALMSA TPUITEPOB, B PAAE
CAy4YaeB pacluMdpoBKa ITMOAOTMUECKUX GaKTOPOB. be3yCAOBHbIM
AOCTUXXEHUEM SIBASIOTCA U yCNeXW B A€YEHUU CUCTEMHBIX BacKy-
AWTOB, YTO OTPaXaeTCs B yBEAMUEHUW MPOAONKUTEABHOCTH XU3HU
W YAYULLEHUW €€ KayecTBa Y STUX NaLMEeHTOB.

dTanbl U3y4YeHns CUCTEMHbIX BaCKyAMTOB HaLLAW CBOE OTpa-
XeHWe B TEPMUHOAOTUU, MPEAAAraeMbIX KAacCHdUKaLMAX, COBEp-
LUEHCTBOBAHWMW AMArHOCTUYECKUX KpUTEPUEB, HasupyoLWMXCs Ha
NpUHUMNax AoKa3aTeAbHOM MeAULUMHbL. [lepBas MexAyHapoAHas
cornacuTenbHaa KoHdepeHuus B Yanen Xuane Mo HOMEHKAATY-
pe BaCKyAUTOB U XapaKTepUCTUKE KaXAOro M3 HWX COCTOAAACh
B 1994 roay [1]. B 2011 n 2012 ropa B Yanen Xuane nNpoLAM
MEXAYHapOAHblE KOHbEpPeHLUMH, Ha KOTOPbIX ObiAM 0BCYXAEHbI
W MPUHATBI KAACCUUKaLWA, YHUOULMPOBAHHbIE Ha3BaHUS Hau-
6onee yacTbix GOPM CUCTEMHBIX BACKYAUTOB U UX OMPEAEAEHWS.
MocAe cornacoBaHus ¢ akcnepTamu B AQHHOM 06AaCTU U3 pas3HbIX
cTpaH B 2013 roay onybAMkoBaHa HOBasi HOMEHKAATypa CUCTEM-
HbIX BaCKyAUTOB [2].

CamMbIM pacnpoCcTpaHeHHbIM CUCTEMHbBIM BaCKYAMTOM SIBASI-
eTcA rpaHyaemaTto3 BereHepa - rpaHynemaTtos3 € MOAM@HTUUTOM
(TMA). CorracHO OnpeAeneHUtd MeXAYHapOAHOM KOHdepeHLUn
B Yanen Xuane, rpaHyneMaTo3 C MOAMAHIMUTOM MNPeACTaBAAET
c0o60V HEKPOTU3MPYIOLWUIA BACKyAUT C MPEWMYLLECTBEHHbIM MO-
paxeHNMeM MeAKMX COCYAOB, aCCOLMUPOBAHHbIV C aHTUHYKAeap-
HbIMUW UMTONAG3MaTUYeCKUMu aHtutenamu (ANCA) kK muenone-
pokcupase (MPO) uan npotenHase 3 (PR3). Mpu aToM A€NO3UThI
UMMYHHbIX KOMMAEKCOB OMPEAEAAIOTCS B HEOOABLLOM KOAUYECT-
BE WUAM OTCYTCTBYIOT [2, 3, 4].

B rpynny BacKyAUTOB C NPeUMyLLECTBEHHbIM MOPaXeHUeM MeA-
KMX COCYAOB BXOASIT TaK e 303MHOMUABHbBIN FpaHyAemMaTto3 ¢ no-
AvaHrunTom (Mapra - CTpocc) U MUKPOCKOMUYECKUIA MOAUAHTUNT.

MpaHyAemMaTo3 C MOAMAHIMUTOM BnepBble BbIA ONUcaH B Aa-
Aekom 1931 ropy H. Klinger kak BapuvaHT y3eAKOBOro NoAvap-
Tepuuta. 3atem F. Wegener B 1936 1 1939 ropax npeacTaBuA
3ab0AeBaHNE KakK CaMOCTOATEAbHYIO HO30AOTMUECKYHD GOopMmy,
OTHOCALLYIOCA K rpynne rpaHynemato3oB. F. Wegener onucan
Tpex nauneHToB (MyX4unHy 38 AeT, U ABYX XeHLUMH, 33 1 36 AeT)
€ 4-7-MeCAYHbIM aHaMHE30M AMXOPAAKM, C MOBBILLEHHON CKOPO-
CTbIO OCEeAaHWSA 3PUTPOLMTOB, aHEMUEN, PUHUTOM B AebloTe 3a-
60AeBaHUA, C NOCAEAYIOLLMM Pa3BUTUEM CTOMATUTA, AAPUHIUTA,
dapuHruTa 1 Tpaxeuta. B KAMHWUYECKON kapTuHe 3aboneBaHuWA
npeobArapano nopaxeHue MOAOCTM HOCa, @ B TMCTOAOTMUYECKOWM
KapThHe y ABYX NaLUEeHTOB AOMUHUPOBAAWU rPaHyAeMaToO3Hble U3-
MEHEHUA C BaCKYAUTOM MHOIMX COCYAOB M OPraHoB, B TOM YUCAE
C TAOMepPYyAOHEDPUTOM U GOPMUPOBAHUEM NMEPUTAOMEPYASPHbBIX
rpaHyAreM. XoTs 3aboreBaHWe CONPOBOXAAAOCH FreHepaAn30BaH-
HbIM apTEPUUTOM, MOAOOHBIM TAakKOBOMY MPU Y3EAKOBOM MOAU-
aptepuute, F. Wegener B obenx cBoux pabotax paccmaTtpuBan
NPUBEAEHHbIE UM CAYYaU Kak yHUKaAbHblE HA OCHOBAHWU KAW-
HUYECKOrO TEYEHUSA U OTAMYAIOLMXCA MaTOAOroaHaTOMUYECKUX
U3MeHeHuw [5].

C 1954 ropa 3aboneBaHWe Ha3biBAAOCh «IrpaHyAemMaTos Be-
reHepa» B UeCTb MePBOro aBTopPa, BbIAEAUBLLIETO €ro B OTAEAbHYHO
HO30AOrMYeCKyto GOpPMy Ha OCHOBAHWM TUMUYHBIX TMCTOAOTUYE-
CKUX W3MEHEHWN W OCOBEHHOCTEN KAMHUYECKOW KapTuHbl [8].
Ha koHdepeHumnn 2011 r. AMEPUKAHCKON KOAAETUEN PEBMATONO-
ros (ACR), EBponeiickoi npoTvBopeBmaTtnyeckoin amroin (EULAR)
U AMepuKaHcKUM 0bLecTBoM HedppororoB (ASN) npearoXeHo

aAbTepHaTUBHOE Ha3BaHWE CUCTEMHOMY BACKYAWTY, HOCALLEMY
nma O. BereHepa, — «rpaHyAeMaTo3 ¢ MOAMAaHTMUTOM» [6].

K HacTosileMy BpeMeHU onybAMKOBaHO AOCTATOYHO MHOIO
paboT, NOCBSALLEHHbIX aHaAU3y BapUaHTOB TEUEHUS BACKYAWUTOB,
IODEKTUBHOCTU PA3AMUYHBIX CXEM A€YEHUA B 3aBMCHMMOCTH OT aK-
TUBHOCTU MpoLuecca, CpOKaM Havyasa Tepanun U Apyrum BOMPO-
caM. BbiBoabl aBTOpPOB 6a3upytoTcsi Ha HOAbLLIOM KAMHWYECKOM
matepunane: Ao 50-70 nauMeHToB ¢ OTAEAbHbIMWU HO30AOTUYECKH-
Mu dopmamu. BmecTe ¢ Tem, B AUTEpaType HEAOCTATOUYHO BHU-
MaHUA yAeAsieTcs Bonpocam AuddepeHUUanbHOM AMArHOCTUKK
HEe TOAbKO BaCKyAMTOB MEXAY CO60W MAM C OTAEAbHBIMU CUCTEM-
HbIMKW 3aboAeBaHUAMWU COEAMHUTEABHOW TKaHW, HO U OBLLHOCTU
KAMHUUYECKUX NPOSIBAEHWUI OTAEAbHbIX BACKYAUTOB C APYTMMU CO-
MaTuyeckumun 3aboneBaHUAMU. TyOAMKALMU HayuHbIX MaTepu-
anoB OTEUECTBEHHbIX aBTOPOB KacatoTcst 06WMUX NPUHLUMMNOB AM-
arHoCTUKU U A€YEHUA BaCKyAUTOB 6e3 onucaHus cOHCTBEHHOro
KAMHWYecKoro onbliTa [7, 8, 9.

B 1O xe Bpemsa AMarHOCTMKa CUCTEMHbIX BAaCKyAUTOB B Le-
AOM, W TpaHyAeMaTo3a C MOAMAHTMMTOM B YaCTHOCTW, MpoLecc
CAOXHbIW, TPEOYIOLINIA BbIAEAEHUSI OMPEAEAEHHbIX KAMHUYECKMUX
CMHAPOMOB, MO3BOAAIOLLMX 3aMOA03PUTL AAHHYH rpynny 3abo-
AeBaHWA. BbINOAHEHME PYTUHHbIX A@BOPaTOPHbIX U MHCTPYMEH-
TaAbHbIX METOAOB 06CAEAOBAHMSA Ha NEPBOM 3Tane AMArHOCTUKK
NO3BOAAET UCKAKOUNTb MHOEKLMOHHYHO NAaTOAOTUIO BEPXHUX AblXa-
TEAbHbIX NyTEW, HEONMAACTMYECKME Mpouecchl U Ap. W, HakoHel,
BbIMOAHEHWE CneuuanbHbIX UMMYHOAOTMYECKMX TECTOB AeAaeT
AMArHO3 CUCTEMHOIO BAaCKyAWTA, Kak MPaBWAO, AOCTOBEPHbLIM.
BaXHbIM 3Tanom AMArHOCTMKM MPU CUCTEMHbIX BaCKyAUTaX SAB-
ASiETCS MOPdOAOTMUYECKOE UCCAEAOBAHWE BMOMNTATOB Pa3AMUHbIX
opraHoB. B T0 xe Bpems He Nnpu BCEX BaCKyAUTax Mopporormye-
CKOE MCCAeAOBaHUE 00653aTEABHO, T. K B PAAE CAyYaeB MOPPOAO-
rmyeckast KapTMHa MOXET HOCUTb HecneundUYecKuin xapakTep.

PacnpocTtpaHeHHOCTb. B ueAOM, rpaHyAeMaTo3 C MOoAMaH-
rTMUTOM peakoe 3aboneBaHMe. Yalle BCTpeyaeTcss CpPean XuTe-
et CeBepHOM EBpoMbI, A€ OTHOLEHWE 3aBOAEBLUMX MYXUYMH
M XeHLWMH cocTtaBasieT 1,5/1. B CLLA TTIA BcTpeyaeTcs ¢ yacTo-
Tol 3 cayyast Ha 100 000 HaceneHusi. Hauano 3aboneBaHWA Npw-
XOAMTCSI Ha Bo3pacTHoi nepuop 40-50 AeT, peAKo BCTpevaeTcs
B A€TCKOM Bo3pacrTe [10].

ATronormua rpaHynemaTos3a ¢ NOAMAHTMUTOM M3yYeHa HeAo-
CTaTO4YHO. KaK BO3MOXHble 3TMOAOTMYECKME GaKTOPbl paccma-
TpuBatoTcs bakTepuanbHble (Staphylococcus aureus, Mycobacte-
rium ovium, Chlamidya, Helicobacter pyllory u aAp.) u BUpYyCHble
(Bupycol renatuta B u C, Herpes zoster, untomeranosupyc, 9n-
wrenH-bapp Bupyc) areHtsl [11]. Pa3Butuio 3aboreBaHUa Yacto
npeallectByetr 6aktepuanbHana WMHOEKUMUA BEPXHUX U HUXHUX
AbIXaTeAbHbIX MyTeW. TPUITEPHYIO POAb UTPAET TMNEPUYBCTBUTEAD-
HOCTb K aHTMOaKTepHuaAbHbIM, TYOEPKYAOCTAaTUYECKUM U MPOTU-
BOBMPYCHbIM MpenapaTtam.

MaroreHe3 3aboAeBaHUA fiCEH He A0 KOHLA. BOAbLUMHCT-
BO MCCAEAOBATEAEN MOAAratoT, YTO MPU CUCTEMHbIX BAaCKyAUTaX
B MEXaHW3Me MOBPEXAEHUSA COCYAUCTOW CTEHKU MPUCYTCTBYHOT
MMMYHHbIE, @ BO3MOXHO W HEUMMYHHble naToreHeTuYeckKue
MexaHu3mbl [12]. 3Tn MexaHU3Mbl BKAOYatoT: obpa3oBaHue na-
TOFE€HHbIX MMMYHHbIX KOMMAEKCOB U UX GUKCaLMS B COCYAMCTOM
CTeHke; 06pa3oBaHUe aHTUTEA K LMTONAA3Me COBCTBEHHbIX HEeR-
TPOOUAOB U KAETKAM 3HAOTEAUS; KAETOYHbIM U MOAEKYASPHbIN
MMMYHHbIM OTBET, BKAKOUAOLWMI 06pa3oBaHNe LMTOKMHOB U MO-
AEKYA aAresuu; obpasoBaHue rpaHyAeM; MOBPEXAEHWE U Hapy-
LWeHNe GYHKUMU 3HAOTEAMAABHBIX KAETOK MUKPOOPraHu3mMamu,
OMYXOAEBbIMWU KAETKAMM UAU TOKCUHAMM.

[paHyAnemaTos ¢ noAMaHrmmtom otHocutca K ANCA-accoumu-
poBaHHbIM BackyAutam. ANCA - reteporeHHasi monyAsiums ayTo-
aHTUTEA, pearupyoumx ¢ GepMeHTaMu LUUTOMNAa3Mbl HEMTPODHU-
AOB. Pasanuator Heckonbko TvnoB ANCA. LiMtonaasmatuuyeckue
ANCA (cANCA) B3anmoaencTaytoT ¢ PR3. MepuHykaeapHble ANCA
(PANCA) cneumodunyHbl B oTHOWEHMM MPO. B HEKOTOPbLIX CAyYasx
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BbIABAAIOT atnunuuHble ANCA (aANCA), HanpaBAeHHble Ha HEeus-
BECTHbIE LIMTONAA3MATUUYECKME BEAKM U AaMUHBI [13].

CyLLLeCTBYIOT ABE OCHOBHbIE FMMNOTE3bI, 0OBACHAOLLME POAb
ANCA B pa3BuTMKM BacKyAuToB. COrAaCHO OAHOM TEOPWU BbICBO-
6oxaeHue anti-PR3u anti-MPO 13 rpaHyA HENTPOOUAOB UAU AU-
30COM MOHOLIMTOB BEAET K CBA3bIBAHWIO 3TUX @aHTUIEHOB C COCY-
AMCTON CTEHKOWM 1 06pa3oBaHM0 UMMYHHbIX KOMMAEKCOB in situ.
Apyrasa runote3a ocHoBaHa Ha ToM, 4To ANCA HenocpeACTBEHHO
B3aMMOAEMCTBYIOT C HEWTPOOUAAMMU, KOTOPbIE 3aTEM HauMHaOT
NOBpEeXAaTb KAETKM 3HAOTEAUS. T. €. MMEeIT MEeCTO pa3AMUHbIe
MEeXaHU3Mbl, BEAYLLME K aATE€3UN AeMKOLMTOB K 3HAOTEAMAABHbIM
KAETKaM, NeHeTPaLMn COCYANCTON CTEHKM, BbICBOOOXAEHMIO MO-
BpexAaroLWmx G¢akTopoB (LMTOKMHOB U XEMOKWHOB). NpKn rpaHy-
AEMaTo3e C MOAMAHTMWUTOM OMUCaHbl KakK KOAMYECTBEHHblE, Tak
M KauyeCTBEHHble HapylleHUs NPOAYKLMU LUUTOKMHOB. HO mexa-
HU3MBbI, AeXallme B ocHoBe npoaykumn ANCA, B yacTHOCTH, dak-
TOpbl, OTBETCTBEHHbIE 3@ 06pa30BaHWE 3TUX aHTUTEA, OCTAKOTCS
HesicHbIMUK [14, 15].

HepaBHMe uccnhepoBaHMs noka3ann crnocobHocTs ANCA,
B YaCTHOCTH, K anti-MPO anti-PR3, BbI3biBaTb HEKPOTUIUPYHOLLLMHI
BACKYAUT U TAOMEPYAOHEDPUT B aKcnepumeHTe. lMpuuem ANCA
K MPO BbicOKOCMEUUPUUHBI AAA TPAHYAEMaTo3a C MOAMAHTUK-
ToM. ANCA k PR3 accoummpoBaHbl C 303MHODUAbHbBIM FrpaHyAeMa-
TO30M, MUKPOCKOMUYECKUM MOAMAHTMUTOM U MOTYT ONPEAEAATb-
CSl NPU APYrMX ayTOUMMYHHbIX COCTOAHUAX: CUCTEMHasn KpacHas
BOAY@HKa, PEBMATOMAHbIM apTPUT, XPOHUYECKME BOCMAAUTEND-
Hble 3ab0oAeBaHWA KWLIEYHUKA, OHKOAOTMUeckne 3aboneBaHUsi
[16]. Anti-MPO u anti-PR3 moryT akTMBuMpoBaTb HEWTPODUABI
in vitro. B ecTecTBEHHbIX YCAOBUAX AOKa3aHa MaTOreHHOCTb
anti-MPO 1 ocnapuBaeTcs 310 CBOMCTBO AAA anti-PR3 [12].

B nocaepHve roabl MPEANOXEH NaTOreHEeTUUYECKUW Mexa-
HM3M ANCA-accouMMpOBaHHbIX BACKYAMTOB MEAKWMX COCYAOB,
KOTOPbIN 06BACHSETCA B3aUMOAEMCTBMEM MPaMUPOBAHHBIX Hew-
TPpodMAOB ¢ ANCA 1 3HAOTEAMAABHBIMU KAETKAMW, YTO NMOATBEP-
XAEHO 3KCNEepPUMEHTaAbHbIMU AaHHbIMK [17]. Aoka3aHa CBf3b
MEXAY BaCKyAUTaMW U TaKUMW HOBbIMU MapKepamu nopaxxeHus
IHAOTEAUSA, KaK LLUPKYAUPYIOLLME SHAOTEAUANBHBIE KAETKU U 3H-
AOTEAMAABHbBIE MUKPOYACTULbI. AT MapKepPbl KOPPEAUPYIOT C ak-
TUBHOCTbIO Bone3HM [17].

HepaBHee nccnaepoBaHue Becero reHoma naumeHtoB ¢ ANCA-
acCoUMMPOBaAHHbIMKU BaCKyAUTaMK MOATBEPAMAO HaAUUUE Te-
HeTMueckn obycroBaeHHOM cBA3Kn mexay PP3-ANCA u reHeTu-
yecknx pAedeKktoB cuHTeda ol-aHTuTpuncuHa. Ara MPO-ANCA
yCTaHOBAEHa B3aMMOCBA3b ¢ cuctemMon HLA: nerkoumTapHbIM
DQ-aHTureHom [18].

AOMOAHUTEABHBIM MOBPEXAALWMM MEXaHU3MOM B 3Kcne-
pYMeHTe U Npu HabAAeHUW 3a naumeHTamu ¢ A npusHatoTcs
T-AMMbOUMTBI, KOTOPbIE, MO-BUAMMOMY, U YyUYacCTBYOT B GOPMHUPO-
BaHWU rpaHyaembl [19].

Mo MHeHWIO psipa aBTOPOB, NMPOrHo3 npu IMA B MeHbLLeN
CTENEHU ONpeAensieTCs BblPaXXEHHOCTbIO KAMHUYECKUX NPOSBAE-
HWUW, @ KOPPEAMPYET € ypoBHEM anti-PR3. MmeHHO aTa kateropus
MauMEHTOB HYXAAETCs B MPOAOAXEHWU WMMYHOCYNPECCHUBHOM
Tepanuun NocAe AOCTUXEHUS pemuccun [20, 21].

94% nauueHTOB C BbICOKMM TUTpOM anti-PR3 umetoT no-
paxeHWe BEPXHUX AbIXaTEAbHbIX MyTeW. A MPU BbICOKMX TUTPaAX
anti-MPO y 81% koHcTaTMpoBaHa MaToOAOrMs nouvek [22, 23,
24]. Yncno naumeHtoB ¢ anti-PR3 Bbiwe B CeBepHol EBpone,
a c anti-MPO B AnoHuun 1 Kutae [25, 26, 27].

KanHuka. [TIA - HEKPOTU3MPYIOLWMI TpaHyAeMaTos, nopa-
XatoLMIN BEPXHUE U HUXHWE AbIXaTeAbHbIE MyTU U HEKPOTU3UPY-
IOLLMIA BACKYAUT C BOBAEYEHUEM MPENMYLLECTBEHHO MEAKUX CO-
CYAOB (KanUAASIPbl, BEHYAbI, aPTEPUOAbI, aPTEPUU U BEHDI).

KnaccudpukaumoHHble Kputepuu, cOOPMyAUPOBAHHbIE
B 1990 roay ACR, BkAtouatoT [28]:

e BocnaneHuMe HOca M MOAOCTM pTa: fi3Bbl B MOAOCTU pTa;
FHOMHbIE AW KPOBSIHUCTbIE BbIAEAEHUSI U3 MOAOCTH HOCA.

O630pbI 1 TEKIUN Y

o /I3MeHeHua npu peHTreHorpaduuyeckom KCCAeAOBaHUU
AETKMUX: Y3EAKU, UHOUABTPATBI MAM MOAOCTH.

e /I3MeHeHuA MOouu: MuKporematypusa (>5 3puTpoUMTOB
B MOAE 3PEHUS) UAU CKOMAEHWUS IPUTPOLMTOB B OCAAKE MOUYM.

o buoncus: rpaHyAemMaTo3Hoe BOCNaneHUe B CTEHKE apTepuu
WA B MEPUBACKYASIPHOM M 9KCTPABACKYAAPHOM MPOCTPaHCTBaX.

Hannune y 60AbHOrO ABYX U Honee KpuTepueB MO3BOASIET
NoCTaBWUTb AMArHO3 C YyBCTBUTEABHOCTbIO 88% M cneunuduyHo-
CTbt0 92%.

YCAOBHO BbIAEAAIOT CAEAYIOLLME KAMHMYECKHE dopmbl TTIA:

e \OKanbHaf, Koraa umetot mecto natonornss AOP-opraHos
WUAU TA@3. BO3MOXHbI AMXOPaAKa, MUAATUK, aPTPUTDI.

e OrpaHuuyeHHass dopmMa XxapaKTepusyeTcs nopaxeHuem
NOP-0opraHoB M Aerkux. M3meHeHUs1 B Apyrux opraHax (koxa,
HepBHasa cucTemMa, Nouku) B AebtoTe 3aboreBaHWsA OTCYTCTBYHOT.

e [eHepaAM30BaHHaa dopma noMmmmo nopaxenuin AOP-opra-
HOB NpeAnoAaraeT NaToAOr1Io B AErKMX M noykax [29, 30].

B nocaepHVe ToAbl MOSIBASIKOTCA COOOLUEHUS HE TOAbKO
0 AMArHOCTUUYECKUX KPUTEPUSAX AGHHOTO BAacKyAWUTa, HO 1 0CODOEH-
HOCTAX KAMHWUYECKMX MPOSBAEHUI BaCKyAuTa B 3aBMCMMOCTU OT
CPOKOB €ro pa3Butus, NpeobrapatoLLx MOPHOAOTUYECKUX U3ME-
HEHWW (rpaHyAeMaTo3Haa BOCMAAUTEAbHAsA peaKkLMs AU HEKPO-
TU3UPYIOLLUIA BACKYAUT), UTO MMeeT HOAbLLIOE 3HaYeHUE AAS Onpe-
AENEHUS NPOrHO3a U UHAMBUAYAAbHOM TaKTUKK AedeHns [31, 32].

MepBbIMU KAMHUUYECKUMU NposiBAeHUAMU TTIA, Kak npaBuAo,
ABASIOTCA AMXOPAAKA M MOPaXEHWUS BEPXHUX AblXaTeAbHbIX NyTewn
(A3BEHHO-HEKPOTUYECKWUI PUHUT, CUHYCUT, 3aAOXEHHOCTb HOCa,
KPOBSIHUCTbIE KOPKW B HOCY), COMPOBOXAQIOLLMECA apTpaArus-
MW, MUAATUAMU U KOXHBIMU NPosABAEHUsAMU [33].

Ha no3aHux cTapusx 3aboAeBaHKA, NPOTEKAOLLMX C AECTPYK-
LUMen TKaHel, MOXeT cHOPMUPOBATLCH CEANOBUAHAS Aedopma-
UMSi HOCa, Bbl3BaHHaA NoTepen xpslla HOCOBOM MEPEeropoaku
1 obpasoBaHWEM 3p03UIA U NonocTen. BocnaneHwe nonoctu pra
M HOCOTAOTKM MPUBOAMT K 06pa3oBaHUto 3B, TMHTUBUTY, OXPUMAO-
CTW roAOCa U CTPUAOPY 3@ CUET NopaxeHus roptaHu. BoamoxHo
BOBAEYEHME HAPYXHOIO M CPEAHENO yXa, XOHAPUT YLIHON pako-
BWHbI C BTOPUYHON aTpodueit. Mpu pa3BUTUM BaCKyAUTa COCYAOB
YAUTKU MOXET BO3HUKHYTb HEMPO-CEHCOPHAA TyroyxocTb. Bonb-
Loe 3HayeHue uMeeT BUOoNCUsA CAU3UCTON BEPXHUX AbIXaTeAbHbIX
nytei, ocobeHHo B ANCA-HeraTMBHbIX CAyYasx, T.e. B Hauane 3a-
6oneBaHus [34].

BoBAeueHUe Aerkux otmeuaetcs y 45% nauveHToB B Ae6t0-
Te 3aboneBaHuA U pocTUraet 87% Npu AaAbHEMLLEM TEUYEHUMU.
XapaKTepHbIMU KAMHUYECKUMWU CUMMNTOMaMKU ABASIOTCA YMop-
Hbll KallleAb, HapacTalLLlan OAbILIKa, HEPEAKO KPOBOXapKaHbe.
B pebrote 3aboneBaHUA MOpaxeHUe Aerkux HabAOAAETCst PEAKO,
a pa3BMBaeTCs C TeUeHUeM BPeMEHU NpU TpaHCchopMaLmMK B reHe-
paAn30BaHHY0 GopMy. KAUHUYECKUMU U PEHTTEHOAOTMUYECKUMMU
NPOSIBAEHUSIMW FPaHYAEMaTO3HOro BOCMAAEHUS B AETKUX SABASIHOT-
€A CTOMKME MHOUABTPATbI U Y3Abl C y4acTKaMu AECTPYKLMKU U dop-
MWpPOBaHMEM NOAOCTEN, a TaK Xe CTEHO3UPYOLLMIA SHAOBPOHXMUT.

Mepexos B reHepaan3oBaHHOe 3aboneBaHME MNPOABAAET-
€A pa3BUTMEM aAbBEOASPHOTO KanUAASPUTA, KPOBOXapKaHbeM,
NosIBAEHUEM MHOUALTPATOB B AerkuX. Mpu PeHTTEHOAOTMYECKOM
UCCAEAOBaHUU TUNMUYHA KapTUHa aAbBEOASIPHOTO AW aAbBEOASIP-
HO-MHTEPCTULIMAABHOTO OTeKa Aerkux [35, 36, 37].

Ha BTOpOM MecTe no yacTtoTe HaxoASiTCS MOpPaxXeHus raa3
M OpOUTbI, TAKUE KAK KOHBIOHKTUBUT, KEPATUT, CKAEPHUT, YBEMWT,
06CTPYKUMS Ha30-AaKpUMAAbHOrO TpakTa, MPOTPY3Us TAA3HO-
ro abaoka, NCeBAOTYMOPO3HblE M3MeEHeHMWs. PacnpocTpaHeHue
FHOMHOrO CUHyCWTa U pa3BUTUE BTOPWUUHON BGaKTepUanbHON WUH-
deKuMnM NPUBOAWUT K reHepaArM30BaHHOMY BOCMAAEHUIO TAA3HW-
ubl. MpU3HakamMu reHepaAM30BaHHON CTaAUM SABASIOTCS 3MUCKAE-
PUT, BACKyAUT 3PUTEABHOIO HEPBA M OKKAKO3MA apTepuit cetyat-
KW. BocnanuTenbHble UBMEHEHUS TAa3, Kak M30AMPOBAHHbIE, Tak
1 COMPOBOXAAKLMECH BMOCAEACTBUN CUCTEMHbBIMU NPOSIBAEHUSA-
MW, MOTYT BbITb NEPBbIMU NpU3HaKaMu 3aboneBaHus [38, 39].
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BoBneueHne nouek (MpOTEWMHYPUS, U3MEHEHUSA MOYEeBOro
ocapka, HapylleHWe noyeyHon ¢yHKUMKM) oTMevaetca y 50%
60AbHbIX C BNepBble YCTAaHOBAEHHbIM [TIA. B nocaeaytowem ata
undpa yseanumsaetca A0 80%. XapaKTepHo pa3BuTue BbiCTpO-
NPOrpeccupyoLLero raoMepyaoHedputa ¢ MUKporemMatypuen.
MpoTenHypusa 06bIYHO HE AOCTUraeT HedpPOTUUYECKOrOo YPOBHS.
MopaxeHWe Novyek npoTekaeT 6e3 NOoBbILEHUS apTepranbHOro
AaBAeHUSA. TIpy TMCTOAOTMUYECKOM UCCAEAOBaHKM BronTaTa NoYkm
06HapyXM1BatT NPU3HAKU HEKPOTU3MPYIOLLETO TAOMEPYAOHEDPU-
Ta. broncua Noukn paet BaxHyto MHOOPMALMIO AN OLEHKU aK-
TUBHOCTW BaCKyAUTa U OMPEAEANEHWUSI TAKTUKM BEAEHUS MaLMeHTa
[40, 41, 42].

MN3MeHeHUs1 Co CTOPOHbI KOXM B BUAE MaAbMMPyEMOK nypmy-
pbl, NanyA, BE3WKYA, F@HTPEHO3HON MUOAEPMUU, MOAKOXHBIX He-
KPOTU3MPOBAHHbIX Y3€AKOB B 06AacTv 6eaep, SroAuL, U KPYMHbIX
cyctaBoB oTMmeuvaetcs y 50% nauneHToB. 3TU NPOABAEHUA Cove-
TaloTCA C AMXOPAAKOW, apTPaATUSIMKU, apTPUTaAMMU.

BO3MOXHO BO3HUKHOBEHWE rpaHyAeMaTO3HOro MWOKapAM-
Ta, KOpOHapuTa, BaAbByAUTa ¢ GOPMHWPOBAHUEM HEAOCTATOUYHO-
CTW @0PTAAbHOIO U MUTPAALHOIO KAANaHoB. Y 4acTu NaLMeHToB
pa3BUBaETCs A3BEHHOE MOPaXeHUE KULLEYHWKA C BOAAMU B XU-
BOTE, AMapeei, kpoBoteueHnem [10].

lMopaxeHne roAOBHOIO MO3ra COMpPOBOXAAETCA GOPMUPO-
BaHWEM rpaHyneM. B pa3BepHyTyto cTaauto 3aboreBaHusA HabAo-
AaeTcA NOAMHENponaTusa, aHuedaronaThs, LeHTPaAbHbIE Napanu-
Un, KPOBOU3AUAHKUSA B MO3T [43].

Mepuoa oT Hayana 3aboneBaHWA AO Pa3BUTUA MaKCUMMaNb-
HO BblPaXeHHON KAMHUYECKON KapTUHbI COCTaBASIET MO A@HHbIM
BeketoBoi T. B. B cpeaHem 5,5 mecsUEB 1 3aBepluaeTc GopmMu-
poBaHWeM reHepaAn3oBaHHoOM GopMbl 3aboreBaHus [33]. leHe-
paansoBaHHasa dopma [TIA xapakTepusyeTca He TOAbKO MOAUOP-
raHHOCTbIO MOPaXeHWUs, HO U Pa3BUTUEM YPreHTHbIX COCTOSHUM.
Co cTopoHbl AOP-opraHoB MOryT HabAtOAATLCA HOCOBbIE KPOBO-
TeyeHus, nepdopaLmsi HOCOBOM NEPEropoAKU, CTEHO3 rOpPTaHMU.

[opaxeHue AErkux U B6POHXOB B 3TOT MEPMOA MOXET CO-
NPOBOXAATbCA KPOBOXapKaHbeM, AErOYHbIM KPOBOTEUEHUEM,
dopmMHnpoBaHMeEM mnonocTer pacnapa. OAHWMM M3 caMbIX TAXe-
AbIX OCAOXHeHUI TTIA sBAsSieTCs CUHAPOM AMGGY3HOro anbBeO-
APHOTO KpoBoM3AUAHUA (CAAK). CAAK xapakTtepeH AAS psaaa
3aboneBaHui, HO Hauboaee yacTo BCTpeYyaeTcs NpU CUCTEMHbIX
BackyauTax: ITIA, MUKPOCKOMMUYECKOM MOAUMAHTUUTE, KPUOTAO-
b6yamHemuu, nypnype LUeHasiH-TeHoxa, cuHapome lyanacuepa
n 6one3HU bexueta. CucTemMHble 3aboAeBaHUS COEAMHUTEAb-
HOW TKaHW, TaKhe Kak CUCTEeMHas KpacHas BOAYaHKa, peBmato-
WAHBIM @pTPUT, NOAMMMO3UT Tak Xe MOryT OCAOXHWUTbCA CAAK.
B TpaHCNA@HTOAOTMK (CTBOAOBbIE KAETKU, AETKUE) ONUCaHbl CAY-
yau pas3sutua CAAK. Taxeno npotekaetr CAAK Ha doHe pnddys-
HbIX MOBPEXAEHWI AerOYHON NapeHXUMbl, Pa3BUTUN KaNUAASIPU-
Ta. CUHAPOM pa3BrBaeTca ocTpo. OCHOBHbIMK Xanobamu sSBASI-
I0TCS KPOBOXapKaHbe, KalleAb U OAbILLKA, KOTOPblE NOSABAAIOTCA
Ha $OHe MOBbIWEHHOW TemMMNepaTypbl Tera. [epBble npeanonoxe-
HUA NPUUMHBI 3TUX CUMMATOMOB OTHOCATCA K TOAA, OCAOXKHEHUSIM
6aHaAbHOV MHEBMOHUW. pK dU3MKAAbHOM MCCAeAO0BaHWUU GOAb-
HbIx ¢ CAAK cneumMduryeckmx CUMNTOMOB He BbiABASIETCA. Tak Xe
OTCYTCTBYIOT MATOFHOMOHMWYHbIE PEHTIEHOAOIMUYECKUE MPUIHAKK
OCAOXHEHHSA. TIpKU KOMMBIOTEPHON TOMOrpPadun AErkux y nauueH-
TOB OMMUCbIBAIOT CUMMTOM «MaTOBOMO CTEKA@», O4aroBble MHOUAb-
TpaTUBHbIE TEHU C TEHAEHLMEN K CAUAHUIO. BoBAEUEHME B npoLece
noyek NMPUBOANT K CHUXEHUIO CKOPOCTU KAYBOUKOBOI GUABTPaLIMK
BMAOTb AO TEPMWHAABHOW CTaAMU NOYEYHOM HEAOCTAaTOYHOCTH.

YuutbiBasi 60AblIOe pas3Hoobpasne KAMHUYECKUX MPOSiB-
AEHWW, BapUaHTOB TEUYEHUS, AAA CTAHAAPTM3aLMU HayuHbIX, UC-
CAEAOBATEAbCKMX, AUATHOCTUUYECKUX U AeuebHbIX MOAXOAOB pas-
AMUYHBIMW @BTOpaMu NPEAAOXEHbI U MPUMEHSAIOTCA Ha NpaKTUKe
W B Hay4YHbIX UCCAEAOBAHUSAXPA3AUYHbBIE CXEMDbI.

AASt OLEHKM TAXECTU KAMHUYECKUX NPOsiBAeHUI [TIA npeano-
XeH BUPMUHTEMCKUI MHAEKC KAMHUUYECKOW aKTUBHOCTU [44].

NabopatopHbie M3MeHeHHUA. VI3MeHeHusa obLero aHanu-
3a KPOBW 3aKAKUAKTCA B HEUTPODUABHOM AEMKOLMTO3€E, TPOM-
60UMTO3Ee, HOPMOXPOMHOIM aHeMuH, yBeanuyeHun CO3J. Cepono-
ruyeckum mapkepom ITA saBasetcss obHapyxeHre ANCA k PR3
n MPO. Ux onpeaereHWe MMeeT OCHOBHOE 3HAuyeHWe AASl AM-
arHOCTUKK, OLEHKWM aKTUMBHOCTM, YTOUYHEHMUSA nporHosa. loutu
y Bcex 6OAbHbIX ONPeAEAstoT uuTonaadmatyeckue ANCA U ToAb-
KO Y HEKOTOPbIX NepuHykaeapHble. 10% nauuneHTos ¢ IMA umetot
oTpuuatenbHble TUTPbl ANCA, 4TO HaxoAMT CBOE€ OTpaXeHwe
B KAMHMYECKOM AmMarHose [45]. O6HapyxeHne ANCA xapaKTepHo
HEe TOAbKO AASl CUCTEMHbIX BAcKyAMTOB. lMepuHykaeapHbie ANCA
1 atunuuHble ANCA BcTpeudatotcst Npu MHOMMX 3aboAeBaHMsAX:
CUCTEMHasi KpacHas BOAYaHKa, PEBMATOMAHbBIA apTpUT, 6OAe3Hb
KpoHa, NnepBrYHbINA CKAEPO3UPYHOLLMIA XOAaHTWT [46]. ANCA onpe-
AEAAIOTCS U NPU TakUX 3aBOAEBAHMAX KaK PEBMATOUAHBIV apTpUT
[47], Ty6epkynes [48], pa3aAMuHbIX UHGEKLMOHHbIX 3ab0AEBaHUSAX,
CKAEPO3UPYIOLLEM XOAAHTUTE, CENTUYECKOM LLIOKe [49], y HapKo-
notpebutenen (kokauH) [50], npu BUY nHdekumm [51].

TectupoBaHue Ha ANCA He MOoXeT BbiTb MCMOAb30BAHO B Ka-
yecTBe CKpuHWHra. ObHapyxeHue ANCA npu COOTBETCTBYHOLLUX
KAMHUUYECKUX AAHHBIX, BEPOATHEE BCero, BYAET CBMAETEALCTBO-
BaTb B NOAb3Yy BackyauTta [52].

TakuMm 06pa3omM, He CYLUIECTBYET «30AOTOr0O CTaHAapTa» AAS
AWarHocTuku MA.

UHCTpymMeHTaAbHbIe MCCAEAOBaHMA BbLINMOAHAIOTCA C Le-
AbKO BepUdUKaLMMU OpraHHbIX NopaxeHun. Tak, AASl BbISBAEHUS
Ha3aAbHbIX, CMHYCOMAAAbHbIX, OPOUTAAbHBIX (PETPOOYALOAPHbIX)
M MaCTOMAAAbHbBIX UBMEHEHUMN, a TaK Xe AAS AMarHOCTUKK Liepeb-
poBacKyAWTa HEOHXOAMMO BbINMOAHEHWE MArHUTHO-PE30HaHCHOM
Tomorpadun (MPT) yepena [53]. CybraAOTOUHbIM CTEHO3 TPaxew,
XapaKTepHbIV AASl TPAHyAeMaTo3a C MOAMAHITMWUTOM, AMArHOCTU-
pyeTcs npu NOMOLLM AAPUHTOCKOMNWU, PEHTFEHOrpadun, a Takxe
CNUPaAbHOM KOMMNbIOTEPHON TOMOrpadun [54].

Mopdonornyeckoe HccresoBaHUE SBAAETCA HEOOXOAM-
MbIM METOAOM MOATBEPXAEHUA AnarHo3a [TIA. buoncus nposo-
AMTCSI U3 MOpPaXEHHbIX YYaCTKOB CAM3UCTOW 0BOAOYKM Ha3oda-
puHreanbHow obaactu. MpU TMCTOAOTMUECKOM MWCCAEAOBaHWUM
ONUCbIBAIOT NPU3HAKKU BaCcKyAuTa, NapeHXMMaTo3HOro HeKpo3a,
rpaHyAeMaTo3HOro BocnaneHusl. Bmecte ¢ Tem, 6uoncusa raasa,
Tpaxewu, TpaHCOPOHXMAaAbHAA BUOMNCUS UMEIOT HU3KYH MHDOPMa-
TMBHOCTb (0T O A0 42%) [55].

CyMMUPYSA UTOTU MHOTOUYUCAEHHBIX UCCAEAOBAHWI NO AMar-
HOCTMKE BacKyAuTOB, accoummpoBaHHbix ¢ ANCA, aBTOpbl Npea-
AaratoT CAEAYHLIMIA aArOpUTM AASl MOCTAHOBKU KAMHUYECKOTO
AMAarHo3a: KAMHWYECKME AaHHble B COYETaHMU C pe3yAbTaTaMu
MOPGOAOTMUECKOro nccaepoBaHma u/uan Tutpamu ANCA [56].
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