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AHHOTanMs. PenuauBupyomuii MoJMXOHAPHUT PEAKO BCTpedaromeecs 3a00JIeBaHNE MTPETIOIOKHUTEIEHO
ayTOMMMYHHBIN NIPUPO/BL, TOPAXKAIOIIEe XPSIMIEBYIO TKaHb. Takxke 3TO 3a00/eBaHNE BCTPEYAETCS MO TAKUMHU
Ha3BaHUSIMH KaK XPOHMYECKUH aTpopUUecKnil NONMXOHIAPUT, MAHXOHAPHUT, CUCTEMHAsT XOHAPOMAIISIIHNS, CHH-
npom MeitenOypra-Anprxeppa-tOnuarepa. B ocHOBe maroreHesa JEXHUT pa3pylIeHHE XPAIMIEBON TKaHH C 3aMe-
HOM ee Ha GUOPO3HYIO, YTO NPU JUIUTEIBHOM TEYEHHH OOJIE3HH NMPHBOJIUT K BBIPAKEHHBIM MOP(HOJIOrHYECKUM
n3MeHeHusM. Hamu ObL1 paccMOTpeH cily4dail peluMBUPYIOLIETo MOIUXOHIPUTA Y )KEHIUHBI 33-X JIET C Halu-
YHeM OCHOBHBIX cUMIITOMOB Ooje3nu. Kak mpasuiio, HanboJjiee 4acTo MopaskaroTCsl XPSILM HOCa C YaCTOTOH OT
20 no 60%, B 90% cioy4yaeB Xpsly yIIHOW pakoBUHBI U 10 60% ciyyaeB XapaKTEpU3YHOTCs MOPAXKEHUEM CO-
€/IMHUTENIFHOM TKaHH IJ1a3a. DTHOJIOTHS M NaToreHe3 3a00J1eBaHus Ha JAHHOM dTalle M3yYeHbI He 0 KOHIa, OJI-
HaKo OBbUIO BBISIBICHO, YTO Haynnuue TeHoB HLA-drbl*16:02, HLA-DQBI1*05:02, HLA-5*67:01 yBenuuuBaet
PHCK Pa3BUTHA NOJIUXOHAPUTA. B CBA3M C HEBBICOKOW 9aCTOTOM BCTPEUaEMOCTH U OTCYTCTBHEM CIIEHU(DUIECKIX
METOJIOB TMArHOCTHKH BpadaM Iapoil He Bceraa ynaércsi BOBPEMs paclo3HaTh Oone3Hb. Ha maHHBI MOMEHT
OCHOBHBIM BHJIOM JICUCHUS SIBIISIETCS] TJIFOKOKOPTUKOCTEPOHIHAS TEparlisi, IPUMEHEHNE KOTOPOH B 3HAYMTEIIb-
HOH Mepe T03BOJISIET CHATh OCHOBHBIE CHMIITOMBI.

KnroueBble cji0Ba: peryIUBUPYIOIINIA TOIMXOHAPUT, XOHAPUT YIIHBIX PAKOBHH, XOHIPHUT HOCA, Ia3-
HBIE CUMIITOMBI, TNIFOKOKOPTHKOCTEPOHIHAS TEPAITHSL.
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Abstract. Recurrent polychondritis is a rare disease presumed to be an autoimmune nature, affecting car-
tilaginous tissue. This disease also occurs under such names as chronic atrophic polychondritis, panhondrit, sys-
temic chondromalacia, Meyenbourg-Alterra-lulinger syndrome. At the heart of pathogenesis is the destruction of
cartilaginous tissue with its replacement by fibrotic, which, with a long course of the disease, leads to pro-
nounced morphological changes. The authors considered the case of recurrent polychondritis in a 33-year-old
woman with the presence of the main symptoms of the disease. As a rule, the cartilage of the nose is most often
affected with a frequency of 20 to 60%, in 90% of cases the cartilages of the auricle and up to 60% of cases are
affected by the connective tissue of the eye. The etiology and pathogenesis of the disease are not fully unders-
tood at this stage, but it has been revealed that the presence of the genes HLA-drbl * 16: 02, HLA-DQBI1 * 05:
02, HLA-B * 67: 01 increases the risk of developing polychondritis. Due to the low frequency of occurrence and
the absence of specific diagnostic methods for doctors, the couple does not always manage to recognize the dis-
ease in time. Now, the main type of treatment is gluco-corticosteroid therapy, the use of which largely allows to
removing the main symptoms.

Key words: recurrent polychondritis, chondrite of the ears, nose chondrite, eye symptoms, glucocorticos-
teroid therapy.

Peyuousupyrowuii nonuxonopum (PI) — cucteMHOe UMMYHO-OIIOCPEIOBAaHHOE 3a00JICBAaHHE PELUIANBU-
PYIOIIETro TEUSHHUsI, XapaKTEepU3YIOLINECs OpaKEHHEM XPSILEBOH TKaHM C ee rocienytomei nqectpykuuei. PIT
MPOSIBIISIETCS. KAK MECTHBIMU, TaK W I'eHEPAITM30BAaHHBIME cHMIITOMaMH. OJTHAKO B OOJBIIMHCTBE CITydacB O Ha-
yasne 3a00JIeBaHKs CBUJIETEIbCTBYET MOPAKCHUE XPAIICH YIIHOW PAKOBHHBI M HOCA, B 0OJiee PEIKUX CITydasix
MOPa’KEHUIO TTOIBEPKEHBI XPSIIU TOPTAHH, TPaxeu U KPYITHBIX OpoHxoB [4, 15].

PIT siBisieTcst opdaHHbIM 3a00JI€BaHHEM, BO BCEM MHUPE HACUHMTBHIBACTCSI BCETO OKOJIO ThICSYU 3a00JIeB-
X, & ©KETOAHO peructpupyercs npumepHo 30 HOBbIX ciryyaeB. CyIIeCTByeT MHOXKECTBO MUCTOUYHHKOB O pac-
npoctparénHocta PII cpenn Hacenenus, Hanpumep, 1o faHHbM J. Clement n xnmnaukn Mayo [8], 3a6oneBanne
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3apeTHCTPUPOBAHO ¢ YacToToH 3,5 cimydas Ha | MUJUTHOH 4ernoBek. MccienoBanus, npoBeneHHbIe B CoenHEH-
HoM KopomeBcTBe, BRIIBHIIM MEHBIIYIO pacrpocTpaHEHHOCTh, okoio 0,71 Ha 1 mmmmnon yenosek [9]. B CIHA
pacnpocTpaHEHHOCTh JaHHOTO 3aboneBanusi coctaBiseT 4,5 Ha | MuumoH Hacenenus [12]. PII pa3BuBaercs
HE3aBHCHMO OT PacoBOH U IOJIOBOH MpuHaIexHOoCcTH. HecMoTps Ha To, uTo Hanbosiee yacto 60Ie3Hb A€0IOTH-
PYCT y MaUCHTOB MECKAY YCTBCPTHIM U MNATHIM ACCATHUIICTUCM KU3HU, )lOCTOBepHOﬁ acconanmu ¢ BO3pacToM
BBISIBJICHO He ObLI0 [15].

Brepesie PIT 6but onucan J. Wartenhorst [11] B 1923 rony. B 1960 rony C. Pearson u coasr. [13] npea-
JIOXKWIIM TIPUHATOE B Hacrosulee BpeMs Ha3BaHue. OHM ONMCANIM YEThIPE HOBBIX CiTydasl OOJIE3HU M COCTaBHIIN
noApoOHEIH 0030p 12 nmpeablrymux 5nu30/10B. JlaHHAs TpyNIIa yYEHBIX OJIHA U3 MEPBBIX HAOJI0AIa PELUIUBHU-
pyroliee TeueHue 3a00JIeBaHUS C BOBJIEYEHHEM B IPOLECC XPSIIEBOH TKaHM C ITOCIEAYIOIIEH 3aMeHOH ee Ha
BOJIOKHHUCTYIO COEIMHUTEIBHYIO.

Ha cerogusiiunuii nenp stuonorus PIT octaercs 10 KOHIIA HEBBISICHEHHOU. boJie3Hb paccMaTpuBaeTcst Kak
ayTOMMMYHHOE 3a00JIeBaHMS U3-3a HAIWYMS ayTOAHTUTEN (HalpuMep, aHTUTeNa K Kosuareny 1l tuma) u conep-
JKaHWEM B MTOBPEXICHHOH XpseBor Tkauu IgG, IgA, IgM n, akTHBHPOBAaHHBII MU, KOMIIOHEHT CHCTEMBI KOM-
iemenTa C3. Ha maHHBI MOMEHT CYIIECTBYET THIIOTE3a, YTO HEHTpaIbHOE MecTo B martoreHese PII 3anmmaror
xpsi-crieninpuueckue anturena [1, 5]. [enernueckas cBs3p Mexny HaanuueMm HLA-dr4 anturena u PII otme-
qaeTcsl y eBponeouaHon packl. B uccnenopanuu B. Lang u coaBT. [19]BcTpedaeMOCTh TaHHOTO aHTUTEHA Yy 3a-
6oneBmux cocrtaBuia 56% 1o cpaBHeHHIO ¢ 26% y Tpynmbl 310pOBLIX JroAei. B anonckom uccnegoanuu C.
Terao n coabr. [7] Hanmmuue reHoB HLA-drb1*16:02, HLA-DQB1%*05:02, » HLA-F*67:01 acconuupoBaioch co
CKJIIOHHOCTBIO K pazButhio PII. 13 atoro crnemyer, 4To, BEposSTHEE BCEro, K pa3BUTHIO OOJIE3HH NTPUBOJIUT I'eHe-
THYECKasl MPEeApacIooKeHHOCTh UHIMBHIA, a ITyCKOBBIM MEXaHHW3MOM SIBISIOTCS XMMUYECKHE, TOKCHYECKHE,
WHQEKIIMOHHBIE WM TPaBMaTHUECKUE areHTHI, 3aIlyCKaIOIINe ayTOMMMYHHYIO peakuuto [6, 15].

OcHoBHbIE MaTOMOP(]OIOrHIecKne N3MEHEHHST HAUNHAIOTCS € MTOTEPEil XPSIIIEBEIM MAaTPUKCOM TIIHKO3a-
MHHIJIMKaHOB ¥ HHQUIBTpALUEH Xpsia JUM(OIUTaMy 1 MIa3MaTHIECKUMH KJIETKaMU ¢ 00pa3oBaHKUEM I'paHy-
JSIUMOHHOM TKaHM. ['McTonoruueckas KapTHHA BCETla OJMHAKOBA BHE 3aBUCHMOCTH OT JIOKAJIM3AILMH AECTPYK-
THBHOTO IIpoLnecca. XpsImeBod MaTpUKC MeHAeT 0a30(MIbHYI0 PEaKIUIO Ha aUIO(QHIBHYIO IPU OKPAIIUBaHHU
reMaTOKCHIMHOM-303MHOM. MHOGUIBTpaT NpoHKKaeT BriayOb Xpslia ¢ Imepudepun, 4To NIPUBOJUT K POCTY Ipa-
HYJISIIIMOHHOM TKaHU U (PUOPO3y, C MOCICAYIOIINM Pa3BUTHEM CEKBeCTpOB [1].

Kiununueckas kapruna PIT xapaktepusyercs: O0JbIIUM MOIUMOPPHU3MOM, YTO TPeOyeT KOMaHHOTO MO
XO/1a Bpaueil TepareBTHYeCKOro U peBMaTOIOrHuecKoro npoduis K quarnocrike. Haubosee uacro Havaso 3a-
GosieBaHne NPOSBIIsiETCs OOJIBIO B YIIHOW PaKOBHHE, 3PUTEMOI M OTEKOM, XOHApHUTOM Hoca. [loBTopHOE BOCTa-
JICHUE MOXET IPHUBECTH K TIOJHOMY pa3pyLICHHUIO Xpsiia 1 AeOpMaIii COOTBETCTBYIOIINX CTPYKTYD [15].

AynuBecTHOYISpHbIE CUMIITOMBI TIPUCYTCTBYIOT B 90% ciryqaes PII. Kak npaBuiio, BocriasieHne orpaHu-
YEHO XPAIIEBON YacThIO YIIHOW pakoBHWHBL IlanmeHTsl oOpamaroTes ¢ kaxobamu Ha 00Nk B yXe, MOSIBICHUE
NPUIYXJIOCTH U M3MEHEHHE IBeTa KOoXKH. llepexon BOCHAIMTENFHOTO Mpolecca Ha BHYTPEHHEE YXO B3bIBAET
HapyIIeHHe CIIyXa, MOsIBIIEHUE IITyMa B yIIaX, TOJI0BOKpyxeHue [10].

XoHApHUT Hoca mpucyTcTByeT y 20% BIiepBbIe 00paTUBIIUXCS MAMEHTOB U y 60% MaeHTOB BO3HUKAET
B TeueHHe Oose3HH. B cBsI3U ¢ HapylIEHHEM LENOCTHOCTH XPSILEBON OCHOBBI, y OOJIBHBIX BO3HUKACT 3aJI0XKEH-
HOCTh HOCA, PUHOpEs], HOCOBBbIE KpoBOTeueHHsI. OTIMYUTENbHBIN NPU3HAK HOPaXKEeHUs XpAIIe Hoca — pa3BUTHE
ceIoBUIHON nedopmariuu [16].

I'na3ubie cumMnToMbl NIpUCYTCTBYIOT B 20-60% ciyuaeB. Haubonee pacrnpocTpaHeHHBIMH CpEAN HUX SIB-
JISIFOTCSI SMUCKIICPUT, eprdepriecKuil S3BeHHBIH KepaTuT, CKIEPUT U yBeUT. [Ipy 3TOM, Kak paBuilo, Hopaxe-
HUS TJ1a3 Pa3BUBAIOTCS HA MO3IHUX cTaausx ooxesnu [10, 18].

BeicokocnienuduuHbix 1a00paTOPHBIX M WHCTPYMEHTAIBHBIX HCCIENOBaHUK st auarHoctuku PIT He
cymectByeT. OCHOBHas IeNb aHAJIM3a KPOBH IOWCK COIyTCTBYIOIIMX 3a00JI€BaHUM, HEKOTOpPBIE M3 KOTOPBIX
MOT'YT SIBJISTHCS 4acThio MuddepeHnnanbHol quarHocTUKH. Takne ydeBble METObl MCCIEAOBAHNUS, KaK KOM-
notomepras momoepagus (KT), macnumuo-pezonancnas momoepagus (MPT), ciimaTHrpadus ¢ TexHennemM-99
WM TaueM-67, U JoIep-3XoKapauorpadus Mo3BOSIIOT 00OHAPYKHTh aHOMAIMU OPOHXHAJIBHOTO AepeBa M
aoprsi [14, 15].

B 1976 roxy L.P. Mc Adam u coaBrt. [17] pa3paboTanu psia KpUTEpUEB, KOTOPHIE MTO3BOJIIOT CYIIIECTBEH-
HO YNPOCTUTh AUarHoctuky PII:

— JBYXCTOPOHHUH XOHJPUT YIIHBIX PAKOBUH;

— HEIPO3HUBHBII BOCTIAVINTEIBHBIN MTOJIMAPTPHUT;

— XOHJPHT XpslIel HOca;

— BOCIIJIEHHE TJ1a3, B TOM YHCIIE KEPATHUT, CKJIEPHUT, YBEHT, KOHBIOHKTHBUT;

— XOHAPHT TOPTAHH, TPAXEH;

— TIOBPEXJECHUE YIUTKHA WM BECTHOYISPHOTO ammapaTa, IPOSBISIOIINECS HEHPOCEHCOPHOHW TYroyxo-
CTBIO, IIIYMOM B yIIIax, TOJIOBOKPY>KCHUEM.

Jnst Bepudukamuy auarao3a HeoOX0AUMO Halu4He Tpex U Ooliee kputepues. [Ipu HepocTaTke KpUTEpH-
€B TpeOyeTcsi THCTOIOTMYECKOE TTOATBEPXKICHUE MK 3P (HEKT OT KOPTUKOCTEPOUIHON TEPATIHN.
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OCHOBHBIM METOJIOM JICUeHHs celdac sBisieTcs emokokopmukocmepouoras (I'KC) tepanms. B octpoit
(baze 3a0071eBaHN HA3HAYAIOT NPEAHHU30JIOH. Takke Ha3HAYAIOT LUTOCTATUYECKHE IIPenaparthl: a3aTHOINPHH,
MeTOoTpeKcat, HuKiopochamul, THKIocnoput 4. O6cyxaaercs BO3MOKHOCTb IPUMEHEHHS TeHHO-HHKEHEPHBIX
Ouonornveckux mpemapaTos [3].

HemHorounciieHHbIe KIMHAYECKUE TPOSBICHHUS M MU30JMYECKU XapakTep 3a00JeBaHHs 3aTPYAHSIOT
MOCTaHOBKY nuarHo3a. Haumbosee yacto nuddepeHnuaibHy0 qUarHOCTUKY MPOBOIST C CUCTEMHBIM BacKyJIHU-
TOM, TpaHyJieMaTo30M Berenepa, 6ose3npi0 bexuera, peBMarouaHsiM apTpuToM 1 Oose3nsio Illerpena. Ot 1,9
10 10 5et B cpeHEM MPOXOIUT JI0 YCTaHOBJIEHUS nuarnosa [2, 9]. IIpuMepoM CII0KHOCTH ANAarHOCTHKU TOH00-
HOT0 3a00JIeBaHMS SIBJISICTCS CIECAYIOIINI KIMHUYECKUH CITydai.

[Manmentka W., 33-x ner, mocrynuina ¢ >xanobamu Ha ciabocThb, TOJNIOBHYIO 00JIb, U Ha OOJIE3HEHHbIE
OIIYIIEHHS B MPABOM TJIa3y MPH HAKJIOHE TYJIOBHIIA.

B 2008 roxy Bo BpeMs OepeMEHHOCTH OTMETHIIa HeOOJBIIOE TTOKPACHEHHE W OTEYHOCTh XPAIIa CIUHKH
Hoca. [lociie pomoB B 2009 roay mosiBHIICS YHIJIATEPAIBHBIN AMHACKIEPUT. BBUTO MPON3BENeHO MECTHOE JICUCHHE
¢ yiydmieHueM. B mocnenyromue cemp JieT B OonpHHIY He oOparmanacek. B 2016 roxy Hadana otMedaTs 60mes-
HEHHOCTh B mpaBoM yxe. Ilocne obpamiennst B 60npHHIYy OBLT TMArHOCTUPOBAH MEPHXOHAPHUT Xpsilia IMPaBoH
YIIHOH pakoBHHBI (BEpXHEHAPYXKHOH yacTh) ¢ HazHayeHueM BHyTpuBeHHOW ['KC Tepamuu u Tabnerok MeTH-
npena 24 Mr B CyTKH ¢ ObICTpoil oTMeHO# (He Oosee 2-x Hepenb). B siuBape 2017 rona manueHTka odparuiiach
IMOBTOPHO C BOCIIAJICHUEM Xpsillla CIIMHKA HOCA. CHMIITOMEBI OBLITH KynnupoBaHbl MCCTHBIM IIPUMCHCHUEM masei ¢
I'KC. C ntoHs 3TOr0 e rojia y HallMeHTKH IPOrpecCHpOBaIl SIIUCKIEPUT Ha JIEBOM IJI1a3y ¢ OTeKoM Oyin0apHOH
KOHBIOHKTHBBI B BUCOYHOM KBazpanTe. CITyCTs] KOPOTKOE BpeMsl TOPasKeHUIO TIOABEPICS U BTOPOH IJ1a3 ¢ MOsB-
JICHHEM BBIPAXKEHHOW OOJIM MpH JBM)KCHUH TIa3HBIX s0JI0K. [lanmentka obcnenoBanack u jneumnack B MHTK
Muxpoxupypruu riaza uMm. akaa. @emnoposa, B HUU rimazaeix OonesHeit B koHme aBrycra 2017 roma, rae ObLT
MOCTaBJICH JUArHO3 — JMUCKICPUT pEIUIUBUpYIomIero TeueHns. B anammsax HB 112 r/n, COD 17 mm/4, neiiko-
mutel 9,5%x10%9/m. [IpoBomunace Tepamus ['KC mectHO: mapaOynsOapHOIEKCaMeTa30H, AUMIPOCcHaH — 0e3 3¢-
¢exra. Ha Gpone npuema npeaunzonona B go3e 30 Mr/cyTky HaOIIOAANNCH YIIYYIICHUS.

Ocenpro 2017 roga 6si1a koHCy/bTalus B HUM peBmarosoruu, rae OpoBoAwiack nuddepeHinaibHast
TUArHOCTHKA MEXIY aumuHetimpoguivhvlie yumonnasmamuyeckue aumumena (AHIIA)-accounmpoBaHHBIM
BaCKYJIUTOM M PELUIUBHPYIOIINM MOJUXOHApUTOM. Ha MHOrOCIMpanbHON KOMIBIOTEPHON ToMorpadus opra-
HOB prﬂHOﬁ KJIETKU U MPUAATOYHBIX Ma3yx W3MEHEHUI HE BBIABJIEHO. 06Hapy>1<eHo IIOBBIIIICHUEC AHTUTECII K
nporennase 3 (PR3) xnacca IgG — 163/45 orn.en./mn. AH® Ha Hep-2 menee 1/160. beiia rocnurainzupoBaHa
26.01.18 r. B HUN PeBmartonornu mM. B.A. HacoHOBOI1 T1ie BIiepBBIC OBLT IMOCTABJICH IUArHO3 — PEIMIUBU-
pYIOIIMH MOJMXOHAPHUT C TIOPAKEHUEM XPSIEH YIIHBIX PaKOBHH, CIIMHKHM HOCa, SnuckiepuroM. Ha MomeHT
BBINTACKY UCYE3TH OOJIEBBIEC ONIYIIECHIS B O0JIACTH YIIHBIX pakoBuH. Hauaro cHmkenne 103 I'KC ¢ 20 mr/cyTku
10 18 Mr/cyTkm B CBSI3M C Pa3BHTHEM MEAWKAMEHTO3HOTO cuHIApoMa KylnmHra, HazHaueHa ITyJbC-TEpamus ¢
mukitopochamunom 1000 Mr, MeTunmpeqar3aaoHoM 250 MT, OIHAKO TIOCIE MPOIIeTyPHI MAIIMEHTKA jKaJI0BaIach
Ha TOWIHOTY. bbu1 pexoMeH0BaH npueM meturnpena 4-5 tab/cytku. HazHadeH BTOpOii Kypce mmylibCc-Tepamnusi ¢
muknopochamugom 1000 mr u npeaauzoaonoM 240 Mr (Teparuio mepeHecia Xopoio). PekoMeHI0BaHa OCTe-
MIEHHAasi OTMEHA TIpenapaTa.

B nanHom npumepe Mbl HaOmoaaem TunuHoe nposinenue PI1. [lockonbky nanHOoe 3abosieBaHue BCTpe-
YaeTcs KpaiHe pesiKo, 10 MOCTAaHOBKHM TOYHOT'O JIMarHo3a IOopod MPOXOAMT MHOrO BpeMeHH. B mpuBeneHHOM
KIIMHUYECKOM CJIydac OT MOMCHTA MEPBLIX CUMIITOMOB 3a6oneBaHm1, a0 (bOpMI/IpOBaHl/IH 3aKJIFOYUTCIIBbHOI'O -
arxo3sa npouuto 9 ner. OxHako cBoeBpeMeHHo Havaras ['KC mo3Boimia npeJoTBpaTHTh AaibHEeHIIee pa3BUTHE
cumnToMoB. K coalnieHunto, B peCTaBICHHOM KIMHUYECKMM HaOII0JeHuH, MpuMeHeHne BbIcoknx n03 ['KC
OBUIO CONPSDKEHO C TAaKMM OCJIOKHEHHEM, KaK Pa3BHTHE MEIMKAMEHTO3HOTo CHHApoMa KyIluHra, 4To OCIOXK-
HUJIO JIEYEHHE W TIOTPeOOBAIO CHIDKEHUE 103 Tperapara.
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