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B craTbe npencTaBneHo KAMHUYECKOE HabnlaeHWe, CBUMAETENLCTBYIOLLME O CIIOXHOCTAX LMarHOCTMHECKOro MOMCKa,
BCTPEYAlOLLMECH MPU YCTAHOBNEHWM AMAarHo3a CUCTEMHOTO BACKYNWTA, acCOLMMPOBAHHOMO C aHTUHEATPO(UABHBIMW LM-
TONNa3MaTMYECKUMU aHTUTENaMM, K KOTOPbIM OTHOCUTCA pefKoe 3aboneBaHne — 303MHOGMIBLHBIA FpaHyneMaros c no-
nmaHrumtoM (cuHapoM Yapmxa-Crpocc). TwiatenbHo cOBpaHHbIA aHaMHe3, yyacTue CMeLMannucToB pasHoro npoduns, pe-
TPOCMEKTUBHBIN aHanM3 N1abopaTopHbIX M MHCTPYMEHTAMbHBIX AaHHbIX MO3BONMAM BepUPUUMPOBATb LMArHo3, HasHauuTb
afieKkBaTHylo Tepanuto. Lenb nybnmkaumum — obcynmnts HeobxoauMOCTb paHHel AMarHOCTUKM 303MHOMUIIBHOTO FpaHynema-
T03a C MOJIMAHTUMTOM, YTO MOXKET MOBLICUTb IPHEKTUBHOCT TEpPaNuUM W YNyHLLMTL 06LMIA NpOrHO3 Npu 3ToM 3abonesa-
HWM C Y4ETOM COBPEMEHHBIX MOAX0/I0B, 0CHOBAHHbIX Ha OCHOBHbIX MOJIOXEHUSAX MEXAYHAPOAHbIX PeKOMEHAALMI, KoTopble
obinu nogrotoenenbl B 2015 . ¢ yyactueM Beaywmx akcneptoB u3 EBponbl, CLUA n KaHaabl M npu3BaHbl CTaTb OCHOBOVA
Ons Bblbopa NepcoHanu3vpoBaHHOW CTpaTery Tepanuu naumeHTa. [IMarHoCTUKY 303MHO(UNIBHOMO rpaHyneMaTo3Horo no-
JIMAHMMKUTA B pAJE CNy4aeB 3aTpyAHsSeT pasHoobpasue KIMHMYECKOM KapTWHbI, HEOJHOBPEMEHHOE MOSBNEHME OCHOBHbIX
CMMMTOMOB M HapyLUeHWe CTaguiiHocTW npouecca. [pu anddepeHUManbHON AUArHOCTUKE CUCTEMHBIX BAaCKY/IMTOB peLua-
foLLlee 3HAYEHME UMEIOT OLLEHKA HayasbHbIX KIIMHUYECKUX MPOSBMIEHUIA, TECTUPOBAHME HA HaNMiMe aHTUTEN K LMTOMIa3Me
HeWTpouUIoB, MyNbTUCTIMpalbHas KOMMblOTEPHas ToMorpadus opraHoB rPyAHOM KIETKW M AuarHocTuyeckas buoncus no-
PaXeHHbIX TKaHel. B rucTonormyeckoM 3akioyeHMM O0TMeYeHa KapTHa 04aroBOr0 I3BEHHO-HEKPOTUYECKOrO MOpaMeHus
CM3KCTOM 060J104KM HOCA C MPU3HaKaMK BaCKYNUTa U BbIPaXEHHbIM 303MHO(UNBHOKIIETOYHBIM KOMIMOHEHTOM BOCNANEHuS.
K oTnmumuTenbHbIM 0COOEHHOCTAM AaHHOMO Ciyyas cnefyeT oTHeCTU AebioT 3aboneBaHus ¢ pa3BUTMEM MHbApKTa MUOKap-
[a W paHHee MOpaXKeHWe opraHa CNyxa B BWAE KOXNeapHOro HEBPUTA, OCMOMHUBLUErOCS HEMPOCEHCOPHOW TYroyXocTblo.
KombuHauumsa BbICOKMX A03 MIOKOKOPTUKOCTEPOUAOB U LMKIodochamMnaa, No-npexHeMy SBASETCS «30/10TbIM» CTaHAAPTOM
LN NeYeHus TSKENbIX Cy4aes, HO MEPCMEKTMBHON TepaneBTUYECKOW aNbTepPHATUBOW NPeACTaBNSeTCs UCMob30BaHue buo-
JIOTMYECKMX areHTOB, TaKMX KaK pUTYKCUMab uam Menonmsymab (4 puc., bubnuorp.: 23 uct.).

KniouyeBble cnoBa: OpoHxManbHas acTMa; cMHApOM Yapaxa—Crpocc; CUCTEMHBIA BaCKYUT; 303MHODUNNS; 303UHO-
GUAbHBIN rpaHyNemMaTtos ¢ NoNMaHrMUTOM, MHbApPKT MUOKapAa, aHTUTeNa K LMTONIa3Me HeiTpoduos.
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The article presents clinical observations demonstrating the difficulties of diagnostic search in establishing the diagnosis of
systemic vasculitis associated with antineutrophil cytoplasmic antibodies, which include a rare disease — eosinophilic granu-
lomatosis with polyangiitis (Churg-Strauss syndrome). Carefully collected anamnesis, participation of specialists of different
profiles, retrospective analysis of laboratory and instrumental data allowed to verify the diagnosis, to prescribe adequate
therapy. The aim of the publication is to discuss the need for early diagnosis of eosinophilic granulomatosis with polyangiitis,
which can improve the effectiveness of therapy and improve the overall prognosis for this disease, taking into account modern
approaches based on the main provisions of international recommendations that were prepared in 2015 with the participation
of leading experts from Europe, USA and Canada and were called to become the basis for choosing a personalized patient
therapy strategy. In some cases, the diagnosis of eosinophilic granulomatous polyangiitis is complicated by the diversity of
the clinical picture, the non-simultaneous appearance of the main symptoms and the violation of the stages of the process.
In the differential diagnosis of systemic vasculitis, assessment of initial clinical manifestations, testing for the presence of
antibodies to the cytoplasm of neutrophils, multispiral computed tomography of the chest organs and diagnostic biopsy of the
affected tissues are crucial. In the histological conclusion, a picture of focal ulcerative-necrotic lesions of the nasal mucosa
with signs of vasculitis and a pronounced eosinophilic cell component of inflammation was noted. The distinctive features of
this case include the onset of the disease with the development of myocardial infarction and early damage to the hearing organ
in the form of cochlear neuritis, complicated by sensorineural hypoacusis. The combination of high doses of glucocorticoste-
roids and cyclophosphamide is still the “gold” standard for the treatment of severe cases, but the use of biological agents such
as rituximab or mepolizumab seems to be a promising therapeutic alternative (4 figs, bibliography: 3 refs).
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BBEJAEHUE

3031HOGMALHBIA rpaHyNemMaTo3Hbli noanaHrmt (3rTA)
OTHOCWTCA K CUCTEMHBIM BaCKy/IUTaM C NpenMyLLeCTBEHHBIM
nopax<eHWeM cOCyA0B Manoro 1 cpegHero kanubpa. 3abone-
BaHue u3BecTHo ¢ 1951 r. v Bnepsble bbiio onucaHo J. Churg
u L. Strauss [1]. Yawe bonetoT MyumHbl (1,1 : 1-3 : 1) B BO3-
pacte 35-45 ner [2]. B Teuenun 3ITIA 06bI4HO BbILENAKOT He-
CKONbKO a3, cnefyowmx apyr 3a apyrom [3]. B HayanbHyto,
npogpoManbHyto a3y pasBuBalOTCS aNNepruyecKuin puHuT,
CHHYCUT (C NOSIMNO30M Hoca unn 6e3 Hero) 1 bpoHxManbHas
actMa (bA), KoTopble NepCUCTUPYIOT B TEUEHME HECKONBKMX JIET.
Bropas ¢dasa 6onesHu xapaktepusyetcs 303uHodUIMEN
1 303MHOPUNBHBIMU MHDMBTPaTaMK B Pa3fiyHbIX OpraHax,
BK/IlOYasA JIETKME U KeNyAo4HO-KUWeYHbI TpakT (HKKT).
MocnepHss dasa accouMmMpoBaHa C HalMYMeM BacKylWUTOB,
MOSIMOPraHHbIX NOPAXKEHWUN U KOHCTUTYLIMOHASBHBIX CUMMTO-
MOB (MXopajKa, CHUXeHUs Macchl Tena, cnabocTb 1 yToM-
NAEMOCTb).

OpHako amarHoctuky JITIA KpaiHe 3aTpymHAOT Nomu-
MOPGHOCTb KJIMHUYECKOW KapTUHbI, HEOAHOBPEMEHHOE Mo-
SIBNEHME OCHOBHbIX CUMMTOMOB M HapyLUeHWe CTafMIHOCTU
npouecca.

Huxe npencTaBnsieM KIMHUYECKUA Cydald, LEMOHCTPU-
PYHOLLMI NO3JHI0K AMarHOCTUKY atunuyHoro Tedenus 3ITIA.

BonbHoit M., 1953 1. p. (64 ropa), BnepBble obpaTuics
B KJIMHWUKY BOEHHO-MOPCKOM Tepanun BoeHHO-Me AMLMHCKO
akagemun B 2007 r. C xanobamMu Ha 4yBCTBO «3aJiOKEH-
HOCTU» B FPYLOM, 3MKU30[bl 3aTPYLHEHHOMO [bIXaHWsA B HOY-
Hoe BpeMs WM nepef NpobyXAeHWEM, ManonpoayKTUB-
Hblii Kaluefb, MOCTOSHHOE HapyLUEHWe HOCOBOTO [blXaHus,
aHOCMUIO, pefikve 3arpyAuHHble 6onn faBsLLero xapakTepa
C vppapMaumeii B npaBoe U NeBoe njeyo, NOsBASKLLMECS
npu xoapbe Ha pacctosHue 150-200 M, npoponxatoLmecs
B TEUEHWE HECKOSIbKMX MUHYT, NpeKpaLLaloLpnecs npu CHU-
YKEHWUM Harpy3ku, noTepio B Bece (8 Kr 3a 3 rofa), CHMKeHue
Cyxa, YXyALeHue 3peHus.

N3 aHamHe3a: B 1987 r. (B Bo3pacTe 34 neT) Obin AnarHo-
CTUPOBaH MH(APKT MUoKapaa (MIM), pacLieHeHHbIN KaK TpaHc-
MypasbHbIA, HO K MOMEHTY BbIMUCKM Ha 3NEKTpOKapauo-
rpamme (IKI) octaBanmcb npusHaku Menkoodarosoro UM.
Torpa e nepeHec HeBpWUT C/TyXOBOro HepBa CMpaBea, a ye-
pe3 rof — [BYCTOPOHHWUIA KOX/eapHbIii HEBPUT C pPasBUTH-
€M CTOMKOW [ABYCTOPOHHEN CEHCOHEBpasibHOW TYrOyXOCTW.
B 1998 r. — noBTopHbIA Q-UH(ApPKT MMUOKapaa B obnacTtu
HUXHEN CTEHKM JIEBOr0 XenyaouKa. B To xe Bpems npu nabo-
PaTOPHbIX MCCE0BaHUAX ONpeSensnach 303MHoQUAMS Kpo-
Bu 10 20 %, He MMetoLLas AMarHOCTUYECKOr0 00bACHEHUA.

C 2000 r. naumeHTa HeCMOKOWUT HapyLUeHWe HOCOBOrO
ObIXaHusi, KOTOPOe pacLeHUBanoCh Kak annepruyeckuii cu-
HycuT. B 3T0 Bpems BnepBble NOSBAATCS ANM30AbI 3aTpya-
HEHHOrO AblXaHusi. BbisBneHa anneprus Ha nbinib, WeEpPCTb
JKMBOTHBIX, X0/10[0Bas peakuus. lpu uccnefoBaHUM ypoBeHb
uMmMyHornobynuHos E (IgE) coctaBnsn 200 ME/mn (HopMa —
1-87 ME/mn), 303uHodunua kpoeu o 25 %, Bnepsble Obin
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YCTaHOBJEH AmarHo3: bA, cMellaHHas dopMa (aTonmueckas
1 MHDEKLMOHHO-3aBNCMMaR). C 53 neT NocToAHHO MHranupy-
et byneconun 200 MKr/cyT u dopmoTepon 12 MKr/cyT.

B mapte 2006 r. BHe3anHO MOSABUINCL HapYLLEHUS YyB-
CTBUTENIBHOCTW B MPaBOM MOJIOBMHE JIULA, TeNa U KOHeY-
HOCTeW; YXyZLUeHWe 3peHWs Ha NpaBbli rnas (guarHos od-
TaNbMOJIOra: 3p03usi POroBULLbI, CHUXEHWE OCTPOTHI 3PEHUs
Ha npas.blii rnas). [pn MarHUTHO-pe30HaHCHOW ToMorpaduu
(MPT) paHHbIX 33 0CTPOE HapyLUEHWe MO3roBOro KpoBOObpa-
wenuns (OHMK) nonydeHo He 6Bbio, OLHAKO BbISIBNEHO FK-
anbHoe 0bpa3oBaHue pa3mepamm 2,3 x 1,5 x 0,8 MM B npo-
eKUMM LMNLOB MO30/IUCTOr0 TeNla U 3aJHero pora neBoro
bokoBoro enyaouka (puc. 1).

C 2013 r. — exerogHble rocnUTanU3aUMn B KIMHUKY
B CBA3M C 0bocTpeHnamu BA, Lns KynupoBaHWs KOTOpbIX Tpe-
BoBanMch KOpOTKUE Kypcbl MapeHTepanbHbIX FIIOKOKOPTUKO-
creponnos (TKC). B 2014 r. — BHerocnuTanbHas MHEBMOHMS
B HWXKHEW [10/1e CNeBa Npy HOPMasbHbIX 3HAYEHUAX IEMKOLM-
T0B 1 CO3, 303uHodmnma no 12 %, nosbiweHne yposHa IgE
Ao 252 ME/Mn. Yepes 3 roga — BHerocnutasnbHas MHeBMO-
HWA B BepXHeli Jone IeBoro nerkoro. B kpoBu 303uHodunms
0o 25 %, IgE po 535 ME/mn.

B mapte 2016 r. noseunuck anobbl Ha OHEMEHME B fe-
BoW cTone. BoinonHena MPT ronoBHOro Mosra, npu KoTo-
poii MapaBeHTPUKYNAPHO B NpaBoii N06HON Aofe BbisBNEH
Y4aCTOK KUCTO3HO-FMO3HBIX M3MeHeHU auaMeTpoM 30 MM.
MP-kapTuHa nocnepcteuii OHMK B bacceliHe npaBoii cpefsi-
HEMO3roBOW apTepuu, OUCLMPKYNATOPHON 3HLedanonatum,
paclumpeHue cybapaxHoMAaNbHOr0 NPOCTPaHCTBA.

N3 aHamHe3a xwu3Hu. HacnepcteeHHas nmpepgpacnono-
XeHHocTb K BA otcytctByeT. Kypun B TeuyeHue 16 net no
20 curapeT B [eHb, [JIUTENbHOE BPEMA UMEN KOHTaKT
¢ CBY-06nyyeHneM. Annepronormyeckuii aHaMHe3 OTATOLLEH:
NpU3HaKN BbITOBON ([OMALUHASA Mblb) U 3NMAEPMaNbHOM
(LuepcTb AOMALLHWX XKMUBOTHbIX) CEHCMOMNM3aLMM.

06beKTUBHBIN cTaTyc. CocTosiHME YO,0BNETBOPUTENBHOE.
KoxHble mokpoBbl 06bI4HOTO LBeTa, uucTble. Mepudepuye-
CKMX 0TeKOB HeT. [lynbc 82 B MMH, pUTMMYHBIA. [paHuLbI
cepiua He U3MeHeHbl. TOHbI cepiua pUTMUYHBIE, aKLEHT
[l ToHa Hapg aopToi, AL 130 1 80 MM pr. cT. [bIxaHue Yepes HoC
3aTpyLHEHO. YnCno AbixaTeNibHbIX ABUMEHUA — 17 B MUH.

Puc. 1. MPT ronosHoro Mo3ra. BeisiBnieHo rnnansHoe obpasoBaHue
pasmepamu 2,3 x 1,5 x 0,8 MM B NpoeKLMM LLMMNLOB MO30IUCTONO
Tena v 3afiHero pora neBoro HOKOBOTro XenynouKa
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Puc. 2. MynbTucnMpanbHas KoMMbloTepHas ToMorpadms npuia-
TOYHBIX Ma3yx Hoca. BeisiBNneH NeBOCTOPOHHMIA NaHCKHycuT. [pu-
CTEHOYHOE YTOJILLEeHNe CAM3MCTON 060/104KM NpaBOil MONOBUHBI
No6HOW Masyxu, NPaBoW BEPXHEUENHOCTHOW W OCHOBHOW MasyXMu.
HocoBoi umkn HapyLueH. MckpuBneHue HOCOBOW NeperopofKu

Puc. 3. ¢ — 3p03MBHO-HEKPOTUYECKOE MOpPaXKEHWEe CIIM3UCTOM
000/104KM HOCa, pacnpocTpaHeHHas MOCKOKIETOYHas MeTanna-
3151 NOKPOBHOTO 3NUTENUS; 6 — nioTHas AMMdbonnasMoLmTapHas
MHOUNLTPALMA CIM3NUCTON 060/104KM HOCA, MPOAYKTUBHBIN BacKy-
mT ¢ npeobnagaHneM 303MHOGUIbHbBIX IEKOLMTOB

[epKyTOpPHO Hap, NErkMMM OMpefensieTcs ACHbIN JEroyHbIN
3ByK. [pu ayckynbTaumm AbixaHue XeCTKoe, BbICyLUMBAIOTCS
paccesiHHbIE CYXWe CBUCTALLME U XYHOKaLLMe Xpunbl. ueoT
MArKuiA, 6e360ne3HeHHbIN Npu Nanbnauuu. Neyexs, cenesex-
Ka He yBeNnYeHbl.

PeTpocneKTuBHbINA aHanN3 1abopaTopHO-MHCTPYMEHTaNBHBIX
nokasateneit: ¢ 2000 r. (c 47 net) — 3o3uHopunma Ao 25 %,
MaKcyMarnbHoe noebierue IgE po 535 ME/mn, PO <30 ME/mn.

AHTUTENA K aHTUreHaM renbMUHTOB He obHapyxe-
Hbl. C 53 neT BbISIBNEHO NOBbILLIEHME YPOBHS X0NecTepuHa
A0 6,5 MMonb/N, B CBA3M C YeM BblN Ha3Ha4eH NpueM cTaTu-
HoB. B 64 rofia BniepBble BbIMOHEHO UCCIEA0BaHKUe Ha HaK-
Yne aHTUTeN K umTonnasme Hentpodunos (ANCA), KoTopble
He 6blnn 06HapyKeHbl B KPOBW.
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Ha cepun 3KI' B auHamuke dukcupytotcs pybuoBble u3-
MeHeHus B 0671aCTW HUXKHEN CTeHKW. IxoKapamorpadus: rv-
MOKWHe3Us B 6asanbHOM OTAeNe HKHEN CTEHKW W HUMKHE-
neperopofoyHoii obnactu. 06wwas cokpatuTenbHas GyHKUMS
coxpaHeHa. lpy uccnefoBaHUM QYHKLMW BHELLHETO bIXaHUS:
YMEPEHHO BbIpaXKeHHble 06CTPYKTUBHbIE HapyLleHus (dop-
CMpPOBaHHas XU3HeHHas eMKocTb Nerkux (OXEN) — 97 %;
OXEJ,-70 %; nnpekc Mencnapa — 55 %) ¢ nonoxurens-
HbIM OPOHXOAMNATALMOHHLIM TECTOM (MpupocT obbeMa dop-
CMPOBaHHOTO BbIA0Xa 3a NepByl0 CEKyHAy MaHeBpa dopcu-
poBaHHoro Bbigoxa (00B,) no 27 %).

Mpu noBTOpPHLIX peHTreHorpamMax nerkux B 2007, 2012,
2014 rr. BbISIBNIEHbI MPU3HAKM YMEPEHHOr0 NepubpoHXMab-
Horo NHeBModKbpo3a C 3NeMeHTaM1 NPeXOASALLEN TMMNOBEH-
TUNALMK B CpeSHeN [0fe MPaBoro JIErKOro U 3blYKOBbIX
CerMeHTax JIeBoro JIerKoro.

MynbTucnupanbHas KOMMbKOTEpHas ToMorpadusa rpya-
Hol knetku (MCKT) B Mapte 2017 r. (B Bo3pacTe 63 ropa):
B S4 1 S10 cnpasa, B S8 cneBa BbiABNEHbI IMHENHbIE MHEB-
MOunOpo3kl, LeHTpUnobynsapHas bynna guameTpoM 7 MM
8 S1 npasoro nerkoro.

Ha peHtreHorpamme npupaatouHbix nasyx Hoca ([MH)
¢ 2007 no 2016 r. — yTonLLEHME CIU3UCTOIN 000N0YKM ran-
MOPOBbIX Nasyx C MpU3HaKaMK OCYMKOBAHHOW MMOKOCTH
cnpasa. Ha MCKT MMH B mapTe 2017 r. BbISIBNEH NEBOCTO-
POHHUIA NAHCUHYCUT (puUC. 2).

B anpene 2017 r. BbinosHeHa buoncusa ciusuctoi 0bo-
IOYKM CpefiHero HOCOBOTO XOAA C 2 CTOPOH: BO (parMeHTax
C/M3UCTO 0607104KM 0BHApYKEHbI 04aroBble NONMMNOBUAHbIE
BbIPOCTHI W OTeK, cybanuTenuansHas auddysHas neikouu-
TapHas M nuMdQonnasMoumuTapHas UHQUIbTPaLMs, YTo CO-
OTBETCTBYET KapTUHE XPOHUYECKOr0 NOJIMMO3HOM0 CUHYCHTA.

lMocne KoMMAeKCHOro KIMHWKo-nabopatopHoro obcre-
[0BaHWA CrewumanmcTaMm bbin NOCTaBAEH AMArHO3 «XPOHU-
YECKWI MONMMO3HbIA CUHYCUT; BpoHxManbHas actMma (ato-
nnyecKasi, MHOEKLMOHHO-3aBUCUMas, TUNEPPEaKTUBHOCTb
OpOHXOB), YaCTMYHO KOHTpONMpyeMas, CpefHen CTeneH
TSIKECTHW; annepruyeckas noamuno3Has pUHOCUHYCONaTUs».

Hesponorom noctaBneH guarHo3 «OHMK B 6acceitHe
npaBoii cpeHEN MO3roBOi apTEPUM HEU3BECTHON AABHOCTH,
CEHCOPHAA NOJIMHENPONATUA HUKHUX KOHEYHOCTEN.

Ha ocHoBaHuu MHOro0bpasus KNMHUYeCKUX NpOSBEHNN
CO CTOPOHBI [ibIXaTeNlbHOM, CepAeYH0-COCYANCTON, LiEHTPab-
HOM 1 NepudepuyecKon HePBHOM CUCTEM, a TaKXKe Haluums
rMnNep3o3uHOGUIMK CNoXuUIock npeactasneqne 06 3TIA.

B anpene 2017 r. BbinonHeHa buoncua cnmsuctoit 06o-
NIOYKM CpeSiHEro HOCOBOrO X0Aa ¢ 2 cTopoH. Mpu ructonoru-
YECKOM UCCNef0BaHUM Cu3ncTas 000104Ka bbina BhICT/IaHa
3NUTeNneM pecrnmpaTopHOro TMNa, € y4acTKOM 3p03UBHO-He-
KPOTUYECKOT0 MOPAXKEHUS U BbIPAXKEHHOW JIEMKOLMTAPHOM
3Kccynaumeit ¢ npuMeckio GrUbpuHa; KpaeBoi NUTENIUA OT-
JM4arcs pacnpocTpaHeHHOM NI0CKOKIETOYHOW MeTannasuein
(puc. 3, @), yyacTKamu CKNepo3a W rwanuHosa cybanutenu-
anbHbIX MPOCTpaHCTB. B obnactu u3baA3BneHus onpenens-
nacb CMellaHHas nuMdoniasMounTapHas UHGUAbTpaums
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C NPUMECHI0 HEUTPODUIBHBIX U 303UHODUBHBIX NEAKOLUTOB,
BbIPaXXEHHAsH OTEYHOCTb CTPOMBI C pPacLUMPEHHBIMM COCYAa-
Mu. OTAenbHble COCYAbl BEHYMIAPHOrO TMNA M eAUHNYHbIE
apTepuonbl — C NpU3HaKaMu NPOAYKTMBHOIO BaCKymuTa,
BOMbLUMHCTBO BEHYN AMNATMPOBaHbI; B NPOCBETaX 60MbLUMH-
CTBa — CKOMJIEHUSA 303UHODUNBHBIX JIEMKOLMTOB (puc. 3, 6).

B ructonornyeckoM 3aKnOueHMM OTMeYeHa KapTWHa
04aroBOro A3BEHHO-HEKPOTMYECKOr0 NOPaXEHUs CIM3UCTON
060/104KM HOCa C NPU3HAKaMM XPOHM3aLMM BOCMANIUTENBHOMO
npoviecca, NpPOLYKTUBHOIO BaCKyUTa U BbIpaXKEHHbIM 303U-
HOGMWIbHOKIETOYHBIM KOMIMOHEHTOM BOCMaNeHN.

lpoBefeHa KoHCYMbTaLMs peBMaTtoiora ¢ nocneayoLLen
rocnutanusaumeit B ['bY3 CI6 KPB N2 25. YcraHoBneH pua-
HO3: 303UHOMUIIBHBIN rPaHyneMaTos ¢ nosmaHrumToM, ANCA
HeraTuBHbIi, |gE-N03UTUBHBINA, aKTUBHOCTb YMepeHHas, € no-
paeHueM cepaua (MHbapKTbl MUokapaa B 1987, 1998 rr.),
nerkux (CMHAPOM OPOHXMANbHOM acTMbl), JIOP-OpraHoB
(annepruyeckuin pUHUT, NOMUMO3HBIA CUHYCUT, LBYCTOPOH-
HWW KOXNeapHbIA HEBPUT C UCXOL0M B [BYCTOPOHHION Heli-
POCEHCOPHYI0 TYroyXocCTb), NepudepuyecKon 1 LIeHTpabHOi
HepBHOM cuCTeMbI (ceHcopHas nonmHerponatus, OHMK He-
W3BECTHO [JaBHOCTH).

Bbina npoBepeHa Tepanus NMPejHW30/I0HOM B J03e
20 wmr/cyt, npopomkeHa basucHas Tepanus ¢opmoTe-
pon + byneconna B fose 24/800 Mkr/cyT. Yepes 3 Mec
NeYeHUs y NalMeHTa BrepBble 33 MHOMO NeT BOCCTAHOBU-
NoCb HOCOBOE [biXaHue W 000HSHWE, Y4aN0Ch CHU3UTL A03Y
W KpaTHOCTb NpueMa BPOHXONIMTUKOB 1 MHransumoHHbIx [KC,
no AaHHbIM cnmpoMeTpun OOB, coxpaHsnacb Ha ypoBHe
70 % c nonoxuTenbHol peakumen Ha BPOHXONUTUKY, Yy4-
LUMNacb NepeHoCcUMOoCTb BU3NYECKUX Harpy3oK (oTcyTcTBYy-
0T aHrMHO3HbIE MPUCTYMbI), YMEHbLUMAUCL HEBPOSIOrUyYe-
CKWe HapylueHus. B aHanusax kposu — 303uHodunos 1 %,
C03 — 7 mM/u. Ha nostopHoit MCKT npuaatouHbix nasyx
HOCa — MPUCTEHOYHOE YTOJILLEHUE CAWM3UCTON 060M04-
KM nasyx Hoca U pelueTyaroro nabupuHta ¢ o0beux CTopoH.
HocoBo uMKn coxpaHeH. 3HauMTenbHas MONOXMTENbHas
[MHaMWKa N0 CpaBHEHUIO C NpeablLyLLMM UcceoBaHNeM
(puc. 4).

OBCYXAEHUE

Knaccudwmkaumonnsle kputepun 3IMA  pa3paboTaHbl
AMepuKaHcKon Konnervein peematosioroB (American col-
lege of Rheumatology) u BrtoualoT B Cebs BPOHXUANbHYIO
acTMy, annepruyeckuii punuT, 3osuHodunmio bonee 10 %,
CUCTEMHYK NaToNOrM0 (MHOXECTBEHHbI MOHOHEBPMT,
NeroyHble MHGUALTPaTHl, Kapauomuonatwio) [4]. Hanu-
uMe 4 n bonee KputepueB MO3BONISET MOCTABUTL [LMArHo3
3IMA ¢ uyscTBUTENBHOCTHIO 85 % M cneunduuHocTbio 99 %
(4, 8].

lpuBeLEHHOE KIMHUYECKOe HabniofeH e [eMOHCTpUpYeT
atunuuHoe TedeHue 3ITIA. Y Hawero naumeHTa oTCyTCTBO-
BaJia YeTKas CTafMIMHOCTb WU NOCNe0BaTeNIbHOCTb Pa3BUTUS
npouecca. 3abonesaHue Ha4anoch ¢ nonMaHrumTa (MHdapkTa
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Puc. 4. MynbtucnupanbHas KOMNbloTepHas Tomorpadus npupa-
TOYHbIX Na3yx Hoca 4Yepe3 3 Mec nocse feyeHus. B neson Bepx-
HEYesloCTHOM nasyxe OcCTaeTcs KUCTOMoAoOHoe obpasoBaHue.
HocoBot LmKN coxpaHeH. 3HaunTenbHas NooXUTeNbHas AMHaMUKA

MWOKapAa), KOTopbIN passuncs 3a 13 net fo NosBneHUs pu-
HuTa, npuctynos bA n 3o3uHodunuu. Mo AaHHBIM pasHbIX
aBTOPOB, YacToTa nopaenus cepaua npu IMA coctaBnset
28-47 % [4, 8]. Hambonee 3Ha4UMMbIMKU CHMTAIOT pa3BMBalO-
LUMecs KOpoHapuMThLI, MaHUbeCTUpYHLLME OCTPble KOpPOHap-
Hble CMHOPOMBI KaK C MogbeMoM cerMeHTa ST, Tak U be3
Hero. Mo aaHHbIM ayToncun y 50 % 6onbHbix 3ITIA BhisSBRSOT
Mopa)KeHWst KOPOHapHbIX apTepui, He AMarHOCTUPOBaHHbIE
Mpu KuM3HK [5, 6]. KapamommonaTtus ABnSeTcs 0CHOBHBIM He-
3aBMCMMbIM NpeauKTopoM cMepTy y 6onbHbix ¢ 3ITIA, npu-
YeM JpyrM He3aBMCMMbIM NMapaMeTpoM HebnaronpusTHoro
nporHosa sensetca Monofoi Bo3pact [7]. B 48 % cnyyaes
rNaBHOW NPUYMHOIA NeTabHbIX MCXOA0B Y NaumeHToB ¢ 3ITIA
ABNAETCA CepfieyHas HefocTaTouHOCTb [8].

3JMA otHocutca kK ANCA-accoummpoBaHHbIM BacKynUTaMm,
opHako HenocpencteeHHo ANCA obHapyxwmBatoTCa NuLWb
y 2/3 (40-60 %) 6onbHbIX, NpuyeM ana ANCA-HeratueHoro
3IMTIA xapaKTepHbl feroyHble UHUNLTPaTH U Bonee Yactoe
W TSXKeNoe nopaxKeHue ceppua (KOPOHapUUT, NepuKapauT,
HapylLeHue CepheyHoro puTMa, CepAeyHas HefocTaTou-
HocTb) [9, 10], Ho pesKe BCTPEYAOTCA NOYEYHbIe MOPAXKEHUS.
Mpn ANCA-HeraTMBHOM BapuaHTe Yalle BbISIBNSETCS BbICO-
Kui TuTp IgE.

TeueHne MHdapKTa MUOKapAa Yy OMMCLIBAEMOrO MaLu-
€HTa MMeNo CBOM 0COBEHHOCTU: TPaHCMypasnbHbIN MHDAPKT
Ha (oHe Tepanuu renapuHOM TpaHC(HOPMMPOBANCA B MeSKO-
04aroBbIf (3@ CYET aKTUBALMM GUBPUHONMTUYECKMX CBOMCTB
KpOBM, UMMyHOCYMPECCUBHOTO [ENCTBUA Mpenapata u yny4-
LIEHMS KOPOHAPHOr0 KPOBOTOKA). [1oBbILLEHWE YPOBHS Xone-
CcTepuHa 1 ero dpakumii y naumeHTa M. HauMHaeTCs TOMbKO
€ 53 ner, 4To He NOATBEPKAET aTEPOCKIIEPOTUYECKMIA TEHE3
UHapKTa.

K otnnumtenbHbiM 0cobeHHOCTAM AaHHOro criyyas cre-
[yeT OTHECTU paHHee nopa)<eHWe opraHa ciyxa B BUAE KOX-
NleapHoOro HeBpUTa, OCIOXHMBLLErOCS HEMpPOCEHCOPHON Ty-
rOyXOCTbl0. XPOHUYECKWUA OTUT U YXYALIEHUE CiyXa OTHOCAT
K YMCNy PeAKUX 1 NO3LHMX 0CnoXHeHun [11].

OpraHbl fgbixanus npu 3ITIA cTaHOBATCA 0CHOBHOM «MU-
LeHbH». 1o NUTepaTypHBIM AaHHBIM, aNnepryeckuii puHUT
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BcTpeyaetca bonee yem y 70 % GonbHbix 3IMA [12, 13].
Y 60/bLIMHCTBA NALMEHTOB OAHWUM M3 NEPBbIX NPOSBIEHWN
sBnseTcs bA, KoTopas Bo3HMKaeT B MOJIOOM Bo3pacTe, A0-
BOJIbHO YacTo 6e3 NMPM3HaKOB aTonMmM 1 CEMENHOro aHaMHe3a
annepruyeckmx 3abonesauii [12]. Y 6onbHoro M. cuMnToMmbl
MOpaKeHUs! BEPXHUX [bIXaTesbHbIX MyTen (annepruyeckui
PUHUT, MOJIMHO3), MpUCTYNbl BA 1 303MHOGUNMA NosBUAUCH
TonbKO Yepe3 10 net oT Hayana Backynuta. Kak npasuno, bA
C CaMoro Hayana Wiy Ha onpefeneHHOM 3Tane CTaHOBUTCA
C/IO}KHOMN A1 Tepanuu, xapaKTepu3yeTcs NOBTOPHbIMU 060-
cTpeHuamu, Tpebyowmmn HasHaueHus cucteMHbix TKC. Pe-
umMamnBbl npucTynoB bA Bo3HMKaIOT Npu cHxeHumn fo3bl TKC,
NpeALLeCTBEHHUKOM KOTOPbIX CNYXMT MOBBILIEHWE YPOBHS
3031HOGMII0B B NepudepuyecKoit kposw [14]. B 3Tux cnydasx
“MeHHo Tepanus uHransumoHHeiMu TKC, ocobeHHo B Bonb-
LU0V 03€, MPUBOANT K 3aaepKe anarHoctuku 3ITIA. OyHK-
LIMOHaNbHble NIEr0YHble TECTbI KpOMe XapaKTepHbiX Anis bA
0BCTPYKTUBHBIX U3MEHEHUIA MOTYT 3adUKCMPOBATb CHUXEHWE
Anddy3noHHoI cnocobHoCTM nerkux. Yacto y 6osbHbIX ¢ no-
po3penneM Ha 3ITIA BbISIBNSIOT 3NKU304bl 303UHOGUIBHOMO
nopax<eHus Nerkux Mo TUMy NHEBMOHWIA.

Ha MOMeHT nocTaHOBKM AWarHo3a 303vMHOQUIMI0 Kpo-
Bu (10 75 % v Gonee) [15, 16] BbISBNAKT NPUOAN3UTENLHO
y 80 % bonbHbIX, MPY 3TOM HabMOAAIOT OLICTPOE CHUMXEHUE
303uHOGMNOB B OTBET Ha Tepanuio cucteMHbiMu TKC [15].
bonee cneunduyHbiM TectoM ansa auarHoctukm 3MMA cny-
MUT LMTONOTMYECKUIA aHanu3 BpoHX0anbBeONIAPHOro naBa-
*a (BAJ1) — pons 303nHodMNoB cpeam Bcex Knetok BAJI
yacto npesbiwaet 10 % [16, 17]. CoueTanme BA c natonorueit
BEPXHUX AbIXaTesbHbIX MyTel, B YaCTHOCTU afiepruyeckum
PUHUTOM U CHHYCONaTWel, SIBIAETCA AMarHOCTUYECKUM KpH-
TepueM cvHapoma. lo MHeHuo MHorux asTopoB [12, 13],
annepruyeckmin pUHAT 1 PUHOCMHYCONAaTUA ABNAKTCA NPeau-
KTopoM bonee bnaronpusTHoro TeyeHus 3abonesanus [18].
CpepgHuin uHTepBan Mexay avarHoctukoii bA u 3ITIA coctas-
nsaet 9 net [14], XxoTa B nMTepaType ONWCaH Ciyyal, Koraa
oH coctasun 50 net [12]. ¥ naumenTa M. 3TOT npouecc 3aHsan
okosno 30 ner.

Mo AaHHBIM NUTEpaTypbl, MPU NOPaXKEHUN HEPBHOM CU-
CTEMbI Yallle BCTPEYAOTCS MHOMECTBEHHbIE MOHOHEBPUTHI
C nocneaylowmM passutMeM nonuHeliponatuv [19, 20].
Y kawporo 4-ro naumenta c 3ITIA nosBnsoTCA NPU3HAKK
MOPaKEHMS LIeHTPaNbHOM HEpPBHOW CUCTEMbI B BUAE pac-
CTPOWCTB B 3MOLMOHANbHOW cdepe, pexe pa3BUBALOTCS
reMopparMyeckuin MHCYNbT U MHAAPKT MO3ra, elle pexe
WHAUNBTPALMA 0CHOBaHMA Yepena 303MHOGUABHBIMK Fpa-
Hynemamu. [11, 12, 20]. Y 6onbHoro M. no Mepe nporpec-
CMpOBaHKA 3abo1eBaHUA MPOM30LLII0 Pa3BUTUE MOPAXKEHUS
LeHTpanbHoli (rinanbHoe obpasoBaHWe OCHOBaHWS Mo3ra
n OHMK) n nepudepnyeckoit (nonuHenponaTus) HepBHOIA
cuctembl. OHMK 6bino pacLieHeHo Kak nposiBrieHue Lepe-
BpanbHOro noanaHruuTa.

lMopasKeHuWe noyeK BCTpeyatoTcs peko. OTHoCUTeNbHO Ya-
CTO BCTPEYAITCA BACKYNUTbI U 303MHO(UIbHBIE UHUNLTPa-
bl }KT, nposBnsatowwmecs abaoMuHanbHoii bonbto, Anapeei,
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XeNyA04HO-KULLEYHBIMM KPoBOTeYeHUAMMU. 13 nopaxeHuit
CKENETHO-MbILLEYHOM CUCTEMBI B (ha3y BaCKYSIUTOB BbISBIAOT-
CA MUaNTUK, MUTPUPYHOLLIME apTpanruu, pexe — apTpuTbl [21].
BbiweonucaHHbIX NposBieHMd y BonbHOro M. BbISIBIEHO
He bblno.

bnaropaps TwartesbHO cobpaHHOMY aHaMHesy, y4acTuio
CMeumMannucToB pasHoro npoduns, peTpoCcneKTUBHOMY aHa-
nn3y NabopaTopHbIX U MHCTPYMEHTASIbHBIX JaHHbIX YAanoch
BepUdULMPOBaTH AMarHo3.

KoMbuHaums Bbicokux fo3 M'KC n umknodochammaa no-
NPeXKHeMy ABJIAETCA «30/10TbIM» CTaHAAPTOM AJ1S JIeYeHus
TAXKENbIX Cly4aeB, HO NEepPCreKTUBHOW TepaneBTUYECKO
aNbTepHaTMBOI NpeLCTaBNIAeTCA MCMNOb30BaHKUe bruonoru-
YECKMX areHTOB, TaKMX KaK PUTYKCMMab uin Menonusymab
[22, 23]. B HacToslee BpeMs NMPOAOSIKEHO HabnwaeHue
3a DONbHbIM.

3AKJIOYEHUE

OnucaHHbIN cryyaid [eMOHCTPUPYET TPYAHOCTU AMarHo-
ctkmn 3ITIA, 0c0b6eHHOCTM ero KAMHWYECKUX NpOSBIEHWN,
Bblbopa HeobxoamMoro obbeMa Tepanuu B CBA3U C Bblpa-
YEHHOCTbI0 NMoAMopraHHbIX nopaxeHui. lpossnenus 3ITIA
4acTo UMEIT CXOACTBO C 303MHO(UNIbHBIMU 3ab0neBaHms-
MW Nerkux (MaMonatuyeckas XpoHU4YecKas 303vHodUbHan
MHEBMOHWA, annepruyeckme BpOHXONEroyHble MUKO3bI,
peakuun Ha NeKapcTBeHHble Mpenapatbl, MAMOMNATUYECKU
rMNepao3uHOMUNbHBIA CMHAPOM, MapaswuTapHas MHBasus,
annepruyeckve 3aboneBaHus) U TAXKENON HEKOHTpONMpYe-
Mo BA, 4To cyLLecTBEHHO 3aTpyAHSET NOCTaHOBKY AWarHo3a.
Mpn anddepeHUManbHOM AUArHOCTUKE CUCTEMHBIX BaCKyn-
TOB pELLAOLLEE 3HAYEHUE MUMEHT OLEHKA HayabHbIX K-
Huyeckux nposieneHuin, ANCA-tectupoanme, MCKT opraHos
TPYLHON KNETKW U AMarHocTudecKas buoncus nopaxKeHHbIX
TKaHen.

Cnyyan npefcTaBnsieT WHTEpeC He TOMbKO A Bpa-
Ueli-peBMaTosIoroB, B K/IMHUYECKOW MpaKTUKE KOTOPbIX Ya-
CTO BCTPEYAKTCA MALMEHTbI C CUCTEMHBIMU BacKynMTaMmy,
HO M ANs TepanesToB, My/IbMOHOJIOMOB, KapAMomoroB, He-
BPOJ10roB, 0TOJIAPMHIOIOr0B.

AOMOTHUTENIbHAA UHOOPMALUA

UcTounuk dpuHaHcupoBanusa. PrHaHCMpoBaHKe [aHHO
paboTbl He MPOBOAMNOC.

KoHdnuKT uHTepecoB. ABTOpbI [eKIapupylOT OTCYT-
CTBUE SIBHbIX U MOTEHUMANbHbIX KOHMIMKTOB WHTEPECOB,
CBA3aHHbIX C NYONMKaLMeR HaCTOSALLEN CTaTbM.

JdTnyeckas akcneptusa. [lpoBefeHue uccnefoBaHMS
0[,00peHO f10KanbHLIM 3TMYeckuM Kommutetom OFBBOY BO
«BoeHHo-MeaMumMHcKas akapemus umenn C.M. Kuposa».

Bknapg aBTopoB. Bce aBTOpbl BHECAM CYLLECTBEH-
Hblii BKJ1aJ, B NPOBeAEHMe UCCNIef0BaHMsA U NOAMOTOBKY CTa-
TbW, MPOYNIM M OA0OPUAM DUHANBHYIO BEpCUto nepes nyonu-
KaLuen.
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