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Lienb pa6oTbl — npeacTaBaeHne KAMHUYECKOTO CyYas No3gHei GUarHoCTUKM rpaHynemarosa c nonuadruutom (IMA),
ONUTENbHOE BPEMS TPAKTOBABILIEroCs Kak neroyHas dhopma Tybepkynesa (c 6e3ycnelwHoii npoTuBOTY6epKyne3Hoii Tepa-
nueit), NpUBEALIErO K TAXENbIM CTPYKTYPHbIM U3MEHEHUSAM, PE3eKLUK Nerknx 1 aedopmMalium KocTei NNLEBOTO CKeNeTa.
Marepuans! u metoabl. MayuneHt C., 31 rof, NOCTYNUA B PEBMATONOTMYECKOE OTAENEHME C XKano6aMu Ha KPOBAHUCTbIE
BbIlENIEHNSA U3 HOCA C 0Opa30BaHUEM KOPOYEK, CHUKEHHUE Clyxa € 06enx CTOPOH, cnabocTs, Aetopmaumio Hoca. U3 aHam-
He3a: B 2012 r. NosBMJICA Kalenb Co CIM3UCTO MokpoToii. Mpu o6cnegosarnu B LleHTpe no 6opbbe ¢ Ty6epkynesom
Ha OCHOBaHWUM MHOXECTBEHHbIX OKPYMIbIX HOKYCOB 060MX NErKMUX, HECMOTPS HA OTPULLATENbHbII AMACKUH-TECT U OTCYTCTBHUE
B aHanM3e MOKPOTbI MUKOGaKTepuit TyGepkynesa, AMarHoCcTUpoBaH UHGUALTPATUBHBIN TyOepKynes. B TeueHue 2 net nony-
4un KOMGMHUPOBAHHYIO TEpPanUI NPOTMBOTYOEpKyNe3HbIMU Npenapatamu. B 2013 r. npoBefeHa 3TanHas KOMOUHUPOBaH-
Has peseKkuua nesoro nerkoro, B 2014 r. — pesekuns HUXHeW fonu npasoro nerkoro. B 2015 r. ycununuce Bblgeneruns
13 HOC3, CTaNM OTXOAWTb KPYMHbIE KOPKK C NOCAEAYIOWMUM KPOBOTEYEHUEM, HabNOAaN0Ch U3MeHeHUe GopMbl HOCa.
B 2016 r. B CBA3M CO CHUKEHWEM CNlyXa HA JIEBOE YXO 06PAaTUNCA K OTOPUHONAPUHTONOTY, [UArHOCTUPOBAHbI AI3BEHHO-HE-
KPOTUYECKMI PUHMT, Nepdopauus neperopogkn Hoca. AHTUOMOTUKOTepanus He pana 3tdekTa. Mpu obcnenoBarHum
B aHaNM3ax KPOBW BbIABNEHbI NONOXUTEbHbIE aHTUTENA K NpoTenHase-3. B mapte 2017 r. rocnMTanu3nMpoBaH B peBma-
TONOrMYECKoe OTAeNeHue.

Pesynbrarbl. Habnopanucs KT-npusHaku GuOpo3HbIX N3MEHEHUI B NETKUX C KaNbLMHATAMM, 30HbI YIIOTHEHUSA MO TUNY
«MaToOBOrO CTEKJA» B BEPXHUX [onsx nerkux. Mo faHHbIM nabopatopHoro 06cnefoBaHUs BbiBAEHb! NOJOXKUTENbHbIE
aHTUTEeNa K npoTenHase-3, CHUKeHNe KNy6ouKoBoii GUabTpaLMK U KaHanbLeBoi peabcopbuuu. Mpu nepecMoTpe UHTpPa-
ornepaLMoHHOro 6UONCHIAHOrO MaTepuana y4acTka JIErkoro M CM3UCTON NOAOCTU HOCA BbifBNEHbI MOpdooruyeckue
NPWU3HAKKN rpaHynemaro3a c nonuaHrumtTom. Bnepssle 3a 5 neT AMarHOCTMPOBAH rpaHyNemaTos ¢ NOANAHTUUTOM reHepa-
NIM30BaHHO (OPMbI C XPOHUYECKUM TEYEHUEM, CPefiHEl CTEeNeHN aKTUBHOCTY, MOPAXXEHNEM BEPXHUX [ibIXaTeNbHbIX MyTeil
(MaHCUHYCUT, PUHNT, XPOHUYECKMIA [LBYCTOPOHHWIA afire3UBHbIN CPefHUii 0TUT), Nerkux (Hecneumduyeckas MHTEPCTULM-
anbHas NHeBMOHMA), NoYek (MMKpOremaTypus, npoTenHypus) u cyctasos (aptpanruu). MHgekc akTMBHOCTW No bupmuH-
TeMCKOWA LWKasne akTUBHOCTU BacKynuTa — 16 6anioB, MHAEKC NOBPEXAEHUA NpW BackynuTe — 6 6annos. Mpu peTtpocnek-
TUBHOM aHanu3e Tybepkynes NoATBEPXKAEH He Obisl, B TOM Yyucne drusnatpamu. NpoBoaMnacs Tepanus npegHU30N0HOM,
unknotocdamupom (3HROKCAHOM), GUCENTONOM, Ha 3TOM OHe COCTOAHME NALMUEHTA 3HAYUTENBHO YYUILIMAOCh.
3aknioueHue. [peAcTaBneHHbIN KIMHUYECKUTI ClyYai LeMOHCTPUPYET TPYAHOCTU AnddepeHumanbHoi auarHoctukm MA
C ApYrMMK rpaHynematosHsiMu npoueccamu. [o3aHAA AMAarHOCTMKA NpuBena K NOBPEXAEHUIO XMU3HEHHO BaXHbIX Opra-
HOB — NIETKMX, NoYeK, fedopMaLum CMUHKN HOCA, Yero, CKOpee BCEro, MOXHO Obio U36exaTh B Cy4Yae CBOEBPEMEHHON
IMArHOCTUKM W paHHEro Hayana afiekBatHol Tepanuu. B pesynbtate ownboyHOM anarHocTuku B gebioTe 3aboneBaHus
naluMeHTy ABAX/bl BbINOJHEHA HEONPaBAaHHAA Pe3eKLUA OAHOr0 Nerkoro u yactu sToporo. CBoeBpeMeHHas fAnMarHocTy-
Ka rpaHynemMaTo3Horo npouecca C NpuBNeYEHWEM B KAayecTBe 3KCMEPTOB HECKONbKUX NaTtoMopdonoros, B TOM 4Yucie
npy TOPNMAHOM TeYeHUM TybepKynesa Nerkux, 3Ha4MTeNbHO YNyYLIaeT NPorHo3 3aboneBaHus U No3BONAET M3bexarb
haTanbHbIX OCNOXHEHWUIA.

KnioueBble cnosa: rpaHyneMartos C NONNAHTUUTOM, aHTVIHeVITpOCbI/IﬂbeIe unutonnasmMatnyeckne aHTuTena, accounmpo-
BaHHbIE C aHTMHeVITpO(I)MHbeIMM untonnasmMatnyeCKMMN aHTUTENAMN BACKYNUTbI, TMCTONIOTMYECKOE nccnefoBsaHue, rpa-
HyneMaTo3Hoe BocCnajieHne
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Aim. To present a clinical case of late diagnosis of granulomatosis with polyangiitis (GPA), which for a long time was
interpreted as a pulmonary form of tuberculosis with the passage of anti-tuberculosis therapy without effect, which led
to severe structural changes and resection of the lungs and deformation of the bones of the facial skeleton.

Materials and methods. PatientS., 31y. 0., was hospitalized in the rheumatology department with complaints of bloody
discharge from the nose with the formation of crusts, hearing loss on both sides, weakness, nose deformity. From the
anamnesis: in 2012, a cough with mucous sputum appeared. During examination at the Center for Combating Tubercu-
losis, on the basis of multiple rounded foci of both lungs, despite a negative diaskin test and the absence of mycobac-
terium tuberculosis in the sputum analysis, infiltrative tuberculosis was diagnosed. For two years, combined therapy
with anti-tuberculosis drugs was carried out. In 2013, a staged combined resection of the left lung was performed;
in 2014, a resection of the lower lobe of the right lung was performed. In 2015, nasal discharge increased, large crusts
began to stand out, followed by bleeding, and a change in the shape of the nose was observed. In 2016, due to hearing
loss in the left ear, he turned to an otorhinolaryngologist, diagnosed with ulcerative necrotic rhinitis, perforation of the
nasal septum. Antibiotic therapy — no effect. Blood tests revealed positive antibodies to proteinase-3. In March 2017,
he was hospitalized in the rheumatology department.

Results. There were CT signs of fibrotic changes in the lungs with calcifications, areas of compaction of the “frosted
glass” type in the upper lobes of the lungs. Laboratory examination revealed positive antibodies to proteinase-3, de-
creased glomerular filtration and tubular reabsorption. Analysis of the biopsy material from the lung and nasal mucosa
revealed morphological signs of granulomatosis with polyangiitis. For the first time in 5 years, granulomatosis with
polyangiitis was diagnosed, generalized form, chronic course, moderate activity, with damage to the upper respiratory
tract (pansinusitis, rhinitis, chronic bilateral adhesive otitis media), lungs (nonspecific interstitial pneumonia), kidneys
(microhematuria, proteinuria), joints (arthralgia). The activity index according to the Birmingham BVAS scale is 16 points,
the VDI organ damage index is 6 points. In a retrospective analysis, tuberculosis was not confirmed. Therapy with
prednisolone, cyclophosphamide (endoxan), biseptol was carried out, against which the patient»s condition improved
significantly.

Conclusion. The presented clinical case demonstrates the difficulties of differential diagnosis of GPA with other gra-
nulomatous processes. Late diagnosis led to damage to vital organs: lungs, kidneys, deformity of the back of the nose,
which, most likely, could have been avoided in case of timely diagnosis and early initiation of adequate therapy. As a result
of an erroneous diagnosis at the onset of the disease, the patient underwent unjustified resection of both lungs twice.
Timely diagnosis of the granulomatous process with the involvement of several pathologists as experts, including those
with a torpid course of pulmonary tuberculosis, significantly improves the prognosis of patients and avoids fatal com-
plications.

Keywords: granulomatosis with polyangiitis, granulomatosis with polyangiitis, antineutrophil cytoplasmic antibodjies,
antineutrophil cytoplasmic antibodies, vasculitis associated with antineutrophil cytoplasmic antibodies, histological
examination, granulomatous inflammation
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BeepeHue

Ipanynemaro3s ¢ monuanruutoM (I'TIA) — penkoe cu-
CTEMHOE ayTOMMMYHHO€ 3a00JiIeBaH € HEU3BECTHOM 3TU-
OJIOTUH, XapaKTepU3yIollleecss HEKPOTU3UPYIOIIUM IpaHy-
JIEMaTO3HbIM BAaCKYJIMTOM COCYIOB MEJIKOTO U CPEIHEro
Kajubpa ¢ mopaxkeHWeM BEPXHUX U HIDKHUX OTAEJIOB pe-
CIMpPaTOPHOTo TpakTa, IaoMepysioHedpuToM. PaHee naH-
HbIA BaCKYJIUT Ha3bIBaJICcs rpaHyjaeMaTo3oM BereHnepa [1].

JIIst KITMHUYIECKOW OLEHKU TSDKECTU TeUEeHMS U MC-
XOJIOB CUCTEMHBIX BaCKYJMTOB, B TOM YMCJIe TpaHyJieMa-
TO3a C MOJMAHTUHTOM, 32 PyOEXKOM aKTMBHO UCITOIb3YIOTCS

bupMuHremMckas mkansa akTUBHOCTH BacKynauTa (Birmin-
gham Vasculitis Activity Score, BVAS) u nnaexc noBpex-
neHus nipu Backyaurte (Vasculitis Damage Index, VDI).
IMocnenHuii cumTaeTcss eIMHCTBEHHBIM BAIMIMPOBAHHBIM
WHAEKCOM [IJIsI UCCIIENOBaHUS HEOOPaTUMOTrO MOBPEXIe-
HMST OPTaHOB Y TKaHEU MPpU CUCTEMHBIX BacKyIuTax. OlieH-
ka VDI ocHoBaHa Ha aHaiu3e 64 MPOSIBIEHUIA, OTpaxKalo-
IuX BoBjievyeHue 11 opraHoB u cucteM. Tak, mopaxeHue
JIETKUX BKJIIOYAET B ce0s1 HECKOJIBKO CaMbIX YaCThIX UC-
XOJIOB, TAKUX KaK pa3BUTHE JIETOYHOTO KPOBOTEUEHUS,
MOJIOCTe! pacmnana, JeroyHoro ¢pubposa, AbIxaTeJbHON
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HEI0OCTaTOYHOCTU. BaXkHO OTMETUTH, YTO MPUHUMAIOTCS
BO BHMMaHUE He TOJIbKO OpTaHHbIE TTOPaKeHUs B paMKax
CUCTEMHOTO BaCKYJIUTa, HO U OCJIOXHEHUSI UMMYHOCY-
MPEeCCUBHOI Tepanmuu (OCTEONOpPO3, CaXxapHbIil nuaberT,
KaTapakTa, pa3BUTHE 3JJ0KaYeCTBEHHbIX HOBOOOPa30BaHUIA
W JIp.) WIM TPOSIBIECHUS aTepockiepo3a (MHPapKT MUO-
kapaa). IIpu ecTecTBEHHOM KJIMHWUYECKOM TE€YEHMU 3a-
6osieBaHust VDI MoXXeT ocTaBaThCsl Ha MPEXHEM YPOBHE
WJIW YBEJIMUMBATbLCSI, HO HUKOTa He yMeHbIIaeTcs [2—4].

I'TIA BeneT K cepbe3HBbIM U HEPENKO CMEPTEIbHBIM
ocioxxHeHusiM. B 90 % cnydaeB 3a6osieBaHUe COMPOBO-
KAaeTCsl HEKPOTU3UPYIOIIMM I'paHyJIeMaTO3HbIM BOCIa-
JIEHEM BEPXHUX JAbIXaTeJIbHBIX IyTel ¥ opraHa ciyxa (Ha-
MpUMep, TAiMOPUTOM, OTHO- WJIU JIBYCTOPOHHUM CPEIHUM
OTUTOM CO CHMXXKEHMEM OCTPOTHI CJIyXa U B HEKOTOPBIX
CJTy4asix pa3BUTHEM TIIyXOThl), a TAKXKE 9PO3UBHBIM PUHU -
TOM BILIOTb 0 Nep¢opaliii HOCOBOI1 MEPEropoaKu, Ipo-
celaHueM CIIMHKM Hoca. [1pu BoBiedeHUM B POLIECC JIeT-
KX 00pa3yroTcsl MHGWIBTPATHI ¢ MOJOCTSIMU pacnaja,
HepeNKo 3aTparuBaeTcs IJIeBpa, pa3BUBACTCS AbIXaTebHasI
HeIOCTaTOYHOCTh. [10 Mepe nporpeccrpoBaHus 3a00J1eBa-
Hus B 80 % ciiydaeB MOXKeT HapylIaThes (PyHKIIUS TToYey-
HBIX KJTYOOUKOB C Pa3BUTUEM OBICTPOIPOrPECCUPYIOIIETO
HEKPOTU3UPYIOILIETO IIoMepyJIoHedpuTa, HepOoTUIECKO-
TO CUHIpOMa, HapacTatollell MoYeyHo! HETOCTaTOYHOCTH,
TpeOyIolIei MOXU3HEHHON 3aMECTUTEIbHOM MOYEeUHOMN
tepanuu. [TopaxkeHue opraHa 3peHust BeaencTeue hopmu-
POBaHMS MEPUOPOUTATBLHOM TPaHYJIEMbI U Pa3BUTHS TICEB-
JIOTYMOpa OpOUTHI y Kaxaoro msitoro 6onbHoro I'MIA nipu-
BOIMT K cienore [5, 6].

Henb3s He ymoMsIHYTh U 0oJiee peKoe OCJIOKHEHNE,
BO3HUKaloIllee MPU PaclpoOCTPaHEHUU BOCIIAIUTEIbHOTO
Tpoliecca Ha cocylbl ceparna, — 0e300JIeBYI0 UIIEMUIO
MMOKap/a, a TakKKe CTEHOKapAuIo U UH(apKT MUoKap/a,
MepUKapINUT, MUOKAPAUT, BAJTbBYJIUT C IPEUMYIIECTBEH-
HBIM MMOPaXXEHUEM aoOpTaJbHOTO KjalaHa W pa3BUTHUEM
AopTaJIbHOM perypruTaliu, a TakKe HapylIeHUs puTMa
Y IPOBOAMMOCTH cepaua [7].

ITockoJibKy OOMBITMHCTBO MAllMEHTOB UMEET PECITU-
paTOpHbBIE CUMIITOMBI, B TIEPBYIO OUYePEeb BBIMOJIHSIETCS
pEeHTreHorpaMMa OpraHoB I'pyaHOU KieTKu. M3BecTHO,
YTO Pe3yJIbTaThl PEHTIEHOJOTUYECKOTO UCCIIeIOBaHMsI Op-
TaHOB IPYIHOM KJIETKM MOTYT OBITh HOpMaJIbHBIMU Y 20 %
nauueHToB. IS aydieil BU3yaIu3aluu MPeAnouYTeHre
otnaercs koMmmnblotepHoii ToMorpaduu (KT). PeHTreno-
JIOTMYECKME CUHAPOMBI He 00J1a1al0T BHICOKOM crieliuduy-
HOCTBIO Y MOTYT BKJIIOYATh JIETOYHBIE Y3€JIKU, (DUKCUPO-
BaHHBIE JIETOYHbIE MHMWIBTPaATHl U TIoJI0cTU. Kpome Toro,
JI0 YCTaHOBKM AWarHo3a natojorust gerkux npu I'TIA sB-
JISIeTCSl MPUYIMHON MpoBeneHus nuddepeHIInaIbHOM 1ra-
THOCTYKU C IIMPOKKUM CIIEKTPOM HEpEBMaTUIECKOI IaTo-
JIOTUM, B TIEPBYIO O4Yepe/ib C TYOEPKYJIe30M 1 CApKOUI030M
[8§—10].

ITpuBoaMM KIMHMYECKOE HabII0AeHE MaleHTa MO-
Jogoro Bo3pacta ¢ I'TIA u TsKenbIM MopakeHeM JIETKUX,
VMUTHUPOBABIINM TyOEPKYJIE€3HbIN Mpoliecc.
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Hayuenm C., 31 200, nocmynua 28.03.2017 2. 6 peema-
moanoeuueckoe omoenenue 'KE Nl um. H.HU. Ilupocosa
€ JCanobamu Ha KpogsHUCHble 8bl0eNeHUs U3 Hoca ¢ 00pa3o-
BAHUEM KOPOHEK, CHUMICEHUE CAYXA ¢ 00eux CMOpPoH, cAabocms,
dechopmayuio Hoca.

Tlayuenm c demcmea cmpadaem noanunozom. B 2004 e.
anepevle nepeHec ocmpulii eatimopum. B okmsope 2012 e.
nosguacsa Kaweab co cauzucmoii mokpomoi. Toeda ce
npu OUCNaHCcepHOM 00CAe008aAHUU BNEPBbIe BbIABAEHbI UBME-
HeHus 6 neekux. B Ileumpe no b6opvbe ¢ mybepkyre3om
npu penmeerono2u4eckom uccaedosanuu y nayuenma C. 6 ae-
6om neekom 6 S1—2, S6, S10 onpedensinuce mHoxscecmeeHHble
oKpyenvle pokycel do 3,5 cm 6 duamempe, ¢ HemMKUMU, POB-
HbIMU KOHMYPAMU ¢ pAchadoM, 8 NPasom Ae2KOM — OKpPYeblil
dokyc do 2 cm 6 duamempe. Tlposoouncs dughgepenyuanvruiii
duaenos medcdy mybepiynezom u capxoudozom. Ha ocnosa-
HUU MHOMCECIMBEHHBIX OKPYeAbIX (YOKYCO8 8 000UX NecKUX,
HecMOMpsL Ha OMPUUAMENbHBLI OUACKUHMECT U OMCYMCmaue
8 aHaauze MOKpomul MuKobaxkmepuii mybepkynesa, 0uasHo-
CMUpOBaH uHpUALMpamuseHulil mybepkyne3. B meuenue 2 nem
nposoodusace KOMOUHUposanHas mepanus Kypcom 30 003
npomueomybepkye3HvimMu npenapamamu (U30HUA3UO, NU-
PasuHamud, smamoymon, oKCcuproKcayun).

B ce53u c peaucmenmnocmuio k mepanuu 6 urone 2013 e.
ObLaa NPoeedeHa sMantas KOMOUHUPOBAHHAS pPe3eKyUs Ae-
6020 nezkoeo S1-2, S6, S10. Ilocae onepayuu pazeuncs ogy-
CMOPOHHUI NHEBMOMOPAKC, KOMOPbLIL 8 NOCAeOVIOUeM pa3-
pewunacs (puc. 1).

Ilpu eucmonoeuueckom uccaedoganuu yoareHHoU yacmu
A€2K020: N€204HASI MKAHb C 04a2amu KA3e03H020 HeKpo3d,
OKPYJICEHHAS CA0eM CReyUUuUeckKux epanyasauuil ¢ eueanm-
ckumu Kaemxamu Iupoeosa — Jlanexanca. luaenos — oua-
208blil mybepiynes ne2Koeo.

B mapme 2014 2. vinoanena pesexyus C6 Huxchetl doau
npasoeo aeekoeo no hosody mybepkynomsl. lucmonoeuveckoe
3aKAUeHue; «mybepKyaomMa 1e2Ko20 8 gase 00ceMeHeHUs».
IIpodonscena mepanus npomusomybepkyae3HblMU npenapa-
mamu.

B anpene 2015 é. ycunuauce evidenenus uz Hoca, K 8pa4am
He obpawanca. Yepez 6 mec cmanu 6vi0ensimovcs KpynHoie
KOPKU C ROCAOYIOWUM KPOBOMeUeHUeM. 3amemun UsMeHeHue
gopmut Hoca. B nauane 2016 e. 6 ces3u co CHuMiCeHUEM CAYXA
Ha Aesoe yxXo 00pamuacs K 0mopuUHOAApUHe0a02Y, OUGCHOCIU-
DOBAHYL SI36EHHO-HEKPOMUHECK ULl puHUm, nepgopauus nepe-
eopoodku Hoca. Ilposedennas anmubuomukomepanus He 0aia
aggpexma.

B cenmsabpe 2016 e. nayuenm C. npoKoHCYAbMUPOBAH
ambyramopHo 6 omoeneHuy OMopUHOAAPUH20A02ULL, 20e eMy
npogedeno KT okonoHocosbix nasyx, aucounvix kocmeil. Ila-
MmonoeUMecKux usmeHenull He 8blseaeHo. B ces3u ¢ Hapac-
MAOWUM CHUNCEHUEM CAYXA NIMUKDPAMHO nposedena Kame-
mepu3ayus cAyxoeoii mpyool, 4mo He NPUBEAO K YAYHUIEHUIO.
B dexabpe 2016 e. nossuauce cHuicenue cayxa cnpasa, omex
A€B0I NOAOBUHbL AULUA, NOGbLULEHUE MeMNepamypbl meaa
do 37,5° C. AmbyramopHo npoeoousacy anmubaxmepuaibHas
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Puc. 1. Penmeenoepammol opeanoe epyonoii knemku 2013 e. nayuenma C.: KOPHU Ne2KUX HECKOAbKO PACUIUPEHbL, YCUNCHIUE 1e204H020 DUCYHKA U CHUJICEHUEe

npospavHocmu Ne204HOU MKAHU 8 HUMICHel done npaeoeco n1eeKkoeo

Fig. 1. Chest radiographs (2013) of patient S.: the roots of the lungs are somewhat dilated, strengthening of the lung pattern of light tissue and smooth lung

tissue in the lobe of the lower right lung

Puc. 2. Cednosudnas degpopmayus cnunxu noca nayuerma C.
Fig. 2. Saddle nose deformity of patient S.

mepanus ¢ NoA0JCUMeNbHbIM 3gexmom. B ananruzax kposu
6bLABAEHBL NOAONCUMENbHBLE PE3YAbIMAMbL MECMa Ha AHMU-
mena k npomeunase-3. Pexomendosana koncysomauus peg-
mamosnoea.

B mapme 2017 . eocnumanu3zuposan 6 peemamonozuie-
ckoe omoenenue KB No 1 um. H.H. TTupoeosa. Ilpu ocmompe
cocmosinue yooeremeopumenvroe. boavHoil uzdbimounoco
numanus. Kodchvie nokposst 00biuHoil okpacku. Omexos Hem.
Tepugpepuueckue aumgoysant ne yeeauuenst. Cycmaswi 6Heul-
He He u3MeHeHbl, be3004e3HeHHbl. J8UNCeHlUs 6 HUX 8bINOAHSA -
romces 6 noanom obseme. Cednosuonas degopmayus CHUHKU
Hoca (puc. 2). B aeckux ocaabnennoe e3uxysapHoe ovixauue,
xpunoe Hem. Yacmoma dvixamenvuvix dsuxncenuti — 16 6 MuH.
Touwt cepdua npuenyuieHsl, 4acmoma cepoeyHvIX CoKpauie-
Huti — 76 y0./Mun, pumm npasuavhviii. Apmepuanvroe das-
neHue — 125/85 mm pm. cm. XKusom msaekuii, 6e3donre3HeH-
uotl. Tleuens u cenesenia He ygeauueHsl.

Ilo dannbim KauHuUMecK020 aHaru3a Kpogu: eemMo2n00uH
118 2/a, apumpoyumor 5 x 10%/a, aeikouyumor 7,4 x10°/n,
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mpomboyumst 400 x 10°/a, ckopocms ocedanus 3pumpoyu-
moe 23 Mm/u.

Buoxumuueckuii ananu3z kposu: kpeamurun 118 mxmons/a,
aceneso 8,0 mmonv/n, peppumun 336 mre/n, C-peaxmuénbiii
benok 13,00 me/n, kaupenc kpeamununa 65,51 ma/mun, Kay-
oouxoeas Quavmpayus 54,19 ma/mun, kanarvyesas pe-
abeopbuus 54,17 % (npu nopme 97—99 %), cymounas
aKckpeyus kpeamununa 1,26 e/cym, Kpeamunun mouu
9276,00 mxmonv/n. Takum 06pazom, umeno MeCmo CHUNCEHUe
KAy00UK0601l uasbmpauuu U Kanaibyeeoll peabcopoyuil.

Obwuii ananuz mouu: 6eaox 0,20 /a, kposs 0,60 me/on.

Ananus mouu no Heuunopenro: neticoyumor 62006 1 ma,
apumpouumot 4006 1 ma (HopmanvHoe 3uauenue: do 10006 mn),

yuaunopol 20 6 1 ma.

Huypes: cymounniit 1200,0 ma, munymuuiii 0,83 ma/muH,
KOHUuenmpayuonubiii unoexc 78,61 yca. Eo.

Aumumena k osycnupanvroii IHK 16,56 ME/mn, anmu-
mena K s10epHbIM aHmueeHam, ckputure 0,79, peemamouoHblil
gaxmop 20,20 ME/a, aumucmpenmonuzun-0 176,7 E0/mn
(nokazamenu 6 npedenax peghepeHcHbIX 3HA4eHUll).

[Ipu myabmucnupanbroli KOMHbIOMEPHOU momozpapuu
(MCKT) opeanos epyonoii knemxu (anpeas 2017 e.) 8via61e-
HbL NPUBHAKU (YUOPO3HBIX UBMEHEHUIl 8 Ne2KUX ¢ KaAbUUHA-
mamu, 30Hbl YAAOMHEHUS NO MUNY <MAMOB020 CMEKAA»
8 6epxHux doasx aeekux (puc. 3).

Brepevle duacHocmuposan epanyiemamos ¢ NOAUaHUUMoM,
2eHepanu308aHHAsL (POPMA, XPOHUHECKOe meveHue, CpeoHell chme-
neHu aKmu@HOCMU, ¢ NOPANCEHUEM GEPXHUX ObIXAMENbHbIX

a4,
€
rg ]

Puc. 3. Myavmucnupanvhsie komnviomepHsie MoMoepammol 0peanos epyonoii knemxu (anpeas 2017 2.) nayuenma C. 6o ppoHmanvhuix (a, 6) u aKcuanbHbix
cpesax (6 — e): a, 6 — KOPOHAPHbLI cpe3: NPUBHAKU 2PYObIX (PUOPO3HBIX USMEHEHUI! 8 1e2KUX C KAAbUUHAMAMU, 30Hbl YNAOMHEHUs N0 MURY <MAMO08020 CIeKAa»
6 epxHeli doje caeea u cpedueil done cnpaga; ymeHvlueHue 00sema npagoeo 1e2koo; 8, 2, 0, e — aKCUanbHblil Cpe3: 30Hbl YHAOMHEHUs N0 MUY «<MaAm06020
cmeKkAa» 8 0a3anbHbIX OMOeNax cnpasa U cpedHux omoeaax ¢ 0beux cmopot,; (huGpPo3Hsle UsMeHeHUs N0 X00y MeXNCaNb8eOASPHOL NAe8pbl, 6 0AbUUEL CIMeneHU
Cnpasa, KPYnHwIX U CPeOHUX 6POHX08 ¢ KAAbUUHAMAMU; NOCACONEPAUUOHHbII ameneKmas npagozo 1ecKoeo

Fig. 3. Multispiral computed tomograms of the chest organs (April 2017) of patient S. in frontal (a, 6) and axial sections (¢ — e): a, 6 — coronal section: signs of
gross fibrous changes in the lungs with calcifications; areas for measuring ground glass corrections in the upper lobe of the left and middle lobe of the right; reducing
the volume of the right lung; 6, e, 0, e — axial cut: areas of compaction of the «frosted glass» type in the basal sections on the right and the middle sections on both
sides, fibrous changes along the interalveolar pleura, mostly on the right, large and medium bronchi with calcifications; postoperative atelectasis of the right lung
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nymeii (naHcuHycum, puHum, XpoHu4ecKui 08YcmopoHHUl
aodee3ueHblil CpeOHUll omum), n1eeKux (Hecheyuguueckas uH-
mepcmuyuanbHas NHeBMOHUS), NoYeK (MUKPO2eMamypus,
npomeunypus), cycmaeos (apmpaneuu), aHemusi XpoHuye-
cK020 3abonesanus neekol cmenenu. Mnoexc akmugHocmu
no wkane BVAS — 16 6annoe, undexc nospexcoenus VDI —
6 6annos. Pesexyus S1—2, S6, S101e6020 neekoeo 6 2013 2.,
pezexuyus Co HuxcHell doau npasoeo aeekoeo 6 2014 e.

Koncyaomauyus omopunosapuneonoea: epanyiemamos
¢ noauaHeuumom. Xpornuueckuii ampopuueckuii purnum. Xpo-
HUvecKuli eunepnaacmu4ecKuil noaucurycum. Xponuueckui
08YCMOPOHHUILI adee3UBHbLI CPEOHUTI OMUM.

B ce53u ¢ 603HUKWUMU COMHEHUAMU 8 NPABOMEPHOCMU
panee ycmaenenHozo nayuenmy C. duaenosa «mybepiynes»
OviLn Hanpaeaen 3anpoc 6 Llenmp no 6opvbde ¢ mybepkyrezom
¢ npoceboil npedocmasums eucmonocu4ecKue npenapamol
ons nepecmompa. Ilpu nosmopHom anaiuse panee noay4HeH-
H020 GUONCULIH020 MAMeEPUANa Y4acmKa AeeK020 Gblsa6AeHbl
dokycwl Hekposa (Hauboaee coomeemcmayrom uopuHo3HO-
MY HEKPO3Y) € 04a2080ll 303UHOPUABHOIL peaKyueil, ouepma-
HUSMU HEKPOMU3UPOBaHHbIX cocydos. Ilo nepughepuu ouacos
HeKpo3a UMeemcst GblpadiCeHHas UHPUALMPALUs U3 AUMPO-
UOHBIX KAEMOK, NAA3MOUUMO8, I03UHOPUABHBIX ACUKOUUMO08,
DACCEAHHBIX 2USAHMCKUX MHO20510epHbix Kaemok. Tlo kpaio
HeKpo3a — 303UHOPUAbHAS MEAK00HA208As1 UHDUALMPAUUS
C 2UCAHMCKUMU KAeMKAMU UHOPOOHBIX men, Mecmami gop-
MUPYIOWUX HeuemKue epaHyremonodobHble cmpyKmypol.
Boausu ouaeos nekposa u 6 npunesxcauwieii 1eeo4Holl MKaHu —
KposeHocHble cocyObl ¢ PU3HaKamu npooyKmueHo2o ooau-
mepupyroujeco sackyauma. B unguiompame npeobradarom
203UHOUNbHBIE ACUKOUUMDBL, NAA3Mamu4ecKue Kiemku.
B npoceeme anveeon — boavuioe Koauuecmao cudepogpazos.
Tpunexcawas aecounas mKans 6030YUIHASL, ¢ MOHKUMU AN1b-
BEONSPHBIMU NEPe2opoOKamil, MeAK00HA2080l AUMPOUOHOL
ungpuaompayuei. Mopgonoeuueckas kapmuna bonee coom-
8emMCmayem CUCIEMHOMY BACKYAUMY C NOPANCEHUEM 1€2K0e0.

B danvneiiumem naznauenue npenapamos 6vi10 nepecmo-
mpeno u 6 Llenmpe no bopvboe c mybepkyne3om, eoe no pe3ynb-
mamam nepecmompa mybepKyaes 0via UCKAIOUeH U cO0eAaHo
3aKAI04eHUe 0 COOMBEMCMBUU 2UCHOA0SUMECKOU KAPMUHbL
epanyaemamosy ¢ noauaneuumom. Taxum obpazom, 3aKaro-
YeHUs Namomophoa0206 08yX yupescoeHuil Coenanu.

IIposedena buoncus cauzucmoii nosocmu Hoca. Tucmo-
A02uHecKu 8 UccAed08aHHOM Mamepuane HabA00armces
CMPYKMYPHble UMEHEHUsl, COOMEENCMEYIouue 2ueaHmoKie-
MO4HOMY HEUHPEKUUOHHOMY epaHyNeMamO3HO-HeKPOmuYe-
CKOMY cucmemHomy eackyaumy. B mxanu causucmoii 060-
AOUKU BEPXHUX ObIXAMENbHbIX NYMell Onpedeasemcs necmpast
KapmuHa, npeocmasneHtas 8 nepayio ouepeds epaHyiemMami
U3 MKaHesoeo dempuma, pacnadaioWuUMUCs KAemxKamu ¢ Ka-
PUOPEKCUCOM, OKPYIHCEHHBIMU 8AAOM BOCNANUMENbHO20 KAe-
MO4H020 UHGUABMPAMA U3 AUMPOUUMO8, NAAZMANULECKUX
KAemokK, Helimpo@uabHblX ePaAHYAOUUMO8 U MaKpogazos,
cpedu KOMOPbIX UMEIHOMCSL MHO20SI0ePHble 2UAHMCKUE KAem-
ku. Ilecmpoma kapmuHsl onpedensemcs pazHol cmenenvio
BbIPANCEHHOCMU NPOUECCO8 ANbMePAuUU, IKCCy0auuu U npo-

Augepayuu. Imo npossasemcs mem, 4mo epaHyiemMvl UMerom
DPa3Hble pasmepsl ¢ HEPAGHOMEPHOCMbIO PACHPedeNeHUs Ke-
MOUHbBIX 21eMEHMO08, 0OHAKO ¢ Npeodaadanuem npooyKmueHo
mKaHesoil peakyuu. B omHocumenvHo céexcux epanyiemax
OCHOBHYIO MACCY KACTMOUHbIX 21€MEHMO08 COCMABASIIOM AUM-
doyumnt, eucmuoyums! u Heimpoguawt (puc. 4, a), a é co-
3DeBaIOUUX SPAHYAEMAX, KOMOPbIX OOABULUHCIMEO, — MAKPO-
daeu, kaemku pubpobracmu1eckoeo pada u nAA3MOuUMbl
(puc. 4, 6). O0HUM U3 21a6HbIX OUACHOCMUYECKUX NPUHAKOB
3a001e6aHUs OblA BbIAGACHHDII CUCEMHbLI gacKyium de-
CMPYKMUBH020 Xapakmepa ¢ 0meKoM, QuopuHoOUOHsIM He-
Kpo30mM cocyoucmolii cmeHku, oucmpogueii U HeKpo30M H-
00MenUanbHbIX KAeMOK 8 OMHOCUMENbHO CEENCUX 2PAHYAeMAX
(puc. 4, 8), a makice uzmMeHeHuUs cocyoucmoil cmenku de-
CMPYKMUBHO-NPOOYKMUBHO20 U NPOOYKIMUBHO20 XAPAKMepa
C NOsIBACHUEM 8 CMEHKAX NOPANCEHHBIX COCY008 (udpodaracmos
U NAA3MOYUUMO8, YMO XAPAKMEPHO 045 3PeNbiX epaHyiem
(puc. 4, 2). Uzmenenus onpedeastomes 6 apmepusix MeaKoeo
U cpedHeeo Kaaubpa, cocyoax MUuKpouupKyasmopHozo pycia
U 8eHax, ede coMemaromest 4epedyouuecst NPU3HaKu 0ecmpyx-
MUBHBIX UBMEHEHULl cOCYOUCMOI CMeHKU ¢ npoaugpepayuell
UX KAeMOUHbIX 21eMeHmM0o8. BoisisaenHble pazHoobpastble uz-
MeHeHUsL COCYOUCIO20 PYCAQ 8 COBOKYNHOCHU C NOAUMOPU3-
MOM KAeMOUHO020 UHDUALMPAMA epaHyIem C8UIeMenbCmay -
om 0 peyudusUpPyrOWeM Xxapakmepe npoyecca.

Takum obpazom, mopghoaoeuuecku 0bia 6epUPUUUPOBAH
epanyremamo3s ¢ noauaneuumom. Ilpu pempocnexmugHom
anaauze mybepkynes noomeepicoen He Obli, 8 MOM Hucae
dmusuampamu. Ilposodunrace mepanus npeoHuU3010HOM
(40 me/cym ¢ nocmenenHbviM cHUdCenuem 0o 15 me/cym),
yuknopocghamudom (andoxcanom) (200 me napenmepaibHo
uepe3 denb), Oucenmonom (480 me 2 paza 6 cymku). Ha gpone
npo8oOUMOLL mepanui COCMOsIHUE YAVHUUAOC, HOPMAAU3O0-
8anace, memMnepamypa meaa, vloeseHue Kopox U3 Hoca ymeHb-
WUAOCH, YAYHUUAUCS 1A00paAMOPHble OAHHbIe: KPeAMUHUH —
110,0 mkmonv/a, C-peaxmuensiii 6erok — 4,30 me/a,
COD — 17 mm/u.

B nosope 2018 e. nayuenm C. noémopHo eochumanu3u-
POBaH 6 omdeneHue peemMamonoeull ¢ Hal00amu Ha causu-
cmole 8bl0eNeHUs U3 HOCA, NOsiGAeHUe KOPOK 8 HOCY, 00Uyio
cAabocms, YMPeHHIO CKOBAHHOCMb 6 meveHue 20 MuH.

B yeaom cocmosinue nayuenma 3a epemsi, npouteduiee
¢ MOMeHmMa npedvloyuleli 20CRUMAnU3ayuil, YAyHUuIOCh: Co-
Xpausiemcs HOpMAAbHAS MEMNEPamypa meaa, yMeHbUUAUCh
CUMRIMOMbL NOPAICEHUSI BEPXHUX ObIXAMEAbHBIX NYymell.
Ha MCKT opeanoé epydHoil kaemku ommeuena noaoHCcU-
menbHast OUHAMUKA 8 8UOe YMEHbULEHUSL 30H «<MAMO0B020 CIeK -
Aa». O0HaKo OnumenvHblil npUeM eArKOKOPMUKOUI08 npueen
K y8eauueHuio 6eca u NnosiGAeHUN) MHONCECMBEHHbIX CIPUIL
Ha Kojice mya08uuya u KoOHeyHocmeli 8 pamKax 3K302eHH020
eunepkopmuyusma (puc. 5).

06cyxaeHune

Taxum 06pa30M, C MOMCHTaA II€PBbIX CUMIITOMOB
J10 YCTAaHOBJICHHA BEPHOI'O AMArHo3a IIpouLio 5 net. Poko-
BbIM COBITAACHUEM SIBUJICA Takou peHT]"eHOJ’[O]"VI‘{CCKI/If/I
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Puc. 4. Tucmonoeuueckoe uccredoganue cauzucmoti nosrocmu Hoca nayuenma C. (OKpacka eeMamoKcuiuHom u 303unom, x40—60): a — npeobaradanue
0ecmpyKmugHbIX NPOUECcos @ epanyneme ¢ pacnadaruumMucs KAemkami, KapuopeKcucom, HelimpoguabHolMu SpaHyr0yumamu u 0ecmpyKmueHsiM 8ac-
KYAUmom 6 cmenke; 6 — KAemo4Hblil 0OCHAAUMENbHbL UHGUALMPAM SPAHYAEMbL, COCOAUUTL U3 AUMPOYUUMOB, NAAIMAMUHECKUX KAEMOK U 2USAHMCKOU
MHO20A0EPHOI KAemKU; 8 — 0eCMPYKMUBHbLI 86ACKYAUM ¢ PUOPUHOUOHBIM HEKPO30M CIEHKU, anbmepayueil SHOOmenUs U NepUBackyAAPHOIl BOCHANUMENbHOI
unpuabmpayuell; e — nPOOYKMUBHbLI 6ACKYAUM ¢ npoaugepayueii 3HOomenus, KAemouHbIX 3NeMeHMo8 CMeHKU U CKAePOMU4ecKUMU U3MeHeHUAMU 6 Hell
Fig. 4. Histology of the nasal mucosa of the patient (Hematoxylin-eosin stain, x40—60): a — the predominance of destructive processes in the granuloma with
decaying cells, karyorrhexis, neutrophilic granulocytes and destructive vasculitis in the wall; 6 — cellular inflammatory infiltrate of the granuloma, consisting
of lymphocytes, plasma cells and a giant multinucleated cell; ¢ — destructive vasculitis with fibrinoid wall necrosis, endothelial alteration and perivascular
inflammatory infiltration; e — productive vasculitis with proliferation of the endothelium, cellular elements of the wall and sclerotic changes in it

Puc. 5. Cmpuu na nepeoneii 6prowroii cmenke nayuerma C.
Fig. 5. Stretch marks on the anterior abdominal wall of patient S.
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CUHAPOM, KaK CHUHAPOM YIUJIOTHEHUS JIETOYHON TKaHU
(MM CMHAPOM KOHCOJIMIAIIMM), OTPaKaIOIIMil TIpoliecc
3aITOJTHEHUST aJIbBEOJI MATOJIOTUIECKUM CONEPKUMBIM.
BaxHo otMeTuTh, 4yTO MUddepeHIInaTbHO-TMarHOCTHYE -
CKMI1 psifi BKJIIOYas B ce0s1 Takue 3a00ieBaHus, KaK Tyoep-
KyJieMa, CapKoM103, aMUJIOMI03, BACKYJIUT, a TAKKE OITy-
X0JIeBoe 00pa3oBaHue, IS KOTOPBIX 00jiee XapaKTepHbI
MSTKOTKaHHbIE 00pa3oBaHUS AMaMeTpoM Oojiee 3 cM
¢ BKJTIOYEHUSIMU KaibLiysl. Tak, TyOepKyneMa, ogHa 13 (hopm
TyOepKyJie3a JeTK1X, YacTO COMEPXKUT o4aru OOBI3BECT-
BJIEHUSI TPV MHOTOJIETHEM TeueHUU. OTINIMTENbHBIN ee
MPU3HAK — (POPMUPOBAHUE OYATOBBIX, CJIOUCTHIX WUTH AM-
¢y3HbIX 00bI3BecTBICHUI [11, 12]. YacTo BKITIOUEHMS Kalb-
LIS BBISIBJISIIOTCS Y TIPY CAPKOUI03€, CUJTMKO3€e U TTopaXke-
HMSIX JIETKUX TTPU BacKysmTe. IMEHHO 1T03TOMY I10 TaHHBIM
KT opraHoB IpyaHO#l KJIETKM TTPAaKTUIECKU HEBO3MOXHO
MPOM3BECTH TOUHYIO nrddepeHIInaIbHYIO0 TUaTHOCTUKY
B TTI0JIb3y TOTO WJIM MHOTO AMarHo3a 0e3 yJera KIMHUKO-
JnabopaTopHbIX ocobeHHocTei. B monas3y I'TIA cBuneresnb-
CTBYET cOYeTaHWE MOPaXXeHUS BEPXHMX JbIXaTeIbHBIX
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myTei 1 nepopMalivu JUIIEBOTO Yeperna B UCX0Ie HeKpo-
TU3UPYIOIIETO BaCKyIUTa.

OtcyTcTBrEe MUKOOAKTEPHU TyOEpKYyie3a B MaTepurae
YIaJICHHO JIETOYHOI TKaHW He CTaJI0 OCHOBAaHUEM JUTSI Tie-
pecMoTpa KOHUENIUU UH(PEKIIMOHHOTO 3a00JIeBaHMS,
a oxxugaHue a(pdekTa oT Ha3HAYEHHOM MPOTUBOTYOEPKY-
JIE3HOM Teparuy OTCPOUYMIIO YCTAHOBJIEHHWE TTPaBUILHOTO
JIMaTHO3a W TOBJIEKJIO HEOIPaBIaHHOE XMPYPTUIECKoe
BMelIaTeabcTBO. KpoMe TOro, KaMHeM MPETKHOBEHUS
Ha IyTU K Bepu(UKalMU BacKyIuTa SIBUJIOCH MOP(OIIO-
ruyeckoe 3akioueHue LieHTpa mo 6opbde ¢ Ty0epKyie30M
B CBSI3U CO CXOJICTBOM MOP(OJIOTMYECKOM KapTUHBI JaH-
HBIX TPaHyJIeMaTO3HBIX ITPOIIECCOB.

BaxkxHo OTMETUTB, YTO JUTUTETBHOE BPEMSI B KITMHMYE-
CKO1 KapTHHE MpeodIanaau CUMIITOMBI TTOPaKEHMS Jie-
TOYHOI TKaHU 0e3 MPU3HAKOB CHUCTEMHOTO BOCITAJICHUS
U ciabbie cUMITTOMBI TopaxeHus JIOP-opraHos, siBisiio-
Iuecsl IMarHocTuIecKuMu kputepusimu EBporieiickoit
anTupeBmatuueckoii nuru (The European League Against
Rheumatism) u AMepUKaHCKOM KOJIJIETMH PEBMATOJIOTUU
(the American College of Rheumatology) — ACR/EULAR
(2022) (cM. Tabauily), XoTs Ha 3-M roay 60e3HU BO3HUK-
JIa «MOJTYaJIMBast» CeUIOBUIHAS NeopMalivst CIMHKA HO-
ca, ctosb xapaktepHas qist I'TIA [13].

IpencraBneHHOE KIIMHUYECKOE HAOIOACHIE NEMOH -
CTpUpPYET TpyaHOCTU nuddepeHIInanbHOl TMarHOCTUKH
I'TIA ¢ apyrumMu rpaHyjieMaTO3HBIMU ITpolieccamu (Tyoep-
KyJne3, capkouno3s). [1o3mHsist amarHocTka mpuBesia K pas-
BUTHIO TeHEPAIM30BAaHHOU (DOPMBI ¢ TTOpakKeHUEM XKU3-
HEHHO BaXXHBIX OPTaHOB (JIETKUX, IMOYEK, nedopMaliur
CIIMHKM HOCAa), Yero, CKopee BCero, MoxXHO ObLIO Obl U3-
0exxaThb B CTydyae CBOEBPEMEHHOM MTUAarHOCTUKU 1 paHHe-
ro Havasia 6a3ucHoii Tepanuu. B pe3ynbraTe ommboYHOM
JMUarHOCTUKU B Je010Te 3a00J1eBaHMS MALUEHTY JBa Kb
BBITIOTHEHA HeOllpaBIaHHasl pe3eKIIMsI CETMEHTOB 000MX
Jerkux. Kpome Toro, ommmoka B [uarHo3e crajia IpuIuHon
TOTO, YTO MALIMEHT B TeYCHME 2 JIET MOTyJasl 4-KOMITOHEHT-
HYIO TepaItvio IPOTUBOTYOEPKYJIE3HBIMU TIperiapaTaMu,
KaXIbIil 13 KOTOPBIX HEPEIKO OKa3bIBAE€TCS TOKCUYHBIM,
yCyry0JIsist OBpEXIeHNUE TTOYEK.

3akntoyeHue

T'TIA, aBassich peakum 3abojieBaHEeM, MOXET Mpe/i-
CTaBJISITh AUATHOCTUYECKUE TPYAHOCTU HE TOJBKO IS
KJIMHUILUCTOB, HO U JJisI MOP(OJIOTOB, UTO CBSI3aHO CO
CXOJICTBOM T'MCTOJIOTMUECKOI KapTUHBI 3a00J1eBaHMI ¢ rpa-
HyJIeMaTO3HbIM BapuMaHTOM TopaxeHus TkaHel. [Tpu Ba-
CKYJIUTE, C Y4ETOM Pa3HOOOPA3HOTO BOBJIEUEHUSI OPTAHOB
U CHUCTEM C PUCKOM MX HEOOpaTMMOI'O MOBPEXKICHMUS,
JIUAarHOCTUYeCKre U jJeyeOHble MEPOIPUSITUSI TPeOyIoT
MYJIBTUINCUUTUIMHAPHOTO MTOAXO0/a C IPUBJCUEHUEM Y3KUX
CMeuUaTUCTOB (He(POJIOroB, IMyJIbMOHOJIOIOB, OTOJIAPUH-
roJIOTOB, XMPYProB U MaToMOp(OJOroB HECKOJbKUX Me-
JTULIMHCKUX YupexaeHuit). CBoeBpeMeHHast IMarHoCTUKA
BACKyJIMTOB C MPUBJIEUEHUEM B KaueCTBE 3KCIIEPTOB He-
CKOJIBKMX TTaTOMOP(OJIOroB, 0COOEHHO MPU TOPITUIHOM

TeYeHUU TyOepKyJe3a JIeTKUX, 3HAaUYUTEJIbHO YIydllaeT
MPOTHO3 MallMEHTOB U MO3BOJSIET U30exXaTh (paTaJbHbIX
OCJIOXKHEHUU.

Kpumepuu Eeponeiickoii anmupeemamu4eckoil aueu u Amepukanckoil
Koaneeuu peemamonoeuu, 2022 (adanmuposaro us3 [ 13])

Criteria of the European Anti- Rheumatic League and the American College
of Rheumatology, 2022 (adapted from [13])

Kimanueckue Kpurepuu Bambi
HaszanbHble CUMIITOMBL: KPOBSTHUCTBIE BBIICJICHHS,
S3BbI, KOPOYKH, 3aCTOM, 3aKyIIOPKA HOCOBBIX XOJIOB
win nedekT/mepdopaliysi HOCOBOM TTEPErOPOIKHA +3

Nasal symptoms: spotting, ulcers, crusts, congestion, blockage
of the nasal passages, or defect/perforation of the nasal
septum

IMopaxeHue XpseBbIX CTPYKTYp (BOCMajieHue

XPSIIEW HOCA WY yXa, XPUTLIBIN TOJIOC WIW CTPUIOP,
nopaxeHue dHA00POHXUATBHBIX XPSILIEH WU CeJI0-
BUIHAs 1ehopMalysi Hoca) +2
Cartilage lesions (inflammation of the cartilages of the nose or

ear, hoarse voice or stridor, endobronchial cartilage lesions or

saddle nose deformity)

KoHaykTuBHasi Win CEHCOHEBpaJibHasI TyTOYXOCTh +1
Conductive and sensorineural hearing loss

JIaGoparopHbie KpUTEPHH, TaHHbIE BU3YATH3AINN 1 OHOTICHH

«+» TECT Ha LIMTOIIa3MATUYECKU TATT AaHTUHEUTPO-
bwrpHBIX IUTOTUTa3MaTIYecKUX aHTUTeN (CANCA)

WJIV aHTHUTENA K TipotenHase-3 (antuPR-3) +5
«+» test for cytoplasmic type of antineutrophil cytoplasmic
antibodies (cCANCA) or antibodies to proteinase-3 (antiPR-3)

V3110BbIe 00beMHBIE 00pa30BaHUS B JIETKUX WJIN
MOJIOCTH Ha CHUMKAX OPraHOB I'PYIHOMN KJIETKUA +2
Nodules, masses in the lungs or cavities on chest X-ray

Ipanynema, sKCcTpaBacKy/IsIpHOE rpaHyJieMaTO3HOE
BOCIaJIEHNE W TUTAHTCKUE KJIETKU B OMOTICUY
Granuloma, extravascular granulomatous inflammation,
or giant cells on biopsy

+2

Bocnanenue, yraioTHeHWE WK BBITIOT B HOCO-
BBIX,/OKOJIOHOCOBBIX ITa3yXax, MU MaCTOMIUAT

Ha CHUMKax +1
Inflammation, induration, or effusion in the nasal/paranasal

sinuses, or mastoiditis on imaging

AyTOMMMYHHBIH TJIOMEPYIOHE(DPHUT MO TaHHBIM
ouoncun A1l
Autoimmune glomerulonephritis on biopsy

TTomoxXuTeNbHBIN TECT Ha MIEPUHYKIICAPHbIE aHTUHEM-
TpOGUIbHBIE IIUTOIIA3MATUYECKIE aHTUTEIA

(pPANCA) wiu aHTUTEIa K MUEIOTIepOKCHIAa3e

(anT-MPO) -1
Positive test for perinuclear antineutrophil cytoplasmic

antibodies (PANCA) or anti-myeloperoxidase antibodies
(anti-MPO)

ConepxaHue 303MHOMGIIOB B KpoBH >1 x 10°/11 _4
The content of eosinophils in the blood > 1 x 10°/1
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