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CUHOPOM KOIAHA B NPAKTUKE PEBMATOIJIOTA

CuHopom KoeaHa (CK) - amo pedkoe aymoummyHHoe 3aboresaHue, rnopaxaroujee arasa e sude uHmep-
cmuyuarnbHo20 Kepamuma u ayouosecmubyrnspHbix paccmpoticms. CuHOpom KozaHa rnopaxaem mMmonoobix
moded, 80% u3 nayueHmos 8 so3pacme mexoy 14 u 47 eodamu. Npednonacaemcs, Ymo 3abonesaHue
sers5emcs pe3ynibmamom aymouMMyHHOU peakyuu, HanpaeneHHoU npomue Heu3eecmHozo obujezo ay-
moaHmuezeHa. B ces3u ¢ ebicokol yacmomoli cocyducmoao rnospexxoeHusi CK bbin knaccuguyuposaH Kak
sapuaberibHbIl 8aCKynum, a He 8MopPUYHbIU 8aCKyIUM rnpu cUcCmMeMHbIX 3a60re8aHusIX.

Lenb uccnedoesarusi. [lpedcmasumb onucaHue KIUHUYeCKo20 cry4ast amurnu4yHo2o cuHopoma KoeaHa
C CUCMEMHbIMU MPOSIBNIEHUSIMU Yy MOI000U XeHUWUHbI 32 1tem u oyeHUmsb 3¢h¢heKmueHOCMb rnamozeHemu-
yeckol UMMYHOCYMpeccusHoU mepanuu MemompeKkcamom.

BabonesaHue nposisUIOCH peyudusUPYUUM UHMepcmMuyuansHbIM Kepamumom U HelpoCeHCOopPHoU
my20yxocmbio 8 CO4emMaHuUU ¢ CUCMEMHbIMU MpU3Hakamu: apmpumoM, 2eMoppa2udeckoll Chirbio, UX0-
padkou. B kauecmse b6asucHol meparnuu rmomumo 16 me memunnpedHuU3onoHa 0ng UHOYKyUU pemuccuu
6b1r1 HasHadYeH memompekcam 8 0o3e 15 me (Memodxxekm® pacmeop 0nsa uHbekyut 50 me/mn — 0,3 mn)

MauwkyHosa O.B.

nHapom Korana xapaxkrepusyercsi BOCIAIUTEIbHBIM
HOpaXX€HUEM IM1a3 (MHTepcTUlHanbHbIi keparut (MK)
— YBEHT, SIIMCKIIEPUT) U 3a00JICBaHIEM OpraHa ciyXa
(ueiipoceHcoOpHasE TYrOyXOCTb, BECTHOYIAPHbIE HAPYLICHUS),
IIPU KOTOPOM BO3MOYKHO Pa3BUTHE BACKYJIHTa JTIOOOH Ipyroi
JIOKaJIN3auuy (C IOpaskeHueM MEJIKUX, CPEAHUX WIN KPYITHBIX
COCYJIOB), A0PTUTA, aHEBPU3MbI A0PTHI, @ TAKOKE IIOPAYKEHUS a0p-
TaJbHOTO U MUTPAJIBHOTO KJIanaHoB [ 1]. Beiienstor THnu4HbIe
1 aTUIWYHBIE BAPHAHTHI TedeHust 3a0oeBanust. Tunmanbiii CK
HPOSIBIISICTCS, IIPEXKE BCETO, MHTEPCTULMATBHBIM KEPATUTOM
W CHIDKEHHUEM cityxa [2, 3, 4]. [loteps cinyxa, Kak paBmIIo, po-
SIBJISICTCS BHE3AMHBIM HAYaJIOM U MOXKET OBITH OJHOCTOPOHHUM
WM ABYCTOPOHHHM, aCHMMETPHUYHBIM, WIIH OBICTPO Mporpec-
CHUPYIOIIUM, U 4aCTO COYETAETCS C LITyMOM B yIIIax, TOJIOBOKPY-
JKEHHeM, TOITHOTOM U pBoToi [8]. J[ms kepatuTa XxapakTepHbI
KpacHbIE [N1a3a, CBETOO0SI3Hb, OLIYILIEHHE B [N1a3aX HHOPOIHOTO
tesna. B Tunmunom Baprante CK Bpems Mex 1y HaqaaoM II1a3HoH
U BeCTUOYI0-CITyXOBOM CUMITOMATHKON, KaK IIPaBUIIO0, JUIUTCS
OT OJIHOTO /10 TPEX MECSAIEB, XOTS OHU MOTYT NPOSIBUTHCS B
TEYEHHE OT HECKOJBbKUX JHEH 1o aAByx net [9, 17, 18].
Knuanyeckue kpurepun At TMarHOCTUKH «aTUITMYHOT0)
BapuanTa CK BKIIOYAIOT: MHTEpBAl >2 JIET MEXAY MaHU(e-
cTanuel KIacCUYEeCKHUX MPU3HAKOB IMOPaXEHUS IVa3 U ay-
JMOBECTHOYIAPHBIX PACCTPOICTB, NN IPUCYTCTBUE B TCUCHUE
9TOTO JIByXJIETHErO MepHOAa BOCHAINUTEIBHOTO MOPAKECHUS
a3 (SMUCKIEPUT, CKJIEPUT, UPUT, YBEUT, XOPUOPETUHUT) B
couerannu ¢ UK nmm B orcyrerBue UK, wm coueranme UK
C HETUIIMYHBIM IOPaKCHUEM OpraHa ciyxa. [Ipu arunuuHoM
BapuanTe CK yarie BCTpedaroTCsi CUCTEMHBIE MPOSIBICHUS U
COIIPOBOXKAAIOTCS IIoXUM NporHozoM [10]. CucteMHble npo-
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siBeHus HabmonaoTes B 60-70% cinydaes kiaccuueckoro CK
'y 90% OONbHBIX ¢ aTMIIMYHBIM BapHaHTOM 3aboneBanus. B
nebroTe 3a007eBaHUs CHCTEMHBIE MPOSIBICHHS BBISBISIOTCS
MeHee ueM y 5% OonbHbIX. Peaxo HaOmonaercst Hedponarus,
KOTOpast MOXeT ObITh 00yCIIOBJIEHA ITIOMEPYIOHE(DPHTOM,
TyOyJIO-UHTEPCTUIIMATBHBIM HE()PUTOM, BACKYIUTOM ITOYEUHBIX
cocymos [17,18].

Hecneuuduyeckne o01pe aao0bl BKIIFOYAIOT ITOBBIIICHHE
TeMIIepaTypbl, TOJIOBHYIO 00JIb, 0OJIb B CycTaBaXx M MUAITHIO.
IIpu BeIpa)kK€HHOM a0PTUTE MOXKET OBITH ANACTOIIMUECKUH cep-
neqHbld nryM [2]. OcHoBHO# npryrHON cMepT 10% O0IbHBIX
CK sBISIOTCS CEPAECYHO-COCYUCTBIE OCIOKHEHUsI, 00yCI0B-
JICHHBIE A0PTUTOM, HEOCTATOYHOCTBIO a0PTAJIBHOTO KIIAllaHa
C MOCJIEAYIOIIMM NPOIPECCUPOBAHUEM JIEBOXKEIYJOUKOBOM
HepoctartouHoctH [16]. Bosmoxkno coueranue CK ¢ 6omne3Hbro
Kpona, HecrienuduyecKkiuM si3BEHHBIM KOJIUTOM, CAPKOUI030M,
THNOTHPe030M. Pa3HooOpa3Hoe KIMHIYECKOe TeYSHHE JAHHOTO
CUHJPOMA B COUETAHUH C OTCYTCTBHEM CIICHU(PUISCKUX TECTOB
00ycioBIuBaroT npodiemy nuarsoctuku CK u pacnpocrpaHeH-
HOCTb 3TOM marosoruu [16, 17, 18].

B narreit craTbe mpeicTaBieH KIMHHYESCKUH Cilydail aTu-
MUYHOTO BapUaHTa MalMeHTa ¢ CHHApoMoM KoraHa u cucrem-
HBIMH TIPOSIBIICHUSIMH.

Kaunnvecknii cayyaii. [Tanuentka XK., 1984 rp., amOyna-
TOPHO 00paTHIIACH C KaJ0O0aMH Ha MOBBIIICHHUE TEMIIEPATyPhI
Tena 3a cyTku B npezaenax 38°C no 39°C (nmo yrpam 38°C k
Beuepy 710 39°C), ¢nabocTh, 4YyBCTBO Kapa, Ha MEJTKOTOYCYHBIC
HE3Y/ISIIAECS BBICHINTAHUS B HHIJKHEH TPETH FOJIEHH, OTEYHOCTh
B IIPOEKIIMX KOJICHHBIX CyCTaBOB.

AHaMHe3 3200/1eBaHUsI: CO CIOB 0OJIbHONW Ooneer ¢
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centa6psa 2009 roxa, Korga MOSIBUINCH IEPBbIE CUMIITOMBI
3a00JIeBaHus, TAKWE KaK IOBBINICHHE TEMIIEpPaTyphl Tela JI0
39°C, BeICBIIAHUS Ha KOKE B 00JIACTH HIDKHEH TPETH TOJICHH,
OTEYHOCTH B 001acTH 00erx rojeHei. bonpHas obparmiach Ha
KOHCYJIBTallUIO B UHCTUTYT UM. ChI3raHOBa, I1ie ObLT BBICTABIICH
nuarno3: mumdonema. B o0iem aHann3e KpoBH HaOIIOAAIOCH
COD 50 mm/vac. bbut Ha3HaueH npenapar — aerpaiekc. Co cioB
yepe3 1 mecsr, B okTA0pe, Iocie mpuema mnpernapara, BHOBb
MOSIBIINCH BBIILIEYKA3aHHbIE CUMIITOMBI, CAMOCTOSITEJIBHO IPH-
Hsma 1 Tabnerky cynpacTtuHa, 3aTeM BbizBania CMII, kotopas
pacleHnna JaHHOE COCTOSHHUE KaK aJUIEPIrHYecKyl0 PEaKIHIO
Ha npernapar aerpajiexc. Uepe3 2 1Hs BBICHIIAHUS CaMOCTOS-
TenbHO nponutd. Yepes 1 mecsin B HOsIOpe y O0IbHOM MOSBUINCH
CYXOCTb, 3aT€M IIOKPACHEHHUE, YYBCTBO «I1€CKa», IOMyTHEHHE B
m1a3ax. C BbIICYKa3aHHBIMH jKa00aMu 00paTHiIach B YaCTHYIO
KIIMHHUKY «ABTOPCKAsi METULITHAY, TJIe OKYJIUCTOM OBLT BHICTAB-
JICH JIMarHo3: IByCTOPOHHUI MHTEpCTULMAIbHbIN kepaTuT. [1o
TIOBOJTY 3TOTO JTarHo3a 0oJbHAasI ITOy4alia MePUOANYECKH Jieue-
Hue y okynucta ¢ 2009 o 2015 rr. cneayrommmu npenapaTamu:
cynbdacanasiH, TOOpeKC, HaTypajbHas clie3a, JeKCaMeTa30H.
B 2013 r. Bpadom-oTasibMOIOroM OBbUT Ha3HA4YEH Npenapar
cepatuH. [locreqnwmii pa3 aTot npemapar npuanmana B 2014 r.
ITo moBofy BBICKINAHUI HA CITU3KCTOM MOJIOCTH pTa o0Opaliaiach
K CTOMATOJIOTY, BBICTaBJICH IUArHO3: FepIeTHYECKUI CTOMATHT,
Ha3HaueHa POTUBOBUPYCHAsI Tepanus — TepOU30I1, BUpareb,
uHTepdeponoBas Masb. B 2013 1. Bo Bpemst nepBoii OepeMeH-
HOCTH C MapTa 10 OKTAOPb MeCALBI COCTOSTHUE OONBHOM OBLIO
yaoBieTBoputenbHoe. B okrsaope 2013 r. npu cpoke 32-33
HeJeny y OOJIbHOW BHOBB MOSIBUJIMCH BBICHIMIAHUS HA HIDKHEH
KOHEYHOCTH B IPOEKLIUH TOJIEHEH, KOTOpbIe 0e3 JIeueHUs Ipo-
XOAMIN CaMOCTOSITETIBHO uepe3 2 JHs, 3aTeM HNPHCOCIUHHIICS
JKUJIKAN CTYJ B TEUCHHUE 2 HEZEIb, 3BOH, IIyM, OOJIM B ITPaBOM
yXe, CHIDKCHHE CIyXa B IIPaBOM yXe, FOJOBOKPYXKEHHE, U C
BBILIEYKa3aHHBIMH KaJ00aMH 00paThiiach K y4acTKOBOMY Te-
paneBTy, KOTOpast pacLieHIIIa COCTOSIHUE KaK BETETOCOCYIUCTAsI
JTUCTOHMS, TAK Kak HaOronanock cHmkenue AJ] 90/60 MM pr.ct.,
TeMIieparypa Tea Ha MOMEHT ocMoTpa Oblia 38°C. B nexabpe
2013 ., B . AkT0O€, Ky/ia roexasa B rocT, Ha 16-¢ CyTKH T0-
cJie pofoB Y OONIBHOM MOSBUINCH T'OJOBOKPYXKEHHE, ABOCHHUE
nepes ra3aMu, 3aJ0KEHHOCTh B IIPABOM yXe, TOLIHOTA, PBOTA,
Al 70/40 mm.pr.cT. C MOJ03pEHHEM HA OCTPOE HApYyILCHHE
MO3TOBOTO KPOBOOOpaIeHusi Obljla TOCIUTATHN3NPOBaHA B
UHCYJIBTHBIN HEHTP, T2e Haxoauaack ¢ 20.12.13. mo 21.12.13 .
Bbuta BeimMcana ¢ qUarHo30M: Mpexozsiiee HapyleHne Mo3-
rOBOTO KpOBOOOpAIIeHUsI B BepTeOpo-0azmisipHoM OacceiiHe,
BECTHOYIIO-aTaKTHYECKUN CUHIPOM; XPOHUUECKHI TacTPHUT
B CTAQAMU PEMUCCHM; BTOPUYHAS aHEMHs CpPeJHEH CTeneHH
Tsoxectd. Ha KT ronosaoro mosra ot 20.12.13. naronoruu He
BBIsSIBIICHO. B 00111eM aHanu3e kposu remornoouH 120 1/1, neii-
koruThI 7,4*%10%1, COD 20 mm/4. [TareHTKa OT CTAIIMOHAPHOTO
JIeYEHMsI OTKa3aJ1ach, TAK KaK COCTOSIHUE Ha (YOHE MPOBOIMMOTO
JICYEHHUs1 HECKOJIBKO YITy4IINIIOCh, ObUIa BBIIIMCaHa Ha amOyia-
TOPHOE JIEYEHHE C PEKOMEHAALMSIMHU IPOAODKUTD LEPaKCOH
1,0 r B cyTKH B/M., akToBeruH 800 Mr BHYTPHBEHHO KalleIbHO
Ha (PU3HOJIOTUUECKOM PACTBOPE, FTeHTaMHULIMH 80 MI BHYTPUMBbI-
meyHo 3 pasa B cyTku. B despasie 2014 . oOparuiacek K 0To-
punonapunrosiory B 'Kb NeS r. Anmarsl, BbICTaBlI€H 1MarHos:
TYyTOyXOCTh TIpaBoro yxa 2 creneHu. B mapre 2014 r. 6opHast
mepecTana CJbIIIATh Ha IPaBOe yXO, M03XKe MPUCOSTUHIINCD
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MOKPAaCHEHHUE U OTEYHOCTh IPABOTO yXa, TOTa OBl BHICTABIICH
JMarHos: nepuxoHaput. [lomyyana neyeHne y OTOpMHOIAPUH-
rosora. 02.02.15 . B cBsI3M ¢ *xag00aMu Ha TOJIOBOKPY>KCHHUE,
OIyM M 3BOH B yIIaX, pe3koil cimaboctu OojibHas oOpaTmiach
k Hespomnaronory. Ha MPT ronoBHoro mosra nposiBieHHs
SHIE(DANONaTHH, BOCIIAIUTEIbHAS THIEPIUIa3Hs CIU3HCTOH
00enx BEpXHEUENIOCTHBIX M1a3yX, OCHOBHOHN Ma3yXH M pelleT-
yaroii koctr. B o6miem ananuse kposu — COD 40 mm/u. Tormaa
BIIEPBBIC HEBPOIIATOJIOIOM OBUIO PEKOMEHIOBAHO OOPATHTHLCS
K PEeBMAroJjIory, y KOTOpOro npoiuia o0ciieloBaHuE B paMKax
MOI03peHuUs Ha cucTeMHBbIH Backyaut: AHIIA — 2,285 (Hopma
— orp.<1.0), B obmiem ananuze kpoBu—remorioouH — 100 /i,
COD — 42 mm/4, peBMarouubli haktop - 7 ME/mu.

C ¢espaist 2015 roga Habmonanack y peBMaTooroB ¢ Jua-
FHO3aMU: FeMOpparuyecKiii BACKYINUT, XPOHUUECKUI ITMOU/IUT,
xsnamuino3. [IpoBonuiacek Tepanus METHIIPEIHU30JI0HOM B
MaKCHMAaJIbHOM J103€ 8 M., CyJib(hacaia3uHOM B CyTOUYHOMU J103€
1000 mr ¢ ynoenerBoputesbHbIM 3 dexrom. [Tpu aTom kepatut
peumausuposain ¢ 2009 mo 2015 roas! 1o 2-3 pa3 B rof.

B oxktsi6pe 2015 1. GosbHast y3Hasia 4T0 OepeMEeHHa, PE3KO
opocuna nutk 'KC u cynbdacanasun. Ha cpoke OGepemeH-
HocTH 19-20 Hemenb OBUT 3amMO03PEH CUCTEMHBIN BACKYIIUT,
rpanynemaro3 Berenepa, XpoHuueckoe Te4eHHE, aKTHBHOCTS |
CTETICHH C ITOPAKEHHEM KOXKH (KOXKHBIH BaCKYJIHUT), JIOP-OPraHOB
(XpOHMYECKUH ITMOUANT, CCHCOHEBpAIbHAs TIIyXOTa), MOYEK
(wedpurt, XTTHo), cycTaBoB (IOIHAPTPAIITHS), 10 TOBOLY YETO
ObLI Ha3HAYCH METHIINPEIHHU30JIOH B 703¢ 16 MI' B TeueHHE
BCeil OepeMeHHOCTH.

ITocTosiHHO HabMIONANAch y peBMAToJIora M akyliepa-
THHEKOJIOTa J10 (PM3HOJIOTHYECKOTO POIAOPA3PEICHNUS B HIOJE
2016 rona 310poBbIM MI010M. V3-3a GOSI3HU BIUSIHUS METHII-
MIPETHI30JI0HA Ha PEOEHKA CAMOCTOSITEIEHO OTMEHSIET TITFOKO-
KOPTHKOCTEPOUIbI 0€3 KIMHUYECKOTO YXyAIEHHUs COCTOSIHUS,
KpOMe peluiuBUpyIolLeii reMopparndeckoii coimu. [1o anamu-
3am COD 61 mm/u, AHIIA 8.3 (Hopma — orp.<1.0).

Taxuwm o6pazom, y marmmentku ¢ 2009 o 2015 rozsl, BKITIO-
qast OepeMeHHOCTH B 2013 romy, MHTepPCTULUATIBHBINA KePaTUT
petmauBupoBain 10 pas, mpuaem Bo BpeMsi OepeMeHHOCTH JI0 3
pa3 (4aie, yem 00b14HO). [TopakeHue ciryxa Hadanoch B 2013
TOJIy ITOCIIE POIOB, KOTOPOE OCTPO 10 THITY MPHUCTYTIA OOJNIE3HH
Mensepa 3akonumnock B 2014 rogy moaHoH TyXoTo mpaBo-
TO yxa.

AHaMHe3 KU3HM: BUPYCHBIW Tenartut, TyOepKyses, BeHe-
puueckue 3aboneBanus orpunaet. Tyroyxocts 2 crenenu. Ha-
CJICIICTBEHHOCTD HE OTSrOLIeHa. BpeHble MPUBBIUKY OTPULIACT.
BepemenHocTs — 2, posibl — 2. AjuieproaHaMHes3 — He IepEeHOCHUT
KocModep, METPOTHII, TPUXOMOJI.

O0beKTHBHBIE IaHHbIE HA MOMeHT ocmoTpa 22.10.16:
o01ree COCTOsiHUE CTa0MIIBHO YIOBJIETBOpHUTENbHOE. Temo-
cioxkeHne HopMmocteHnueckoe. Co3Hanue scHoe. IlanmenTtka
HE CJBIIINT Ha MpaBoe yXo. KoxHble MOKPOBBI: OTMEYAIOTCS
MEJIKOTOYEYHbIC He3y[sIIMecs BBICHIIAHUS B HIDKHEH TpeTH
TOJICHH, OTEYHOCTh B HWKHUX KOHEUHOCTSIX B IPOCKIINH KOJICH-
HBIX CycTaBoB. JIuMparmyeckue y3ibl He yBeandeHbl. Cucrema
OpraHOB JIbIXaHUs: bIXaHue Be3ukyisipuoe. Y/1 18 B 1 munyrty,
XPUITBI He TpocitymuBaioTes. CucteMa opraHoB KpoBooOpa-
LICHUS: TOHBI CepJila NPUIITYIICHBI. PUTM NpaBUIIbHBIH, MyJIbC
60 ymapoB B Munyty. AJl 100/60 MM pT. CT. Ha 00EHX pyKax.
CucTema OpraHoB ITUILEBAPEHUS: SI3bIK BIIAKHBIN, uMCThIN. XKu-
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BOT MATKHI1, 0e30051e3HeHHbIH. [TeueHb y kpast peOepHOii 1yTu.
Ceneserka He yBenmdaeHa. KocTHO-CycTaBHAsI CHCTEMa: CyCTaBEI
0e3 BBIPQKCHHBIX BUIUMBIX Ae(OpMaIuil U dKCCYIaTUBHBIX
n3MeHeHuH. [Ipy mamblanui MENKHX CyCTaBOB OTMEUaeTCs
6one3HeHHOCTh. CucTeMa OpraHOB MOUCOTACTICHHUS: CUMIITOM
MOKOJIaYMBAHUS OTPUIIATENBHBIN ¢ 00enX cTOpoH. [lambmanms
IIPOEKLUH 1ToUek Oe30one3nenHa. Mouencmyckanue 6e360e3-
HEHHOE, CBOOOIHOE.

PucyHok 1 - Maumentka XK., 1984 r.p. lfemopparnyeckue
BbICbINAHMS Ha HUMXKHEN TPETH rorneHu

JlaGopaTopHble HCCJIeTOBAHUS

1. OAK (18.10.16) — sputporutsl — 4,77*10'%/11., remo-
mio6un — 122 /1., nedkorutel — 8,44*10%/1, TpOMOOIIUTEI —
343*10°/1, COD — 74 mm/u.

2. buoxumuueckuii anaau3 kposu (4.10.16) — oOmuit
6enok — 79,3 /1, MoyeBuHa — 5,4 MMOIIB/J, KpeaTuHUH — 84,0
MMOJIb/J1, riroko3a — 4,0 mmois/in, AJIT — 0,38 mmois/i, ACT
— 0,30 Mmmonb/n, OunupyOuH — 4,0 MKMOJIB/J1, XOJIeCTepuH — 3,5
MMOJIB/JI.

3. OAM (18.10.16) - xonmuectro 60,0, IBET NPO3paYHBIii,
JKENTHIN, TTIIOKO35I HET, OeJIKa HET, TUIOCKHI SIUTENNA — 3-4-5 B
110JI€ 3pEHHUs, JIEUKOLUTBI — 3-5-6 B 110J1€ 3pEHHUs, SPUTPOLUTHI
HW3MEHEHHBIE — 2-2-3 B TOJIe 3pEeHUs, CIIU3b++

4. IMMyHoOJI0THYECKasl TIaHe/Ib HA ayTOMMMYHHbIE 3a-
OosieBaHUS

Kposb na AHIIA (8.10.16) - 8,7 (Hopma-otp<1); AnTrdoc-
domurmuet [gM -1 (Hopma —or 1 10 10); AHA KoJIH4eCTBEeHHBIH
- 0.6 (Hopma — otp<1.0); Anturtena SS-B-24,4(nopma-0-15),
Anrurena SS-A-2,3 (Hopma-0-15); Aatu-nc JIHK 1gG-9,3 (Hop-
Mma 0-20); ANCAAnti-BPI-otp (ko3dpuuneHT no3suTUBHOCTH
-0,39; nopma: 0,00-1,00); ANCA Anti — Cathepsin G — otp. (ko-
a¢duipent nozutuBHOCTH-0,26; HOpMa: 0,00-1,00), ANCAAnti
- Elastase-otp. (ko3 dunuent nozurusHoctr-0,51; HOpMa
- 0,00-1,00), ANCAAnti-Lactoferrin-otp. (koaddunuent mno-
sutuBHOCTH — 0,89; HOpMa - 0,00-1,00), ANCAAnti-Lysosyme-
otp. (k03 dunpent nozutusHoct — 0,43; Hopma - 0,00-1,00),
ANCAAnti-MPO-otp. (k03dpdunuent nosutuBHOCTH-0,96;
Hopma -0,00-1,00), ANCAAnti-PR3-otp. (koapduiuent
nozutuBHoCTH-0,37; HOpMa -0,00-1,00).

HNHcTpyMeHTaIbHBIE METO/IBI 00C/IeI0BAHUS:

1. 9KT (18.03.16) - purm cunycosblii ¢ YHCC 73 B MUHYTY.
Hopmansnoe nonoxenue D0C.

2. Koncyasramus odpraabmodiora (18.04.16) — 'eprierrye-
CKHUI MHTepPCTUIIMANIBbHBIN KepaTuT. Backyisipusaius poropuiibl

¢ 2009 1. PermouBsl kaxasle 2-3 Mmecsina. BHyTpurinasnoe
JaBiieHue — 15 MM pr.cT.

PucyHok 2 - Kepatut rnasa naumentkun XK., 1984 r.p.

3. KomnboTtepHasa tomorpadgus rojoBHOro mMosra
(20.12.13): IIpu KT-uccinemoBanuu roJOBHOTO MO3Tra OpPraHu-
YEeCKOH MaTOJIOTUH HE BBISBICHO.

4. YabTpa3BykoBas jonimjeporpagusi cocyioB ro-
JIOBHOTO MO3ra ¢ AYIIEKCHBIM CKAHHPOBAHUEM apTepuii
men (16.06.15).3akmouenne: 'eMogMHaMHUECKON 3HAYUMOMN
[ATOJIOTHHY MO apTepUsM M BeHaM I'OJIOBHOTO MO3ra M IIeu He
BBIABIICHO. Perucrpyercst Herpy0ast H3BUTOCTh TTO3BOHOYHBIX
apTepuil B KOCTHOM KaHajie ¢ 00euX CTOPOH (KaK MpOsBICHHE
nedopManuy MO3BOHOYHHKA), 0€3 JIOKAJIbHOTO HapyIIeHHS
TeMOANHAMUKH.

5. lynjiekcHOe CKAaHMPOBAHUE APTEPHUIl 1LIeH U TOJI0BHOTO
mo3ra (28.12.15): Peructpupyercst yMEpeHHOE yBEIUYCHUE
nepru(pepruuecKkoro CONMpOTHBICHUS MO apTEPUSIM TOJIOBHOTO
Mmosra D=S (xak mposiBlIeHre MUKPOAHTHONIATHH) U yMEpPEHHas
TUIEPEMUS 110 apTEePUsIM TOJI0BHOTO Mo3ra. D=S.

6. Pentrenorpadust opranoB rpyaHoii kjerku (24.10.16)
0e3 aToJorMYeCcKUX U3MEHEHHH B TPYAHOM KIIETKe.

7. ®ITAC (11.03.13): HemocTatouHOCTh MUIOPUYECKOTO
sxoma. Pedumoke-ractpurt. 3aryxaromee odocrpenue. Kocen-
Hble npusHaku JOKBIIL

8. Y3U opranos OproumHoii mosaoctu (22.8.15): Oxo-
npu3Haku xpoHuueckoro xoneuucrtura. JOKBIIL. duddysubie
W3MEHEHHUs B MapeHXHUMe Ie4eHu. MUKpOIUTHa3 ToYeK.

9. Koncyabranus Jiop-Bpaua (3aKJ04eHKe): ITMOUJUT
cineBa. EBcTaxeut, XpoHM4YEeCKU pUHOCHHYCHUT. [yxoTa
crpasa.

10. Cypaoaor (2.02.15) (3axutouenue): CeHCOPHOHEBPAIIb-
Has Tyroyxocts crnpasa IV crenenu. TypOapnas nucdyHKIus
cieBa.

Junarno3: CucreMHbIi BapuaOenbHbIiA BacKynuT. CHHIPOM
Korana, xpoHnueckoe TeueHHe, aKTUBHOCTb 3 CTEIEHH, C T0-
pa’keHHEM OpraHa ciiyxa (CEHCOPHO-HEBpaJlbHasi TYTOyXOCTb
crnpasa IV cremenu, TypOapHast quc(hYHKIHS ClieBa), OpraHa
3peHust (PeUUANBUPYIOIUN MapeHXUMATO3HBINH KepaTuT),
cycraBoB (nosuparput, HOCO), JIOP-opranoB (XpoHHYeCKHi
PUHOCHHYCHT, STMOMIMT), KOXKH (TeMOpparnyeckast ChlIb).

Pexomen10BaHO: METWINPETHU30JIOH 16 MI' B CyTKH, Me-
torpekcar 15 mr (Metomkekt® pacTBop st uHbeKuuit 50 mr/
mi — 0,3 mit) 1 pa3 B HeIeIO MOIKOXKHO.

Junamuka coctosHus olleHuBaeTcs kaxabie 4 nenenu. [1o-
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JIOKUTEIbHBIN 9 EeKT B BHE MOJIHOTO HUBEIUPOBAHHUS CyCTaB-
HOTO CHHJIPOMa, OTCYTCTBHS KOXKHBIX PEIIMMBOB; CHI)KEHHE
MapKepoB ocTpoi (asbl Bocnanenusi, cHmwxenne COD no 30
MM/4 HaOIIFO#aNoCch yxe uepe3 4 HeJienn OT Hadalla Teparriy.
B Teuenne 3 mecsitieB HAOMIONCHUS Y TAIIMEHTKH OTCYTCTBYHOT
pELUANBBI KEPaTHUTA, yXYIIIEHHE CllyXa C HEHOPAXKEHHOU CTO-
POHBI, CyCTaBHOM M KOXHBIH CHHIPOMBI, 4TO CBUJICTEIBCTBYET
0 MOJIOKUTENBHON HHAYKIIUH PEMUCCHHU.

Oocyxnenue. [luarno3 cunapoma KoraHa Obu1 BeICTaBIICH
Ha OCHOBAHUY COYETAHMS JBYX ITATOTHOMOHMYHBIX CHHAPOMOB!
MOpaXXEHHs OpraHa cilyXa B BHJE MOCIEAYIOIIEH ITyXOThl U
PEeLMINBUPYIONIET0 MapEeHXUMATO3HOTO KepaTuTa, KOTOphIE
HaOMIONAI0TCS Y MALMEeHTKH B TedeHue 7 neT. IIpu sToMm, He-
CMOTpsl Ha MEpPUOIUYECcKyt0 rno3utuBHOCTh 0 AHIIA, y na-
IIMEHTKH HE HAOIIONACTCsl XapaKTepHOEe IS TPaHyJIeMaTo3a ¢
MOJIMAHTUUTOM SI3BEHHO-HEKPOTHYECKOE TMOPaKEHUE BEPXHUX
JIBIXaTeNIbHBIX MyTEeH, TIPaHylIeMaTo3HOEe MOPAXKEHHUE JIETKUX,
HeQpHUTHUECKOE OpakeHHe MouekK. [0 TaHHBIM psijia aBTOPOB,
cunapom Korana sBmsiicst onHOH U3 (hopM rpaHyliemMarosa ¢ 1mo-
JIMaHTMHATOM, TI0 ratoreHetudeckoit cesazu ¢ AHIIA, Ho 3atem
ObLT BBIAETEH B OTACIbHYIO (popMy IO ABYM cHHApoMam. B
JIAHHOM KITMHUYECKOM ClTydyae TOKe MpoBoxuiack aupdepen-
[UajIbHasl JUAarHOCTHKA C FPaHYJIEMaTO30M C IOJIMAaHTHUTOM,
MePEKPECTHBIM aHTMUTHBIM CUHAPOMOM, HO Ha JJAHHBIII MOMEHT
Gonbllie JaHHBIX 3a cHHApoM KoraHa ¢ y4eToMm XapaKTepHBIX
JIBYX BEAYIIMX CHHJIPOMOB: NapEeHXMMATO3HOTO KepaTHTa U
TYTOyXOCTH, TIOCJICIOBATEILHOTO MOPAXKEHHS OpraHa 3peHHs B
BUJIE KEPATUTA U 3aT€M OCTPOI0 NMPHCOCTUHEHUS TYTOYXOCTH
B BUAe npuctyna 6one3nu Mensepa. KoHeuHo, mpeacTaBieH-
HBII KIIMHUYECKUH cydail TpeOyeT nanbHeHIero HaomoneH st
JUISL NCKJTIOUEHUSI B JaJbHEHIIIEM reHepaau3aliy npoecca 1
MaHHU(eCTalun APYruX CHCTeMHBIX mopaxenuit. CK, sBis-
SICh JINarHO30M HCKIIIOYEHHs1, Tpedyer nuddepeHnnanbHom
JIUArHOCTUKU C IIMPOKUM CIEKTPOM 3a00JIEeBaHU, BKIFOYAs
AHITA-CB (mpexae Bcero I'TIA), y3enKoBbIi OIHAPTEPHHT,
aprepuut Taxkascy, Oone3nb bexuera, capkoum03, CHHIPOM
®orra—Kosinarn—Xapazna (MIMONaTUYECKUH IBYCTOPOHHHM
TrPaHyJIeMaTO3HbIN MMaHYBEUT C CUCTEMHBIMHU HPOSIBICHUSIMHU
KU -cunnpoM (KepaTut, UXTHO3, INIyXOTa), I3BEHHBIA KOJHT,
6one3nb Kpona, 6one3np Yunmia, cunapoM llerpena, pema-
TOUJHBII apTPUT, CUCTEMHYIO KPAaCHYIO BOJIYAHKY, aHTH(OC-
(hONMMIUITHBIA CHHIPOM, NEMUSIMHU3NPYIOLIHE 3a00IeBaHHs
(paccesiHHBIN CcKIIepo3), TUM(OMBI [IEHTPAIbHONW HEPBHOM
CHCTEMBI, BpOXKACHHBIH CHUITIC, TPYTHe HHPEKINH .

BbIBO/bI

OnucaHHbI HaMU KIMHUYECKUH cilyyall WILIIOCTPUPYET
CJIOKHOCTb JUAarHOCTUKM cuHApoMa Korana y nanHoil nanu-
€HTKHU BCJIE/ICTBUE aTUITMYHOCTHU TEYEHUS, HAJIMUUS CUCTEMHBIX
IPOSIBIICHUH, PEIKOIl paclpoCTpaHEHHOCTH 3a001€BaHUs, OT-
CYTCTBHUSl HaCTOPO)KEHHOCTH NPAKTHUYECKUX Bpayeil pasHbIX
CIeUMaIbHOCTEH O BO3MOKHOCTU HAJIMYUs JAHHOIO CUHAPOMA
IPU COYETAHHMU TVIA3HOM M ayIHOBECTHUOYISPHOHN MaTOJIOTUHU.
‘YcranoBiieHHE TMarHO3a M HAYaJ10 IMMYHOCYIIPECCHBHOM Tepa-
IIH METOTPEKCATOM MTO3BOJISIOT JOOUTHCS OBICTPON MHIYKIUH
U MOJJEp:KaHUs PeMHCCUU 0e3 AalbHEHIINX OCI0KHEHUH cO
CTOPOHBI OPTaHOB 3peHUs M ciyxa. JleMOoHcTpauus JaHHOTO
KJIMHUYECKOIO CIydasl J10Ka3blBaeT LeJIecO00PasHOCTb BbLIE-
nenust cuaapoma Korana B rpynity OTAeIbHBIX BapHaOeIbHbIX

PEBMATOJI1OINA

BACKYJIMTOB, a TAKXKC MMPUBEACT K HACTOPOXKCHHOCTHU U yIIy4lle-
HHIO paHHEH THAarHOCTHUKH IMPAKTHIECKIMH BPadaMH IEPBOTO
KoHTaKTa cuHapoma Korana.

Ilpo3paunocme uccnedosanusn

Hccnedosanue ne umeno cnoncopckotl noooepicku. Agmopol
Hecym NOAHYI0 OMEEMCMBEHHOCb 3a NPEOOCMasieHue OKOH-
uaAmMenbHOU 6epcuU PYKONUCU 6 Neuamb.

Hexnapayusn o punancogvix u opyzux

63AUMOOMHOUEHUAX

Bce agmopbi npunumanu yuacmue 8 paspadomre Konyenyui
cmamuu u Hanucanuu pykonucu. OKOHUAmMenbHAas 6epPCusl PYKo-
nucu 6vl1a 0000peHa gcemu asmopamu. A6mopsi He nory4anu
20HOpAp 3a CIMAMbIO.

Cmamows onybnuxosana npu noooepoicke gapmayesmuue-
ckotl komnanuu "medax ImoX" (I'epmanus).

CIIUCOK JIMTEPATYPbI

1 Bekerosa T.B., Haconos E.JI. CoBpemeHHas kiaccuguka-
151 CUCTEMHBIX BacKynuToB. Tepanesruueckuit apxus. —2014.
- Ne5. — C. 94-98

2 Cunapom Korana — 310 penkoe ayTouMMyHHOE 3a0071e-
BaHUe, MOpaXkaroliee ra3a u BHyTpenHee yxo. [lopran Menu-
LIMHCKHI CIIPaBOYHMK 3a0oneBanuii. http://med-zabolevaniya.
ru/sindrom-kogana.html

3 Cogan D.G. Syndrome of non syphilitic intersticial
keratitis and vestibule auditory symptoms // Arch
Oftalmol. — 1945. — Vol. 33. — P. 144-149. doi: 10.1001/
archopht.1945.00890140064007

4 Cody D.T., Williams H.L. Cogan's syndrome
// Laryngoscope. — 1960. — Vol. 70. — P. 447-478. doi:
10.1288/00005537-196004000-00010

5 Lunardi C., Bason C., Leandri M. et al. Autoantibodies to
the inner ear and endothelial antigens in Cogan's syndrome //
Lancet. — 2002. — Vol. 360. — P. 915-921. doi: 10.1016/S0140-
6736(02)11028-2

6 Lobo D.R., Garcia-Berrocal J.R., Ramirez-Camacho
R. New prospects in the diagnosis and treatment of immune-
mediated inner ear disease // World J Methodol. —2014. — No.
4.—P. 91-98. doi: 10.5662/wjm.v4.i12.91

7 Vinceneux P. Cogan's syndrome // Orphanet Encyclopedia.
—2005.—No. 2. — P. 1-7 https://www.orpha.net/data/patho/GB/
uk-cogan.pdf

8 Agostinho S., Marques M.C., Simao M.A., Dias O. Cogan's
syndrome: a retrospective study of 22 years // J OtolRhinol. —
2015. —No. 4. —P. 4. doi: 10.4172/2324-8785.1000233

9 Gluth M.B., Baratz K.H., Matteson E.L., Driscoll
C.L. Cogan syndrome: a retrospective review of 60 patients
throughout a half century // Mayo Clin Proc. — 2006. — Vol.
81. —P. 483-488. doi: 10.4065/81.4.483

10 Grasland A., Pouchot J., Hachulla E. et al. Typical and
atypical Cogan's syndrome: 32 cases and review of literature
// Rheumatology. — 2004. — Vol. 43. 1007-15. doi: 10.1093/
rheumatology/keh228

11 Son H.J., Ulualp S.O. Course of auditory impairment
in Cogan's syndrome // Am J Otolaryngol. — 2009. — Vol. 30. —
P. 65-68 doi: 10.1016/j.amjot0.2008.02.003

12 Murphy G., Sullivan M.O., Shanahan F. et al. Cogan's
syndrome: present and future directions // Rheumatol Int. —2009.
—Vol. 29. - P. 1117-1121. doi: 10.1007/s00296-009-0945-0

13 bekerosa T.B. Cunapom Korana — HoBast HO30510rHsl B €O-

B MEDICINE (AImaty), Ne2 (176), 2017




PEBMATOJI1OI'NA

BPEMEHHOI1 KJIaccu(pUKaLN CUCTEMHbIX BaCKylIUTOB. Kinunye-
cKoe HaOmroieHre 1 0030p Jiuteparypsl // HayuHo-mipakTuuckas
pesmarosiorusi. — 2016. - Ned. — C. 463-468

14 Moposa H.A., Kponoruna T.B., Apoy3osa 10.B. Cun-
npom Korana. Yernex umMmyHocypeccuBHo# Teparnu // HaydHo-
npakTruackas pesmaroiorus. 2016. - Ne5. — C. 598-600

REFERENCES

1 Beketova TV, Nasonov EL. Modern classification of
systemic vasculitis. Terapevticheskii arkhiv = Therapeutic
Archives. 2014;(5):94-8 (In Russ.)

2 Sindrom Kogana — eto redkoe autoimmunnoe zabolevanie,
porazhaiushhee glaza i vnutrennee uho. Portal Medicinskii
spravochnik zabolevanii [Cogan's syndrome - a rare autoimmune
disease that affects the eyes and the inner ear. Portal Medical
Reference diseases]. Available from: http://med-zabolevaniya.
ru/sindrom-kogana.html

3 Cogan DG. Syndrome of non syphilitic intersticial keratitis
and vestibule auditory symptoms. Arch Oftalmol. 1945;33:144-9.
doi: 10.1001/archopht.1945.00890140064007

4 Cody DT, Williams HL. Cogan's syndrome. Laryngoscope.
1960;70:447-8. doi: 10.1288/00005537-196004000-00010

5 Lunardi C, Bason C, Leandri M. et al. Autoantibodies to the
inner ear and endothelial antigens in Cogan's syndrome. Lancet.
2002;360:915-21. doi: 10.1016/S0140-6736(02)11028-2

6 Lobo DR, Garcia-Berrocal JR, Ramirez-Camacho R. New
prospects in the diagnosis and treatment of immune-mediated
inner ear disease. World J Methodol. 2014;4:91-8. doi: 10.5662/
wjm.v4.i2.91

7 Vinceneux P. Cogan's syndrome. Orphanet Encyclopedia.
2005;2:1-7 Available from: https://www.orpha.net/data/patho/
GB/uk-cogan.pdf

8 Agostinho S, Marques MC, Simao MA, Dias O. Cogan's
syndrome: a retrospective study of 22 years. J OtolRhinol.
2015;4:4. doi: 10.4172/2324-8785.1000233

9 Gluth MB, Baratz KH, Matteson EL, Driscoll CL.
Cogan syndrome: a retrospective review of 60 patients
throughout a half century. Mayo Clin Proc. 2006;81:483-8. doi:
10.4065/81.4.483

10 Grasland A, Pouchot J, Hachulla E. et al. Typical and
atypical Cogan's syndrome: 32 cases and review of literature.
Rheumatology. 2004;43:1007-15. doi: 10.1093/rheumatology/
keh228

11 Son HJ, Ulualp SO. Course of auditory impairment
in Cogan's syndrome. 4m J Otolaryngol. 2009;30:65-8. doi:
10.1016/j.amjoto.2008.02.003

12 Murphy G, Sullivan MO, Shanahan F. et al. Cogan's
syndrome: present and future directions. Rheumatol Int.
2009;29:1117-21. doi: 10.1007/s00296-009-0945-0

13 Beketova TV. Cogan's syndrome - a new nosology
in the modern classification of systemic vasculitis. Clinical
observation and review of the literature. Nauchno-praktichskaya
revmatologiya = Scientific and practical rheumatology.
2016;4:463-8 9 (In Russ.)

14 Morova NA, Kropotina TV, Arbuzova YV. Cogan's
syndrome. The success of immunosuppressive therapy.

Ona ccbinku: MawkyHosa O.B., AndaHzaHosa K.K. CuHOpom KozaHa 6 rnpakmuke pesmamorioea //
Medicine (Almaty). — 2017. — No 2 (176). — P. 30-34

Cmamabsi nocmynuna 8 pedakyuto 01.02.2017 a.
Cmambsi npuHsima e neyams 13.02.2017 e.

Nauchno-praktichskaya revmatologiya = Scientific and practical
rheumatology. 2016;5:598-600 (In Russ.)

T¥XbIPbIM

0.B. MALLKYHOBA"?, K.K. ANOQAHFAHOBA'

'C.)K. AcgbeHdusipos ambiHOarbl Kasak Ynmmabik MeduyuHa

YHusepcumemi, Aimamel K.,

2KP [ICOKM Kapouosnoausi xaHe IA F3U, Anmamei K.

KOrAH CUHOPOMbI PEBMATONOITbIH TOXIPIBECIHOE

KoraH CMHAPOMBIHbIH, KNMMHWKA HYCKacbIH- Ka3ipri 3aMaHu xaHa
Hosonorus >xyreni Backynuttep (PKB), Tuecini TobblHa aTaTbiHbl
cunaTTanfaH.

KoraH cvHapoMbl - 6yn crpek kespeceTiH reHeTUKanbIK TYpFblaaH
6enim agamaapaa Kes xxoHe iLLKi Kynak aypy 3akbIMAaNTbIH CUHOPOM.
KoraH cuHapombl 80% 14 xeHe 47-xbinpap apanbiFbiHAarbl Xac
agampapgbl 3akbiMaaviabl .bomkam 6ovibiHLWa, Byn ayTOUMMYHAbIK
peakumsiCbiHbIH, Kapcbl GaFbiTTanFaH Genricia xannbl ayToaHTu-
reHreaypy Hatwxeci 6onbin Tabbinagbl. KoraH cvMHAPOMbI Xofapbl
Xnini Tamblpnapabl 3akeiMaanabl,coHabikTaH KC Bapuabenbabik
BaCKynuUTKe KyHi peTiHAEe XIKTenreH, an ekiHWi BacKynuT XXyhenik
aypynapblHa xaTnanapi.

3epTTeyain makcaTtbl. KoraH CMHOPOMbIHBIH aTUMTIK KINHKKaIbIK
XaFganablH 32 XKacTafbl XKac anengiH Xymenik kepiHictrepiHae
)KOHe naToreHeTukanblk TepanusicbiHAa MeToTpekcaT TUIMAINIriH
baranay.

AypyablH KepiHiCTepi kavTanaHaTblH UHTEPCTULMANAbIK KepaTuT,
HepoceHcopablK KepeHaik xaHe Xynenik 6enrinep: apTpuTneH,
remopparusinelk 6eptnemeH, kKbis3bameH Gankanaabl. basucTik
Tepanus peTiHae 16 Mr mMeTunnpegHU3onoHAbl XoHe WHAYKUUS
pemMuccusFa XeTkidy yLiH MeToTpekcaT 15 Mr gjosackl TaFanbiHAanFaH
(MeTomxekT® eryre apHanfaH epiTiHgi 50 mr/mn — 0.3 mn) Tepi acTbiHa
anTacbiHa 1 peT xakchl xayanneH bipre emaeyain acepi 4 antagaH
KeniH 6ankanagbl.

Heziz2i ce3dep: KozaH cuHOpombi,xXyleni eackynummep,
caHblpaynbiK, UHmepcmuyuandbl Kepamum, MemompeKkcam, me-
murnnpedHU30IIOoH.

SUMMARY
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COGAN'S SYNDROME IN THE PRACTICE OF RHEUMATO-
LOGIST

Cogan syndrome is a rare autoimmune disease characterized by
inflammation of the ears and eyes. Cogan's syndrome affects young ,
with 80% of patients between 14 and 47 years. Itis assumed that the
disease is a result of an autoimmune reaction against an unknown
common autoantigen. In relation with high frequency of vascular
lesions, SK was classified as variable vasculitis, not a secondary
vasculitis in systemic diseases.

Aim. To give a description of the clinical case of atypical
Cogan syndrome with systemic manifestations in a 32 years old
young woman and to assess the effectiveness of pathogenetic
immunosuppressive therapy with methotrexate.

The disease is manifested by recurrent interstitial keratitis and
sensorineural hearing loss in a combination with systemic features:
arthritis, hemorrhagic rash, fever. As a basic therapy in addition to 16
mg of methylprednisolone for the induction of remission methotrexate
at a dose of 15 mg (Metoject® solution for injection 50 mg/ml — 0.3 ml)
was assigned subcutaneously once per week with good response to
treatment after 4 weeks from starting the treatment.

Key words: Cogan syndrome, systemic vasculitis, hearing loss,
interstitial keratitis, methotrexate, methylprednisolone.
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