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BackynuTbl, accoLMnpoBaHHble ¢ aHTUHENTPODUNbHBIMK LuTONNa3Matudeckumm aHtutenamm (AHLUA-AB), — 310 cucTeMHble
HEKPOTU3NPYIOLLME TPaHYNEMATO3HbIE BACKYNNTbI, MOpaXatolime NpeMMyLyecTBEHHO COCYAbl MeNKoro Kannbpa. OHu 3a-
HUMAIOT 0c060€ MeCTO CPEfU CUCTEMHbIX BACKYNIUTOB, A1l KOTOPbIX XapaKTepHa BbICOKAsA aKTUBHOCT, JKU3HEyrpoXarlollee
TeueHue 3abonesanus, Tpebyoulee GbICTPO AMddepeHUManbHOM ANArHOCTUKM U arpecCUBHOM MMMYHOCYNPECCUBHOIA
Tepanuu. fpynny AHLLA-AB cocTaBnstoT 3 HO30/10rMM: TPaHYNEMATO3 C NOJAUAHTUUTOM, 303MHOMUAbHBIA TPaHyNeMaTo3
C NOIMAHTUUTOM U MUKPOCKONUYECKNI nonnaHrumt. «BusntHas kaptouka» AHLUA-AB — nopaxeHue BepxXHUX AbIXaTeNbHbIX
nyTei, ocobeHHo JIOP-opraHos (70-100 % 6onbHbix). Hanbonee yactbiMu (85-100 %) muwenamu AHLLA-AB oka3sbiBa-
f0TCA MONOCTb HOCA M OKOJIOHOCOBbIE MA3yXK, TOTAA KaK BOBNEYEHME yxa BCTpeyaeTcs npumepHo B 35 % (o1 19 go 61 %)
cnyyaes. MopaxeHue JIOP-opraHoB xapakTepHo ans fe6ioTta AHLUA-AB, uTo 3aTpynHAET paHHIO AMArHOCTUKY, TaK Kak
3ab0oneBaHNs BEPXHUX [bIXaTeNbHbIX NyTell KpaiHe pacnpocTpaHeHbl BO BCEX BO3PACTHbIX rpynnax. Bepudukauuma gua-
rHO3a NPOMCXOAMT MaBHbIM 06PAa30M Ha 3Tane reHepanu30BaHHOIO BOBJEYEHUA MHOTUX OPraHOB M CUCTEM, 00ycnoBAMBas
TAXKENOE TeYEHME C Pa3BUTUEM IETOYHO-CEPAEYHOII U NOYEYHOI HELOCTATOYHOCTH, YTO BefeT K rubenu nauneHTa. OCHOBHbIE
JIOP-nposeneHus AHLLA-AB MoXHO pa3genuTb Ha HECKOJIbKO FPyNM: CUMHOHA3a/bHbIE, 0TOIOrMYECKIUE, TPaXe0OPOHXMANbHBIE,
nopaxeHwve potosoi nonoctu u ap. Mpu AHLA-AB yacTo BcTpeyatotca nceBAOONYX0M C XapaKTePHbLIM NOABNEHWEM Napa-
(hapuHreanbHbIX, OKOOYILIHBIX, TOAYENOCTHBIX, NapaTpaxeabHblx 06beMHbIX 06pa3oBaHuit. Kak npasuio, onyxonesuaHble
06pa3oBaHusA BO3HMKAIOT Ha paHHeii cTaany 3aboneBaHWs U acCOLMMPYIOTCA C HANMYMEM AHTUTEN K NPOTenHa3e 3 1 CUCTeM-
HbIMW NposBNeHUAMU Backynuta. Mcesgoonyxonb B JIOP-061acT MOXKET CONPOBOXKAATLCA BTOPUYHBIMU HEBPONATUAMU
YepenHbIX HEPBOB, A€CTPYKLMER KOCTHON TKaHK, YTo TpebyeT rMcToNornyeckoin sBepudukaumum 3abonesaHus.

KnioueBble cnoBa: BacKynuT, rpaHynemMaros ¢ NOAMAHTMUTOM, aHTUHEATPOPUAbHbIE LUTONNA3MaTUYECKNE aHTUTeNa,
AHLA-accouumpoBaHHble BaCKYUTbI, 303MHOMUNbHDIN FPaHyNeMaTo3 ¢ NONMAHTMUTOM, MUKPOCKOMMUYECKMIA MONNAHTUMT,
JIOP-naronorus, cepnoBuaHas gedopmanma Hoca, NCeBAOONYX0Nb, CPeLHUA OTUT
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Antineutrophil cytoplasmic antibodies associated vasculitis (ANCA-AV) is a systemic necrotizing granulomatous vasculitis
affecting mainly small-caliber vessels. ANCA-AV occupy a special place among systemic vasculitis, which is characterized
by a highly active life-threatening course of the disease, requiring rapid differential diagnosis and aggressive
immunosuppressive therapy. The ANCA-AV group consists of 3 nosologies: granulomatosis with polyangiitis, eosinophilic
granulomatosis with polyangiitis and microscopic polyangiitis. The “calling card” of ANCA-AV is the lesion of the upper
respiratory tract, especially the ENT organs (70-100 % of patients). The nasal cavity and paranasal sinuses are the most
common areas of lesion in the head and neck (85-100 %), whereas ear damage occurs in about 35% (range, 19-61 %)
of cases. Lesion of the ENT organs is typical for the debut of ANCA-AV, which makes early diagnosis difficult, since
diseases of the upper respiratory tract are extremely common in all age groups. Diagnosis verification occurs mainly
at the stage of generalized involvement of many organs and systems, causing severe course with the development
of pulmonary-cardiac and renal insufficiency, which lead to the death of the patient. The main ENT manifestations
of ANCA-AV can be grouped into several groups: sinonasal, otological, tracheobronchial, oral cavity lesions and others.
Pseudotumors are often found in ANCA-AV. They are characterized by the appearance of parapharyngeal, parotid,
submandibular, paratracheal volumetric formations. As a rule, the appearance of tumor-like formations is observed
at an early stage of the disease and is associated with the presence of antibodies to proteinase 3, systemic manifestations
of vasculitis. Pseudotumor in the ENT region may be accompanied by secondary neuropathies of cranial nerves,
destruction of bone tissue, which requires histological verification of the disease.

Keywords: vasculitis, granulomatosis with polyangiitis, ANCA, ANCA-associated vasculitis, eosinophilic granulomatosis
with polyangiitis, microscopic polyangiitis, ENT pathology, saddle deformity, psedotumor, otitis media
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BeepeHue

CucrteMHble BackyauThl (CB) — aTo OoJibliiasi retepo-
TeHHas rpymnna 3a0ojieBaHUI, COMTPOBOXIAIONIASICSI BOC-
NaJleHWeM U HEKPO30M COCYAUCTON CTEHKU, TpoMOo3aMu
Y KPOBOMBJIUSHUSIMU, HAPYIIEHUSIMU TTepdy3Ur OpraHoB

u TKaHei. Kimaccuduuupyror CB Ha ocHOBaHMM HOMEH-
KJIATypbl BaCKYJIUTOB MeXTyHapOaHOM KOHCEHCYCHOM
koHdepeHumu Yanen-Xusw 2012 r. (International Chapel
Hill Consensus, CHCC-2012), kotopas Bkito4aeT uHdop-
Mauuio 000 Bcex (popMax BackyJauToB (Tada. 1) [1].

Tadomuua 1. Homenkaamypa cucmemmuix ackyaumos MexcdyrnapooHoii konceHcycHoil kongepenyuu 9anea-Xuan 2012 e. (International Chapel Hill

Consensus, CHCC-2012)

Table 1. Nomenclature of Systemic Vasculitis of International Chapel Hill Consensus, 2012 (CHCC-2012)

Ipynna BackyauToB

Ho3zoaornyeckas dopma

Hecnennduuecknii aopToapTeprmT.

KPYIHBIX COCYI0B
large vessels
Giant Cell Arteritis

Nonspecific aortoarteritis.
[MraHTOKJIETOYHBIIT ApTEPUUT

Y3e1KOBBIIi MOTUAPTEPUHT.

COCYIIOB cpefaHero Kkanubpa  Polyarteritis nodosa.
vessels of medium caliber

Kawasaki disease

Bbone3nr KaBacakm

AHIIA-accouunpoBaHHbIE BACKYIUTHI:
ANCA -associated vasculitis:

BackynauTsl
C Topaxe-
HUEM
Vasculitis
with lesion

MEJIKMX COCYIOB
small vessels

¢ IrpaHyJjieMaTo3 C IIOJIMaHTMUTOM,

« granulomatosis with polyangiitis,

* 303MHOMUIILHBINA IPAaHYJIEMATO3 C IIOJUAHTMUTOM,
« eosinophilic granulomatosis with polyangiitis,

* MI/IKpOCKOHI/I‘{CCKI/Iﬁ IIOJIMAHTUUT

* microscopic polyangiitis

I/IMMyHOKOMl'UIeKCHBIe BaCKYJIUTHI:

Immune complex vasculitis:

* 3a00J1€BaHMsI, aCCOLIMMPOBAHHbBIE C AHTUTEIAMU K 0a3aJIbHOI MeMOpaHe KITyOOUKOB,
« diseases associated with antibodies to the glomerular basement,

* BaCKYJIMT, aCCOLIMMPOBAHHBINA C UMMYHOIJIOOYJIMHOM A,

* immunoglobulin A-associated vasculitis,

* TUITOKOMILIEMEHTEeMUYECKUIA ypTPIKapHBIfI BacKyJIuT

* hypocomplementemic urticarial vasculitis
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Ipynna BackyauToB
SO R TR O bonesns bexuera.
Y. p Behget’s disease.
Kanubpa

vessels of various calibers
Cogan syndrome

Backynutbl
C IIopaxe-
HUEM
Vasculitis
with lesion

Utaneous arteritis.
OIHOI0 opraHa
single organ

Cunapom Korana

Okonuanue maba. 1
End of table 1

Ho3oaornyeckas dopma

KoxXHbI# IEHKOLMTOKIACTUYECKUA BACKYJIUT.
Cutaneous leukocytoclastic vasculitis.
KoxxHbIlt apTepuuT.

TTepBUYHBIN BAaCKYJIUT LEHTPAJIbHON HEPBHOM CUCTEMBI.
Primary central nervous system vasculitis.

M3onmpoBaHHEII A0OPTUT.

Isolated aortitis.

Jpyrue (opMbI BacKyJINTa
Other forms of vasculitis

BorqaHo4yHBII1 BacKyIIHT.

Lupus vasculitis.
ACCOLIMUPOBAHHBIE

C CUCTEMHBIMU
3a00JIeBAHUSMU
associated with systemic
diseases

PeBMaronmHbIiT BACKYJINT.

Rheumatoid vasculitis.

Backynut npu capkounmose.

Sarcoidosis-associated vasculitis.

Backynut nmpu apyrux CUCTeMHBIX 3a00JIEBAaHUSX

Vasculitis in other systemic diseases

KpurornodyarnHeMuyecKuii BACKYJIUT, aCCOLUMUPOBAHHBIN ¢ rermatutom C.
Hepatitis C-associated cryoglobulinemic vasculitis.

Backynutbl
Vasculitis

Backynur, accoiuupoBaHHBIl ¢ rematuToM B.
Hepatitis B-associated vasculitis.

Cudunrc-accolMupoBaHHBII a0PTUT.

Syphilitic aortitis.

C YCTaHOBJICHHOM 3TUOJIOTAEHA
with established etiology

JlekapcTBeHHO-MHIYIIMPOBAHHBI UMMYHOKOMIUIEKCHBIM BaCKYJIUT.
Drug-induced immunocomplex vasculitis.
JlekapcTBEHHO-MHAYLIMPOBAHHBIN AHTUHEUTPOMDWIBHBIMU IIATOIIA3MATUIECKUMM

AHTUTEIAMU BACKYJIUT.

Drug-induced antineutrophil cytoplasmic antibodies vasculitis.

Backynut, accoliuupoBaHHBIN CO 3710Ka4eCTBEHHBIMU HOBOOOPA30BaHUSMMU.
Vasculitis associated with malignancies.

Jpyrue opMbl BaCKyJIuTa

Other forms of vasculitis

Tpynny AHIIA-AB cocTaBisieT 3 HO30J10TUM: TPaHy-
Jemato3 ¢ noauaHruutoM (I'TIA), 203MHOGUABHEIN Ipa-
HyJileMaTo3 ¢ moiuaHruuToM (BI'TIA), MUKpocKonmMYeCcKuiA
nosuaHruut (MITA), KoTopble acCOLMUPYIOTCS C HaIM-
YUEeM aHTUHEUTPOMUIBHBIX IIMTOIIA3MATUYECKUX AaHTUTEI
(AHLIA). Ha ocHOBaHMM peaklMu HENpsIMOl UMMYHO-
dryopecueniiuu (PHU®) AHIA nmoapasnensior:

— Ha TUIMUYHBIE (DOPMBI, K KOTOPBIM OTHOCSIT IEPUHYKJIIE-
apnble (M-AHILIA) c oOpa3zoBaHreM aHTUTEI K MUEJTOTe-
pokcuaase u uutorasMornyeckue (i-AHIIA) ¢ aHT-
TenaMu K npotenHase-3 (ITP3-AHIIA),

— W aTUNUYHbIE (OPMBI, KITUHUYECKAsi 3HAYMMOCTb M0~
CJIeIHUX B HAcTosIIee BpeMsl yTouHseTcs [2].
Cpennuii Bo3pact Manudectauuu st AHIIA-AB co-

ctapysieT S50 JIeT, Ipu 3TOM Cpenu BCEX BaCKYJIUTOB COOT-
HOIIEHUE MY>KUYMH U XKEHILWH JIJIS1 «TUITAYHON» BO3PACTHOM
TpymIibl cocTapisieT mpuMepHo 1 : 1 [3]. OTMedeHbl 3THU-
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yecKue pasnnuus B 3a0oneBaemoctd AHIIA-BackynutaMu.
Tak, Mo JaHHBIM JIUTEPATYPhI, pacipocTpaHeHHOCTh MITA
BBIIIE B a3MaTCKUX CTpaHaxX, B YaCTHOCTU B SmoHuu
u Kurae [4, 5]. 1 HanipoTuB, 3ab6oseBaemocts I TIA Bbico-
ka B CeBepHoit EBporie 1 Hu3Kas B crpaHax Azuu [6, 7].
Onuaemuonornyeckue ocooeHnoctu AHIIA-BacKy1uToB
MpeJCTaBICHbI B Ta0. 2.

MopaeHune NOp-opraHoB NpPu BaCKyNuTax,

ACCOLUMMPOBAHHBIX C AHTUHEUTPO(PUNBLHBIMK

LMTOMJA3MAaTMYECKUMM aHTUTEIAMHU

«BuzutHoit kaproukoii» AHIIA-AB sBnsieTcs mopa-
K€HUE BEPXHUX MAbIXaTEJIbHBIX ITyTeli, OCOOEHHO
JIOP-opranos, kotopoe Bcrpedaercst y 70—100 % OONBHBIX.
ITosocTh HOCA ¥ OKOJIOHOCOBBIE TMa3yxu — HamboJiee
yacTasl JoKaJau3alys maToJOTUYECKOTo Mmpoliecca B 00-
Jact TojioBHl U 1eu (85—100 % ciryyaeB), Torma Kak
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Ta6auna 2. Snudemuonoeuueckue 0cobeHHOCMU BACKYAUMOB, ACCOUUUPOBAHHBIX C AHMUHEUMPOPUAbHBIMU Yumonaazmamudeckumu anmumenramu (AHIIA)

Table 2. Epidemiological characteristics of antineutrophil cytoplasmic antibody associated vasculitis (ANCA)

Ipanynemaro3
Oco0eHHOCTh BACKYJINTA C MOJTHAHTHATOM
PacnipoctpaHeHHOCTb, cliyyaeB
Ha 1 MJIH HaceJleHUsl 2,3—146,0
Prevalence, cases per 1 million population
Bospact manudecranuu, jet 4565

Manifestation age, years

COOTHOIIIEHHE CTy9aeB, MY>KUYUHBI/
KEHIIMHBI 1:1
Case ratio, men/women

YacroTa BcTpeyaeMocTH, %:
Frequency of occurrence, %:

— [TP3-AHLIA

— PR3-ANCA

— MITIO-AHLIA

— MPO-ANCA

— AHIIA 5

— ANCA

65—75
20-30

Ilpumeuanue. [1P3 — npomeunaza 3, MI10 — mueaonepoxcuoasa.

Note. PR3 — proteinase 3, MPO — myeloperoxidase.

nopaxeHue yxa Bcrpeyaercs pexe (19—61 %). ITpu DI'TIA
MOpakeHKe TOJIOBHI U 11Ier MOXKET HabmonaThes B 48—96 %
cIydyaeB yxe B Je0rote 3aboneBaHus. [lopaxeHue opraHoB
rojioBsl U men ipu MITA BcTpevaercs pexe —y 20—30 %
naluueHToB [8].

Hepenko 3a6oieBaHne MaHUGDECTUPYET C TTOPAKEHUS
JIOP-anmapara, HO MOXET MPOSIBISITHCSI TOJIBKO €ro Mo-
paxkeHreM, 6e3 IpYrux MpU3HAKOB CUCTEMHOTO 3a00JIeBa-
Hus1. B Takuyx cirydasix mocTaHOBKa AMarHo3a CTaHOBUTCS
TPYJAHOM 3alaueii, Tak KaK 3a00JieBaHUSI BEPXHUX JIbIXa-
TEJbHBIX MMyTell KpailHe paclpoCTpaHEeHbl BO BCEX BO3-
pacTtHbIX rpynmnax. OcooenHoctu AHIIA-AB B netckoit
TTOIYJISILIMY — 9TO OoJiee BhICOKAs 3a00J1eBaeMOCTh CpeIu
JIEBOYEK, PUCK Pa3BUTUS MOJCKIATOYHOIO CTEHO3a Top-
TaHU B 5 pa3 BhIIIE, YeM Y B3POCJIBIX, YaCThI CIydau Cel-
JIoBUAHON nedopmanuu Hoca [9—11].

OcHosHbie JIOP-niposisienus AHILIA-AB MoxHo pa3-
JIEINTh Ha HECKOJILKO TPYIIT: CHMHOHA3aJIbHbIE, OTOJIOTH-
YecKue, TpaxeoOpOHXUAIbHbIE, TOpaKeHUe POTOBOM 10~
JIOCTH U IpYTHE.

Cunona3zaavHble nposA6.AeHUA

Hawnb6onee yacteiM JIOP-niposiBnennem AHIIA-AB
SIBJISIETCS TTIOpaXkeHe CMHOHA3aJIbHOTO OTIIesa, HabJona-
emoe y 60—85 % narreHToB [12]. OauH U3 MepBbIX MPU-
3HAKOB — 3aJIOKEHHOCTb HOCA B COYETAHUM C TUIIO- WJIN
aHOCMHUEI, KOrJa BOZHUKAET OTEK CIIM3MCTON 0OOJIOUKH.
IHoiiHbIe BBIIEJNIEHUS] U3 HOCA, CBSI3aHHBIE C POCTOM

D03uHO(UIBHBII TPAHYIEMATO3

MHuKpPOCKONMYECKHii
NOJUAHTUUT C INOJITMAHTUUTOM
9,0-9.4 2,0-22,3
55-75 38—54
1:1 1:1
20—-30 <5
55—65 30—40
5—10 55—65

30JIOTUCTOTO CTA(PUIOKOKKA UJIM CUHETHOMHOM MaloukKH,
MOTYT BbI3BaTh KAKOCMUIO (OOOHSTENbHYIO TU3ECTEZUIO).
M30bITOYHBINA CUHTE3 CJIe3bl U €€ MOCTOSIHHOE TeUeHUe
MOXKET OBITh MPU3HAKOM MOPaXeHUsI HOCOCJIE3HOIO MPo-
TOKa U CJIE3HOTO MeIlIKa B pe3yJibTaTe rpaHyJIeMaTO3HOIO
MOpaXXeHUsT, UH(EKIIMU WIN CIABICHUS, BHI3BAHHOTO BOC-
MaJIeHUEM CIU3UCTOI 0O0JTOUKH.

Bo BpeMst akTMUBHOTI'O MTaTOJIOTMYECKOTo Mpoliecca Cau-
3ucTast 000J0YKa Hoca TOKpbIBaeTcs AU dy3HOI KopKoi
C KPOBOMBJIUSHUSIMU U THOUHBIMU BBIACJICHUSIMU, YTO
MPUBOJIUT K 3aJIOKEHHOCTU HOCa, TPUYEM CUMIITOMBI,
0 KOTOPBIX COOOIIAIOT MAllMEHThI, BAPbUPYIOT OT JIETKUX
1o oyeHb Tskenbix [12]. Haubosee pacnpocTpaHeHHbBIH
ouar aKTUBHOCTH 3a00JIeBaHUsT — MePeTHsT YaCTh HOCOBOM
TEePErOPOJKH, IIIe CXOMSATCS BCE COCYbI CENTATLHOIO XPsI-
11a; 31eCh HaUMHaeTcs nepdopalius neperopoaku 1 pac-
MPOCTPAHSETCS 0 BCeMy Xpslily. Takke MOTyT ObITh 3a-
JIEACTBOBAHBI IPYTUe CTPYKTYPhI HOCA, HAITIPUMEDP HOCOBBIE
pakoBUHBI. [Ipy 5HIOCKONMUYECKOM UCCIEI0BAHUM CIIU-
3ucTast 000J10YKa HOCa MOXET Ka3aThCsl TPaHyJIUPYIONICH,
C KPOBSTHUCTBIMU MOACIU3UCTBIMU YYaCTKaMU WU U3b-
a3BIeHUsIMHU. Ha mo3gHuX cTamusix MOTyT HaOIodaThCs
cuHexuu. B manpHeieM BocniajieHre 1 AeCTPYKIIUS HO-
COBOT0 XpsIllla MOTYT MPUBECTU K TUITUYHOU CEAJTOBUTHOM
nedopmanuu Hoca. ITopaxxeHre OKOJOHOCOBBIX Ia3yx
TakXe 0YeHb PacpOCTPaHEHO U MOXET ObITb TUAarHOCTH -
POBaHO ¢ moMolIbio KommbloTepHoii (KT) nau MmarHuTHO-
pe30HaHCHOI ToMorpaduu.
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VY nmauuentoB ¢ MITA nopaxeHue 0067aCTU TOJOBBI
W 11IeY BcTpevaetcs pexe. B ccnenosanuu J. Wojciechowska
U coaBr. [13], cpaBHuBaroneM mnamueHToB ¢ ITIA u MIIA,
HanboJiee YacThIM NMposiBIeHEM co cTopoHbl JIOP-opraHos
B 00€MX TpyIMIIax ObUT XpOHUYECKUIT pPUHOCUHYCUT, 32 KO-
TOPBIM CJIEAOBAJIM HOCOBBIE KPOBOTEUEHUST M THOMHBIE
BBIIEJCHUS U3 HOCA.

3HauMTeabHas yacTh nmauueHToB ¢ DI'TIA cTpamaer
oT JIOP-cuMNTOMOB, OOBIYHO MPOSIBJISIIONIMXCS B BUIE
aJJIEPTUIECKOr0 PUHUTA U XPOHMYECKOTO PUHOCHHYCHUTA
¢ nosinamMu unu 6e3 Hux [14]. ITpu DI'TIA onucaHbl ciiy-
yau maHcuHycuta (80 %), moaumnos Hoca (50 %) 1 Kopok
B HoOcy (36 %). XpoHuyecKuii puHOCUHYcUT Tipu DITIA
BbIsiBIIsieTCS B 14,2 % ciiyyaeB, OH XxapakTepusyeTcs BY-
CTOPOHHMMU TIOJIUTIAMU HOCA C BBIPAXKEHHOM 303MHO-
unbHON MHUIBTpaIMEll TKAHU M XPOHUYECKUM PeLiy-
JTUBUPYIOIIUM T€YSHNEM ITOYTH B TPETU CITydaeB, HECMOTPSI
Ha IpoBoauMoe jedyeHue [15].

Omoaoecuueckue npossieHus

Cpeu MaToJIOrvy TOJIOBBI U IIeU TTOpakKeHUs OpraHa
ciayxa nipu AHIIA-AB pacripocTpaHeHbl U BCTpEUYaloTCs
y 20—70 % nanuenTos [12]. Hanboiee yacTo mopaskaeTcst
cpenHee yxo (23—70 %), 9To HepeaKO MPUBOAUT K IMOTEpe

ciyxa, ocooeHHo ripu I'TIA. K npyrum pacrpocTpaHeHHbIM
CUMIITOMaM OTHOCSITCS IIIYM B yIllaX, OTaJIrusl, 3aJ10KEH-
HOCTb WJIM BBIIEJIEHUS U3 yXa U TOJIOBOKpYXeHue [16, 17].
IToteps ciayxa MoXeT ObITh KOHTYKTUBHOM, HEMPOCEHCOP-
HO Uy cMelaHHoi. Hanuyue BbInoTa Wiin rpaHysiui
B CPEIHEM yX€ BbI3bIBAlOT KOHAYKTUBHYIO TYTOYXOCTb,
B TO BpeMs KaK TOYHbIE MEXaHU3Mbl HEMPOCEHCOPHOM
TYTOYXOCTH HesiICHbI. bbula BBIIBMHYTA TMITOTE3a, YTO Ba-
CKYJIUTHOE BOCHajieHWe BHYTPEHHEro yXa MOXET ObITh
MPUYMHON HeiipoceHCOPHOI TIyXoTHI [ 18]. boibmHCTBO
nauueHToB siBasieTcst [TP3-AHIIA-mon0XUTeAbHBIMU,
XOTs €CTbh JaHHbIE 0 BbIcOKOI yactoTe JIOP-cumnToMoB
y nauyeHToB ¢ MPO-AHIA-nonoxutensHbsiM T'TIA, yTo
yaille OT/IMYaeTcs oT Kilaccudeckoro deHotumna MITA nerkum
TeYeHHEeM 1 peKUM BOBJieueHreM Touek [19, 20].

ITpu oTocKONMMYECKOM MCCIIENOBAaHUM OOHAPYKMBAIOT-
Cs1 CEpO3HBIN BBITIOT B CpeTHEM yXe, Tiepdopalivs bapadaH-
HOi IEpeNOHKU. AyTMOMETPUYECKUIA MAaTTEPH OMUCaH KaK
TUITUYHO TUTOCKMI C HapylIEeHUEM BO3IYIIHO-KOCTHOM
npoBoaumoctu [12]. Ha KT-cHuMKax BUCOYHOI KOCTU
OOBIYHO BBISIBJISIIOTCSI TEHU B MATKUX TKAHSIX U 3aTEMHEHVE
B CPETHEM yX€ U COCLIEBUITHOM OTPOCTKE, a pa3pylleHue
KOCTM MOXET HabIoaaThcsl B 0071aCTH COCLIEBUAHBIX OT-
pocTkoB [12].

Tabmaua 3. Juaenocmuueckue kpumepuu cpeoHe20 OMuma ¢ 6AcKyAUMami, acCoyUUPOSAHHLIMU C AHMUHELIMPOPUALHLIMU YUMONAAZMAMUYECKUMU

anmumenamu (adanmupogaro uz [12, 21])

Table 3. Diagnostic criteria for otitis media with antineutrophil cytoplasmic antibody-associated vasculitis (adapted from [12, 21])

JlnarnocTyeckoe MpaBuiio

OCHOBHbIE KDUTEPUH

* TpynHOJIeYNMBIA CPETHUI OTUT C BHIIIOTOM WJIA TPAHYJISIIASIMU, YCTOMYUBBII

A. Hanuuue mo KpaitHeir Mepe OMHOTO

U3 CIIEAYIOINX KIMHAYECKUX CUMIITOMOB
A. Having at least one of the following clinical
symptoms

K aHTUOAKTepUaIbHOU TepaITii U YCTAHOBKE TUMITAHOCTOMUYECKOI TPYOKH.
¢ Intractable otitis media with effusion or granulation resistant to antibiotic therapy
and tympanostomy tube placement.
IIporpeccupyroias KOHIYKTUBHASI TYTOYXOCTh
Progressive conductive hearing loss

Panee nuarnoctupoBan AHILIA-BacKynur.

The ANCA-vasculitis was previously diagnosed.

TlonoxuTenbHbIN aHau3 KpoBu Ha MPO- unu [TP3-AHIIA.

Positive blood test for MPO- or PR3-ANCA.

Tucromornyeckas kaptuHa, coorBercTBytomast AHIIA-BackyauTy ¢ HamuIueM

HEKPOTU3UPYIOIIEro BACKYJINTa MEJIKUX COCYIOB C TPaHy/IEMaTO3HBIM BOCIIAJICHUEM

wiu 6e3 Hero.

Histological pattern consistent with ANCA vasculitis with the presence of necrotizing small

vessel vasculitis with or without granulomatous inflammation.

B. Hanuuue no kpaiiHeit Mepe ogHOM 13
CJIEAYIOIIMX CUTYallu i

B. Having at least one of the following
situations

I1o kpaliHeit Mepe OIMH U3 CAETYIOIINX COIMYyTCTBYIOIINX MPU3HAKOB/CUMIITOMOB:
At least one of the following associated signs/symptoms:

a) MopakeHNE BEPXHUX IbIXaTeJIbHbIX ITyTeil,

a) damage to the upper respiratory tract,

b) mapanuy JM1IeBOTO HEPBA,

b) facial nerve paralysis,

¢) TUNepTPOUIECKUIA TTAXUMEHUHTUT

¢) hypertrophic pachymeningitis,

d) MHOXeCcTBeHHas MOHOHEBPOTIATHS,

d) multiple mononeuropathy;,

€) BpeMeHHOEe YMEHbIIIEHNE CUMIITOMOB IIpY Ha3HaYeHuu 0,5—1 Mr/Kr mpeaHu-
30JI0HA, PEIIMAMB IIPU OTMEHE TJIIOKOKOPTUKOUIOB

e) temporary reduction of symptoms under administration of 0.5—1 mg/kg
prednisone, relapse with glucocorticoid withdrawal

16
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JuarnocTnyeckoe npaBuiio

OkoHuanue mabn. 3
End of table 3

OCHOBHBIE KPATEPHH

Hapy>xHplii oTUT, X0N€CcTeaTOMAa, X0JIECTEPUHOBASI FPaHyJIeMa, 303UHOMUIbHBII
CpeHUI OTUT, OCTEOMUETTUT OCHOBAHUSI Yeperna, HOBOOOPa3oBaHUsl, CPEAHUIN OTUT

C. uddepeHImaabHbIi TUarHo3
C. Differential diagnosis

WJIM BOCITaJIeHWe BHYTPEHHETO yXa, CBI3aHHbIE C ayTOMMMYHHBIMM 3200716 BAaHUSIMU
WJIM BacKyJuTaMu, oTIMYHbIMU 0T AHIIA-AB
Otitis externa, cholesteatoma, cholesterol granuloma, eosinophilic otitis media, skull base

osteomyelitis, neoplasms, otitis media or inflammation of the inner ear associated with
autoimmune diseases or vasculitis other than ANCA-AV

ﬂI/IarHOCTI/I‘ICCKOC TIPaBUJIO. IMAarHOCTUPYECTCA, €CJIN BBIITOJIHAIOTCA KPUTCPUUN A, B, C.

Diagnostic rule: is diagnosed if criteria A, B, C are met

Ilpumenanue. [1P3-AHIIA — aumumena k npomeunaze 3, MIIO — anmumena k muenonepokcudaze, AHIIA-AB — sackyaumot,
accouuuposaHHsle ¢ aHmuHeﬁmpod)u/leblMu uumonaasmamuvecKumu anmumenamu.
Note. PR3-ANCA — antibodies to proteinase 3, M PO — antibodies to myeloperoxidase, ANCA-AV — vasculitis associated with antineutrophil cytoplasmic

antibodies.

IIpu BI'TIA Takke yacTo oTMedaroTcs MoTeps cliyxa
U BBITIOT B cCpeIHEM yxe. TUITMYHO MTposIBIEHUE TpaHyJIeMa-
TO3HOTO OTUTA C XPOHUYECKUMM TYCTHIMU BBIIEICHUSIMU,
KOTOPBIN MPUBOAUT K KOHTYKTUBHOM TYTOYXOCTU B COYE-
TaHWU C XpPOHMYECKUM MOPaXKEHUEM OKOJIOHOCOBBIX Ma3yX,
303MHOMDWINEN 1 OpOHXMAIBHOM acTMOM [22].

Pexxe nokanmuzoBaHHb1 AHIIA-AB nposiBisieTcs ToJb-
KO OTOJIOTMYECKMMU CUMITOMaMu, 0e3 MPU3HAKOB Mopa-
>KEHUs IPYTUX OPTaHOB, YTO OOBEAMHEHO B ITIOHSATUU «CPE-
Huii otut ¢ AHIIA-AB», KuHu4ecKue KpUTepruu KOTOPOro
npuBeaeHbl B Tao. 3 [12, 21]. HavyanbHbIil cUMIITOM — 3TO
mnoTepsi cyxa, COIMPOBOXKAAETCS OTOpeeid, IITyMOM B yIllax
U TOJIOBOKpY>XeHKeM. [TaxuMEeHVUHTUT WK napaany Jule-
BOTO HepBa MOTYT OCJIOXHUTh TE€YEHUE «CPEIHEr0 OTUTA
¢ AHIIA-AB». Hecmotps Ha ieueHue, HeoOpaTUMasl Iy-
XOTa pa3BuBaercsy 3,5—7,2 % maumeHTos [21].

TIpaxeobponuxuaavhuie nposasienus

IMopaxxeHue KpyITHBIX TbIXaTeJIbHBIX IyTel MeHee pac-
npocTtpaHeHo cpeau nposiBiieHuit AHIIA-AB [12]. Hau-
0oJiee YacThlif TUM TPaXeOOPOHXUATBHOTO CTEHO3a — 3TO
MMOABSI3BIYHBIN CTEHO3, YaCTOTa KOTOPOTO, IO OLIEHKAaM,
COCTaBJISIET ¥ B3pocbIX MauueHToB ¢ I'TIA 16—23 %, B TO
Bpems Kak npu DI'TIA oH BcTpewaercs penko [12, 23].
IMopakeHune KpYITHBIX IbIXaTeIbHBIX ITyTei — OIHO M3 Hau-
0oJiee pacpoCTpaHeHHBIX MposiBiAeHU nopaxeHus JIOP-
opraHoB y aeteii [24]. TTombsa3bIdHBIA CTEHO3 OIpeaeIsieTCst
KaK CY>XKeHMeE IbIXaTeJIbHBIX ITYTeil MeXKTy FOJIOCOBBIMM CBSI3-
KaMM Y HIDKHER 4acThio MEPCTHEBUIHOIO Xpsiia [25, 26].
ITopaxeHue TOJIOCOBOI 1€ U HaATOpTaHHWKA MOTYT
BO3HUKATb PEXe, OMHAKO 3TO IMTPUBOIUT K MHOTOYPOBHEBOMY
CTEHO3Y JbIXaTeNIbHBIX MyTei [26, 27]. CTeHO3 MOXKET TakkKe
pacIpoCTpaHsIThCs Ha TUCTAJIbHBIE OTIEIIbI TPaxeu 1 OPOH-
XOB, BKJTIOYasI SI3BEHHBII TPaXeOOPOHXUT C BOCIIATUTEILHBI-
MM TICEBIOOMYXOIsIMU Win 6e3 Hux [28, 29].

[ToabsI3pIYHBIN CTEHO3 B OTJIMYUE OT TPAXEOOPOHXM-
JTLHOTO Yallle BCTpeYaeTcs Y JIUILI XKEHCKOTO TT0JI1a 1 MJIaIIiie
26—40 ner [12, 24]. ITatoreHe3 NOABI3BIMHOIO CTEHO3A IIPU
I'TIA octaetcst HESICHBIM, HO Yallle BbISIBJISIETCST ACCOLIMALIMS
BacKyJIMTa C aKTUBHBIM BOCTIaJieHEM Ha (hoHe MMerollie-
rocst JapyuHrodapruHreanTbHOro pedroKca U MeEXaHUMIeCKMX
BO3MICMCTBUIA, KOTOPBIE CBSI3aHBI C TYPOYJIEHTHBIM TOIb-
SI3BIYHBIM BO3MYIIIHBIM ITOTOKOM, YTO MOXKET CTUMYJIMPOBATh
TUIEPAKTUBHYIO PEAKIINIO 3aXKUBICHUS ¢ (POPMUPOBAHUEM
¢ubposHoro pyblLeBaHus u cteHosa [30].

ITomyentoCTHON CTEHO3, BEPOSITHO, ITOCTEIIEHHO YCU-
JIMBAETCS, TIO3BOJISISI TAIIMEHTY PETyIMpOoBaTh CBOM peXXM
JIBIXaHUS JI0 TeX IOp, TTOKa He OyIeT JOCTUTHYT KPUTHYEC-
kuii creHo3 [30]. HekoTopsle mamuMeHTbl COOOIIAIOT
00 «aCTMaTUYECKUX» IIPUCTYIIaX 3a MHOTO JIET IO IOCTa-
HOBKM IarHo3a. [1pu moabsa3biyHOM CTEHO3€¢ CUMITTOMBI
Pa3BUBAIOTCS TaKKe MTOCTENIEHHO, COMPOBOXIAsCH CHaYana
Hecneuu(pUIEeCKUM KalllJIeM, OXPUTLIOCTbIO U 00J1bI0 B TOP-
JIe, ONBIIIIKOM, MHOTAa KPOBOXapKaHbEM C ITOCIIEMYIONTUM
MOSIBJIEHUEM CTPUIIOPA, OABIIIKY ITPU (PU3NUYECKOI Harpy3-
K€ MPpY JTOCTUKEHUU KPUTUUYECKOM TOUKM cTeHo3a [31].

OOCTPYKIIMS AbIXaTeTbHBIX ITyTel MOXET ObITb 00YC/I0B-
JIeHa KOpOYKaMHU, TyCTO MOKPOTOU C 00pa3oBaHUEM CJIU3U-
cThIX TIpoOoK [12, 31]. ITopaxkeHue roI0COBBIX CBSI30K, KakK
MpaBWJIO, CBSI3aHO C BOBJIEYEHUEM IEPCTHEYEPIATIOBUTHOTO
cyctasa. [latonorrueckuii mporiecc B OMYETIOCTHOM 001acTr
yallle aCCOLIMUPOBAH C HeraTUBHOCTHIO 1o AHIIA, Hammurem
5HI00poHXUaTbHOM, JIOP-nato-1orvu (B ToM 4Kciie 1eCTpyK-
TUBHOI CUHOHA3aJTbHOM TaTOJIOTMH ), KOHCTUTYIIMOHATBHBIX
CHMIITOMOB C PEIKUM BOBJIEYEHUEM HEPBHOM CHCTEMBI
u noyex [12]. Hamuuue creHO30B J1I000ro ypoBHSI € pecriipa-
TOPHBIMU CUMIITOMAMMU JOJKHO OBITh OCHOBAaHUEM IS CKPU-
HuHroBoro oociaenoanus Ha AHIIA-AB [31].

ITpu mocraHoBKe mudbepeHIIMaTEHOIO 1MarHo3a cre-
HO3a TOPTaHU Ha Pa3HbIX YPOBHSX JOKHBI ObITh UCKITHOUEHBI
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OIyXOJIeBBIe Y MH(PEKIIMOHHEIE 3a00JIeBaHNS, BPOXKICHHBIC
¥ MIMOTIATHYECKIE CTEHO3BI, IPYTHe CUCTEMHBIE BACKYJIHTHI,
B TOM YHCJIe PELIMINBUPYIOIINIA TTOJTMXOHIPHT.

Ilopascenue noaocmu pma

IMopaxenue monoctu pra npu AHIIA-AB BbIsIBISIET-
¢4 B f1ebloTe 3a00/1eBaHKs Y 2 % MallMeEHTOB U Jajiee pas-
BuBaetcs y 5—10 % [32]. I[lopaxeHue MMOJIOCTU pTa IIpo-
TeKaeT C U3bSI3BJICHUSIMU, HEKPO30M C MHMWIBTpaTaMu,
GoratbIMi HEWTpOUIaMU, WU XPOHUIECKUM I'paHyJie-
MaTO3HBIM JIOKAJTM30BaHHBIM ITPOIIECCOM, MEUIEHHO MPY-
BOJSIIUM K pa3pylIeHUIO CIU3UCTON 000JIOUYKH U KOCTEeH
mojioctu pra. [Ipy ocCMOTpe OMUCHIBAIOTCST U3bSI3BICHUS
CJU3UCTOI 000JIOUKM HeDA U SI3bIKa, IIMTEIbHO He3aXK1-
Baro1ue aThl pPOTOBOI ITOJIOCTH.

B penxux ciyyasix BCTpeyaloTcst crieiuprIecKue mo-
pakeHUsT IeCeH, U3BECTHBIE KaK «KITyOHUIHBI THHTUBUTY,
KOT/1a MMeeTCsT 9K30(hUTHBII OTEeK JeCeH KpacHOBaTO-(huU-
OJIETOBOTO 1IBETAa C TOYEYHBIMU KPOBOUIIMSHUSIMM, Ha-
MOMMHAOIIUMU KIyOHUKY [33, 34]. OnucaHbl ciyvyau
rpaHyJIeMaTO3HOTO TTOPaXKEeHUS CIIU3UCTOM 000JIOUKH MO-
Jjoctu pra nipu OI'TIA [35].

HuddepeHUIMaNTbHBINA UATHO3 3B CIM3UCTON 000-
JIOUKU TOJIOCTU PTa AOJDKEH BKIIIOYATh CApKOUI03, 00JIE3Hb
Kpona, nndexunmn (MUKobakTepruo3, JeiMaHu03 U MU~
KO3bl), 310yIOTpe0IeHUE HAPKOTUYECKUMU CPEICTBAMMU.
ITpu AHIIA-AB u npyrux rpaHyjieMaTO3HbIX UH(EKIU-
OHHBIX 3a00JieBaHUsX Nepdopalinst Heba BOSHUKAET Ype3-
BBIYAHO PENKo.

OnyxosieBUAHbIE NPOABJIEHUA

IlceBnoonyxonu yacto Bctpevatorcs nmpu AHIIA-AB.
OHU XapaKTepU3YIOTCs TIosIBJIeHUEM TTapadapruHTeaIbHBIX,
OKOJIOYIITHBIX, TTOMYETIOCTHBIX, TTapaTpaxeaJlbHbIX 00b-
€MHBIX 00pa3oBaHMii, MOPaXEHWEM CUHOHA3aJIbHBIX
Y BepXHEYeJIOCTHBIX Nasyx [ 12]. Kak npasuio, hopMupo-
BaHUE OMYXOJEBUIHBIX 00pa3oBaHUI HaOMIOJaeTCs Ha
paHHel cTaauu 3a00JIeBaHUS U aCCOLIMMPOBAHO C HAJIM-
yuem [TP3-AHIIA 1 ccTeMHBIMU TTPOSIBIEHUSIMU BaCcKy-
qura. [1ceBmoomnyxosb B JIOP-061acTii MOXET COITPOBOX-
JaThCSl BTOPUYHBIMU HEBPOIIATUSIMU YEPEITHBIX HEPBOB,
JIECTPYKIIMEN KOCTHOU TKaHU.

Heob6xoauma rucronorunyeckasi Bepudukaius 3a00-
JIeBaHUS MPU HaIM4yuu rcesaoomnyxonu JIOP-obaactu.
CrieyeT BBITIOJTHUTD HECKOJIBKO OMOTICHE 60JTBIIIOTO (>5 MM)
pa3Mepa y Kpasi BOCIIaJICHHOM 00J1acTH JIJIST TTOBBILIEHUS
JIMarHOCTUYECKOM 3HaUMMOCTH Groricui [ 12, 36]. Penko BbI-
SIBJISTIOTCSL TUITMYHBIE HEKPOTU3UPYIOIIME TI'paHyJIeMbl
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C TUTAHTCKUMM KJIETKaMU 1 HEUTPO(DUIBbHBIM BaCKYJIH-
ToM [37]. OGBIMHO OMUCHIBAIOTCST HECTIeL(pUIECcKre TpH-
3HaKM, TaKMe KaK OCTPOE WM XpOHWYECKOe BOCTaJeHUE
B OoJ1bIIMHCTBE OMorTaroB JIOP-o6iacTu, 061acTy roIoBbI U
1LIen, YTO 3aTpyaHsIeT ocTaHoBKy auarHo3za AHIIA-AB [38].
Tak, kaccuyeckasi Tpuanga Backyiauta npu I'TIA HaGmona-
eTcs1 IUIb B 16 % ciaydaes, 2 pu3Haka (BaCKyJIUT U Ipa-
HyJieMbl) — B 21 %, a BacCKy/IUT 1 HeKpo3 — B 23 % ciyua-
eB. UHTpaHa3anbHas OuoIrcus sBjsieTcsl HauboJsiee pac-
MPOCTPAaHEHHBIM CITOCOOOM IOATBEPXKAECHUS AMarHosa
npu I'TIA u OI'TIA, HO UMeeT OrpaHUYEHHYIO LIEHHOCTh
npu MIIA [38].

He pekxoMmeHayeTCs BBIMOIHSATH OMOIICUIO CPEIHET0 yXa
WJIU COCLICBUITHOM 00JIaCTH, YIUTHIBASI TEXHUUECKYIO CITOXK-
HOCTb TTOJTy4eHHsI OMOTITaTa M BHICOKYIO YacTOTy HeyOemu -
TeJIbHBIX TUCTOJIOTHYecKuX pesyibraroB [39]. ITpu DITIA
B Ie0I0Te 3a00J1€BaHUS TPYIHO OTJIMYUTH XPOHUYECKUI PU-
HOCHHYCHUT OT BOCIAJICHUsI, CBSI3aHHOTO C BaCKYJIUTOM.
B rucronornyeckux obpasiax, B3AThIX U3 HOCA, OOBIYHO
obHapyxuBaeTcs nuddy3Has 203uHO(GUIbHAS UHDWIBTPa-
1LIMST TKAHU, KaK TIPY TTOJTIIO03¢ HOoca 303MHOMWIIEHOTO THTIA.
Tonbko B 10 % 06pa3siioB BBISBISIETCS HEKPOTU3UPYIOIIMIA
BacCKyJIUT WM 303MHOMWIbHAS IrpaHyieMa. JluarHoctuye-
CKUI pe3yJibTaT MOXeT ObITh TIoBBIIIEeH 10 S0 %, eciu 1po-
BECTH TUCTOJIOTUYECKOE MCCIIeI0BaHKE TITyOOKUX OMONTaTOB
WY XUPYyPrUYECKUX 00pa3lioB TKaHM Ma3yx Hoca [40].

3aknioyeHue

AHIIA-AB — 3T0 cCTeMHbIE HEKpOTU3UPYIOLLKE Ipa-
HyJ€MaTO3Hble BACKYJIUTHI, MOpaxawuiue Mpeumyliie-
CTBEHHO COCY/bl MEJIKOTro Kainbpa. XapakTepHOil yepToi
JTaHHOI HO30JIOTUH sABJIsieTcs nopaxeHue JIOP-opraHos,
YTO HEPEIKO CTAHOBUTCS OCHOBHBIM KIIMHUYECKUM IPO-
sABJeHWeM 3a0oeBaHus. [laliMeHThI, MoTyJYaolue Io-
KOKOPTUKOW/BI, LIMKIOohochamMua, puTyKCuMad 1 Ipyroe
neueHne AHIIA-AB, nmoaBepraioTcsl 3HaYUTEIbHON UM-
MYHOCYIIPECCUU B T€UEHUE IJIUTEILHOTO BPEMEHHU, UYTO
YBEJIMYMBAET PUCK Pa3BUTHSI MHGMEKIIMOHHBIX OCIOXHE-
Huil. KIMHUYECKYIO CIOKHOCTh BhI3bIBAET NUMGepeHI-
ajpHas auarHoctuka oboctpeHuss AHIIA-AB ¢ nmpeumy-
IIECTBEHHBIM MTOPaXXeHUEM BEPXHUX IbIXaTeIbHbIX MTyTeH
OT uH(peKU. B HEKOTOPBIX MCCAEAOBAHMSIX BBIIBUTACT-
cs TIPEANOJI0XEeHUE, YTO MHGMEKIIMOHHBINA ITPOLIECC MOXET
copoBoiupoBath oboctpeHue AHIIA-AB, uHnyuupys
skcnpeccuto antureHoB AHIIA (ITP3 u MITO) Ha nmoBepx-
HOCTU LIMPKYJIUPYIOIIMX HEHTPODUIOB C AerpaHyIsIuei
KJIETOK, BBICBOOOXIEHUEM KMCIOPOIHBIX PaauKaloB
U TOBPEXIEHUEM COCYIIOB.
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