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Cunpgpom Koraua -

HOBAsl HO30JIOTUA B COBPEMEHHOM
Knaccugukaumm CUCTEMHbLIX BaCKyNUTOB.
Knunnyeckoe HabnwoaeHue u 0630p nutepatypsl

beketoBa T.B.

[pencraBieHo KIMHUYECKOE HAOMIOAEHUE TUITMYHOTO BapuaHTa cuHapoma Korana (CK) — HOBOIt HO30J10TMYe-
CKOI1 (hOpMBI COBpEMEHHOI KilaccuduKalMyu CUCTeMHBIX BackyiuToB (CB), mpuHamiexaiiieii K rpyrnre Bapradesib-
HBIX BaCKyJIMTOB. B 0630pe uTepaTypbl MOAPOOHO OCBEIIEHBI MTPOOIEMbI IUATHOCTUKU U JIEYEHUST 3TOTO PEIKOTO
3a00JIeBaHUSI.

CK xapakTepusyeTcsl BOCMAJIUTEIbHBIM MOpaXkKeHUeM T1a3 (MHTepCTULIMATbHBIN KEPATUT, YBEUT, SMUCKIEPUT) U Ta-
TOJIOTHE OpraHa ciyxa (HeipoCeHCOpHast TYyTOyXOCTb, BECTUOYJIIPHbBIE HApYILLIEHUS) C BO3MOXHBIM pa3BUTHEM Bac-
KYJIUTa IPYTOil JIOKAIU3aluu, aOPTUTA, MOPAXKEHUS aOPTAIbHOTO M MUTPAJIbHOTO KiiarnaHoB. CUCTEMHOE TTopaxe-
Hue ¢ BoByieueHueM JIOP-opraHoB U ri1a3 TpeOyeT UCKIIOUEHMS TpaHyJieMaTo3a ¢ rnojnaHruutom (BereHepa)

u b depeHIMalIbHON IMarHOCTUKY C IIMPOKUM CTIIEKTPOM 3abosieBaHMii. [TpeacTaBieHHbIE TaHHbIE TTOJYEPKUBa-
10T HEOOXOAMMOCTh MEXIUCLIMIUIMHAPHOTO COTPYAHUYECTBA PEBMATOJIOTOB, OTOPUHOJIAPUHTOJIOTOB, ayJMOJIOTOB,
0o(hTaTbMOJIOTOB, KAPIMOJIOTOB JIJIsl COBEPILICHCTBOBAHUS JMATHOCTUKM U JiedeHust 3Toi hopmbl CB.

KiroueBbie c10Ba: CUCTEMHBIN BacKyJIuT; cuHapom KoraHa.

s cepuiku: bekerosa TB. Cunapom Korana — HoBast HO30JIOTHSI B COBPEMEHHOM KilacCU(UKALIMM CUCTEMHBIX
BacKyauTOB. KiuHuueckoe HaGmoaeHUEe U 0030p JuTepaTypbl. HayuHO-TipakTUUecKasi peBMaToJIOTHsI.
2016;54(4):463-468.

COGAN'S SYNDROME IS A NEW NOSOLOGICAL ENTITY IN THE CURRENT CLASSIFICATION
OF SYSTEMIC VASCULITIDES: A CLINICAL CASE AND A REVIEW OF LITERATURE
Beketova T.V.

The paper describes a clinical case of the typical variant of Cogan's syndrome (CS), a new nosological entity in the
current classification of systemic vasculitides (SV), which belongs to a group of variable vasculitides. The literature
review highlights in detail the problems of the diagnosis and treatment of this rare disease.

CS is characterized by inflammatory eye involvement (interstitial keratitis, uveitis, and episcleritis) and hearing prob-
lems (sensorineural hearing loss, vestibular disorders) with the possible development of vasculitis at other sites, aortitis,
and aortic or mitral lesions. A systemic lesion involving the ears and eyes necessitates to rule out granulomatosis with
polyangiitis (Wegener's) and to make a differential diagnosis with a wide range of diseases. The given data underline
the need for the interdisciplinary collaboration of rheumatologists, otorhinolaryngologists, audiologists, oculists, and
cardiologists in order to improve the diagnosis and treatment of this form of SV.

Key words: systemic vasculitis; Cogan's syndrome.
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K Haunbosee 3HaUMMbIM U3MEHEHUSIM B [10-
clenHell KiaccuUKaIMy CUCTeMHBIX BaCKYJIH-
ToB (CB), cornacoBanHbsiM B 2012 1. Ha KoH(De-
peniuu B Ysnen Xwun (CLLHA), MOoXHO OTHeCTH
BHECEHME HOBOI KaTeropuu «BapuadeabHbli Ba-
CKYyJIUT», KOTOpasl BKJIouuiaa cuHapom KoraHa
(CK) [1, 2] — 3aboneBaHue, paHee He MPpUHaIJIe-
KaBliee K HoMeHkiatype CB. B c¢Bs3u ¢ Bbico-
KOIi yacToToii cocymuctoro mnospexneHuss CK
ObLT KJ1accuUIIMPOBaH KakK BapraOeIbHbII Bac-
KYyJIUT, a HE BTOPUYHBIN BaCKYJUT TPU CUCTEM-
HBIX 3200JIeBaHUSIX.

BapuabenbHbINT BaCKYJIUT paccMaTpUBaeT-
csl KaK BOCITAJTUTETbHAsT TIATOJOTHSI COCYIMCTOMN
CTeHKM 0e3 npeobanaoliero Tua coCyaucToro
BOBJICUEHUsI, TPU KOTOPOM MOTYT MOPaKaThCsl
cocyabl JIoOoro pasmepa (MeJKUe, CpeaHue
1 60JIbIIINE), KaK apTepUU, KaMWLISIPhI, TaK 1 Be-
Hbl. [Tomumo CK, k aroii kateropuu CB oTHOCAT
6ose3Hb bexuera.
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CK xapakTepusyeTcsl BOCIAJIUTEIbHBIM
TMmopakeHreM a3 (MHTepPCTUIMABHBIN Kepa-
tut — UK, — yBeurt, snuckiiepur) u 3ab6oaeBaHu-
eM opraHa ciyxa (HeipoCeHCOpHasl TyrOyXOCTb,
BECTUOYJISIpHbIE HAPYIIEHUS ), TPU KOTOPOM BO3-
MOXHO pa3BUTHE BacKyJIMTa JII0OOI Apyroi Jio-
Kanuzauuu (C TMOopaXeHWeM MENKHMX, CPEIHUX
WIX KPYIHBIX COCYIOB), aOpTUTa, aHEBPU3MBbI
aoPTBHI, a TAKKE IMOPaXKeHUsI a0PTAJIBHOTO U MUT-
pabHOTO KJIAITaHOB.

BnepBele 3TO 3aboyieBaHWE  OmHMcal
B 1945 r amepukaHckuii odramsmonor David
Cogan [3] kak coueraHue HecneuMUUIECKOro
(Hecudunutnueckoro) MK wu ayamo-BecTuOy-
JIIPHBIX CUMIITOMOB, HAaITOMUHAIOIINUX 0OJIe3Hb
Menbepa. B 1960 . D. Cody u H. Williams [4]
00paTud BHUMaHUE Ha BBICOKYIO YaCTOTY CHUC-
TeMHBbIX nposiBieHuii mpu CK.

Otuonorus u naroreHe3 CK He yctaHoB-
JIEHBI, 00CYXIaeTcsl yJacThe ayTOMMMYHHBIX
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peakuuii, MeXxaHu3Mbl KOTOPBIX HE YTOUHEHHI. B momb3y
ayroummyHHoOTO TeHe3a CK cBUmeTenbCcTBYIOT TPUCYTCTBUE
TuMdoTUTa3MOIMTAPHON WHOWIBTPAIIUN B YIUTKE U POTO-
BUIle, OOHApyXeHUe aHTUTEN MPOTUB aHTUTEHOB BHYTPEH-
HEro yxa u poroBullbl [5—9], addeKTUBHOCTb TTIOKOKOPTH-
kounoB (I'K) 1 HUTOCTaTUKOB, BO3MOXHOCTh Pa3BUTHUS a0p-
TUTA WJIU BacKyJuUTa apTepuil cperHero Kaauopa, 4to coim-
xaeT CK ¢ aprepuntom Takasicy Wi y3eJKOBBIM TOJIMAPTe-
PUUTOM.

TMopaxenue ra3 npu CK B nepByio ouepeab 00ycaoBie-
HO BacKyJUTOM MEJIKHX COCYIOB IE€PEIHEro OTaesla IJa3Horo
s10JI0KA: KOHBbIOHKTUBBI (KOHBIOHKTUBHUT), CKJIEPHI (SMUCKIIC-
PUT, CKJIEpUT), cocyaucToro Tpakra (yBeut). PacmpocrpaHe-
HUE BOCTIAJICHUsT HA MEJIKWE COCYIbI TTTyOOKMX CJIOEB POTOBU-
bl BeI3biBaeT TummuHbIl miga CK Hecnmeumdpuueckmii MK
C XpOHUYeCKOW WHOWIBTpanyeil TIy0OKNX CI0eB POTOBUIIBI
0e3 U3bA3BICHUS.

Boigensior TMNUYHBIN M aTunuuHbIi BapuaHThl CK.
Kputepun tunuunoro CK, mnpemnoxeHHsie D. Cogan [3],
BKJIIOYAIOT: MOpaxeHue ria3 B Bujae Hecneuuduueckoro UK;
ayIMOBECTUOYJISIDHBIE CUMIITOMBI, CXOAHBIE C CHUHIPOMOM
MeHbepa (BHe3amHOe MOSIBJICHUE IllyMa B YIlIaX U TOJIOBOKPY-
JKEHUSI, TOCTENIEHHOEe CHIKEHUE CclyXa); MHTepBal MeXIy Ma-
HudecTaumreld MopaxeHWsl Ij1a3 W opraHa ciayxa <2 JeT.
[pu Tunmmuynom CK monHas kapTrHa 3a001eBaHMs pa3BOpayu-
BaeTcs, KaK MpaBuio, B TeueHue 3 mec [10], HO MOXeT Bapbu-
pOBaTh OT HECKOJIBKMX IHei no 2 jeT [3, 10—13].

Kimanaeckue Kputepuu st AMATHOCTUKU «aTUTTAIHO-
ro» BapuaHTta CK 0b11u1 pazpadotansl B 1980 . B. Haynes u co-
aBT. [14], oHM BKJIIOYAIOT: MHTEPBaAI >2 JIET MeXy MaHUbecTa-
LIMei KITaCCMYECKMX MPU3HAKOB IMOPaKeHUs TJ1a3 U ayaruoBec-
TUOYJISIPHBIX PACCTPOUCTB, WU MPUCYTCTBHE B TEUEHHUE ITOTO
NBYXJIETHETO TMepHoAa BOCIHAJUTEIbHOIO MOPaXeHUs I1a3
(3MUCKIIEPUT, CKJIEPUT, UPUT, YBEUT, XOPUOPETUHUT) B cOUETa-
Huu ¢ UK wnu B orcyrcrBue MK, wim couetanue MK ¢ Hetu-
MUYHBIM MMOpaXeHneM opraHa ciyxa. [Ipeanonaraiot, 4yTo atu-
muuHblil BapuanT CK yaie compoBoXmaeTcss CUCTEMHBIMU
TIPOSIBJICHUSIMUA W aCCOIMUPYETCSI ¢ TUIOXUM TIporHO30M |11,
13—17].

BapnabenbHOCTh KIIMHUYECKOTO TeUeHUsT 3a00JieBaHUS
B COYETAHUU C OTCYTCTBUEM CIEIM(DUUECKUX NTUArHOCTUIe-
CKUX TeCTOB O0YCJIOBJIMBAIOT CYIIIECTBEHHbBIE TPYIHOCTH Uar-
Hoctuku CK 1, BO3BMOXHO, HETIOOLIEHKY PACPOCTPAHEHHOCTU
3TOM MAaTOJIOIUU.

CK siBisiercst peakuM 3adoeBaHuem: 3a 70 Jiet, pories-
LIMX C MOMEHTA MEPBOro COOOIIEHUS, OMYyOJIMKOBAHO OMNuca-
Hue 0Kos10 200 KIMHUYECKUX clyyaeB, Kak MpaBUIo, eIMHUY-
HbBIX HaOIIOIeHUI WK HeOobIKuX rpyni. Haubonee KpymHas
Koropra, BKitounsiiast 60 naiueHToB ¢ CK, Obla onvcaHa co-
TPYOIHUKAMU aMEPUKAHCKON KinHuku Mayo B 2006 T [11].
B HemaBHO OITyGIMKOBAaHHOM PETPOCTIEKTUBHOM MCCIIEIOBA-
HUU TIPOIOJIKUTETHHOCTHIO 22 TOa OTOPUHOIAPUHTOIOTH U3
JluccaboHna S. Agostinho u coaBt. [18] nuarHoctupoBain CK
y 6 TIaIlMeHTOB: B IBYX CIIy4asiX — C KJIACCMUECKUM, B YeThbI-
peX — C aTUMTNIHBIM TeUCHUEM.

IIpencrasisiem co6cTBEHHOE KIIMHUYECKOE HaOII0IeHE
tunuyHoro Bapuanra CK.

Tlayuenmra 22 rem, cmpadarowas oxcupenuem 1-it cme-
neHu, 3aboaena 6 ghegpane 2015 e., koeda nocae ocmpoii pechu-
DPAMOPHOU BUPYCHOU UHDEeKUUU 0Ccmpo NOABUNUCH 201080KPY-
Jcenue, Obicmpo npozpeccupyroujee 08YCMOPOHHee CHUMNCeHUE
cayxa 00 NOAHOU 2AYXOMbl, NOKPACHEHUe 21a3, NPUCMYNnooopas-
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Hble 00U 6 21a3aX, c6eMO00SI3Hb, CHUNCCHUE OCMPOMbL 3DEHUS,
4mo conpoeoucdanocs auxopadkoii do 39 ‘C. Omoaapuneonozom
JuaeHoCMupo8ana O08YCMOPOHHSSL HEUPOCEHCOPHAS MY20-
YXocmb, nO OAHHbBIM MOHAAbHOU AyOUOMempUuU — 08YCMOPOHHSA
eayxoma (cm. pucyHok, a). Ilpu ocmompe oKyaucmom 8vla6aeHbl
08yCmMOpPOHHUI NaHyseum, 08YCMOPOHHUL OmeK OUcCKa 3pu-
menvHoeo Hepea, uepe3 2 Mec NPUCOCOUHUAUCH ABAEHUS NOBEPX-
HocmHoeo kepamuma. [lo dannbim a1abopamopHozo obcaedosa-
HUSL OMMeYandacs 8blCOKAs 80CHAAUMENbHAS AKMUBHOCHb: YPO-
eenv C-peakmuenoeo beaxa (CPB) — 109 me/a, COD — 74 mm/u,
mpomboyumos 442 « 10°/a, 6 buoxumuuecKkux aHaiu3ax Kpoeu,
AHAAU3AX MOYU U3SMEHEHUS OMCYMCME08aAU, DPeeMamOUOHbLil
gaxmop (PD) He evisinen. Penmeenoepammor epyodHoil kaemxu
0e3 namonozuveckux usmenenui. Mckarouenst mybepkyaes, cu-
unuc, ungpexyuu eupyca eenamuma B u C, supyca ummyHooe-
Quuyuma uenogexka, Inwmeiina—bapp, yumomeeasosupyca.
Boiseaeno nocumenvcmeo anmueena HLA-B27. Ilpu maenum-
Ho-pe3onaHcHoll momoepagpuu (MPT) ommeuenst ouaeosvie us-
MeHeHUs. 201068H020 MO032d, B803MOINCHO, COCYOUCHO20 2eHe3d.
Cocmosanue kaaccugpuyuposarno kaxk CB, evickazano npednono-
JceHue 0 A0KAAbHOU opme epaHyremamosa ¢ nOAUAHUUMOM
(T'TIA).

C KoHua urwHs HasHaueHo aeyeHue memunpedom (MII)
6HYmMpb no 40 me/cym u nOBMOPHbIMU GHYMPUBEHHbIMU NYAbCO-
svimu 6eedenuamu yuxaogocpana (LIP) 0,8—1 ¢ 6 couemanuu
¢ MII 0,5 e enympusenro. Ha gone reuerus nabawodaiucy uc-
Ye3HOBEeHUE 6eCMUOYAAPHBIX CUMNIMOMOS, 00pamHoe pazeumiue
nPOAGAEHUIl NOPAdICeHUs 2Aa3, 80CCMAHOBAEHUEe OCHPOMbL 3pe-
HUS, HO COXPAHANACH 2Ay0OKAsA eAyXoma, Omcymcmeosana no-
A0XUCUMENbHAS OUHAMUKA NPU UCCAe008AHUU KOPOMKOAAMEHM -
HbIX CAYX08bIX 6bl36aHHbix nomenyuanroe (KCBII). Ilocae 2 mec
AedeHUss N0 OaHHbIM AAGOPAMOPHO20 UCCAe008AHUS 80CHANU-
menvHas akmuenocmov omcymcmeogara (CPb — ue @uviasaen,
COD — 7 mm/u, mpomboyumot 255 * 10°/n). Boicmpo npoepec-
cuposanu 61eHUs MeouKamenmo3noeo cunopoma Hyenko—Ky-
WuHea (8bIpadceHHoe KYWUH2OUOHOE OXcUperue, aKte, apmepu-
ANbHASL eunepmeHn3us).

C aseycma 2015 e. nabawoaemcs ¢ O®IBHY HUHUP
um. B.A. Haconosoii. Ilpu ob6caedosanuu na ¢one neuenus L[D
(cymmapuas doza 1,8 e) u MII 36 me/cym omcymemeoganu aa-
Oopamopnble NPUBHAKU 8OCNAAUMEAbHOU AKMUBHOCMU.
COD — 5 mm/4, codepucanue CPH, anmuneimpogurvhoix yu-
monaazmamuueckux anmumen (AHIIA), anmunykaeapnoix
anmumen (AHA), aumumen k gpocchoaunuoam, anmumen Kk ca-
xapomuyemam, P®, kpuoerobyirunoe — 6 npedensax Hopmans-
ubix 3naueHuil. Ilpu sxoxapouoepaghuu (SxoKIl) namosoeuue-
CKUX usmeHeruil He viseaeHo. [lpu komnsromepHol momoepa-
¢uu (KT) opeanos epyonoii kaemku, npudamoyrvix na3yx Ho-
€a u cocyeguoH020 OmpoCcmKa NAMON02UECKUX USMEHEeHUl He
ommeueno.

Takum o0bpazom, omcymcmeosansu NPU3HAKU, XAPAK-
mepHnute 05 T'TIA (nopascenue npudamouHvix nazyx Hoca, nee-
Kux, nouex, eunepnpodyxuyus AHIIA), opyeux nozono2uueckux
gopm CB, cucmemnbix 6oae3neli coeQuHUMeAbHOU MKAHU, OpY-
2UX XPOHUHECKUX 80CNAAUMENbHBIX 3a001e8AHULL, YMO & coUe-
Manuu ¢ npucymcmeuem XapaKmepHozo cUMnmomMoKoOMnieK -
ca, 8KAUAUe20 NOpaAdCeHUe 21ad3 6 eude nanyseuma, 08y-
CMOpPOHHe20 omeKa OUCKa 3pUmMenbHO20 Hepea U Namonocuu
0p2aHa cayxa ¢ 8AeHUsSMU HellpOCeHCOPHOI my20yXocmu, 6ec-
MUGYASIPHBIMU HADYUWEHUSMU, 0A8aA0 OCHOBAHUS NPeOnoad-
eams duaeno3 CK. JlanvHelluiee 6edeHue nayueHmxu 6KA0UA-
A0 PeYASPHbLIL OCMOMP OKYAUCTIOM, 8 MOM YUcAe 015 YeAeHd -
npaeaennoeo noucka UK.
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Ha ¢one neuenus MII u 1]P rabarodasucey pecnupamopHoie
unpexuuu, cosue aeixoyumaproil gopmyavt 00 15% nanouxo-
Adepubix Helmpoguaoe (netikoyumot 14,8  10°/a), coxpausics
BvIpadiceHHbLI MeduKamenmosrulil cunopom HMuyenko—Kywunea.
Jleuenue 11D npodoncanoce do okmsabps 2015 e. (cymmapuas do-
sa [J® — 4,8 2), 3amem 6vin npucoedurern memompexcam (MT)
NnooKodcHO 15 me/Hed ¢ ydosnemeopumenvHoll NepeHOCUMOCTbIO.
JMloza MII nocmenenno 6vira crhuxcena 0o 20 me/cym 6 dekabpe
2015 e. Habarwdanocs yayuuieHue camouygcmeaus nayueHmyu, 00-
pamHoe pasgumue Npos6AeHUl MeOUKAMEHMO3H020 CUHOPOMA
Huyenxko— Kywunea.

B aneape 2016 e. na gpone camocmosmenbHoeo 6bicmpoco
cHuxcerust 0ozvt MI1 do 11 me/cym npu naanoeom ocmompe oKy-
AUCMOM OMMEYEHO NOSGAeHUe NOMYMHEHUs No nepugepuu po-
2osuypl u duasHocmupogan nesocmoponHui UK, npucoedune-
HUe KOmopoeo OONOAHUMEAbHO CEUNemenbcmeosano 8 noabv3y
duaenoza CK, komopuiii npuobpea munuunoe meuerue. Jlabopa-
MOPHble NPUSHAKU 80CHAAUMENbHOU AKMUBHOCIU OMCYMCME0-
sanu (COD — 5 mm/u, yposens CPb — 6 npedenax HOpmManrvbHuiX
snauenuil). Ilpu uccaedosanuu KCBII 3apecucmpupogana He-
6oavuias nonodcumenvras OuHamuxa, boavuie caega (cm. pucy-
HOK, 0). [Ipodoaxceno neuenue MT ¢ yseauuenuem eeo 003bi 0o
20 me/ned, MII 12 me/cym, nokaarvno I'K (enasnvie kanau Kom-
ounun-Jlyo). B danvHeiiuiem naanupyemcs KoxaeapHas UMnAAH-
mayus.

Takum oOpa3om, B MpeacTaBieHHOM HaOMIOJAEHUN
y mauueHTKy 22 jeT Ha (poHe BOCTIaUTeIbHOI aKTUBHOCTHU
napaJjjenbHo pa3dBuBaetrcs tTunuyHoe miss CK mopaxeHue
opraHa ciyxa, ¢ BeCTUOYISIPHBIMM pacCcTpOCTBaAMM, TJIy-
OGOKOW TJIYXOTOI, M BacCKyJHMT COCYIMCTOrO TpaKTa Tja3a
(MaHyBEUT C ABYCTOPOHHUM OTEKOM JMCKa 3PUTEIbHOTO
Hepsa). [Tocie HazHaueHusst MIT u 1D Habmronanoch mocre-
MEeHHOEe paspelieHue o(TaJIbMOIOTMYECKUX TPOSIBICHUN,
OBICTPOE MCYE3HOBEHUE BECTUOYISIPHBIX CUMIITOMOB, HO OT-
CYTCTBOBaJIa CYIIECTBEHHAas MMHAMUKa MPU MCCACAOBAHUM
KCBII. Yepes 11 mec nocne nediota 3aboneBaHusl, Ha (poHe
HapyleHus cxeMbl JiedeHuss MII, mprucoenmHMIOCH MaTor-
HoMoHuyHoe 11t CK mopaxeHue a3 B BUIe OJHOCTOPOH-
Hero MK, KoTopsblii ObLI IMAarHOCTUPOBaH OJlarogaps liee-
HaTpaBJIeHHOMY IMHAMWYECKOMY HAOIIONEHUIO OKYJIMCTOM,
KJIMHUYECcKOoe TedeHUe 3a00JIeBaHMS CTaJI0 COOTBETCTBOBATh
tunuyHoMy BapuaHTy CK. [TocKosibKy ObLIM BbIpaXKeHbl He-
OsaronpusiTHbie peakuuu JeueHus 'K, mocne auarHoctuku
peunauBa ¢ npucoeguHenueM MK neyeOHast TakTUKA BKJTIO-
yajia HeOoJblylo ackanauuio I'K (JJokajabHO U BHYTPh) B CO-
YyeTaHUHM C yBeJudeHueM a03b61 MT.

CK pasBuBaeTcst OIMHAKOBO YaCTO Y MY>KYMH U KEHILIWH
[10—13], muk 3a60J€Ba€MOCTHU TIPUXOAUTCS Ha TPEThE ACCITH -
netre xku3Hu [10, 12, 15—18]; 1Mo mTaHHBIM UCCIeI0BaHMS Hal-
0oJiee KPYITHOI KOTOPTBI, CPEIHMI BO3pacT Havaja 3aboeBa-
Hus cocraiser 22 roga (ot 5 mo 63 ner) [11].

V 40-50% mnanueHTOB Havayy 3a00J€BaHUS HEIO-
CPEACTBEHHO MPEIIeCTBYeT MHMEKIINSI BEPXHUX TbIXaTeJIb-
HBIX IyTei, YTO MPUCYTCTBOBAJIO M B MPEICTAaBIIECHHOM HaMu
HaOJIoAeHUU; Hauboiee YacTo K MPOBOLMPYIOMIUM (haKTO-
pam otHocsT Chlamydia pneumoniae, peoBupycsi [5, 11, 19].
OTMeueHO, 4TO OO0OCTpeHMSs MaTOJOTUM oOpraHa ciyxa
y 60nbHBIX CK MOTYT OBITH TaKXke CBsSI3aHbI ¢ MHMDEKLIUIMU
BEPXHUX JAbIXaTeIbHBIX TyTeil [18]. O0cyxkmaeTcs poib Kype-
Hus B pazputuu CK [11, 17]. Yyactre BUpycHO# UH(pEKIIUK
B KauecTBe MyCKOBOTO (haKTopa MOXET OBITh OIMOCPEIOBAHO
PSIZIOM MEXaHU3MOB, B YaCTHOCTU aHTUTEHHON MUMUKpHUEH,
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MPOAYKIME MPOBOCMATIUTENbHBIX IUTOKUHOB, BHICBOOOX-
NEHUEM CKPBITBIX SMUTOTIOB.

Hecneuundunueckuit UK npeacrapisier coboil Tunuy-
HYIO BOCTIAJIUTEJIbHYIO MATOJIOTUIO TJ1a3 C MOPaXEeHUEM CTPO-
MblI poroBulibl [20—22]; B coYeTaHUU C ayAUOBECTUOYISPHBI-
mu HapyuieHussmu MK sBisiercsi maTOrHOMOHUYHBIM TPU-
3HakoMm CK [3, 10, 11-17]. UK conpoBoxkaaeTcs OKpacHe-
HUEM TIJla3, 00JIbI0, CBETOOOSI3HBIO, YXYALIEHUEM 3PEHUS.
B octpyto craguio MK oTmeuarorcst JokajlbHbIA nepudepu-
YeCKUIl OTeK POrOBULbI, yMEpEHHas BacKyJsipu3alus, pac-
MPOCTpaHsIIONIasicsl OT Kpasi pOTOBULIbI, TIPU UCCIEIOBAHUU
yepes MIeJIeBYIO JIAaMITy B 3aJHEM OTIesie POTOBUIIbI, BOTU3U
numba, HaOIIomaeTcss o4yaroBasl TpaHyJspHas WHQUIbTpa-
uusi. B xpoHuueckoil craguu pa3BUBAIOTCS ITOMYTHEHUE,
py61ioBasi TpaHcopMaIs poroBUIIBI, B CTPOME POTOBUIIBI
TPUCYTCTBYIOT OITYCTOIIIEHHBIE KPOBEHOCHBIE COCYIBI («TeHU
COCYIIOB»), HaOJII0JaeTCsl UCTOHUYEHUE CTPOMBI, MOXKET BbISIB-
JISITbCS OTEK LEHTPaJIbHOM yacTu poroBulibl. UK Moxer npu-
CYTCTBOBaTh B Je00Te 3a00JieBaHMSI WJIM Pa3BUBATbCS MPU
peunauBe, B TOM YKMCIE C TPUCOETUHEHUEM JBYyCTOPOHHETO
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nopaxenus [11, 13, 14, 17]. I1pu orcyrctBun MK B Mmanude-
ctHy10 (hazy CK BO3HMKAIOT AMarHOCTUYECKNE 3aTPyTHEHUS,
ero obHapyxkeHue Ha Oojee TO3MHeM dTare 3a00IeBaHUs MO-
JKeT TTOMOYb B YCTAHOBJICHUM TMATHO3a, KaK B MPEACTaBICH-
HOM HaMU HaOJIIOICHUU.

Jpyrue TMpOSIBIeHUST BOCTAJIUTENLHOW ITaTOJOTUY
a3 npu CK BKIIIOYalOT KOHBIOHKTUBUT, YBEUT, CKIIEPUT,
STMUCKJICPUT, MPUT, BACKYJIMT CETYATKMU Tja3za U pPeaKko
BCTpEYaloIInecs] 3aKpPbITOYTOJbHYIO TJayKoOMy, Mamnuyuisip-
HBIl OTEK, LIEHTPaJbHYI0 BEHO3HYIO OKKJIIO3UIO, HEBpoOTa-
TUIO 3PUTEIBHOTO HEPBa U OTEK AUCKa 3pUTEJIbHOTO HEpBa,
koTopbie B oTcyTcTBUEe MK OTHOCST K aTUMUYHOMY BapuaH-
Ty CK [13, 17].

B 90% cnyuaes CK maHudectupyer ¢ ocTporo pa3su-
TUST ayINOBECTUOYISIPHBIX PACCTPOMCTB, BKIIOYasl TOJOBO-
KpYyXeHHe, TOITHOTY W PBOTY, C MOCEAYIONIUM TIPUCOeTNHE-
HUEM LIyMa B yllax U MPOTrPeCcCUpyolIeil HENPOCEHCOPHOM
TYTOYXOCTH, MOTYT Pa3BUBAThCS aTAaKCUsI U OCIIMJUIONCUS |3,
10—15].

Mopdonoruyeckrie U3MEHEHUsI B BACOYHOM KOCTH MO-
IYT OBITh PA3JIMYHBl U BKJIIOYAIOT SHIOIUMOATUYECKYIO BO-
NISTHKY, aTpo(u1i0 KOpTUEBa opraHa, JuM@oIuia3MOLIMTapHYIO
UHOWIBTPALIMIO CIIUPATbHON CBSI3KM, U3MEHEHUsI B 00JaCTU
MeMOpaHbl KPYTJIOro OKHa, JereHepaluio KJIeTOK CIupalib-
HOTO TaHTJIUS U COCYAUCTOMU MOJTOCKU, IEMUETNHU3AIINIO Ye-
pPEeNHBIX HEPBOB, BACKYJTUT BHYTPEHHEU CIIyXOBOU apTepuu
[10, 11].

B ne6Grote 3ab0seBaHMS TTATOJIOTHUST OpTaHa CIyxa MOXeT
OBITH OMHOCTOPOHHEH, HO, KaK MPaBUJIO, B JaJbHEUIIEM pa3-
BUBAeTCsI IBYCTOpOHHee nopaxkeHue. [Ipu aynmoMeTpun BbI-
SIBIISTIOT HEMPOCEHCOPHYIO TYroyXocTh. OTMEYeHO, 4TO Tocie
MPUCOEIUHEHHUSI TYyTOYXOCTU OCTPbIE BECTUOYISIPHBIE CUMIITO-
MbI, KaK npaBuiio, ctuxatot [10, 18], uro Haba0aaI0Ch U B Ha-
mem ciydae. PaccTpoiicTBo ciyxa MOCTENEHHO HEYKJIOHHO
nporpeccupyer [10, 11, 13, 15, 23], y 37—60% 6GoabHbix ¢ CK
pa3BuBaeTcs TosnHas riyxota [10—14, 18, 23], yaie npu Tu-
nuuHoM CK (54%), yem nipu atunuuHom BapuanTte (37%) [23].
Yepes 5 et HabmoneHus y 95% naiuneHToB MMEIOTCST HapyIile-
HUSI CJTyXa Pa3IMuyHON CTeTIeHW BhIpaXXeHHOCTU. B HeKoTOphIX
cITydasix OTMeuaeTcsl pelluanBUpYyIolliee TeueHe ¢ KoleOaHu!-
€M OCTPOTBI CJlyXa M OOOCTPEHUSIMU BECTUOYJSIPHBIX pac-
crpoiicts [23].

PaznmuuHble cucTeMHBIE TPOSIBICHMST HaOIIOMAI0TCS
B 60—70% cny4yaeB kinaccudeckoro CK m y 90% OGonbHBIX
C aTUIIMYHBIM BapuaHTOM 3abosieBaHus [13, 17], omHako
B MaHM(pecTHYI0 a3y 3a00eBaHUST CUCTEMHbIC TIPOSIBIICHUS
npeacTaBieHbl MeHee yeM y 5% GonbHbix [11]. Haubosee ya-
cTo HabiiomaloTcst o0Iinve cUMOTOMbI (mxopanka — 27%,
CHIDKEHHE Macchl Teja), rosioBHas 00ib (40%), mMuanruu,
aprpanruu (35%) uau apTpuT, MPU3HAKKA TOPAXKEHUS Cepcy -
HO-COCYIUCTON cucreMbl (aopTuT — 12%, HEZOCTaTOYHOCTD
KjnanaHa aopthl) [11], HEpBHOI cuUCTeMbl (MEHUHTeadbHbIN
CUHIpOM, Tiepudepudeckass HelipomnaTus), MOTYT TIPUCYTCT-
BOBaTh aOMOMUHAJTUU, CILUIEHOMEraius, JuMdaneHOmaThs
[10—13, 15, 17, 24]. Peaxo HaOmonaercst HedhporaTusi, KOTo-
past MOXeT ObITh 00YCJIOBJIEHA TJIOMEPYJIOHEDPUTOM, TYOYJ10-
WHTEPCTULIMAIBHBIM HePUTOM, BACKYJIUTOM MOYEUYHBIX CO-
cynoB [25, 26].

IMopaxxeHue nepudepuyecKux COCYAOB PA3JIUIHOTO
Kanubpa ¥ JIOKaIn3aluy BCTPEeYaeTcsl IPUMEPHO Y KaXa0TO
necsitoro mamueHTa [27—29] M MoXeT pa3BUBATBCS Kak
B ne6tote CK, Tak 1 uepe3 HeCKOJIbKO JIET MOCjie Havasia 3a-
6oseBanusi. CepaeaHO-COCYIUCTBIE OCIOXHEHMST, 00YCITIOB-
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JICHHbIE AOPTUTOM, BOBJICYEHUEM KOPOHApHBIX apTepHii,
HEJOCTaTOUYHOCTHIO a0PTAITBLHOTO KJIallaHa C MOCIeAYIOIIUM
MPOrpecCUpPOBAHUEM JIEBOXEIYI0YKOBOW HEIOCTATOYHO-
CTH, SIBJISIIOTCSI OCHOBHO#M NpUYKHON cMepTu 10% GONbHBIX
CK [13].

BosmoxxHa accoumnanust CK ¢ 6one3nbio Kpona, Hecrie-
UGUISCKUM SI3BEHHBIM KOJIUTOM, CAapKOWI030M, TUTTOTHPEO-
30M [17].

B axktuBHyl0 (ha3y 0oJie3HM YacTO BbIpaXkeHbl Jabopa-
TOPHbBIE MPOSIBICHUST BOCTIAJIMTEIbHOM aKTUBHOCTH, OTMEYaeT-
cst moBbiteHre COD [15, 17]. Y 15% 60abHbix CK B CHIBOPOT-
K€ KpOBU MOTYT MPUCYTCTBOBATh B HU3KMX TUTpax PP, AHA,
KPUOTJIO0YINHBI.

HMmMeroTcs mpoTUBOpeYMBhIE JaHHBIE OTHOCUTEIBHO 1IEH-
HOCTH ompejiesieHust aHTutes K 68 kJla (hsp-70) aHTUTEHY BHY-
TPEeHHETO yXa, YPOBEHb KOTOPBIX B CHIBOPOTKE IMAllMEHTOB
C HEeMPOCEHCOPHOI TYTOYXOCThIO MOXKET KOPPeIMpOoBaTh C aK-
TUBHOCTBIO ayTOMMMYHHOTO BOCITaJICHUsI BHYTPEHHETO yxa
M paccMaTpMBaThCs Kak MporHoctruueckuii Mmapkep CK [6, 7].
AnTuTtena K hsp-70 BoisiBistior B 50% ciaydaeB CK [8], oTmeue-
Ha Oosiee yacTasi uMX runeprnpoaykiuus npu tunumuHom CK
(93%), B cpaBHEHUU ¢ aTUMUYHBIM BapuaHToM (17%) [9]; Ta-
KM 00pa3oM, aHTUTena K hsp-70 MOTyT OBITb OTHECEHBI
K Mapkepam TunuaHoro Bapuanrta CK.

[Mpu CK oOHapyXuBalOT aHTUTEIA U K IPYTUM aHTUTE-
HaM BHYTPEHHETO yXa, KOHHeKCcHHY 26 u menrtuny Korana [5,
30]. Mentun Korana DEP-1/CD148 skcnipeccupyeTcst Ha SITH-
TEJIMW BHYTPEHHETO yXa, SHAOTEIMATHHBIX KJIeTKaxX 1 JTMMbO-
nutax. KoHHEKCHH 26 3KCIPECCUPYeTCsl B HEKOTOPBIX CTPYK-
Typax YJIUTKU U (POPMUPYET MEXKKIETOUYHbIE NOHHBIE KaHAJIbI,
KOTOpBIe 00eCTIeUNBAIOT Iepeady CUTHAIOB MEXKITY KIIETKaMH,
YYacTBYIOIIMMU B BOCIIPUSITUM 3ByKa. MyTalius reHa KOHHEK-
crHa 26 accouMupyeTcs ¢ OOJBLIMHCTBOM CIIy4aeB BPOXKICH-
HOI1 T1yXoTbl. MUHTepecHO, YTO MPOTEHHbI, aHATOTMYHbIE KOH-
HEKCHUHY, OOHapyXUBalOT B (uOpodIacTax U SMUTEIUU POTO-
BulIbI [31].

[IpucyTcTByeT onucanue HoCUTEIbCTBA aHTUTeHa HLA-
B27 mpu CK [32], KaK 1 y IpeAcTaBIeHHO HaAMM MallMeHTKH.

[Tpu MPT rosioBHOTO MO3ra MOTYT ObITh OOHAPY>KEHbI
HecrelnUIHbIE U3MEHEHUS B BUJE TOBBIIIEHUS TTOTJIO-
IEeHUsI TAIOJTWHUS B 00JIACTU TTOYKPYXKHBIX KaHATIOB, BEC-
TUOYJISIDHOTO HEpBa WJIM YJIUTKW; B XPOHUUYECKOUW CTamuu
OTMeYaeTcs Cy>KeHUe MOIYKPYXKHBIX KaHAJTOB U YIUTKN 0e3
noriowmeHuss koHtpacta [33]. KT wmau MPT ronoBHoro
MO3Ta U BUCOYHOI KOCTU PEKOMEHIYIOT MCMOJIb30BaTh s
HUCKJIIOUEHUST IPYTUX MPUUYUH ayIHOBECTUOYISIPHBIX Hapy-
ILIEHUM.

[Mo3utpoHHO-3MUCCHOHHAsT TOMOTpadUsl MOXKET UTPATh
peIIaoIIyo POJIb B AIMAarHOCTHUKE BAaCKYJINTA KPYITHBIX apTepyii
npu CK u ouieHke addexkruBHOCTH jteueHus [11, 18, 34].

Takum o6pa3om, 10 HACTOSIIETO BpeMEHN He HallIeHbI
JlabopaTopHbIe TMATHOCTUIECKIE MapKephl 3TOTOo 3aboJieBa-
Hu4 [5, 10, 33] u nuarHo3 CK ocHOBBIBAeTCS UCKITIOUUTENb-
HO Ha aHau3e KJIMHUYECKUX MposiBJieHu [15], ais yTouHe-
HUs XapakTepa KOTOPBIX HEOOXOIMMO ydJacTHe HIHPOKOTO
Kpyra creludajucTOB: PEBMATOJOrOB, OTOPUHOJAPUHTIOJIO-
roB, ayaIMoJ0roB, oTaabmMojioros, kapauoaoron. CK, siBis-
SICh IMArHO30M UCKIIIOUeHUs, TpedyeT auddepeHanbHOU
IMArHOCTUKU C IIIMPOKUM CIIEKTPOM 3a00JIeBaHU I, BKIIOYas
AHILIA-CB (mipexxne Bcero I'TIA), y3eIKOBBII TTOJMapTepr-
uT, aprepunt Takascy, 6one3Hbp bexuera, capkoumaos, CUH-
npoMm Porra—KosgHarn—Xapana (MAIMONaTUYECKUI ABYCTO-
POHHUIA IpaHyJIeMaTO3HBII MAHYBEUT C CUCTEMHBIMU IPO-
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apineHusmu), KW -cunapom (KepaTUT, MXTUO3, TJIYXOTa),
SI3BEHHBINM KOJUT, 00se3Hb KpoHa, Oone3Hb Yumrmia, CUuH-
npoM lLllerpeHa, peBMaTOMIHBINM apTPUT, CUCTEMHYIO Kpac-
HYIO BOJTYaHKY, aHTU(DOCHOTUTTUIHBIN CUHAPOM, TeMUECTU-
HU3upylomue 3adojieBaHUsS (pacCesTHHBIM CKIIEPO3), JTUM-
GOMBI IEHTpaJIbHOI HEPBHOW CUCTEMBI, OIYXOJIU MOCTO-
MO3EYKOBOTO YIJIa, BPOXICHHBIM CHGWINC, NPyrue MH-
dexuuu (Ty0epkyae3, XJaMUaIuu, BUPYChl, BKJtouast Herpes
simplex, Varicella-herpes zoster).

Jleuenne CK HegocTtaTOuHO pa3paboTaHo, mpernapara-
mu niepBoro psaa ssisitoress 'K [10, 12]. Cnoco6 BBeaeHus,
O3Bl U JUIMTENbHOCTH JeueHus: 'K, mo JaHHBIM pa3HBbIX aB-
TOpOB, BapbupyloT [6, 11, 12, 14, 15, 17, 18]; 10 HacTOAILLETO
BpPEMEHHU OTCYTCTBYIOT MPOTOKOJIBI TE€parMu C JTOKa3aHHOM
addekTuBHOCTRIO. Kak mpaBuio, HazHavatoT MIT wiu nipen-
HU30JIOH BHYTPH B 103e 1—1,5 Mr/KT/CyT B TeueHue 2—4 Hex
C TIOCJIEAYIONIUM TTOCTEITeHHBIM CHUKEHMEM O3Bl 0 TOJ-
nepxupatwouieit [10, 13]. Tlpu OTCYyTCTBUM KIMHUYECKOT'O
YIy4dIIeHUs] depe3 2 Hed IoJIaraloT, YTo JieYeHHUe MOJIKHO
ObITh TipekpalieHo [10].

Pemaroiiee 3HaueHME UMEIOT paHHSS IMArHOCTHUKA 3a-
O0osneBaHus U ObicTpoe HazHaueHue 'K, yTo mo3Bossier npe-
JIOTBPAaTUTh HeoOpaTtuMoe nopaxkeHue ria3. 'K, HazHauae-
MBbI€ JIOKAJbHO WU CUCTEMHO, CIIOCOOHBI XOPOIIO KOHTPO-
JIMPOBATh BocmajeHue poroBuilbl y 6oabHbIX ¢ CK [15, 22];
BMECTE C TeM Y IMallMeHTOB C TIYXOTOW MPOTHO3 B OTHOIIIE-
HUM BOCCTAHOBJICHUS ciiyXa HeOnmaromnpusteH [23]. B Heko-
TOPBIX CITydasiX TocJie TIepBOHAYATBHON TTOJIOKUTETbHOM -
HAMUKW HapyIIeHU ciryxa HabJIoJaeTcsT MOoCenyolee ero
YXyIIIEHWEe, HECMOTpsI Ha IMpojaoJiKaloiieecs jeueHue [11,
18]. dnss CK xapakTepHO peLUAMBUpPYIOLIEEe TEYCHUE, He-
CMOTpSI Ha TIPOBOIMMOE JieueHue, y 62% manyeHTOB HabJio-
JaroTcst MHOTOKpaTHbIe obocTpeHust [11]. ITockonbKy co3na-
eTcsl BreyaTJieHUe, YTO CUCTEMHBIE M O(hTaTIbMOJOTMYECKUE
nposiBiieHust, BkJIodass MK, nydine oTrBevyaroT Ha jedeHUE
T'K, yem aynnoBecTHOyIsIipHBIE CUMIITOMBI [17, 18], mpeaio-
JKEHO HE MPUMEHSTH IJIUTEJIbHBIE arpeCCUBHBIC CXEMBI JIeue-
Hus 'K B ciaydasix ¢ OTCyTCTBHEM CHCTEMHBIX IPOSIBICHUIMA
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WJIM TSDKEJIOTO TIOpakKeHUsI TJ1a3 M IMPU CJ1a00i TTOT0XKUTEIb-
HOIl IMHAMMKe HapylIeHui ciayxa [35].

BaxxHoii TIpo0eMoit SIBISIOTCS OCITOXHEHUSI, CBS3aH-
HBIE C [TUTebHOM cucTteMHol Tepanueii 'K (30%), BeiHYX1a-
[olllMe OTpaHUYMBaTh WX NpuMeHeHue y OonbHbXx CK [11].
ITpu Bicokoit akTuBHOCTU CK M HEOOXOAMMOCTH JTUTETbHO-
ro HazHauyeHus Bbicokux a03 'K K Tepanuu mpucoeauHsioT
LIMTOCTAaTUKU, B MepBYI0 oyepeab MT, KOTOphIil MO3BOJISIET pe-
nyuupoBath 103y 'K npu oTcyTcTBUUM COOOILIEHUIT O Heb1aro-
NpUATHBIX peakimsx [13, 18, 36, 37]. Cpeau Apyrux LUTOCTA-
THKOB, C IIEPEMEHHBIM ycIiexoM ucrosb3yembix ipu CK, cie-
nyer orMetuth LIMD, HMIMpOKO mpuMeHsieMblid MpU BOCIIAIM-
TEJLHOM IMaTOJIOTUH TJ1a3, a3aTUOIPUH, MUKODeHo1aTa Mode-
I, muKiocropuH [10, 13, 15, 38—40].

B mociiegHue roabl HaKAaIIMBAIOTCST COOOIIEHUs 00 (-
dexktuBHOCTU TIpy CK MHTMOUTOPOB (haKTOpa HEKPO3a OITyXO0-
U o (aTaHeplent, uHdIUKcrumMab), aHTU- B-KjieTouHoi Tepa-
nuu (puTyKcumao), Touwnuszymada [13, 37, 41—44].

TlepcniekTBHOI cTparerueil peabuaIMTaluy MalueHToB
¢ CK saBnsieTcst KoxJieapHasi UMILIAHTALIMS, J€MOHCTPUPYIO-
1mast xopoiuue pesyasrathl [11, 18, 45—47]. ITpu BecTuOyIsIp-
HBIX XaJl00aX MPUMEHSIOT CUMIITOMAaTUYECKOE JICUSHUE.

Takum o6pazom, CK sBisgeTcs: peikuM 1 TPYIHBIM IS
NMATHOCTUKHK 3a00JieBaHUEM, JiIeYeHHE KOTOPOTO B TEPBYIO
ouepeb JODKHBI OCYIIECTBISTh peBMartosioru. [IpeacrasieH-
HbIe JaHHbBIC MMOAYEPKUBAIOT HEOOXOMMMOCTh MEXKIUCIIUILIN -
HApHOTO COTPYIHMYECTBA PEBMATOJIOIOB, OTOJAPWUHIOJIOTOB,
ayIMo0JIOTOB, O TATIbMOJIOTOB, KAPAUOJIOTOB ISl COBEPLIEHCT-
BOBAaHUS TUAarHOCTUKU U JieYeHUs 3TOU penkoit hopmel CB.
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