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MopaxkeHue cepaua npu 303MHOPUNABHOM rpaHyIemaTo3e C NO/IMAHTUUTOM: KJIMHUYeCcKoe HaGnIOAEHVIe
®r60Yy BO Capamosckuli TMY um. B.U. Pasymoeckozo MuH30pasa Poccuu, kagpedpa 2ocriumansHoli mepanuu ne4ebHo20 pakynsmema

Pestome

303MHODU/bHBINA TPaHYNEMaTO3 C NOMIMAHTUUTOM SIBAAETCA PEAKMM CUCTEMHBIM BaCKYJMTOM C NPEUMYLLECTBEHHBIM MOPAKEHUEM
COCYA0B CPefiHEro U MesIKoro Kanmbpa, accoLMUpyoWmines ¢ pasButmem BpoHXManbHOW acTmbl, 303MHOPUNUKN, UHOUNBTPATOB B NIETKUX,
ropaKeHWem pas/IMyHbIX OpraHoB K cuctem. MNpeacTaBieHo KAMHMYecKoe HabatogeHne 303MHOUIBHOTO FPaHy/1IemaTosa ¢ NOANAHIMUTOM
y 6onbHOM B.,1980r.p. € TPYAHOCTbIO AMArHOCTUKM B AebtoTe 3aboneBaHMA U NpeobiagaHnem KapananbHOW NaToNOMMKU C XPOHMUYECKOM
cepAeyHoN HeOCTaTOUYHOCTbIO B KIMHUYECKOM KapTuHe 3aboneBaHus.

Kniouesble cnosa: 303I4H0¢VII1beIl71 rpaHynemaTtos C NOAUAHTUUTOM, TPYAHOCTb AMArHOCTUKU, NOpaxXeHue cepaua, XpoHUYyeckana
cepaevyHaa HeJ0CTaTO4YHOCTb

BeeaeHue

303UHODUNbHBIA  rpaHynemato3 ¢ noavaHrumTom (3MMA) ABnAeTca peaKkMM  CUCTEMHBIM  BAacKy/IMTOM C XapaKTepHbIm
nocnefoBaTeNbHbIM Pa3BUTUEM CMMMTOMOB: BHayane — BPOHXMANbHOM acTMbl, 3aTeEM — 303UHOPUAUMN, UHOUNBTPATOB B NETKUX W HA
pa3BEPHYTOM 3Tane — NOPAXKEHUs Pa3/INYHbIX OPraHOB U CUCTEM, B TOM YUC/IE CEPAEYHO-cocyamcTom [1]

MopaxkeHne cepaua BcTpeyaeTcAa npumepHo y 15-60% naumentos ¢ SIMA [2]. Mpu 3Tom moryT 6biTb BOB/EYEHbl BCe cepAeyHble
CTPYKTYpPbI C PAa3BUTUEM MUOKAPANUTA, NePUKAPANTA, SHAOKAPAMTA C NOPAKEHNEM KNanaHHOro annapara [3].

Hanbonblime CNOXKHOCTM BO3HWKAOT MNPU  OTCYTCTBMM NOCAEA0BATENbHOTO pPa3BUTUA 3abo0sieBaHUA, HANMUMA  HETUMNUYHOro
H6POHX00B6CTPYKTUBHOIO CUHAPOMA, B C/Ayyae ObICTPOro pas3BUTMA NATONOrMYECKOro mnpouecca, CONpoBoXAatolerocs  H6onblmm
KOJIMYECTBOM NPU3HAKOB CUCTEMHOTO BOCMA/NeHMA.

OnucaHue KAUHUYecKoz20 cry4asa

BonbHasa b., 1980r., npoxkuBatowasa B CapaToBckon obsactu, cumtaeT ceba 6onbHoW c 2014 roga, Korga cTtanu becnokouTb
3a/10’KEHHOCTb HOCa, cne3oTeyeHne, 0CO6eHHO B IETHUIM Nepuoz, YMeHbLUAOLWMeca Nocsie npuema geceHcmbunnsmpyowmx cpeacts. boina
obcnenoBaHa B anneproueHTpe, BbIABAEHbl annepreHbl K ambpo3uu, NONbIHW, BbICTAaBAEH AMArHO3 anJepruyeckoro PUHUTA,
aNNeprmyeckoro KOHbIOHKTMBUTA. PekomeHgoBaH npuvem uetupusmHa 10 mr/cyTku, MHcyddaaumin damkcoHase 50 MKr/geHb B Ce30H
LBETEHMA COPHbIX TPaB.

M3 aHamHe3a M3BeCTHO, YTO pocna W pasBMBanNacb HopmasnbHO. Y GONbHOM MMmena MecTo OTATOWEHHAA HacneACTBEHHOCTb MO
b6poHxManbHOM acTme. AnKoronem He 3ioynoTpebnsna. Kypuna c 20-netHero Bo3pacta no 5-10 curaperT B AeHb.

C 2016 roga nepuogmyecknm 6ecrnoKoAT rosoBHble 60K, THOMHbIE BblaeneHusa n3 Hoca. KoHcynbTuposaHa JIOP-Bpayom, BbiNoSIHEHA
peHTreHorpadua raliMopoBbIX Ma3yX, AWArHOCTUPOBAH XPOHMYecKkuit rammoput. C 2017 roga nocne npepbiBaHWAa HepemeHHOCTU
nepuoamnyeckm ctannm becnokouTb obuas cnaboctb, cydbdpebpunuter, 6011, NPUNYXNOCTb, YTPEHHAA CKOBAHHOCTb B Jly4e3anACTHbIX
cyctaBax. B atom e rogy ABaxapl nepeHecna nHeBMOHMIO. [pu peHTreHorpadun rpyaHoM KNeTKU Haxoouau MHOUALTPATbl B NErKuX,
NPOBOAMJIOCH SIeYeHNEe aMOKCUKNABOM.

B 3TOT e mepuog npu obcnenosaHMM 6biav BbiABAEHbI HOPMOXPOMHAn aHEMUA Nerkoi cteneHu, nosbiweHne COD (25 mm/yac),
ymepeHHaa 303uHoduamna (14-16%).Mpu peHTreHorpadmm ny4e3anacTHbIX CYCTaBOB MATONOMMM BbIABAEHO He 6blno.PeBMaTonaHbli
baKTOp, aHTUTENA K LIUKANYECKOMY LUTPYAIMHUPOBAaHHOMY NenTuay 6bian oTpuuaTesbHbI.

YXyAWweHne camoyyBcTBUA HacTynuno vepes 3 mecsAua nocne OPBM:HapacTaHue obuwen cnaboctu, nosbileHne Temnepatypbl 37,5-
37,8°C, nosaneHue cyxoro NpucTynoobpasHoOro Kawnn, oApllWKY, cepaLebueHns BHavane npu GU3MYEcKo Harpyske, 3aTeM B MOKOE,
NacTo3HOCTb roJieHel, ycuneHue 6onelt, CKOBaHHOCTM, MPUMNYXIOCTU B Jly4e3anAaCTHbIX cycTaBax. BosbHas 6bina KOHCYNbTMPOBAHA
peBmaTonorom, bbina 3anof03peHa CUCTEMHasA KpacHas Bo/YaHKa. Mpu MMMYHOOrMYECKOM UCCNEA0BaHUN aHTUHYK/IeapHble aHTUTena,
aHTUTENa K asycnupanbHoi [AHK, aHTUHeNTpoduabHble UWMTOMNA3MATUYECKMe aHTUTena  6bian oTpuuatenbHbl. BonbHasa 6bina
rocnnTaNnM3npoBaHa B TepaneBTUYECKOe oTAeNeHMe I.YPanbCKa, rae Haxoanaach B AaHHbI MOMEHT B KOMaHAWPOBKe.

Mpu nocTynneHnn coctosHne 60nbHOW OblN0 cpeaHe-TAXKeNbIM, 06YCNOBNEHHbIM aAKTUBHOCTbIO 3aboneBaHun, nNoparkeHuem
cepAeyHom, apixaTeibHoi cuctembl. Y 60/IbHOM MMENo MeCcTo nosbilweHne Temnepatypbl Ao 37,8°C. Y nauMeHTKM OTMeYanncb NpusHaku
MWOKapaMTa U CepAeyHON HeloCTaTOYHOCTU: HEKOTOpOe yBesuuveHMe pa3mepoB ceppua(nesas — Ha 0,5 CM KHapy:Ku Mo CpeanHHO-
KNOYMYHOW NINHKK, BEPXHAA -B 3 mexpebepbe cnesa, Npasas — Ha 0,5 CM KHapy»KK OT NPaBOro Kpas rpyAuHbI),NpUrAyLIeHUe CepaeYHbIX
TOHOB, TaxuKkapgua Ao 108 yaapoB B MUHYTY, yBeIMYEHUE NeYeHn Ha 1,5 cM HuKe Kpaa pebepHon ayru, NacTo3HOCTb roneHein. Hapsaay ¢
3TUM, Y 60NbHOM BblN KOHCTAaTUPOBAH BPOHXOOBCTPYKTUBHBIN CUHAPOM, PAaCLLEHEHHbIV KaK NpoAB/ieHWe OCTPOro 6poHxuTa.

Mpu nabopatopHOM UcCnefoBaHUK Bblna BbiABAEHA He3HaUUTeIbHaA aHemua (remornobuH 110 r/n), Tpomb6ounToneHus (120x109/n),
Hebosblwon neikounTos (12,2x109/n ¢ NasoOYKO-ALEPHbIM CABMIOM), yYMepeHHas 303uHoduana nepudepudeckoin kposu (16%),
nosbiweHve CO3 (40 mm/yac), c-peakTMBHOro npotenHa (21 mr/n). B BMOXMMMYECKOM aHanM3e KpPoBM M OBLLEM aHaNM3e MOYM
n3meHeHU He 6bino. KpeaTnuHdocdokmHaza (KPK), KOK-MB, TponoHuHsbl, AT 6b1m B npeaenax Hopmbl. Mpu peHTreHorpadum nerkux
naToN0rMn He 0BHapYKeHo.

Ha 3KI — puTm cuHycoBbiin,110 B MWH, aTpUO-BEHTPUKyAApHaA (a-B) 6a0Kaga | creneHu,oTpuuaTenbHble 3ybubl T B nepegHe-
neperopoaoYHo-Bepxywe4yHo-60koBor obnactu. Mpu axokapguorpadum  6blin 0BHapyKeHbl CHUXKEHWe TN106asbHOW COKPaTUMOCTM
Munokapga (ppakuma sbibpoca — 37%), anddysHan rMNOKMHE3NUA CTEHOK NIEBOTO KesyAo4Ka, yMepeHHoe paclnpeHne noiocTen cepaua,
NoOBbILEHWNE CUCTOIMYECKOrO AaBneHUn B nerodyHon aptepun (CANA) Ao 45 MM pT. CT., }KUAKOCTb B NONIOCTM NepuKkapaa.
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MocTaHOBKa AMarHosa npeacTaBasna CAOMHOCTM. Bbliv uckatodeHbl BUY-uHbeKuua, cencuc, rematonornyeckume 3abonesaHus,
napasutapHble uHdekumn. OTpuLaTeNbHblE Pe3yabTaTbl UMMYHONOMMYECKMX MAPKEPOB 3aTPyAHANAWM MOCTAaHOBKY AuarHos3a. C yyetom
MOJI0A,0r0 BO3PACTa, KEHCKOTO NO/a, YXyAWEHMA CAaMOYyBCTBUA NOCAE NpepbiBaHNA BepemMeHHOCTU 6bll BbICTaBAEH AMarHo3:

OcHoBHOMN: CUCTeMHas KpacHas BOMYAHKA, BEPOATHaA, XPOHWYeckoe TeuyeHue, aktuBHocTb Ill, anddysHbli MUOKapauT cpepHel
CTEMNeHu TAKECTU, NePUKapPaUT, apTPUT, TPombouUToNeHNs, aHeMnA.OCTPbI BPOHXMT C GPOHXO00H6CTPYKTUBHbBIM CUHAPOMOM.

OcnoxHeHue: HKIIA (DKIII).

ConytcTaytowme 3aboneBaHuA: ANNepruyecknii PUHAUT, aNNepruyecknini KOHbIOHKTUBUT,XPOHMYECKUI raliMopUT BHE 060CTpeHUs.

BonbHOM 6bin HasHauyeH NpeaHU30n0H 40 mr/cyTku, Buconponon 2,5 Mr/cyTku, aHananpun 2,5 mr/cyTkM, CNMPOHONAKTOH 50 mr ¢
OanbHENWUM CHMKeHnem g0 25 mr/cytku, ¢pypocemma 40 mr/cyTkm (B TedeHne 10 gHeit), nesodnokcaunH 500/cyTkM, 6aoKaTopbI
NPOTOHHOMNOMNMNbI, NpenapaTbl Kanbuma. Ha poHe neyeHUs cocTosiHME yayyLIMNOCh. Y NAaLMEHTKM HOPMaNM30Baiacb TemnepaTypa Tena,
ocTpoda3oBble NOKa3aTeAn, UCHE3NN XPUbI B IETKUX, APTPUT, aHEMUA, TPOMBOLUTONEHUSA, 303UHODUANA.

Beaywmm nposBieHMem y 60/IbHOW OCTaBanCA MMOKAPAWUT C YMeEPEHHOW cepaeyvHor HegocTaTouHocTbio (Il knacc NYNA).  Mpwu
BbINUCKe 60NbHOI BbII0 PEKOMEHA0BAHO MOCTENEHHOE CHUMEHMEM NpeaHun30/0Ha A0 10 mr/cyTKM, npuem rnapokcuxaopoxmHa 200
mr/cyTKku, aHananpuia, 6uconposiona, CNMPOHONaKTOHa.

Ha ¢oHe neyeHus B nocnegylolleM MOCTENEHHO YMEHbWWAUCL OAbllWwKa, cepauebuerve, obwas cnabocTb, HOPMaAN30BANUCH
pasmepbl NeyeHun, ncyesna NacTo3HocTb rosieHeir. Ha Kl He perucTpupoBanacb TaxuKkapams, a-B 6nokaga. Mpu IXOKl-uccneposaHum

TaKXXe BbIABAANACL MNONOKWUTENbHAA [AWMHAMMKA:pasmepbl cepaua CTanu HOPMasibHbIMK,  COXpaHAnacbnerkaa auodysHas
rMNOKMHe3snaMMoKapaa, ppakuma Bbibpoca ysenmunnace g0 47 %, XUAKOCTb B NONOCTU NepuKapaa ucyesna, CAJIA cHusunocb go 28 mm
pT.CT.

B panbHelwem cocTtosHne 60/bHOM OblNO OTHOCUTENBHO YA0BNETBOPUTENbHbIM. Yepes 5 mecAueB Ha ¢OHe CHUKEHUs [03bl
npegHusonoHa go 10 mr/cyTKM y 60AbHOM MOABMAWMCL MPUCTYMbl IKCMMPATOPHOW OAbIWKK, KOTopble TpeboBanuM npUMeHeHus
canbbytamona 3-6 pas B Hegento. bonbHas Obla KOHCYNbTUPOBAHA MY/NbMOHOMIOMOM. B CBA3W C HasMuMeM NPUCTYNOB 3KCMUPATOPHOM
OAbIWKN, PE3yNbTaTOB UCCNEAO0BaHUA GYHKUMW BHELWHEro AblXaHWA, CBUAETENbCTBYOWMX O BPOHX006CTPYKUUMN (CHUMKeHWe obbema
$OpPCMPOBaAHHOIO BbIAOXa 3a MEPBY CEKYHAY A0 58%, MNUKOBOWM CKOPOCTU BblAOXa A0 62% OT AO/KHbIX BENMUYNH, NONOKUTENBHOMO
H6POHXOAMNATALMOHHOIO TecTa) Obln BbICTaBNEH AMArHO3 O6POHXMANbHOW acTMbl CMELAHHOTO reHe3a C NIerKUMM MepcUcTUpPYoWUM
TeyeHnem, HasHadeH 6eknomeTasoH 750 mMr/cyTKu B BuAe UHranaumii.  Hannume 6pOHXMaNbHOM acTMbl, CONYTCTBYIOLWMX 3a60neBaHNM,
OTCYTCTBUE MONONKUTENbHBIX MMMYHO/IOFTMYECKUX KpuTepues, CBOMCTBEHHbIX CKB, BbI3bIBAaNI0 COMHEHWE B JAaHHOM AuarHose. bosbHasA
6bl1a KOHCyNbTUpOBaHa peBmaTosiorom Y3 «Ob6nacTHas KaMHWYecKas 6onbHUU@». C yyeTom HanuMums 4 AUMarHOCTUYECKUX KPUTEPUEB:
303MHOOUANMN, XPOHWUYECKOTO FAMMOpPUTA, PELUANBUPYIOWMX WUHOUABLTPATOB NErKMX B aHamHese, OPOHXMANbHOM acTMbl, a TaKXKe
nopakeHua cepaua puardHos CKB 6bln OTBEPrHYT M BbICTaBNEH AWMArHO3 303MHOGWUIBHOIO rpaHynemaTosa C MOAMAHTMUTOM. Bbino
PEeKOMEHA0BAHO OTMEHWUTbL MMAPOKCUXAOPOXMH 200 Mr/CyTKM, NPOAOMIKUTL fedeHne beknomeTasoHoM 750 MKr/CyTKM, NpeaHM30/10HOM
10 mr/cyTKM, KapAMOTPOIHYIO Tepanuio B NpexHem obbeme.

Ha npotaxeHun nocnegywowmx 5 neT coctoaHne 60/MbHOM oOCTaBanocb yaoBneTBopuTesbHbIM. Ha ¢oHe npuema 500 mkr
6eK/0MeTa3oHa/CyTKM B BUAE MHranaumin, 7,5 mr npesHM30N0HA/CyTKM BHYTPb Y 60/bHOM OTMeuYanacb KAMHUKO-MeAMKaMeHTO3Has
pemuccusa.  BO3HWMKHOBEHWE  OAbIWKKM,  cepauebueHns  npu  OGU3MYECKOW  Harpyske  pacLeHMBanocb  Kak  MpoaBiaeHue
NoCcTMMOKapAUTUYEcKoro Kapamockneposa, XCHI knacc NYNA. B cBa3u ¢ Hanmumem XCH 6onbHaA npogonkana NpUHMMaTh CMPOHO/IaKTOH
25 mr/aoeHb, aHananpun 2,5 mr/cyTku; 6uconposion us-3a 6poHxXMaibHOM acTMbl Bbl1 OTMEHEH.

O6cyKaeHue

MocTaHoBKa guarHo3a 3MA npeacTaBiana CNOXKHOCTU. B TUMMYHBIX CAyYanx NPU COXPaHEHUU CTagUIMHOCTM B pa3BuTum IITIA, Haanuuu
H6poHXManbHOM acTMbl B AebloTe U ee BeAyLEeM 3Ha4YeHUU B KIMHUYECKOM KapTuHe 3aboneBaHMA NocTaHOBKa AnarHosa I TIA MoXKeT He
BbI3blBaTb COMHeHMI. OAHaKo, He Bceraa HpPOHX00OCTPYKTUBHBINM CUHOPOM, BPOHXMANbHAA acTMa BO3HWMKAKOT HA HaYalbHbIX CTaguax
3IMMA 1 onpeaenAloT XxapakTep TeYeHUs LAHHOTOCUMCTEMHOrO BackynuTa [2]. MossneHue 6GPOHXMANbHOM OBCTPYKUMWM B nepuos
MaHudecTaumm He Bbl10 pacLeHeHo Kak bpoHxnaibHas acTma.

MepBOHAYaNbHO He MNPeACTaBAANOCH BO3MOMHbIM  MCKAOUMTL CKB, Tak Kak OONbLIMHCTBO AMArHOCTUYECKUX KpuTepues
COOTBETCTBOBANO 3TOMYy 3abonesBaHuto. C y4eTomM OTCYTCTBUA MMMYHO/NIOTMYECKMX KpUTepueB, CBOWCTBEHHbIX CKB, AuarHo3 AaHHOro
3a60s1eBaHMA 6bla NPU3HAH BEPOATHLIM.B fasnbHeiwem Ha GOHE CHMMKEHUA L03bl MPeAHM30/I0Ha BHYTPbL 40 10 Mr/cyTKM v nossieHus
NPUCTYNOB 3KCMUPATOPHOM OABILKN BO3HUKAN COMHEHUSA B AnarHose CKB 1 6bin BbicTaBneH guarHos 3MMIA.

MocTaHoBKa AnarHosa JITIA CNoXKHa B CUNY PeaKOCTU BOSHUKHOBEHWA AaHHOTO 3ab60neBaHuA, a TaKKe eLle M NOTOMY, YTO OTAe/bHble
HO30M0rMYeckne GOpPMbl, TaKME KaK asepruiyeckuii PUHWUT, XPOHWUYECKUIN FamopuT, MHOUANBTPATbl B NIErKUX, MpPOTEKalowme Kak
NHEBMOHMWA, MOTYT BCTPeYaTbCA AO0CTaTOYHO YacTo M ABNATLCA CAMOCTOATEIbHBbIMU 3a60N1E€BaHUAMMU.

YTO KacaeTcs 4YacToTbl BCTPEYAEMOCTU KapAMasibHOM NATONOMMM, B HAaCTHOCTU MUOKApAMTa, nepukapamta npu CKB u 3MMA, To oHu
0OHapYKMBAOTCA [0CTAaTOMHO 4acTo npu obeux Hosonormuveckux dopmax: B 50-80% cnyyaes npu CKB u B 15-60% — npu IIMA.
MpUHAANEKHOCTb K TOM AN MHOM HO30/10TMYecKon dopme onpeaenseTca ApyrMMu NPOABAEHUA 3TUX 3abo1eBaHMA.

Hanbonee cepbe3HbIM KAMHUYECKUM MNpoABAeHNeM Yy OONbHOW ABUACA MUOKApAMUT CpefHen CTeneHu TAXKEeCTM C pas3BuUTMEM
NOCTMMOKAPAUTUYECKOTO Kapanockneposa u XCH I-Il knacca NYNA. MwuokapaumT BnocneacTsMmM He peumamsupoBas. lNepeHocMmocTb
06bIYHbIX GU3MYECKMX  HArpy3oK OCTaBafacb YAOBNETBOPUTENbHOW Ha ¢GOHe NPOAO/IKEHUA Npuema KapLaMOTPOMHOM Tepanuu:
BEPOLWNMPOHa 25 mMr/cyTKu, aHananpuna 2,5 mr/cytku. Mpu NoBbIWEHHbIX Harpy3Kkax nepuoamnyeckn oTMedanach oAblwKa, cepauebueHue,
obuas cnabocTb.

3aknoueHune

Mpu noctaHoBKe guarHosa IITIA cneayeT yYnuTbiBaTb BO3MOXHOCTb HETUMWYHOIO Pa3BUTUA MATONOMMYECKOro npouecca, Haanune B
nebtote cMMNTOMOB, bonee XxapaKTepHbIX gns gpyrux anddysHbix 3a6oneBaHU COeAUHUTENbHOW TKaHMU.

Nevenve anddysHoro mmokapamTa y 60sbHbIX ¢ 3TIA Npu CBOEBPEMEHHO HAYaTOM U MPOAOKUTENBbHONW WUMMYHOCYNPECCUBHOM
TepanunokasbiBaeTcs 3pdeKTUBHbIM.
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MpY HaNMYMM NOCTMMOKAPAUTUYECKOTO CUMHAPOMA € Hanmumem XCH y 6onbHbix ¢ 3MMA Heobxoanmo aauTenbHOe NPOJOo/KEHUe
KapAWOTPONHOM Tepanuu.

Nutepartypa

1. Noth I, Strek ME, Leff AR Churg-Strauss syndrome. Lancet 2003; 361:587-594.

2. Kim MJ, SohnKH, Song W1 et al. Clinical features and prognostic factors of Churg-Strauss syndrome. The Korean Journal of Internal Medicine 2014;
29 (1):85-95.

Brucato A, Maestroni S, Masciocco G et al. Cardiac involvement in Churg-Strauss syndrome. G Ital Cardiol (Rome) 2015 Sep; 16 (9):493-500.

4, PeBMaTo/IOrMA: HaumMoHanbHOe pyKoBoacTso/ nog pea. E.J1.HacoHosa,B.A.HacoHogol.-M.,[0OTAP-Meaua,2008.-720.

w

© BlonneteHb MeaNUMHCKUX NHTEpHET-KoHdepeHuii, 2024 www.medconfer.com



