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Pesiome

Lienb. BbiABNTb 3aKOHOMEPHOCTM NOPaXKeHUA HOCa 1 OKOJTOHOCOBbBIX Na3yX y NaLMeHToB
C rpaHynemaTo3om ¢ nonuaHrumtom (MA).

Martepuanbl n1 metoapl. [IpoBefeHO PETPOCNEKTUBHOE WCCNefOBaHNE KIANHNUYECKNUX
[aHHbIX 14 NaUMEeHTOB C CUMMNTOMaMM NOPAXKEHUA HOCA 1 OKOJTOHOCOBbIX Ma3yX, KOHCYb-
TUPOBAHHBIX 1 HAXOAMBLUUXCA Ha CTAaLUMOHAPHOM 0OCNefoBaHNN U NEYEHNN B OTOPUHO-
NAPUHTONOrMyecKmx otaeneHusx Y3 «4-a ropofckas KnmHmnyeckas 6onbHuua nm. H.E. Cae-
YyeHKo» B nepuogd ¢ 2018 no 2022 rof, KOTOPbIM AMArHO3 «rPaHyIeMaTo3 C MOAMAHTUUTOMY
6bln BbICTAB/IeH BrepBble. Bcem nmauvieHTaMm NpoBefeHO KOMMJIEKCHoe 06cneioBaHMe,
BKJIIOYUaloOLLee SHIOCKOMMUECKOE NCCNEef0BaHNE TOP-0PraHoOB, OOLLEKTMHNYECKNE NCCTe-
posaHus, KT yepena, 61MONCYIo IOp-OpraHoB C NOC/eAYOWUM FMCTONOMMYECKM Ucce-
[LOBaHMEM, UMMYHOJOrMyecKkme metoabl (@aHanus kposu Ha AHLLA).

PesynbraTtbl. B nccnegyemon rpynne naumeHTOB (4 MyXuuH (28,5%) n 10 >KeHWuH
(71,5%)) c cumnTOMamm NopaKeHUsA Hoca M OKOJTOHOCOBbIX Nasyx npu IMIA B Bo3pacTe ot
16 0o 66 neT cpefHMI BO3PacT HA MOMEHT NOCTAHOBKM AiiarHo3a cocTtaBun 46,5+17,7 rona
(megmana Bo3pacTa 51 roa). Y nauneHToB B NofaBstoLem 60blUMHCTBE ciyyaes (12 ye-
nosek; 86%) nopakeHne Hoca U OKOMOHOCOBbIX Nasyx (OHIM) 6bino nepsbim u'y 2 (14%)
N3 HUX €OVHCTBEHHbIM MposBieHeM 3aboneBaHus. Y 3 (21%) nauneHToB Obinn peuu-
LOVBMPYIOLLVE HOCOBbIE KPOBOTEUEHMS U KOPKY B HOCY C CUSIbHbIMI 6onsimu 1 nepdopa-
umnen HocoBow neperopodku, y 1 (7%) U3 HUX NULLEHHBIA CBOEN ONOPbl HAPY>KHbI HOC
npuobpen cegnosugHyto dopmy. Y 4 (29%) naumeHToB OGbifo NOpaXKeHne OKONTOHOCOBbIX
na3syx (4to 66110 NOATBEPXKAEHO KOMMbIOTEPHOI TOMOrpadueit), a JanbHelilee Nporpec-
CupoBaHue 3aboneBaHUs NPYBENO K Pa3BUTUIO AeCTPYKTUBHOIO NaHCcMHycuTa. Y 2 (14%)
nauneHToB ¢ nopaxeHriem OHI rpaHynemaTo3Has TKaHb PacnpoCTpaHUIacb B opouty.
CrMNTOMbI Ha paHHKX cTagusax [MIA BapuabenbHbl, OfHAKO 3a/10KEHHOCTb HOCA, PUHOpPes
1 obpa3oBaHuMe KOPOK B HOCY Hanbonee pacnpocTpaHeHbl. Y 12 (86%) naureHTOB B KPOBU
OblIV BbIABNIEHbI aHTUTENA K NpoTenHase-3, ewe y 2 (14%) nauveHtoB AHLIA B KpoBu He
onpegenanucb. brioncua Hoca n OHI noaTeepauna ructonornyeckue kputepum IMA y
5 (36%) nauneHToB. ANUTENbHOCTb OT MNOABMEHWA MEPBbIX CUMNTOMOB [0 KOHCTaTaLum
JMarHosa cuctemHoro 3abonesaHuna coctasunia 10,5 mec.
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3aknioueHue. Pe3ynbTaThl AaHHOTO NCCNIE[OBaHNA NMOATBEPKAAIOT BaXKHYO POJIb OTOPU-
HoMapviHronora B HabnlogeHUn 1 neyeHnmn naumeHToB ¢ MA Ha pasHbIX cTagusax Teue-
HVA 3ab6oneBaHuA. TaTenbHOe fMarHoCTMYeckoe obcneoBaHne, BKOYasa SHAOCKONN-
UecKoe, PEHTrEHOMNOrMYeCKoe, MMCTONaToNONMUYECKOe U CEPOSIOrMYeckoe NCCNIefoBaHue,
HeobOXOAMMO AN MOCTaHOBKYM NPaBUIIbHOMO JMarHo3a U Havyana neyeHus.

KnioueBble cnoBa: rpaHyfiemaTos C NOAMaHIMUTOM, HOC, OKONTOHOCOBbIE MAa3yxu, KOM-
nbtoTepHas Tomorpadusa, buoncus, AHLIA
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Abstract

Purpose. To identify patterns of lesions of the nose and paranasal sinuses in patients with
granulomatosis with polyanagiitis (GPA).

Materials and methods. A retrospective study of the clinical data of 14 patients with
symptoms of lesions of the nose and paranasal sinuses, who were consulted, examined
in in-patient settings and received treatment at the otorhinolaryngological departments
of the 4™ City Clinical Hospital named after N.E. Savchenko from 2018 to 2022 (diagnosed
with granulomatosis with polyangiitis for the first time). All patients underwent a
comprehensive examination, including endoscopic examination of ENT organs, general
clinical studies, CT imaging of the skull, biopsy of ENT organs followed by histological
examination, immunological methods (blood test for ANCA).

Results. In the study group of patients (4 men (28.5%) and 10 women (71.5%)) with
symptoms of nasal and paranasal sinus lesions in GPA aged 16 to 66 years, the average age
atthe time of diagnosis was 46.5+17.7 years (median age was 51 years). In the vast majority
of patients (12 people; 86%), the lesion of the nose and paranasal sinuses (PNS) was the
first one; in 2 (14%) of them, it was the only manifestation of the disease. Three (21%)
patients had recurrent nosebleeds and crusts in the nose with severe pain and perforation
of the nasal septum; in one (7%) patient, the unsupported external nose acquired a
saddle shape. In 4 (29%) patients, paranasal sinuses were affected (which was confirmed
by computed tomography); further disease progression led to the development of
destructive pansinusitis. In 2 (14%) patients with PNS lesion, granulomatous tissue spread
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into the orbital cavity. Symptoms at the early stages of GPA are variable. However, nasal
congestion, rhinorrhea and the formation of crusts in the nose are the most common
symptoms. Proteinase-3 antibodies were detected in the blood of 12 (86%) patients, and
ANCA was not detected in the blood of 2 (14%) patients. Nasal and PNS biopsy confirmed
histological criteria of GPA in 5 (36%) patients. The duration from the onset of the first
symptoms to the diagnosis of a systemic disease was 10.5 months.
Conclusion.Theresults of this study confirm theimportantrole of an otorhinolaryngologist
in the observation and treatment of patients with GPA at different stages of the
disease. A thorough diagnostic examination, including endoscopic, radiographic,
histopathological, and serological examination, is necessary to make a correct diagnosis
and initiate treatment.

Keywords: granulomatosis with polyangiitis, nose, paranasal sinuses, computed
tomography, biopsy, ANCA

B BBEJAEHWE

[paHynemato3 ¢ nonvaHrMUTOM, paHee rpaHynemaTos3 BereHepa - 3TO cucTemHbIn
BAaCKY/INT, XapakTepu3yLWNACA HaNnYMemM rpaHyiemaTo3HOro BOCManeHna u pasBuTtu-
€M HeKpPOTMYECKOro MOopax)eHuA Menkux n cpefgHux cocygos. [TIA aBnaeTca akTyanb-
HOW Mpo6iemMoli KIVHUYECKON MefMLNHbI, TaK KaK OCTAaeTCA OOHUM U3 CaMbIX TSXKENbIX
N NPOTHOCTUYECKN HEGNAronNpPUSTHbIX BAPUAHTOB CMCTEMHbIX BackynuToB [1]. B EBpone
pacnpocTtpaHeHHOCTb [TIA coctaBnaet 5 cnyvaeB Ha 100 000 HaceneHuA. Mo gaHHbIM
Pa3nnyHbIX NCCefoBaHUM, YMcno naumeHToB ¢ [TIA HeyKnoHHO Bo3pacTaeT. 3a nocnea-
Hre 30 net 3ab60neBaemMoCTb B €BPOMENCKMX CTPaHax yBenmumnach B 4 pasa, a, no AaH-
HbIM BpuTaHcKoro obulecTBa peBmatosiormm Ha MmapT 2020 r., ITA goctur 32,6 ciyvas Ha
100 000 rocnuTtanusauwmii [2]. CornacHo NonynsALMOHHbIM UCCIIeA0BaHUSAM 3TO 3aboseBa-
HUe NopakaeT NPenmMyLLeCTBEHHO L, TPYAOCNOCOOHOro Bo3pacTa (40-50 neT). B cBA3m ¢
pefKon BCTPEYaeMOCTbio 1 HeJOCTaTOYHOW HAaCTOPOXKEHHOCTbIO CNeLManCcToB B HAaCTO-
Allee BpemMaA gnarHocTrka MIA Bbi3biBaeT 3HaunTeNbHble TPYAHOCTH, YTO B CBOKO ouyepedb
NPensTCTBYeT CBOEBPEMEHHOMY JIEUEHWIO 1 YXYALIAEeT NPOrHO3 AaHHOro 3aboneBaHus.

Bonpocbl HabntopeHns 1 neueHuna naumeHToB ¢ IMA oTHocATCA K chepe KommneTeHumm
peBmatonoros. OgHaKo B peanbHOW KNUHMYECKON MpaKkTuKe Takme naumneHTbl, Kak npa-
BWJ10, 00PALLAOTCA 32 MeAULIMHCKON MOMOLLbIO K CNeumanmcTaM Apyroro npoduns, 4to
06BACHAETCA Upe3BblYalHbIM MONUMOPGU3IMOM KIIVHUYECKOW KapTWHbI C BO3MOMHbIM
BOBJ/IEYEHMEM B NATONIOTMYECKNIA MPoLecc /tobbix opraHoB 1 cuctem. B anarHocTuke IMA,
0COOEHHO Ha paHHUX CTaauAx 6ose3HM, 0C0O0ro BHUMaHMA 3aCy>KMBAeT 06 beKTNBHas
OLEeHKA U3MEHEHNIA CO CTOPOHbI BEPXHMX [bIXaTe/bHbIX MyTel, ABASIOWNXCA Hanbonee
pacnpoCTpPaHeHHbIMI OYaramMmu NopakeHusi B 061acTu rofioBbl U LWen, KOTopble YacTo Mo-
ryT OblTb NMEPBbIM U HEPELAKO €AVHCTBEHHbBIM MPOSBIIEHNEM CUCTEMHOTO Backynuta [3].
MopaxeHne Hoca n OHI otmevaetca y 85-95% nauneHnTos c [TIA, nosToMy paHHAA Ana-
rHOCTUKa 3a6051eBaHMsA BO MHOTOM 3aBVCUT OT OTOpUHOapuHronora. CywecTBytoLas He-
CBOEBPEMEHHOCTb B ANArHOCTVIKE AAHHOIO 3ab0s1eBaHMsA NoAYepKBaeT HeOOXOAMMOCTb
607blUeil 0OCBEJOMNEHHOCTM, OCOBEHHO B JIOp-coobLiecTBe.

B 2012 rogy B Yanen-Xusnne 6bina nepecMoTpeHa HOMEHKSIAaTypa CUCTEMHbIX BAaCKYU-
TOB. B HacTosAWee BpemA Hanbosnee YacTo MCMOSNb3YeTCA HOBOE Ha3BaHMeE HO30JTOMMYeCKoM
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dopmbl 3aboneBaHuA: rpaHynemaTos ¢ nonuaHrumTom (FMA) BMecTo rpaHynemaro3s Bere-

Hepa. YCNoBHO BbIZeNAoT cefytoLme KnmHudeckue dopmbl MA:

B jloKanbHas, KOrga MMeeT MecTo NaTosiorsa Nop-opraHoB unu rnas. BoamoxHbl nuxo-
pagKa, Muanrum, apTpuTbl;

B orpaHunyeHHas Gopma XapaKTepursyeTca NopakeHMeM JIOP-OpraHoOB U NIErKMX, n3me-
HeHuA B ApYyrux opraHax (Koxa, HepBHaa cMcTemMa, Noukm) B aebioTe 3aboneBaHnaA oT-
CYTCTBYIOT;

B reHepanu3oBaHHaA Gopma MOMUMO NOpPaXKEeHN NTOP-OpPraHoB NpegnosaraeTt naToso-
rUI0 B NIETKUX 1 MOYKaXx.

[lmarHo3 ocHoOBbIBaeTCA Ha COYETaHUM KNUHUYECKUX MPOABAEHWI FpaHynemMaTosa C
NONMNaHIMNTOM, yKa3blBatoLMX Ha 3aboneBaHme (MopakeHre rofioBbl U LWew, Nerkmx 1 no-
yek), U NOATBEPKAAETCA CXOAHBIMU MMCTONOMMYECKAMUN JaHHbIMUN: CUCTEMHBIA BaCKyNUT,
nopakaloLmii NperMyLLeCcTBEHHO MeNKMe COCybl, 1 HEKPOTM3UpYoLLee rpaHyneMaTos-
HOe BOCManeHme C F’MraHTCKMMU MHOFOAEPHBIMU KIIeTKaMK, a Tak»Ke NOATBEPXKAEHMM Ha-
nnuma AHLLA B KpOBU NauneHTOB.

B knaccndurKaumoHHble Kputepum [MA BxoaAT yeTbipe NokasaTena: BocnasneHne ciu-
31CTOM 06ONOYKM HOCa UNK PTa, NaTONOrMYeckne N3MeHeHNA No AaHHbIM PeHTreHorpa-
bun rpyaHoN KNneTkm, aHoManbHbI MOYEBOW 0CafoK M Hannuyme rpaHysieMmaTo3Horo Boc-
naneHnsa no AaHHbIM 6roncun. MNpw BbIABNEHUN [BYX 13 YeTblpex NpU3HaKkos 3abonesa-
Hue MoxKeT ObITb KnaccndurumpoBaHo Kak ITIA, uto ykasaHo B Tabnuue.

HauanbHble n3ameHeHnsa npu MA xapakTepur3yTca orpaHUYeHHbIMU N3MEHEHUAMU
B BEPXHUX [bIXaTeNbHbIX MYTAX Y MOTYT NPOAOMKATbCA OT HECKONbKUX MeCALEB 0 He-
CKOMbKMX neT. C No3nLmmn KNMHULMCTa MUMEHHO BHMMaHUE K paHHel CMMMNTOMaTUKe nopa-
XeHnA pecnpaTopHOro TpakTa y NauUMeHTOB C rpaHynemaTo3om BereHepa nmeet 6onb-
woe 3HayeHue. Mo gaHHbIM BekeToBol T.B., y 62% nauneHtoB febtoty IMA npegluectso-
Baso OCTPOE MMM XPOHNYECKoe BOCMNanuTenbHoe 3aboneBaHne opraHoB pecrnnpaTopHoOro
TpakKTa, B MepBYi0 ouepeb XPOHMUYECKOe NMopaxKeHre Nop-0praHoB, KOTOPOe B CpeiHEM
3a 3,7 roga po gebiota MA Habntoganocb y 56% nauuneHToB [4]. CnegoBaTenbHO, CNOXKHO
nepeoLeHnTb POib OTOPUHONAPUHIONOra B ANAarHOCTHKe, ANHAMUYECKOM HabnogeHnm 1
neyeHun naumeHToB c [TIA, BeAb UMEeHHO Nop-Bpay 3a4acTylo ABAAETCA NepBbiM Creuu-
anncTom, K Kotopomy obpatiaerca nauymeHT c [MA.

KnaccndumkaymoHHblie Kputepum rpaHysiemMmaTosa ¢ no/inaHrmmTom
Classification criteria for granulomatosis with polyangiitis

Hosonornyeckasn
Kputepun XapakTtepucrtnka
dopma
f13Bbl B NONIOCTUN PTa; FTHOMHbIE UV KPOBAHNUCTbIE
1. BocnaneHue Hoca 1 monocTu pta
BblAeNeHns 13 Hoca
2. /I13meHeHuA B Nerkmx npu peHTre-
Y3enku, UHGUAbTPaTbl UK MONOCTY B NErKNX
HOJIOMMYECKOM UCCNIeoBaHNM
lpaHynemaTto3 lematypus (>5 3pnuTpounToB B None 3peHna
paHy. 3. I3meHeHunAa moun ypus ( puTPOL p )
C MONNAHTUNTOM NIV SPUTPOLUTAPHbIE LUAIMHAPBI B 0CafKe MOYn
(Bererepa) lpaHynemaTo3HOE BOCManeHe B CTeHKe apTe-
4. laHHble buoncumn puUV NNK B NepUBaCKYNAPHOM U SKCTPaBaCKy-
NAPHOM MPOCTPAHCTBE
Hanunune 2 n 6onee KpnTepres No3BoNAET NOCTaBUTb ANArHO3 C YYBCTBUTENIBHOCTbIO
88% 1 cneymdryHocTbio 92%
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W LIEJTb NCCNTEOOBAHWA
BbIABUTb 3aKOHOMEPHOCTY MOPaXKeHWA HOCa U OKOJIOHOCOBBIX Ma3yX Y MauyeHToB C
rpaHynemarto3om c nonvaHrumutom (IMA).

B MATEPWAJIbl W METO/LbI

lpoBegeHO peTpocneKkTNBHOE nccrnefoBaHne 14 nauyMeHToB C CUMMMNTOMamMuK Mnopa-
MeHMA HOCa U OKONOHOCOBBIX Ma3yX, KOHCY/IbTUPOBAHHbIX N HAXOAMBLUMXCA Ha CTaLmo-
HapHOM 00cC/ieloBaHUN U NleYeH B OTOPUHONAPUHIONOMMYECKX OTAeneHnax Y3 «4-a
ropopckas KnvHuyeckas 6onbHuua um. H.E. CaBueHKko» B nepuog ¢ 2018 no 2022 ropg,
KOTOpbIM ArarHo3 ITIA 6bin BbiCTaB/eH BiepBble. Bcem nauyieHTaMm NpoBeAeHO KOMIIeKC-
Hoe obcrieloBaHMe, BKITIOUatoLLee SHAOCKONNYECKOE NCCNIeJoBaHe NOP-OpraHoB, obLue-
KnunHnyeckune nccneposanus, KT yepena, broncuio nop-opraHoB ¢ NOCieyoLwWmnm rmcto-
NOTNYEeCKMM MCCiefoBaHMEM, UMMYHONIOrMYeckne meToabl (aHanm3 Kposum Ha AHLIA).
MauneHTtam, y kotopbix IMA mMaHndecTupoBan C Nopa)KeHUsa Hoca U OKOSIOHOCOBbLIX Ma-
3yX, BbIMOMHAMM GUONCUI0 CN3MCTON 060M10UKN Hoca. MNocne nogTBepKaeHWsA anuarHosa
nauuneHTbl NepeBoAnINCE B PeBMATOJIOrMUYecKoe oTAeNneHne ana gasbHernwen Tepanmm.

B PE3YJIbTATbI 1 OBCYXOEHNE

Mo HaWnM KNNHNYECKNM AaHHbIM, HA MOMEHT YCTaHOBKW AMarHo3a ANNTeNbHOCTb OT
nosAB/IeHNA NEPBbIX CUMMTOMOB O KOHCTaTaLUMKW fMarHo3a CMcTeMHOro 3aboneBaHus Co-
ctaBuna 10,5 mec. Hanbornee yacto HavyasibHble NaTOFHOMOHUYHbIE V3MEHEHUsA 3aTparu-
BalOT CMHOHa3asIbHY0 06/1acTb C Pa3BUTUEM COOTBETCTBYIOLLEN CUMNTOMATUKK. B nccne-
LyeMmow rpynne nauneHToB (4 my»uuH (28,5%) n 10 »keHwuH (71,5%)) ¢ cumnTomamm no-
pakeHnsa Hoca 1 OKONMOHOCOBbIX Na3yx npwu [MA Bo3pacT Ha MOMEHT MOCTAaHOBKM AMarHo-
3a konebancs ot 14 fo 68 net (cpefHWIN Bo3pacT 46,5+17,7 roga). Y uccnegyemoi rpynnbi
nauveHToB B NofasnsioLiem 60nblUMHCTBE cyyaes (12 yenosek; 86%) nopakeHre Hoca
1 OHI 6b1710 NepBbIM 1y 2 13 HUX eQUHCTBEHHbIM NPOABNeHeM 3aboneBaHus. MNauner-
TOB 6€CNOKOAT 3aTPyAHEHVIE HOCOBOTO AibIXaHWUs, CyXOCTb B MONIOCTM HOCA, CKYAHbIE Bbiae-
NeHNA 13 NONOCTM HOCa CIN3UCTOrO XapaKTepa, MoCTeNeHHO npeBpalyatowmeca B rHon-
Hble, @ 3aTeM B KPOBSAHUCTO-THOWHbIE BbleNeHns C 06pa3oBaHNEM FTHONHO-KPOBAHUCTbIX
Kopok. [pun yaaneHnn KOpoK BU3yanusmpyeTca MCTOHUEHHas cnmn3mctas obosouka, me-
CcTamu (YaLle B 061acTV HUXKHEN 1 cpefiHel pakoBUHbI) HEKPOTM3MPOBaHa. B HeKOTopbIX
Crlyyasnx B HOCOBbIX Xofax HabniogaeTca obpa3oBaHMe rpaHyNALMOHHON TKaHW, KOTopas
MMeeT APKO-KPaCHbIN LBET, KOHTAKTHO KPOBOTOUUT. PacnpocTpaHeHHOCTb PUHONOrYye-
CKMX CUMMTOMOB B UCCieyemMoi rpynne naumeHToB OTpaXkeHa Ha puc. 1. 3aN0XKeHHOCTb
HOCa, puHOpes 1 06pa3oBaHMe KOPOK B HOCY OblIM Hanbonee YacTbiMY CUMMNTOMaMMU.

Mo mepe nporpeccupoBaHus 3aboneBaHnA ABMEHUA A3BEHHO-HEKPOTUYECKOTO pU-
HUTa HapacTaloT U NOABNAETCA THUIOCTHBIN 3anax OTAenAemMoro 13 Hoca. lepuognyeckn
naumveHToB 6ecroKoAT HOCOBble KPOBOTEUYEHUs, 0OYCNOBJIEHHbIE Pa3BUTMEM CYXOCTU
CNM3MCTON 060510UKK, pa3pyLleHnemM NeperopoaKmy Hoca UM paspacTaHnem rpaHynAuni
Ha HOCOBbIX PAaKOBMHAX U B BEPXHUX OTAENax HOCOBOW neperopogkun. Ha nosepxHocTn
CNM3MCTON 0BONOUKN NepeHX OTAENOB NePeropoaKN HoCca MOTYT ONpefenaTbCA U3bA3-
BneHuA. [locTeneHHO C NporpeccMpoBaHNEM HEKPOTMYECKOro NpoLecca A3BeHHbIe U3Me-
HeHuA yrnyonaoTca fo XpsALla C nocnefyowm obpasoBaHem fedekTa Kak B XPALLEBON,
TaK 1 B KOCTHOW ee yacTu. B nccnegyemolii rpynne y 3 naumneHToB 6binu peLmansupyoLme
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Puc. 1. PacnpocTpaHeHHOCTb PUHONOrNYECKUX CUMNTOMOB Yy naumneHTos c MA
Fig. 1. Prevalence of rhinological symptoms in patients with GPA

HOCOBbIE KPOBOTEUEHUA 1 KOPKM B HOCY C CUMbHBIMYK 60519MM 11 NepdopaLmein HoCOBOM
neperopoaku (puc. 2), npn 3Tom NepBbIM CUMNTOMOM 6bII0 06Pa30BaHNE KOPOK B 30HE
Knccenbbaxa, ¢ Mporpeccmpyownm HEKPO3oM NeperopofKky B AanbHerwem. Y ogHOro

Puc. 2. KT nayueHTKN, y Kotopoii IMA nposaBun ce6a neppopaumeil HOCOBOI Neperopoakmn
Fig. 2. CT scan of a patient in whom GPA manifested itself by nasal septum perforation
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N3 HUX NIULLEHHBIN CBOEW ONOpbl HAPY»KHbIN HOC Nprobpen cepnosugHyo dopmy. danb-
Hellee nporpeccupoBaHune 3aboneBaHns NPUBOAUT K 3HAUUTENIbHOMY paspyLleHuto
NMLEBOrOo CKesleTa, KOTOPOe MOXET MMETb TAXesble NCUXOornyeckne nocneacTsma ans
naumeHTa.

Hapsapgy ¢ BocnanuTefnbHbIMM M3MEHEHUAMU B MONIOCTU HOCa MOXKET BO3HMKHYTb U
MaTosiornsA B OKONOHOCOBbIX Ma3dyxaxX. CMHYCUTbI 06bIYHO NpOTeKaT Ha GpoHe A3BEHHO-
HeKpOTMYeCKOoro npouecca 1 npu obOCTPeHUM MOTYT COMPOBOXAATLCA YXyALIeHUeM
obulero coctoAHMA 1 nuxopagKkon. MNocteneHHO HeKpPO3 mporpeccupyeT. B ganeko 3a-
wepawmnx ctaguax IMA nonoctb Hoca 1 Nasyxm NOKpbiTa GONbLIMM KOANYECTBOM CYXMX
KOPOK, C TPYAOM yZansaemMblX B BUAE MAacCMBHOMO cienka. KocTHble CTeHKM pa3pyLuatoTca
B pe3ynbTaTe BOCMaNeHNA M OCTEOKaCcTMYECKOro NpoLecca, KOCTb 3aMeLlaeTcs rpaHy-
NALMOHHON, a 3aTeM Py6LOBON TKaHbO, BO3MOXHO pa3BUTME OCTEOMUENNTA NINLLEBOIO
yepena. B natoreHese [eCTPYKTUBHbIX M3MEHEHWU CTEHOK OKOSIOHOCOBbLIX Ma3yX NeXUT
HapyLleH1e NUTaHUA KOCTK, YTO NPOUCXOANT B pe3ysibTaTe NOBPeXAeHNA MyKonepmrocTa.
Tak, B 06Cyaemol rpynne naureHToB y YeTblipex Obl10 NopakeHne NpuaaToUHbIX Nasyx
Hoca (4To OblfI0 NOATBEPXKAEHO KOMMbIOTEPHON TOMOorpaduein), a fanbHellwee nporpec-
cupoBaHue 3aboneBaHWA NPUBENO K Pa3BUTMIO AECTPYKTUBHOMO NaHCMHycuTa (puc. 3).
Y 2 nauMeHTOB C MopaXxeHreM NPuUAATOUHbIX Ma3yx HOcCa rpaHyfnemaTo3Has TKaHb pac-
npocTpaHunacs B opbuty ¢ dbopmrpoBaHrem sk3odpTanbma 1 optanbmonnerun. Bo Bcex
cnyvasx y Habnogaembix naLyeHToB 0bpallano Ha ceba BHMMaHWe OTCYTCTBME MONOXM-
TeNIbHOW JMHAMUKI OT KOMIMJIEKCHOTO KOHCEPBATVBHOIO NleYeHus.

Puc. 3. KT OHIN nayuenTa c IMA ¢ gecTpyKumein KOCTHbIX CTPYKTYP NONOCTN HOCa
Fig. 3. PNS CT scan of a patient with GPA with destruction of the bone structures of the nasal cavity
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KocTHble nameHeHua Obiny noaTBepKAeHbl KOMMNbloTepHOW Tomorpaduein, Kotopas
B HacTosllee BpemMsA ABNAETCA OCHOBHbIM M3 METOLOB AMAarHOCTMKM MOpPaXXeHWn Hoca 1
OHI. PeHTreH-Npur3HaKM N3MeHeHNIN Neperoposky Hoca MoryT ObiTb BU3yann3mpoBaHbl
KaK «pa3noxmMayeHHOCTb» UM pa3pbiB KOHTYPa, YKa3biBatoL i Ha nepdopaLiio HOCOBOM
neperopofku (puc. 2). HocoBble pakoBMHbI MOPaXkeHHOW CTOPOHbI Ha KT moryT Bbirna-
LeTb YBENIMUYEHHbIMU U YMEHbLUEHHbIMU, MHOTAA YaCTUYHO WA NOJSTHOCTbIO OTCYTCTBY-
t0T. I3mMeHeHmA Npy NopakeHn OKONOHOCOBbIX Na3yx NPOABAATCA PEHTIEHONOMNYeCKN
CHUXKeHMeM NHeBMaTM3aLmMm 1 MOTYT PasfnyaTbCA MO MHTEHCUBHOCTU U PacnpoCTpaHeH-
HOCTU B 3aBUCMOCTM OT 06bema rpaHyieMaTo3HOW TKaHWU, MPUCOeAUHEHNA BTOPUYHON
NH}EKLMM 1 MPOorpeccMpoBaHmnsa KOCTHOW AecTpyKumu. B neprog o6ocTpeHna guarHoctu-
yeckoe 3HaueHve KT npu nopaxkeHnn Hoca 1 OHI B pamkax IMIA MoXeT 6bITb HECKONbKO
nepeoLeHeHo BBUAY HEBO3MOXHOCTU oTauddepeHLMpoBaTb rpaHynemMaTo3Hoe BOCMa-
neHve Npu BackynuTe oT MHGEKLMOHHOro rpaHynemMaTo3HOro BocnaneHus. Ana XxpoHu-
yeckoli »e cTagun 3aboneBaHnaA xapakTepHo 3anonHeHve OHI py6uoBoii TKaHblo, a Na-
3yX1 YacTo yMeHbLUaloTcA B 06beme. Kak npaBuno, BbIABNATCA JeCTPYKTVBHbIE M3MeHe-
HUA MefguranbHom («pa3pbiB KOHTYpa») (puc. 3), pexe BepxHel cteHKM BUIT. PeweTtyaTtbin
NabUPUHT MOXKET BblTb PacLUMPEH MO CPABHEHMIO C MPOTUBOMOJSIOKHOW CTOPOHOMN, PUCY-
HOK MeXKNEeTOUHbIX Neperopofiok MoxeT nnoxo anddepeHUnpoBaTbCa AN OTCYyTCTBO-
BaTb. [TopaxeHrie oCHOBHOW 1 IO6HON Na3yxu npu [TIA BcTpeyaeTca 3HaUMTENBHO pexe,
yTo NposnABnAeTca Ha KT UCTOHYeHMeM CTEHOK Ma3yX U CHUXXEHWEM NX MHeBMaTu3aumm [5].

MpucytcTre aHTUTEN K LUnuTonnasme HenTpodunos (AHLA) nmeeT 6onbluoe 3HaueHne
B ycTaHoBneHumn auarHo3a [MA. OnpegeneHue AHLA anaeTca BbicokocneymnduyHbim
nabopatopHbiM npusHakom ana MA. MNMoutn B 90% cnyyaes AHLIA-accoummpoBaHHOMO
ITIA onpegensatoTca aHTUTeNa K npotenHase-3 (MP3), B To Bpems Kak aHTUTeNa kK muenore-
pokcmpaase (MIMO) npncyTcTBYIOT MeHee Yem B 5% cnyyaeB. Hannume AHLIA B cbiBOpOTKe
KPOBM 3HAaUMTENbHO CYXXMBAET MAarHOCTUYECKNIA MOUCK, HO UX OTCYTCTBME He UCKNoYaeT
punarHo3s [TIA. B uccnepgyemon rpynne y 12 u3 14 naymeHToB (86%) B KpoBU Oblv BbIAB-
neHbl aHTUTena K npoTtenHase-3 (MP3), ewe y 2 naumeHToB (14%) AHLA B KpoBY He onpe-
Lenanncb. Y naunMeHToB C oTpuuaTtesbHbIM pe3yrbtatoMm Ha AHLIA 6bina nckniountenbHo
nokanbHasa popma 3aboneaHus c nop-nposasaeHuAMU. CnegyeT yumTbiBaTb, YTO NPWU Jo-
KanbHow dopme [TIA, B TOM uncne npy U30NMPOBaHHOM MOPAXeHUM HOCa N OKOJIOHO-
coBbix nasyx, B 30% n 6onee cnyyaeB AHLIA moryT He BbiAaBNATbCA [6]. Pacno3HaBaHue
Takux dopm IMIA npencrasnaet cobot HanbonbLUy TPYAHOCTb. B 3TMX cnyyasax BbicoKas
HaCTOPOXEHHOCTb NTOP-Bpaya U, Kak pesynbraT, npoBeAeHre 61oncum UMeIoT KIlloueBoe
3HaueHuve ans guarHocTukuy MA 1 cBoeBpeMeHHOro Havana fieyeHmns. B npoTmeononox-
HOW c/Tyauuu, T. e. Npy NoBblleHHOM TuTpe AHLIA 1 oTCYyTCTBUN YeTKMX NPU3HAKOB No-
pakeHVA BEPXHUX AbIXaTesIbHbIX NyTel, HEKOTOpble CCefoBaTeNM TakKe peKoMeHyoT
nposeaeHne 6MONCUN MaKpPOCKONUYECKM He M3MEHEHHOW CITIN3UCTOM 060NOUKM HOCa AfA
NnoaTBepKAeHUA anarHosa [7].

Korga AHLA npncyTCTBYIOT B KPOBW MaUMeEHTa, Yb CUMNTOMbI UM MPU3HAKK CBUE-
TenbcTBy0T O [TIA, BEpOATHOCTb AMarHo3a 3HaunTenbHo yeennumeaetca. OgHako B 60nb-
LUMHCTBE CJTyyaeB BCe elle OYeHb BaXXHO NMPOBECTU GUOMCUI0 NMOpPaXeHHOro opraHa, To
ecTb BepuduumpoBaTb AMarHos. B ceA3n ¢ noteHUManbHO BO3MOXHbIMU MHOFOUMCIEH-
HbIMM Mackamu [TIA rucTonornyeckoe mccnefoBaHve MMeeT OUYeHb Ba)KHOe 3HauyeHue
ona pnddepeHUnanbHON ANarHOCTUKY, HO MHTeprpeTaLua NoslyYeHHbIX JaHHbIX B 3Ha-
UMTeNIbHOWN CTeMeHn 3aBUCUT KaK OT B3ATOro obpasua TKaHu, Tak 1 oT KBanubukaumum un
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onbiTa ructonora. 1o nMTepaTypHbIM fl@aHHbIM, TONbKO NKLLb B 32% 61ONTaTOB CIM3NCTON
060/104KM HOCa NaumeHToB ¢ ITIA 6blnn BbiABIEHBI U3MEHEHUSA, XapaKTepHble ANA 3TOro
BacKynuTa. [1pn 3ToM Aaxke Npu HanUYMm BCeX TPeX NaToNOrnyYecKnX NPrU3HaKoB (rpaHy-
NemMaTo3HOro BOCManeHus, BacKynuTa u Hekpo3sa) anarHos [TIA TpebyeT TwaTenbHOM NH-
Terpaunn C KNMHNYeCKMMK, 1abopaTopHbIMK U PAAMNONOrMYECKUMI JaHHBIMU. [laxe Bbl-
ABNEHNE HECKOMbKMX MPU3HAKOB TPpUaabl Npy OMONCKMK NOATBEPXKAAET ANArHO3 TONbKO
npw yCIoBUW HaNNuua gpyrux npusHakos 3abonesaHus [8].

MonoxutenbHble faHHble GUOMNCUN UTPAIOT BaXKHYIO POJb B NMOATBEPXKAEHMMN BaCKY-
nuta. Xota npwu [MA gnarHoctmyeckas LLeHHOCTb KpaHe pedKo BbIMOIHAEMOW OTKPbITOMN
61ONCUN NEFKOrO 3HAYUTENBHO BblLLE, YEM TPAHCOPOHXMANBHON AN BUONCUN CAIN3UCTON
060M10UKM HOCa 1 OKONTOHOCOBbBIX NMa3yx, HO BEPXHME AblxaTenbHble NyTW ropasgo bonee
JOCTYMHbI AN1A OCMOTPa Y B3ATUA OMONCKK, KOTopas MOXeT NOATBEPAUTL UK ONpoBep-
rHyTb guarHo3 [TIA. Bcem nauymeHTam, y koTopbix ITIA maHndecTnpoBan ¢ nopaxeHus
HOCa 1 OKONMOHOCOBbIX Ma3yx (12 uenosek, 86%), BbINONHANN GUONCUIO CAN3KUCTON 060-
NOYKKN HOCa. OTO MOATBEPAUNO ructonornyeckne Kputepuu IMA y natm ns Hux. B gByx
crlyyasx, Korga CMHOHa3asbHble CUMMTOMbI OblIM NEPBbIM WU eAUHCTBEHHBIM MPOAB-
neHnem cuctemHoro Backynuta u AHLA B KpoBM nauneHTOB He onpeaenanuch (Tak Ha-
3biBaeMbli AHLLA-oTpuLaTenbHbI BapmaHT IT1A), 6biia BbinofHeHa 6Guoncua cAmn3ncTom
060M0UKM HOCa, KOTopaa Takxe MoATBepAmna AmarHo3 B obonx cnydasax (puc. 4): npu
6uoncum y 3tmx naumeHToB ¢ ITIA obHapyKeHbl AeCTPYKTUBHO-MPOAYKTUBHbBIA BaCKyUT
W TraHTOKNETOUHblE HEKPOTU3MPYIOLLME FPaHyieMbl.

M3meHeHnA nop-opraHoB HepeaKko ManocneunduyHbl, YTO 3aTPYAHAET PaHHIOKW Ana-
FHOCTWKY M CBOEBPEMEHHOe Ha3HauyeHne agekBaTHOW Tepanuu. [lnarHos rpaHynemarto-
3a BereHepa fonxeH ocobeHHO paccmaTprBaTbCA Y NaLMEHTOB, KOTopble coobLatoT 06

Puc. 4. Tuctonornyeckoe nccnefoBaHmne CM3NCToN 060/104KM pelleTyaToro 1abupnHTa NaymeHTa

c nokanbHoi ¢popmoii IMA c oTpuLaTenbHbIM aHannsom Kposu Ha AHLIA-aHTuTena. Okpacka
remaToKCUIMHOM 1 303nHOM. Ha MuKponpenapartax KapTuHa, xapakTepHasa ANiA BacKynuTa,

¢ GnGpNHONAHBIM HEKPO3OM CTEHKU, MHGUNbTPaLmeil ee numdounTamu, FrMCTUOLUTaMM,
nnasMouuTamum, c cy6ToTanibHOI UM NOMIHON o6nnTepauneli NpocBeTa COCYyA0B

Fig. 4. Histological examination of the mucous membrane of the ethmoidal labyrinth of a patient with a
local form of GPA with a negative blood test for ANCA antibodies. Hematoxylin and eosin staining. The
micro slides reveal a pattern characteristic of vasculitis, with fibrinoid necrosis of the wall, its infiltration
with lymphocytes, histiocytes, plasmocytes, with subtotal or complete obliteration of the lumen of the
vessels
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YPOBHAX HEeLOMOraHUs, KOTOpble HeMpOomnopLUoHanbHbl UX NIOp-cuMnTomam. KoHcTu-
TyUVOHanbHble NPU3HAKN U CUMMTOMbI, TaK/e Kak NMxopagKa, noTeps Beca U yTomnse-
MOCTb, PacnpOCTPaHeHbl, HO PefKo JOMUHUPYIOT B KIMHUYECKOW KapTuHe. BbiasneHne
KNMHUYECKUX 1 NabopaTopHbIX MPU3HAKOB CUCTEMHOCTY NpoLecca, Takmux obLienaTono-
rMYecKrxX CUMMNTOMOB, KaK NTMXopajKa, NoTepsi Maccbl Tefa, apTpanruv, MManrum, BoBse-
ueHMne psAaa OpraHoB 1 CUCTEM, MOXKET MOMOYb B ObICTPOI YCTaHOBKE MarHo3a 0CHOBHO-
ro 3abonesaHus.

B 3AK/TKOYEHUE

lockonbKy CMHOHa3anbHble U Apyrie Nop-CUMMTOMbI CTONIb YaCTO BCTPEYaTCA Npu
rpaHynemartose C MofMaHrMMTOM, OYEBUIHO, YTO OTONAPUHIONON NFPaeT BaXHYH Pob B
€ro AnarHocTvke n neyeHun. Hambonee 4acto NaTOrHOMOHUYHbIE M3MeHeHUA npu TA
3aTparvBalT CMHOHa3albHyl 06nacTb, UTO NpPoABAAETCA aTPOPUUECKMUN ABIEHUAMM
B NOJIOCTU HOca C ¢popmmpoBaHMEM nepdopalnm HOCOBOW MeperopofKu, HOCOBbIMMA
KpPOBOTEUEHUAMU, PeLVANBUPYIOLLMMA CUHYCUTaMW. [lanbHelllee nporpeccupoBaHue
3aboneBaHVA NPUBOANT K 3HAUUTENIbBHOMY pa3pyLUeHMIo NuLeBoro ckeneta. CUMATOMbI
Ha paHHUX ctagusax IMA BapuabesnbHbl, O4HAKO 3aN0XKEHHOCTb HOCA, pUHOpesa 1 obpa-
30BaHMe KOPOK B HOCY Hambonee pacnpocTpaHeHbl. MickniouaTb IMIA cnepyet y Bcex na-
LUMEHTOB C CUMNTOMaMW BOCMANIUTENIbHOMO MNOPAXeH WA IOP-OPraHOB, He OTBEYaloLWMX Ha
aHTMbaKTepuanbHyIo N MECTHYIO NPOTUBOBOCMNANIUTENbBHYIO TEPanuIo.

MNpoBeneHne 6uoncum He Bcerga 6biBaeT NHPOPMATVMBHBIM METOLOM AUNArHOCTUKMU,
nostomy Hanuune AHLA cnocobcTByeT nofgTBepKAeHWI0 AnarHo3a. B cnyyasax nokanb-
Horo [TIA ¢ M30nMpOBaHHLIM NMOPAXKEHMEM NOP-OPraHOB BblCOKaA HACTOPOXEHHOCTb
nop-Bpava U, Kak pesynbTat, NpoBefeHre GMOMNCMM UMEIOT KIueBoe 3HauyeHue And
anarHoctukmy MA n cBoeBpeMeHHOro Hayana neveHus. MNpu nosbiweHHoMm TUTpe AHLA
peKOMeHA0BAHO MpoBeAeHe BUOMNCUM MaKPOCKONUYECKN HE M3MEHEHHOWN CAN3UCTOM
0060/104KM HOCa ANA NOATBEPXKAEHMA AMarHo3a. TwatenbHoe AnarHocTMyeckoe obcne-
[lOBaHMe, BKJOYAs DHLOCKOMMYECKOE, PEHTreHONorMyeckoe, rmcTonaTonormyeckoe u
ceponormyeckoe nccnefoBaHme, HeOOXo0ANUMO ANA MNOCTAaHOBKM MPaBUIbHOIO AMarHo3a
1 Hayana nevyeHus.
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