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Pesiome. ['panynemaros Berenepa — peaxoe peBMarTosoruyeckoe 3a6oneBaHue, KOTOpOe NMeeT MHOTOJIUKYIO
KJIMHUYECKYI0 KapTHHY, C YeM CBSI3aHbI TPYAHOCTH €ro AUArHOCTUKHU. YTBepxKaeHHOU Knaccudukanuu ['TIA
HeT, OJHAKO BbIAE/ISIIOT JIOKAJIM30BAHHYIO 1 TeHePAIN30BaHHYI0 GOPMBI, KOTOPBIE ITPU STOM SIBJISIIOTCS CTa s~
Mu ogHoro npouecca. [Tpu noxannzosanHoM ['TIA opakatorcst JIOP-opraHsl v opraHsl 3peHus], IIPYU reHepaiu-
30BaHHOH popMe MpHCOeSUHSIETCs TIOPAXKEHe JIeTKUX U IodeK. B mpakTuke /IOP-Bpaya jaHHOe 3a60/1eBaHue
TaKKe MO)XeT BCTPETUTHCS Yallie B BU/e MOPAKeHMsI HOca U OKOJIOHOCOBBIX Ma3yX WJIM CEHCOHEeBPAJIbHOM TYro-
yxoctu. OHaKO MOpayKeHHe ITIOTKYU TAloKe BCTpedaeTcs: U TpebyeT HacTopoyxeHHOCTU. KoMIliekcHast oleHKa
BCeX )KaJI006 MaLYeHTa ¥ MyIbTUANCLUIUIMHAPHOE 06C/IeJOBaHNEe COBMECTHO C TepAIleBTOM, PEBMAaTOJIOTOM, He-
¢$ponorom, myIbMOHOIOrOM, 0TabEMOTIOTOM ITO3BOJIUT COKPATUTH CPOKY IIOCTAHOBKM AMArHO3a U Ha3HAYUTh
HeoOXouMOe jledeHre B KpaTJaiiuie cpoku. OnrcaHo HabIoAeH e rpaHyeMaTosa Berenepa ¢ nopaxenuem
JIOP-opraHoB y mauueHTa 33 j1eT. Jluar1o3 rpanyznemMaros Berenepa ycTaHOB/IEH ITPU MCC/IeIOBAaHUY, A C y4ETOM
Bbicokoro TuTpa aHTUTe c-ANCA fuartos I'B 61 MOTHOCTBIO MOATBEPIXKIEH.
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Abstract. Wegener’s granulomatosis is a rare rheumatological disease that has a multifaceted clinical picture,
making it difficult to diagnose. There is no approved classification of granulomatosis with polyangiitis (GPA);
however, localized and generalized forms are distinguished, which at the same time are stages of the same process.
With localized GPA, ENT organs and visual organs are affected; with generalized form, lung and kidney damage is
added. In the practice of an ENT doctor, this disease can also occur, more often in the form of lesions of the nose
and paranasal sinuses or sensorineural hearing loss. However, damage to the pharynx is also occurs and requires
caution. A comprehensive assessment of all patient complaints and multidisciplinary examination, together with
a therapist, rheumatologist, nephrologist, pulmonologist, ophthalmologist, will reduce the time for diagnosis and
prescribe the necessary treatment as soon as possible. The observation of Wegener’s granulomatosis with lesion of
ENT organs in a 33-year-old patient is described. The diagnosis of Wegener’s granulomatosis was established on
examination, and given the high titer of cANCA antibodies this diagnosis was fully confirmed.
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['panynematos ¢ monuanruutom (I'TIA), wnu rpa-
Hynemaro3 Berenepa (I'B), — 5TO ayTOMMMYHHBIi
CHUCTEMHBII1 BAaCKY/IHMT, aCCOLMMPOBAHHBIN C aHTH-
Te/laMH K LIUTOIIa3Me HeHTPOQHIIOB, XapaKTepHU3y-
IOLMICsT 06pPa30BaHMUEM I'MIAHTOKIETOYHBIX HEKPO-
TU3UPYIOLIUX TPaHy/leM B CTeHKe MeJKHX COCYAOB
Pa3IUYHBIX OPTaHOB, Yallle BCeI'0 BEPXHMUX /IbIXaTelb-
HBIX IyTel, OPraHOB 3peHUsI U CIIyXa, JIETKUX U I0-
vek [1].

YreepxgenHoi knaccupurkanuu I'TIA Her, ogHa-
KO BBIIEJISTIOT JIOKAJIM30BAHHYIO U TeHepaM30BaH-
HYI0 GOPMBI, KOTOPBIE IIPU 3TOM SIB/ISIIOTCSI CTASUSIMHU
ongHoro npouecca. Ilpu noxanuzosannom I'TIA nopa-
xatoTcst JIOP-opranel 1 opraHbl 3peHus], IpU reHe-
pann30BaHHON PopMe IPHCOeANHSIETCST TOPAKEHHE
JIErKUX | To4eK [2, 3]. PopmanbHO mo Kraccudpurka-
uuu Chapel Hill Consensus Conference (2012) I'TIA
OTHOCHUTCSI K BACKYIMTaM, IOPAKAIOIIUM MeJIKue
COCYyZIbI, XOTSl IPOLECC MOXET PaCIPOCTPAHATHCS
KaK Ha COCYZbl MEJIKOTO, TaK M CpPeJHero Kaaubpos
(KamuISphI, BEHy/IbI, APTEPUOBI U apTePUU) [4].
Teuenvie 60/e3HU MOXKeT BaPbUPOBATH OT BSJIOTO [0
GBICTPOITPOrPECCUPYIOLLETO, IPU 3TOM y GOJIBLIMH-
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CTBAa MALEHTOB C HejledyeHOW i HedhPeKTUBHO
JIEYEHHOU TeHepaTu30BaHHON (popMoil (BKIIIOYast
rnoMepynoHedppuT) HabmogaeTcss GbICTPOE pasBU-
THe GOJIE3HHU C JIeTa/IbHBIM MCX0foM [5]. B Gonbuiom
KOTOPTHOM HCCIIefIoBaHUU y 34% manuenToB ¢ [TIA
Habmoamace pemuccus, y 46% — OT OfHOTO [0 Ye-
THIPeX PeIUANBOB, a y 10% — IIporpeccpoBaHHe 3a-
GoseBaHMsI 10 reHepann30BaHHON popmbr. CornacHo
6oJiee paHHUM HCC/IEJOBAHUSIM, TOJIBKO 15% MaLyeH-
TOB ¢ U301MpoBaHHbIMU JIOP-1IposiB/IeHHUSIMU HUKOT -
[la He TepexoisT B reHepaIn30BaHHY0 Gpopmy 3a60-
neBanwms (6, 7].

B EBpore pacnipocrpanennocts I'TIA cocTtaBsier
ISITh CJTy4aeB Ha 100 000 HACeJIeHHsI, IPU ITOM 3a60-
neBaemocTs Boile B CesepHoil EBpone. I'TIA moxer
BO3HUKATh BO BCEX PACOBBIX I'PYIINaX, HO IpeuMylle-
CTBEHHO MOpaXkaeT MpeACTaBUTe/IeU eBPONeOUuJHOU
pacsr. O6anona crpasaoT oguHakoBo. ' TIA mopaxaer
IIMPOKKI BO3PACTHOM AMana3oH (BO3PacTHOM aua-
MasoH OT 8 [0 99 /IeT), CPeIHUI BO3PACT HAa MOMEHT
[MOCTAaHOBKY JUArHO3a COCTABIISIET 40 JIeT [12-15].

Ortuonorus I'TIA HensBecTHa, CYMTAETCS, YTO OH
MMeeT ayTOMMMYyHHOE IIPOMCXOXeHHe U MPOBOIH-
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pyeTcst pakTOpaMu OKpyKaroleii cpebl Ha GoHe re-
HETUYeCKOH npeapacnonokeHHocru [8, 9]. K ¢pakro-
paM OKpY)XarolLeil cpebl OTHOCSITCS MH(EKIIHOHHbIE
arenTsl (Staphylococcus aureus, IMTOMErasoBUpPYC),
BO3/leiCTBUE KOJUIOMZHBIX COeAVHEHWH KpeMHUs,
yAbTPadHONETOBBIX Ty4deid, KypeHHs, ICUXOIMOL[HO0-
HaJIPHOTO HATIPSDKEHMSI, A TAK)Ke MeXaHW4YecKas TPaB-
Ma [2, 10]. TTokaszaHo Gosee TsDKenoe tedenue I'TIA
y TIAal[MeHTOB C HOCUTENBCTBOM 30/I0TUCTOTO cTadu-
JIOKOKKA B TIOJIOCTH HOCA, XapaKTepusylolieecs 6oee
YaCcThIM Pa3BUTHEM 06OCTPEHHUH, KOTOPbIE CBS3bIBA-
IOT C BO3/,eiCTBHEM 3K30TOKCMHOB CTadHIOKOKKA,
006/1aJal01HX CBOMCTBAMU CYII€PAHTUTEHOB.

[TaTtorenes I'TIA cBsi3aH C pasBUTHEM paCIpPO-
CTPAaHEHHOT'O BOCIAJIEHUsI MEJIKUX COCYZIOB U OJIHO-
BpeMeHHbIM (GOPMHPOBAHUEM TIEPUBACKYISIPHBIX U
AKCTpaBa3ajibHbIX IPaHy/IeM MaKpoQaraJpHOTO THUIIA
B IMOPAYKEHHBIX OPTaHaX M TKaHsX. [McTonornyecku
rpanynemMa copepxutr CD4+ T-mumdountsr, CD8+
T-nmumdouuTs, ructrouuTsl, CD20+ B-mumdouuTsr,
HeliTpodribHble rpanyronutel, CD68+ makpoda-
ru u CD68+ MHOrosiiepHble THUTAaHTCKHE KIIeTKH
[TuporoBa—J/laHrxaHca, OKpy)Kaloljye LieHTpaIb-
HBIl HEKPO3, KOTOPBIM MOXeT ObITh CIUBHBIM HJIU
VMeTh HePaBHOMEPHBIN «reorpaduyueckuii» pu-
cyrok [2]. Ceposoruyeckum MapkepoMm 6o0e3HH
SIB/ISIIOTCST QHTUTENMA K LIUTOIUIa3Me HeUTpodUios,
KOTOpBIe CBSI3BIBAIOTCSI C DKCIPEeCCHPYEMbIMU aH-
TUreHamu (NIPOTEMHA30M 3, MUEIONEePOKCUAAZ0N
U 7IP.) ¥ MOTYT BBI3BaTh JETPAHYISALUIO STUX KJIETOK
C BBICBOOOXKIEHUEM MTPOTEOTUTUYECKUX HPEPMEHTOB.
OGCy)KIarTcss U Apyrue MaToreHeTUYecKue Mexa-
HMU3MBbI: UMMYHOKOMIUIEKCHOE TOpPaYKEHHE COCYIU-
CTOM CTeHKH, NUMQOLUTAPHBIE LUTOTOKCHYECKUE
peaxkuuu u ap. [11].

[Mopaxenue JIOP-opraHoB BcTpevaeTcs B e0r0-
Te ['TIA B 62,5% ciy4daeB, B 94% — B mpoLiecce mpo-
rpeccupoBaHusi 3a60/1eBaHus € TIpeobaiaHueM pu-
HOCUHYycanbHOHU (75%), oTonorudeckoi (38%) wau
ropTaHHO-TpaxeanbHOU (25%) nokanuzauumii. B mab-
HelileM 3a60/1eBaHHe TPEUMYILIECTBEHHO MOPAYKaeT
HIDKHUE JpIxaTesibHble nyTH (87,5%) u nouku (50%).
Take HabmogawTcs cycraBHas (40%), mrasHas
(25%), cepmeuno-cocyauctas (25%), HeBponorUYe-
ckas (25%) u xoxHas (19%) popwmsi [15]. TTopakenue
HOCa Y OKOJIOHOCOBBIX Ia3yX CONPOBOXJAETCS SIB-
JIEHUSIMUA [IBYCTOPOHHEIO CHUHYCUTA, 06pa3soBaHUEM
KOPOK B HOCy, THOMHOM pHUHOpeeli, HOCOBBIMU KPO-
BOTE€YEHUSIMHM, M3BSI3BJIEHUEM C/IM3UCTON IONOCTH
HOCQ, 3aJI0KEHHOCTHIO HOCA ¢ 06CcTpyKuMei u fedpop-
Marmelt Hoca [16]. [Topaxxenue yxa I'TIA nposiBisieTcst
CpeJHUM OTWUTOM, BHE3aITHOW TMOTepei ciyxa, LIy-
MOM B yllIaX, TapaJIMuOM MUMHUYECKON MYCKY/IaTypPhbl
U XOHporepuxoHapuToM. [1o faHHBIM OfHMX aBTO-
POB, OTOJIOTMYeCKHe MPOSIBIIEHNS] U30IMPOBAaHHO He
BCTpevaroTcs [17]. Jipyrue ske CYMTaroT, YTO MOpake-
HU€ yXa UHOTAA MOXXET OBITh MEPBBIM U €JUHCTBEH-
HbiM npusHakoM [TIA [18, 19], a Tarke MacTouauT
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MOXeT ObITh mepBbiM mposiBienuveM ITIA [20, 21].
[TopaxeHue momocTu pra BcTpeyaercs y 6-13% mauu-
€HTOB B XO/I¢ Pa3BUTHs 3a60/IEBAHKS, HO BOB/IEYEHHE
[TOJIOCTH PTA KaK MEPBbIi MPU3HAK 06HAPY)KUBAETCS
TONBKO B 2% ciiy4aes [22, 23]. HauanbHble mopaXkeHKst
[TOJIOCTH PTa MOTYT OBITh B BH/iEe HeCHeUupuIeCcKruX
3PO3HH U 3B WIM MPOSIB/ISITHCS KaK rUIepIuiacThye-
CKUI TUHTUBUT [3] — «KIyOHUYHBIN» THHIUBUAT —
MPeACTAB/SIOLIMI COO0M yBeTUYEHHBIE D PUTEMATO3-
Hble MeXX3yOHbIe COCOYKH, COfEepIKaLlHe MeTeXUH OT
KPacHOTO [0 MyPITypPHOTO LiBETa Y 3€PHUCTOTO BUAA
[22, 24]. K nposiBnenusim I'TIA B JIOP-opraHax Taxke
oTHOCHUTCST GOPMHUPOBAHME MOCBSI30YHOTO CTEHO3a,
KOTOpBIUA BcTpedaercss B 23% ciaydaeB [25-27]. On
yaiie GbIBaeT y MOIOABIX XeHLIMH (60%) [28].

Oxono 92% MauueHTOB CTONKHY/IHUCH C 33[ePiK-
KOM MOCTAaHOBKM JUarHosa 6osiee 4yeM Ha OJWH Me-
cay, [29]. 63% mangueHTOB MepBOHAYa/IbHO OOpaTH-
nuck K JIOP-Bpavy, u TonbKO y 7% MaLueHTOB ObLI
npexnonoxeH guarHo3 I'TIA Ha mepBoMm mnpueme.
B cpegnem oT mnosiBieHus nepsbix npusHakoB 'TIA
10 YCTAHOBJIEHUsI IMATHO3a Y GOJIBIIMHCTBA OOMBHBIX
[IPOXOAMT 3-12 MECSLEB [14, 15]. BaykHO pacmosHaTh
3ab0/ieBaHMe HA paHHEH CTaZH, TTOCKOIbKY OTPaHMU-
yeHHass popma noagaercs 3PpPeKTUBHON Tepanuu 1
[IPUBOJUT K 60JI€e I/TUTETIbHOM PEMUCCHU. 10-TIETHSIS
BBDKMBAEMOCTD TP TMOPAKEHUH TOYEeK COCTABJISIET
40%, TOrAA KakK MpH OTCYTCTBUM MOPAXKEHUsT MOYeK
60-70% [30].

Juarno3s I'TIA cTaBUTCS Ha OCHOBAaHUU KJIMTHUYE-
CKOH KapTHHBI, CEPOJIOTUYECKHX TECTOB Ha AaHTHHEM-
TpoduIbHbIEe HUTOTUIa3MaTuYeckreanTurena (ANCA)
Y TUCTOJIOTMYECKOT0 NCC/IejoBaHust. Bpiio oGHapyke-
HO, uT0 ANCA 006/1aJa10T BBICOKOH Crie-IuUIHOCTHIO
(96%) ¥ camoii BBICOKOM MPOTrHOCTUYECKON LIEHHO-
CTBIO TIOJIOKUTENBHOTO pe3y/brara [34), oHu uMme-
0T B NMPHUMEHEHUs: B KayecTBe JUarHOCTHYeCKO-
ro TecTa ¥ MapKepa aKTUBHOCTH 3aboneBanus [31].
ANCA-1010)XUTeTbHBII pe3y/IbTaT 0OHAPYKHUBAETCSI
MpUMeEPHO y 50% MaLMeHTOB C IOKATM30BaHHBIM T'pa-
Hy/ieMaTo30M Berenepa (KOTOpBIN OrpaHUYUBAETCS
IbIXaTe/IbHBIMM MYTSIMU M MOpakaeT < 5% maijueH-
TOB), Toraa Kak PR3-ANCA-TIOIOXUTETBHBINA Pe3y/ib-
TaT HAG/IIOAAETCS Y 95% MALUEHTOB C TeHepaIM30BaH-
HBIM IpaHy/ieMaTo3oM Berenepa [32].

s puarHocTvky okaausoBanHoro ['TIA Guo-
MCHSI CIU3UCTOM OGOIOYKH MMEeT CaMYI0 BBICOKYIO
YYBCTBUTENBHOCTH (53%) B CPaBHEHWM C L[UTOIIA3-
MaTHYEeCKUMHU AHTHHEUTPOPUIBHBIMUA aHTHTENA-
mu (c-ANCA) ¢ Gonee HU3KOM YYBCTBUTENHLHOCTHIO
(47%) [34].

B GonbimHceTBe cnyvaes (oxono 80%) I'TIA aua-
THOCTHPYETCST TUCTOIOTUYECKH 10 JAHHBIM OUOTICHU
u3 JIOP-opranoB. Ha HayanpHOM 3Tame 3TO MMeeT
BKHOE 3HA4YeHUe, IMOCKOIbKY CepoJIoTMYecKue Ta-
pameTpsl (Genku ocTpoi Ppaszpl) OGBIYHO UMEIOT HOP-
MaspHOe 3HaueHHUe, a PR3-ANCA no-npexxsnemy otpu-
uarejieH y 2/3 mauueHToB [6]. TTo manHbIM Jennings,
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u3 11 ANCA-oTpuLiaTe/IbHBIX MALIMEHTOB, Y KOTOPBIX
ObUIM TPU3HAKKU 3a00/IEBAHKS CJIMBUCTON 0GOIOUKHU
HOCA, Y 6 IPU THCTOJIOTMYECKOM UCC/I€I0BAaHUM ObUTH
BbISIB/IEHBI XapaKTepHble npusHaxu ['TIA [35].

Taroxe B guarHocture ['TIA ucrnons3yor GaxTe-
PUAIBHBIN TOCEB [Jisl ONpeJeneHusT MUKPOQDIOPHI.
[Ipy B3ATHMM Ma3KOB M3 TOJIOCTHM HOCA Yalle BCEro
BhIsIB/IsUICS: Staphylococcus aureus, BnusiHre KOTOPO-
ro Ha akTuBHOCTH ['TIA 1 yacToTy perBOB YIIOMHU-
HAJIOCh paHee [36].

B 2022 rogy AMepuKaHCKHI KOJUIEIK PeBMaTo-
noruv/EBporneiickuii asbsiHC accolialiiii peBMaTo-
JIOTOB Pa3paboTany KPUTEPUH KIacCUPUKALUU Ipa-
HY/IEMATO3a C OJIMAHTUUTOM [37].

Kpumepuu knaccugpukayuu
€ noauaHauumom

JTU KPUTEPUM CJIeAyeT NMPUMEHSTh AJIsl TOCTa-
HOBKU [MAarHo3a TIpaHylIeMaTo3 C IOJIUAHTHHUTOM,
KOT/Ia YCTAHOBJIEH BaCKY/IUT MEJIKVX U CPeIHUX COCY-
noB. I[epes npriMeHeHVEeM KPUTEPHUEB HEOOXOAUMO
WCKJTIOYWTb a/IbTePHATHUBHbBIE JUATHO3bI, UMUTHPYIO-
ye BacKymuT (Tabnuua).

CyMMUpPYIOTCST GasUTbl IO BBISIBIEHHBIM ITyHKTaM,
nuarHo3 [TIA BeicTaBisieTcst IpU JAOCTHDKEHUH 5 U
Gosee GajIoB.

IMpu auddepeHLaabHOM [UArHOCTHKE HEOOXO-
IVMO YYUTHIBAaTh 3a00/IEBAHMS, TIPU KOTOPbBIX TAKKE
bopMUpPYIOTCST  BTTUTETMOULHO-K/IETOYHbIE T'PaHy-
JIEMBI, TaKKe KaK CApKOMZO03 U TyOepKy/es, a TakKe
rpaHy/IeMbl UHOPOJAHBIX TeJ W IPUOKOBbIe 3aboie-
BaHMs. HakoHel, He0OXOZUMO MCKJIIOYMUTH 3JI0Ka-
YeCTBEHHbIE OIMyXOJH, 0COOEHHO 3/I0KaYyeCTBEHHbIE
numbombl [6]. PeBMaTroWAHBIN BaCKY/IUT SIBISIETCS
ocHOBHBIM JuddepeHuranbHbIM guarHosoM. OH

epaHysiemamosa

O0OBIYHO BO3HUKAET y CEPOTIO3UTHUBHBIX MAI[UEHTOB C
PEBMATOMAHBIM aPTPUTOM C JIJINTETBHBIM TeYeHUEeM
3aboneBanus [38]. Oromoruyeckre CUMIITOMBI He-
o6xonumo auddepeHIPOBaTh OT BHE3AMHON Heil-
POCEHCOPHOM TyroyxocTy v 6one3nu Menbepa [39].

Jnst puarvoctuku u nedenuss ['TIA Heo6xomum
MYJIBTUJUCIUIUTMHAPHBIN TIOAXO0[, C yYaCTHEeM OTO-
PUHOJIAPUHTIOJIOTOB, YeIOCTHO-THLEBBIX XHUPYPIOB,
CTOMATOJIOTOB, PEBMATOJIOrOB, HePOIOTOB, MY/IBMO-
HOJIOTOB ¥ odranpmosioros [31]. B 1983 rogy dayuun
coobumn 06 3¢pPeKTHBHOCTH JIeUeHUsI C UCIIOIb30-
BaHMEM KOMOWHALUH [TIOKOKOPTHKOUIOB U LIUKIIO-
dochamuja, U 9TO JIEeYEHHE CTaIO CTaHAApPTOM [21].
Mnuorum naumenTtam c I'TIA ¢ ceposHbIM cpefHUM
OTHTOM, BOBHMKIIHUM B pe3y/ibTare AUCHYHKIMH €B-
CTaxyueBoy TPyGbI, MOXKeT ObITh MOKa3aHa YCTaHOBKA
THMITAHOBEHTWISILIUOHHONM TPYOKH. XPpOHMYeCKHit
CpeJHUM OTUT U HEHPOCEHCOPHAsl TYTrOYXOCTh MPH
['TIA BO3HMKAIOT B pe3y/bTaTe MEPBUYHOTO MOPAXKe-
HUS yXa, ¥ 00a 3TUX CUMIITOMA He MOAJAI0TCsI OObIY-
HOMY JIeYeHHI0, HAalpUMep aHTUGHOTHKAMH, OLHAKO
B JQHHOM C/Ty4ae TAK)Ke XOPOLIO PabOTAIOT IFOKO-
KOPTHKOW/IBI B COYeTaHNH ¢ Luknodpochamugom [1].

Tepanusa [TIA yBemnunBaeT BBDKUBAEMOCTb,
MPUBOJS K peMHccHU 6osee yeM y 90% MaLMeHTOB,
0COOEHHO Y MAlMEeHTOB, Y KOTOPBIX ellle He pa3BU-
JIOCh Cephe3HOe MoBpexaeHue novek [40]. Ho gaxe
MIPU a/IeKBaTHOM Tepanuy MOYTH Y IOJIOBUHBI Malju-
€HTOB C CHHOHA3a/IbHO JIOKaM3anyei Habmogaer-
Cs1 pellMMB U MO KpaiiHell Mepe y 1 U3 10 MalleHTOB
pasBHBaeTCsl TeHepasn30BaHHOe 3abosieBaHue [34].
I[pu oTcyTcTBrn neveHust 60e3Hb OGBIYHO OBICTPO
MIPUBOJUT K JIETAJIBHOMY Hcxony U 82% manueHTOB
YMHPAIOT B TeYeHUe 1 Toja [31].

Kpurepuu kinaccudukanuy rpaHy/IeMarosa ¢ HOJTHaHTHATOM
Classification criteria for granulomatosis with polyangiitis

Kaunuveckue kpumepuu Bannv

BoBjieueHne Hoca: KPOBSIHUCTbIE BbIIETIEHHs, SI3BbI, KOPKH, 3a/I0KEHHOCTb HOCA, 3aKyIIOPKa HIH Je- +3
dexT/niepdoparyisi neperopogKu
IMopaxeHue xpsiuiei (BocIaseHre XpsILiia yXa HIM HOCA, OCUILIOCTh I'OJIOCA I CTPHUOP, SHAOOPOHXU- +2
aJIbHOE MOPAXXEHHE WM Ce/I/IOBUAHAs fedOopMaLis HOCa)
KonpyxTruBHas nam HelipoceHCOpHasi TYTOyXOCTb +1

JlabopamopHble kpumepuu, guyaaudupyrowue memodst obcaedosaHus u buoncus Bannwt
[MoNOKUTEIbHBIN TECT Ha aHTUHENTPOGUIbHBIE LUTOIUIa3MaTrudeckre autuTesna (c-ANCA) nim aHTu- +5
Tesa K porerHase-3 (aHTu-PR3)
Jlero4Hsle y3e/1Kku, 06pa30BaHUsI UM IIOJIOCTH Ha PEHTTeHOIPaMMe OPIaHOB IPYAHON KJIETKU +2
I'paHy/eMa, rpaHy/IeMaTO3HOE BOCIaIeHHe MM TMTAHTCKYe KJIeTKHU B GromnTare +2
KarapasipHoe 1y rHOMfHOe BOCIa/IeHHe B OKOJIOHOCOBBIX ITas3yXax MJIM MaCTOM/UT IIPU BU3yaTU3HUPY- +1
OLX METOJAX NCCIIe0BAHUS
AyTOMMMYyHHBIH r1oMepynoHeppHUT B GHorTaTe +1
[To/TOXKUTETBHBIN TECT Ha MePUHYK/IeApHbIe aHTHHEUTPODUIIbHBIE IUTOMIA3MATUYECKIe aHTUTeTa -1
(pPANCA) wnu anTHTeNna K Muesnonepoxcnzgase (autu-MI1O)
KonudecTBo 203uHO(HIIOB B KPOBH, = 1 - 109/71. -4
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OnucaHue KAUHU1eCK020 Cy4as

B okTsi6pe 2023 r. manuent O., 33 roga, caMocTo-
SITeJIbHO OOPATHIICSI B OTOPHHOIAPUHIOIOTUYECKOe
otgenenue CI16 TBY3 «Topoackas GonpHuLa N° 26%,
aBgoleecs KMHudeckoin 6asoit Ir'bY CI16 HWUU
JIOP u xadenpsl oropuHonapunronoruu C3IMY um.
H. V. MeuHuKOBa, ¢ xanobamMu Ha 60JIb U OLLylie-
HUe MHOPOJHOTO Tejla B POTOIVIOTKE, YCUIMBAIOLIU-
ecst IPH [VIOTaHWH, C1a6oCTh, 6OIM B CycTaBax BCeX
I'PYIII, 3aTPYAHSIOIIYE IBIDKeHMUS.

Oxors10 2,5 Mecsla Hasa/, BO3HUK 3IIM30, TUIlep-
TepMHUM, KOTOPBIM pacLeHUBAJICS IMALlMeHTOM Kak
oCTpast pecripaTopHasi BupycHasi uHdekuus. [Tocne
HOPMa/IM3aLMK TEMIIEPATYPhl Tejla BO3HHUKIU 6O-
JIeBble OLIYIIEeHUs B CYCTaBax, M3-3a KOTOPBIX MaLU-
€HTY MPHIUIOCh OTKA3aThCsl OT PabOThI IPYy3UYHKOM.
[MTaumeHT O6palLa/ICs K PEBMATOJIOTY, B HA4Ya/Ie CeHTsI-
Opst 2023 I. (IAaHBI AHAINU3BL: B KIIMHUYECKOM aHa/IN3e
KPOBH JIEUKOLUTHI 9,6 - 109/71, reMorno6uH 131 /1,
TPOMOOLUTHI 481 - 109/71; B OGHOXMMHUYECKOM aHATH3e
KpoBU C-peakTUBHBII GeoK oT 44 mr/n (pedepenc-
Hble 3HAYHUSA 0 10 MI'/JT), KDEATUHHUH 63 MKMOJIb/ I,
peBMarougHblii pakrop 28 ME/mn (pedepencHbie
3HaveHus 10 14 ME/mn), AU — meHee 1 en/mn
(pedepeHcHbie 3HaYeHMs 10 5 e4,/M1). PeBMaToorom
6bUT HazHa4YeH HOYIpodeH, KOTOPBIH MaLUeHT MpU-
HHUMaJI 1o 2 TabJ1. B IeHb OKOJIO 1,5 Mecsita. YKamo6st
Ha 6OJIb B POTOIVIOTKE BO3HUKIIH 3a 2 HeJle/n 10 06-
pauienust. BoizBan Gpuragzy CMII B ¢Bsi3u C HEBO3-
MOXXHOCTBIO IVIOTaHUSI TBepAOU Y >KUIKOH MULIU.
Co cn0B manyeHTa, MOYeUCIlyCKaHHe HapyLIeHO He
6bUTO, LIBET MOYH He MEHSIICSL.

Puc. 1. Me3odapunrockonusi. ACHMMeTpHst 3eBa 3a cyer gedex-
Ta HYDKHETO Kpasl JIEBO# II0IOBHHBI MSTKOTO He6a, 3a/Hsisl CTEHKA
[JIOTKY TUNEPEMHUPOBAHA, TPaHY/Ie3HO U3MEHEHa, IPsI3HO-Cepble
HaJIeThl Ha TIOBEPXHOCTH JIeBONH HEeGHOI MUHIAIWHBI, KOTOpbIE
PaCIPOCTPAHSIIOTCSI HA JIEBYIO TIOJIOBUHY MSTKOTO HeGa M HeGHbIN
SIBBIYOK
Fig. 1. Mesopharyngoscopy. The asymmetry of the pharynx is due
to a defect in the lower edge of the left half of the soft palate, the
posterior pharyngeal wall is hyperemic, granularly altered, dirty
gray plaque on the surface of the left palatine tonsil, which extend
to the left half of the soft palate and the uvula
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OGBEKTUBHO: COCTOSIHUE TALMEHTA YIOBIETBO-
purenbHoe, T Tena 36,8 °C, apTepuanbHOe JaBaeHue
130/85 MM pT. cT., YCC 82 ya. B MuH, fedULIUTA MTY/Tb-
ca HeT, My/IbC YLOBIETBOPUTE/NIbHBIX XaPAaKTEPUCTHK.
Y/ /118 B MUH, BcmoMoraTe/ibHasi MyCKy/JlaTypa B aKTe
JOBIXaHUsI He yd4acTByeT, carypauusi 98%. KoxHsle
MOKPOBBI cyxue, yncThie. LlleiiHbie muMdaThyeckue
Y3/1bI HEe YBeJTUY€eHBbI.

[Ipy puHOCKONMMU C/IM3HUCTasi MOJIOCTH HOCA
6JIeIHO-PO30Basi, Cyxas, B HOCOBBIX XOJaX CyXHe re-
Mopparuyeckre Kopku. [Ipr3HakoB nmpogosnkarole-
rocsi KPOBOTEUYEeHHsI HeT.

[Mpu Me30papHHIOCKONMUM MsTKoe HebGOo TMoj-
BWDKHO, OTIpeZie/isieTCsl aCMMMETpHUsl 3eBa 3a CYeT
medeKTa HIDKHEro Kpasi /IeBOM IMOMIOBHHBI MSTKO-
ro He6a. 3aJHsIsl CTeHKA [IOTKHM THIIEPEMHPOBAHA,
rpaHy/le3HO W3MeHEeHa, TPsI3HO-Ccepble HajeThl Ha
[MOBEPXHOCTH JIEBOM HEOHOW MUH[AIMHBI, KOTOPbIE
PacCIpOCTPAHSIIOTCS HA JIEBYIO IIOJIOBUHY MSTKOTO
HebGa 1 HeGHbII 13b140K (puc. 1). Ha mpaBoit Goxo-
BOW ITOBEPXHOCTH SI3bIKA OTIPEZE/ISIeTCSI PaHa B MeCTe
KOHTAaKTa C KAPUO3HO USMEHEHHBIM 3y60oM (puc. 2).

[1py HeNpsIMO¥i TApUHTOCKOIIMHU CJIU3UCTAs TOP-
TaHU TUIePEMUPOBAHA, B/IAKHAS, CEPbIM HajeT Ha
CJIMBUCTOM J1eBOM GOKOBOM CTEHKU IJIOTKH, Yepria-
JIOBUZIHBIE XPSIIIIM HE U3MEHEHBI, TOJI0COBBIE CKJIAZIKU
0OBIYHOM OKPACKH, CAMMETPUYHO MOABHXHBI, TOIO-
COBasl Le/Ib OCTATOYHAS JJIs1 JbIXaHUsI, TPyLIEeBU/-
Hble CUHYChI cBoGoaHBL. [logckiazkoBoe mpocTpaH-
CTBO HE U3MEHEHO, IPU3HAKOB CTeHO3a TOPTaHU HeT.
Jbrxanue cBOGOAHOE, TOIOC 3BYYHBIH.

[Mpu orockonuu 3ayuiHbie 00ACTA HE H3Me-
HEHbI, HapY)XHble CJyXOBbIE TIPOXOJbI LIMPOKHUE,
CcBOGOHBIE, KOXKa HE U3MEHEeHa, ObapabaHHbIe mepe-
TIOHKU Cepble, KOHTYPbI COXPaHEHBbI, TTOABVKHBI ITPU
npo6e ToiiH6H, 6e3 nedeKToB.

[o ¢papuHrockomUYeCKoil KapTHHE 3aMoA03peHa
anruHa CuMaHoBcKoro—Bencana. B3sar aHanus Ha

Puc. 2. Mesodapunrockonust. Ha npaBoit 60KOBO# MOBepXHOCTH

SI3BIKA OIIPeJIe/IIeTCst PaHa B MeCTe KOHTAKTa C KAPHO3HO U3MeHEH-
HBIM 3y60M
Fig. 2. Mesopharyngoscopy. On the right lateral surface of the
tongue, a wound is detected at the point of contact with a cariously
altered tooth
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gudTepHio, 6aKTepHaTbHbII TOCEB HA GIOPY U UyB-
CTBUTE/IBHOCTb K aHTUOMOTHUKAM.

[MauueHT oGC/IefOBaH B YC/IOBUSIX MPUEMHOTO
mokosi. Ha MOMeHT MOCTyI/ieHHUsI B aHA/IU3ax Kpo-
BU: JIEHKOLMTHI 16,1x109/71, 5PUTPOLIUTHI 2,46x10"2 /11,
TPOMOOLIMTBI  944x109/71, TreMorioOuH 62 1/,
AJIT 14,6 en./n, ACT 20 egn/n, GunupyOuH OGLMIA
7,6 MKMOJIb/JI, T/IIOKO3a 8,32 MMOJIb//I, o6mii Ge-
JIOK 73,5 T/, KpeaTuHuH 763,7 MKMOJIb//I, MOY€BHU-
Ha 29,2 MMOJIb/JI, Kaaui 3,96 MMoinb/ . [lo qaHHBIM
3/IEKTPOKapAUOrpadpuu PUTM CHHYCOBBIH, YacTOTA
CepAeYHbIX COKpaLeHUH 80 B MUHYTY, 6€3 IPU3HAKOB
vuieMuYecKkux usMmenenuit. [lpu ¢pubposszodarora-
crpoayonerockonuu (OITC) BbIsIBIEHBI SPO3UBHAS
aHTpasbHast racTpomnaTusi, rpybast pybuosas gedop-
MaLMsT TyKOBULbI [BEHAJLATUIIEPCTHOM KHUILKH, DH-
DOCKOTIMYECKKE MPU3HAKA XPOHUYECKOTO OY/IbOUTa,
MUMQAHTUIKTA3UU  CTU3UCTON [JBEHALATHUITEPCT-
HOM KULIKU. OCMOTpPEH TeparneBTOM, YPOIOTOM.

[laneHT TOCMUTAIM3UPOBAaH B TepaneBTHYe-
CKOe OTAe/IeHHe C AUAarHO30M: OCTPOe MOBpeX/IeHHe
[OYEK HEYTOYHEHHOTO TreHe3a OT KOHLQA OKTAGPS
2023 1. Ty6ynounrepcrunmansHbii Heppur HITBIT-
acconmupoBanubiii? JIuddysHoe 3aboneBaHue co-
€VMHUTE/bHOW TKaHU C YCTaBHBIM CHHIPOMOM?
[emopparuvecKkuii BaCKy/IUT C TMOPA)KEHUEM KOXH,
momocT  pra? $I3BeHHO-HEKPOTUYECKHI CTOMa-
tur CumaHoBckoro—Bencana? B pamkax #006-
ciefjoBaHus ObUIM B3STHI aHA/IM3bI KPOBU HA OIpe-
Ie/leHre YPOBHSI MPOKAaJbLUTOHUHA (0,41 HI/MI),
C-peaxtuBHoro 6enka (155,3 Mr/a), peBMaTOUAHOTO
¢daxropa (91,8 ME/mn) u AHIIA — anTuTena oGHa-
PY)KeHbl. YCTaHOBJIEH AUATHO3 IPAHY/IEMATO3 C MOJTH-
aHruuToM. [laljMeHT MojTyYan MUTaHUe Yyepe3 Ha30-
racTpajbHbIN 30H/. bblsla Ha3HaueHa ASMIUpUYecKas
KOHcepBaTuBHas Tepanusi: S. Dexametasoni 24 mg —
24 mg — 16 mg — 16 mg — 12 mg — 12 mg — 12
mg — 8 mg — 8 mg — 8 mg — 4 mg — 4 mg +
S. NaCl 0,9% 100,0 ml BHyTpHBEHHO KamenbHO 1 pa3
B zgeHb, S. Calcii Gluconatis 10% 10,0 BHyTpUBeHHO

MeJIEHHO 1 pa3 B geHb, S. Ceftriaxoni 1.0 BHYTpH-
MBIILIEYHO 2 pasa B AeHb N° 10, S. Metronidazoli 0,5%
100,0 ml BHYTPUBEHHO KamejabHO 2 pa3a B JeHb 10
nHeii, S. Ketoprofeni 2.0 BHyTpUMbILIeYHO IPH GOJITH.
B cBsi3u c aHeMuel TSDKEIOM CTeNeHH MalueHTy Po-
WM3BOAMIOCH MepeTMBaHKe SPUTPOLUTAPHOI MACChI.

Ha ¢one neveHus: oTMevanach MOMOKUATETbHAS
ouHaMKKa co ctopoHbl JIOP-opranos (puc. 3), cy-
CTaBHOTO CHHZPOMA, 061iero coctosiuusi. PesynbraT
MasKa Ha AuQTepHIO MPHILLIET OTPULATENBHBIN, OAK-
TepUAbHBINA TOCeB HAa GIOPY U YyBCTBUTENBHOCTD
K aHTHUOWOTHKaM ToKazan Hanuuue Escherichia
coli x 10° KOE /M1, 4yBCTBUTETBHOI K 11epTPHAKCOHY.
Ha 13-e cyrku 6buia BoinmonHeHa nosropHast PII/IC
B CBSI3U C [JIMTEIbHBIM MHUTAaHHWEM 4Yepe3 Ha3ora-
CTpasIbHBINM 30HA. BbIsSIBIEHBI s13Ba HIDKHEIPYLHOTO
OT[eJ1a MUILEBO/A, BepOsITHEE BCETO AeKYOUTaTbHOTO
MTPOMCXOXXIEHHUSI B CBSI3H C JTUTETbHBIM HAaXOXXAEHU-
€M Ha30racTpajibHOTO 30H/a (BbIMOTHEHA GHOTICHS),
DPO3MBHAs AHTPAJIbHASL FaCcTPOIaTHs, rpybast pyowuo-
Basi gedopMalvsi JTYKOBULbI ABEHAALATHUIIEPCTHOMN
KHILIKH, SHIOCKOMTUYECKUe TIPU3HAKU XPOHUYECKOTO
Oy/n1b0UTa, TMMQPAHTUIKTAZUM CJTM3UCTOM ABEHAIIA-
TUNEPCTHOM KULIKW. B aHanu3ax KpoBU B JUHAMUKE
HaO/IIOA/IMCh HOPMAJIM3ALMs YPOBHSI JIEMKOLIUTOB
(8,36x109/11), 5pUTPOLUTOR (3,76x10'2/11), TPOMGOIIU-
TOB (346x109/71), remorno6uHa (117 /1) U CHWKeHHUe
ypOBHEeH KpeaTHHWHA (461 MKMOJIb/JI), MOYEBUHBI
(15,6 Mmmonb/n), CPB (21 mr/m).

[NanyeHT BBITIHCAH HA 28-€ CyTKU B y4,OB/IE€TBOPU-
TeJIbHOM COCTOSTHUH 10/, aMOy/IaTOPHOE HaO/IoieH e
peBMarosiora.

O06cyxpenune

['panynemaro3 Berenepa — peaxoe peBmarojo-
ruveckoe 3a60eBaHNe, KOTOPO€e NMeeT MHOTOIMKYIO
KJIMHUYECKYI0 KapTHHY, C YeM CBSI3aHbl TPYAHOCTH
ero auarHocTuku. B mpaxrtuxe JIOP-Bpaua gan-
HOe 3a60jIeBaHMe TAK)Ke MOXXET BCTPETHUTHCS], Jallle
B BHU/le TOPAYXeHUsSI HOCA I OKOJIOHOCOBBIX Ma3yX MJIN

Puc. 3. Mesopapunrockonust. [TonoxurenbHast AHHAMUKA Ha GpoHe edeHust
Fig. 3. Mesopharyngoscopy. Positive dynamics in the treatment process
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CEeHCOHEeBpaJIbHOH TyroyxocTu. OJHAKO MOpakeHHe
IJIOTKU TaK)Ke BCTpevaeTcsi U TpeGyeT HaCTOPOXKEH-
HocTU. KoMIiekcHast oljeHKa Bcex YKajob MarjpeHTa
Y MYJIBTHAMCLUIUIMHApHOE 06C/IeJ0BaHE COBMECT-
HO C TepalieBTOM, PeBMaTOIOrOM, He(pPOIOTOM, MTyJTb-
MOHOJIOTOM, O(]TaIBMOTIOrOM IO3BOJSAT COKPATHUTh
CPOKH TIOCTAHOBKH [JHAarHo3a M Ha3HAYUTh HEOOXO-
JYIMoOe JledeHHe B KpaT4aiilliie CPOKHU.

[NanyeHTH! C MOpaYKeHHWEeM ITIOTKH UCIIBITHIBAIOT
OUCKOM(OPT NpU INIOTAaHUM, COOTBETCTBEHHO CJle-

Ayer BI)I6I/IpaTI) A/JIbTE€pHATUBHbIE CIOCOOBI AO0CTaBKH
nuTaHus. B HallleM KJIMHHW4YeCKOM ciIydae ObLI yCTa-
HOBJIEH HaBOFaCTpaJIbeIfI 30H/[, JJINT€/IbHOE HaX0OXX-
AeHKe KOTOPOIro BbI3Ba/Io 06pa30BaH1/Ie ,U,EKY6I/ITa)'H)—
HOH SI3BBI B HIDKHEM TpeTU NMUUIEBOJQ, YTO MOXXET
OBbITH CBSI3aHO C HapylleHrueM TpO(l)I/II(I/I CIU3UCTOM
JKe/TYyAOYHO-KHUIIEYHOTO TPpaKTa Ha Cl)OHe rpanyiaema-
TO3a C IIOJIMAHTUHUTOM. BepOHTHO, Y TaKUX ITIalJMEHTOB
cilenyer aenatb BI)I60p B IIOJIb3Yy IAPE€HTEPAIbHOTO
IIMTaHWA.
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