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AHHOTaums

Cunppom Yepaka—Crpocc (CHC) — pesKuit cMCTEMHBIN BAaCKY/IUT, NOPaXaloLLmii COCYAbl MESIKOro Kanubpa, KNMHUYeCcKU NPOosiBNSeTCS B BUAE aNNepruyeckoro puHocu-
HycuTa, 6poHxuanbHoii acTMbl (BA), 303uHOGUAMK, NErOYHbIX UHGUALTPaTOB. [PUUMHOI NO3AHEN AMATHOCTUKM ABNIAETCA OTCYTCTBUE cneuuduyeckux ocobeHHocTen
nebioTa, nocteneHHas MaHUdeCTaLmUs KIMHUYECKNUX NPOSBIEHUIA, TUUYHAA AN CUCTEMHbIX 3aboneBaHnit. KnuHWYeckuii cnyyaii onucaH ¢ LieNbio ycoBepLUIEHCTBOBATb
3HaHuWs Bpayei-nesuaTpoB v NyNbMOHOION0B 0 POIM iUarHocTUYeckoro noucka npu CHC ans MapipyTusaumm, HabnioaeHNs NaumeHTa M KoppeKLmm Tepanun. Manbunk
17 net c amarHo3om BA nocTynun B oTAeNeHMe NyNbMOHOOMMM ANIS YTOUYHEHUS, BepuduKaumu AnarHo3a, noadopa Tepanuu. MpoBefeHbl MHCTPYMeHTabHOe U Nabo-
paTopHOe UcCcNefA0BaHUA: KoMMbloTepHas ToMorpadus (KT) nokasana «MurpupyroLme» MHOUALTpaThl 060MX NIETKUX, YTO MOXET COOTBETCTBOBATb 30HaM 303MHOGMIb-
HOM nHunbTpaumy; KT nonucuHycuTa, nonmno3sa Bo3AyXOHOCHBIX MOOCTEN HOCa; PYHKLMA BHELUHEro AbixaHuA — 6e3 naTonorum; aHTuTena K MuenonepoKcuaase —
14 En/mMn (HopMa MeHblue 5), aHTuTena k npoTenHase-3 — 30 En/mn (HopMa MeHbLue 5), aHTUTeNa K caxapomuuetaM — 6,3—7,2 En/mn, so3uHodunus — 12%, (abe. 840 kn/n),
Npu NOBTOPHOM aHanu3e — pe3ynbTaT oTpULaTeNbHbIN. Ha ocHoBaHUM KpuTepreB AMepuKaHCKoi Konneruy peeMatonoro: bA, so3uHodunus oiwe 10% (abce. 840 kn/n),
PUHOCUHYCUT, MUTPUPYIOLLME MHOUNLTPaLUK, N0 faHHBIM MynbTUCIUpanbHoit KT opraHoB rpyAHoit KneTkn yctaHosneH anarHo3 CHC. BuinucaH Ha KoMbUHMpoBaHHY0
Tepanuio C BbICOKMMU BO3PACTHbIMU J03UPOBKAMM UHIaNSILMOHHBIX FIOKOKOPTUKOCTEPOUAOB, Ha (OHe KOTOPOIl COCTOsIHME CTabunmanpoBanock, NoTpebHoCTH B Cu-
CTEMHBbIX FTIOKOKOPTUKOCTEPOMAAX He BO3HUKII0. ONMCaHHBIA KIMHUYECKUIA CyYai HAarNAAHO LeMOHCTPUPYET TPYAHOCTb U AMTENbHOCTL AuarHocTukm CYC us-3a cta-
OMIAHOCTY TeyeHus 3aboneBaHus, yacToro (33% cnyyaes) oTcyTcTBUS 1abopaToOpHbIX IPU3HAKOB BacKynMTa (@HTUTENa K CaxapoMULIeTaM — 0TpULLaTeNbHO) U 3HaUUTENb-
HOM TPYAHOCTW BepUPUKALIMM UarHo3a Ha paHHUX 3Tanax. [luarHos npefycMaTpuBaeT KOMMIEKCHBINA U MEXANUCLUNIMHAPHBIA NOAX0AbI K AMarHOCTUKE U IEYEHUIO.
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CASE REPORT
Features of diagnostic search in Churg-Strauss syndrome.
Case report
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Abstract

Churg-Strauss syndrome is a rare systemic vasculitis affecting small-caliber vessels, which has characteristic clinical manifestations in the forms of allergic
rhinosinusitis, bronchial asthma (BA), eosinophilia, and pulmonary infiltrates. The reason for late diagnostics is gradual manifestation of symptoms, that typical of
systemic diseases. Improving the knowledge of pediatricians, pulmonologists about the role of diagnostic search in Churg-Strauss syndrome for further routing,
monitoring and correction of patient therapy. A 17-year-old boy with BA was admitted to the pulmonology department for clarification, verification of the diagnosis, and
selection of therapy. Instrumental and laboratory examination was carried out: on the computer tomography (CT) scan of the thoracic organs "migrating” infiltration of
both lungs, based on laboratory data may correspond to eosinophilic zones. On the CT scan of the nasal sinuses polysinusitis, polyposis; external respiration function
(spirography) — no pathology; myeloperoxidase-antineutrophil cytoplasmic antibodies (ANCA) — 14 U/ml (normal <5), anti-proteinase 3 anti-neutrophil ANCA — 30 U/ml
(normal <5), anti-Saccharomyces cerevisiae antibodies — 6.3-7.2 U/ml, eosinophilia (12%, abs 840 c). The result of the level of antibodies was negative later. Churg—
Strauss syndrome was based on the American College of Rheumatology criteria: BA, eosinophilia >10% (abs 840), rhinosinusitis, migrating infiltrations on CT scan.
He was discharged for asthma combination therapy with high age doses of inhaled corticosteroids. After treatment his condition improved, there was no need for systemic
corticosteroids. The described clinical case clearly demonstrates the difficulty and duration of diagnosing Churg-Strauss syndrome due to the stage-by-stage course
of the disease, the frequent (33% of cases) absence of laboratory evidence of vasculitis (ANCA-neg.) significant difficulty of verifying the diagnosis at early stages. The
diagnosis provides for a comprehensive and interdisciplinary approach to diagnosis and treatment.
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CASE REPORT

BeepeHue

Cungnpom Yeppxa-Crpocc (CUC), TakKe HazbIBaeMblii 90-
3VHOQWIBHBIM T'PAaHYIEMaTO30M C INONMAHTUUTOM, — pefi-
kuit (2-38 cmyyaeB Ha 1 MiH) [1-3] cuCTeMHBINI BacKyINT,
MOPaXKALINIT COCYABl MEIKOro Kammbpa U KIMHUYECKU
HPOSIBISIOMINIICA B BUJE a/[IEPIUYECKOr0 PUHOCUHYCUTA,
6pouxmanbHoil actMmbl (BA), s03nHO(MINM, TETOYHBIX WH-
¢dunprpatoB [4]. OpraHaMu-MuIIeHsIMY, KaK NPaBUTIO, SB-
JIAI0TCA JIETKMe, KOXKa, NMPUAATOYHbIe MasyXyu HOca, Kap-
AVMOBACKy/IsIpHAsT CHUCTeMa, IO4YKM, mepudeprdeckas u
LieHTpa/ibHasl HEPBHBIE CUCTEMBI, CYCTaBbI U JKeTYOUHO-KHU-
LIEYHBIN TPAKT [2, 3].

CormacHo AMepUKaHCKOMY KOJUIEHXY peBMaronoruu [3]
B HACTOsIIee BPeMsI BBIAEIAIOT 6 KIacCU(UKALMOHHBIX KPU-
tepueB CUC: BA; s03nnodunms 6onee 10%; MOHO-, ITONMHEI-
pomaTus; MUTpUpYIOINe JTeroYHble MHPUIbTPAThI, 0OHAPY-
JKEHHbIe PEHTTE€HONOTUYeCKY; CUHYCUTBL; TUCTOIOTMYeCKas
KapTHHa BacKy/IUTa C 9KCTPABACKY/IAPHON 903MHODMIMEIL.
JIJ1s1 TOCTaHOBKY AMArHO3a JOCTATOYHO HaMm4us 4 u3 6 Kpu-
TepueB. IIOOXXMTENbHBINI TeCT Ha aHTUHENTPO(UIbHBIE
yuromnasMarndeckue aHturena (AHITA) mpucyTcrByeT B
40-60% cnmy4daeB, HO He ABJAETCA HU YYBCTBUTE/IbHBIM, HU
crrennpUIHBIM.

[IpyynHa TO3HHEN AUATHOCTMKYU — IIOCTelleHHas MaHU-
cdecranusa KIMHNYECKUX NPOSBICHUI, TUIWYHBIX NJIA CH-
creMHbIX 3a6oneBannit. CHC pepko BCTpedaeTcs y jereit 1
IIOPOCTKOB, OJHAKO Y HeTeil 3abomeBaHMe Jalle MPOTeKaeT
6o/Iee arpeccUBHO, C BBIPA>KEHHBIMM JIETOYHBIMM ¥ CepHed-
HO-COCYAUCTBIMM NIPOSABNICHUAMN [5-7].

3Tuonorus u natoreHes

Iruonoruss CUC HeusBectHa. K Hambormee BepOsATHBIM
IpUYMHAM B HACTOsIIIee BPeMA OTHOCAT BO3/eliCTBME MHPEK-
LIVIOHHBIX (paKTOPOB B COYETAHMU C F€HETMYECKOIl Ipepac-
HONIOKeHHOCTDIO [8]. TouHbII aToreHes Takxe A0 CUX IOP
HeyusBecTeH. CuMTaeTCs, 4TO B OCHOBE 3a060TIeBaHMA JIEXKAT
HapylleH)e MMMYHHbIX QYHKLMII OpraHM3Ma U IeHeTudec-
ke dakropsl [8]. [IpumepHo y 40-60% NaleHTOB BBIABIA-
forcst AHITA, ogHaKO HeM3BEeCTHO, UTPAIOT /1M OHM ITaTOTEeH-
HYIO POJIb B Pa3BUTHUY 3a00/IeBaHIA VU ABIAIOTCA OTHUM U3
nposiBienui [9-12].

Hapsany ¢ nosbiennem yposas AHIIA CUC xapaxrepu-
3yeTCs TaK)Xe [PYIMMIY HapylleHMAMU QYHKIMIT MUMMYHHOI
cucrembl. Anmeprudeckne nposasnenus (BA, anneprudeckuit
PVHUT, KaK IIPaBUJIO, IIOJIOXKWUTebHbIe KOYKHbIE IIPOOLI) TOBO-
pAar o npeobnaganuu yposHa T-xennepos (Th) 2-ro tuma [13].
Jlero4yHblil aHTMOLEHTPMYECKMII IPaHy/IeMaTo3 IpefIosara-
eT noBbleHHbI nMMyHuTeT Thl. Hapyurenne ¢yukumn 20-
3MHOQUIIOB, TI0-BUAVMOMY, CBA3aHO CO CHVDKEHMEM aIloITO3a
903uHOGNIOB [14]. VI3MeHeHHDII T'YMOpPaNbHbII UMMYHUTET
MO/ TBEP>KAAETCSI TUIIepraMmariodynnHemuest (0cO6eHHO MM-
MyHorn06y/mH — Ig E) 1 BeIsiBlIeHMeM peBMaTOMFHOTO haKTopa
Y HEKOTOPBIX MAallMeHTOB. B KayecTBe reHeTMYECKOI Ipefpac-
MIOJIOKEHHOCTH BBICTyTaeT Koppenanua mexay HLA-DRB4 u
HLA-DRB1*07 u yacroroit Beiasneaus CUC [15].

Natodusmnonorus

Jnst 3a6onmeBaHms XxapakTepHa craguitHocTs. Ha I cragun
Hab/II0aeTCsl MOCTENIEHHOE pasBUTME CUMITOMOB BA, an-
JIEPTUYeCKOTO PUHNUTA, CMHYCUTA, IPOABICHNIT IeKapCTBEH-
HOJI HeIepeHOCHMOCTH, 6e3 mepudepudeckoir 303uHOPM-
nvn. Ha II craguu pasBmBaeTcs MHUIbTpALMSA TKaHEN B
BUie 903MHODU/IBHON THEBMOHUM WM/ TaCTPOIHTEPUTA B
coveTaHuu ¢ Nepudepudeckoir sosnHopumeit 6omee 10%.
Ha IIT craguu CYUC xapakTepusyeTcsi pasBUTHEM CUCTEM-
HOTO HEeKPOTU3MPYIOIEro BaCKYJINTA C TeMOPParn4ecKuMm
WIN SI3BEHHO-TEeMOPPArMYecKMMI BBICBITAHMIMY Ha KOXeE
KoHe4yHocTelt (4, 16, 17]. Kak mpaBumo, rucTomorndeckue
manable CUC u3 m060ro0 MopakeHHOTO OpraHa BKIYAIOT B
cebs cnepyromue nposisneHus [18-20]:

* 303MHO(GUIBHYI0 MHOIIBTPALIUIO;

o 00UIMPHBIE 067TACTY HEKPO3a;

o 303MHOMDN/IBHBIN TUTAaHTOK/IETOYHBI BaCKY/IUT, B 4aCT-
HOCTM MEJIKUX apTepuil U BEH;

o VIHTepPCTUIIVA/IbHbIE U IIEPUBACKY/ISIPHBIE HEKPOTU3UPY-
IolllVIe TPaHy/IeMBbl.

ITamomopgonozuneckie UsMeHEHUS 8 OPeAHAX-MUMLEHX:

e B nerkmx moryr HabmiomaTbcsi BA, sosmHO(UIbHAS
IIHEBMOHUS, 9KCTPABACKY/IApHbIe TPaHyIeMbl MIN Ba-
CKYMUT (IOpa’kaloIUil apTepuM, BEHbl WM KaIWIA-
pbl). B HEKOTOPBIX CTydYasX BOCIA/TUTETbHbIE MOPaKe-
HUS PACIPOCTPAHSIOTCS BAOIb IIEBPBL ¥ MEXIOIEBBIX
neperopopok. CocypucTbie MHPUIBTPATDI, KaK IPaBUIIO,
COCTOSAT 13 303MHODUIIbHBIX MHPUIBTPATOB, SIMUTENNO-
UHBIX TUCTUOLUTOB, MHOTOSAIEPHBIX TMTAHTCKUX KIle-
TOK 11/uu HelTpodunoB. MoxeT Habmogatscs fupdys-
HOE JIeTOYHO€e KpoBoTedeHue [21].

« B moukax yale Bcero BCTpeyaroTCA HeKPOTUIECKUII cep-
HOBUIHBII ITIOMEPYIOHeDPUT, HO TaKXKe MOXKET HabIIio-
AaTbCs 903MHOQUIBHBIN MHTEPCTULMATBHBIN HepuT,
Me3aHIMa/IbHbIN IIOMEPYITOHE(PPUT 1 OYATOBbII CErMeH-
TapHBII ITTOMePYIOCKIepos [22].

o OHJOMMOKApAVaabHble OMONCUU OOBIYHO BBIABJIAIOT
503MHOPUIbHYI0 MHOWIBTPALIUIO ¥ SHEOMUOKApANT [23].

o Buoncus Koy 4acTo BBISBIISET JIEMKOLMTOKIACTIYEC-
KMl BACKY/IUT C 903MHOPUIbHOI MHPMIbTpanyeil. Tak-
»Ke MOTYT OTMeYaTbCs MaauCajiHble T'PaHy/IeMbl U/WUIK
903MHO(DU/IbHAS MHPUIBTPALMS KOKHBIX HEPBHBIX BO-
JIOKOH [24].

3tanbi 6onesHu

Knnunyeckue npusnaku CUC 06bI9HO Pa3BUBAIOTCA B Te-
YeHJe HEeCKONbKMX IOC/IefJOBAaTeIbHbIX 3TAIllOB, XOTA I3TU
(a3bl He Bcerya 4eTKO pasammdnMel [25, 26]:

o IIpogpomanbHas ¢asa. Halle BOSHUKALT y MIOfieil BO BTO-
POM U TpeTbeM JeCATUIeTUAX KU3HY, XapaKTepU3yeTcs
aTONMMYECKNM 3a00/IeBaHMeM, a//IePIUIeCKUM PUHUTOM
7 aCTMOIL.

o da3za 903MHOGUIBHOTO BOCNIaTeHNA. BKIIo4aeT 3031HO-
¢unmio nepudepndeckoit KPOBU 1 303MHOPUIBHYIO UH-
GuIbTpaLMI0 MHOXECTBA OPTaHOB, OCOOCHHO JIETKUX U
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JKeTyNOYHO-KuIIeYHoro Tpakra. Ilourn y 40% manuen-
TOB IPUCYTCTBYIOT M3MEHEHU 10 TUILY <MATOBOTO CTEK-
Na» B JIETKMX 110 JAHHBIM MYJIbTMCINPATbHON KOMIIBIO-
tepHoIt ToMorpadun (MCKT) opraHoB IrpyRHOIT KJIeTKI
(OI'K), actMa n nepudepundeckas 203uHouIns, 10 pas-
BUTHS CUCTEMHOTO BaCKy/InTa (ITONVMAHTMNT).

o BackynurHas ¢asa. B TpeTbeM M deTBepTOM [ecsATH-
NeTUAX >KM3HM 4YacTO BO3HMKAeT OIACHBIN A SKM3-
HIU CUCTEMHBIIl BaCKy/IUT CPeNHUX M MEIKMUX COCY[OB,
KOTOPBIIT 4aCTO aCCOLUMPYETCA C COCYLUCTBIM U BHECO-
CY[VCTBIM IPaHy/IEMAaTO30M.

JnarHoctuka

Pemaronjee 3HayeHMe B AMATHOCTMKE IPUHAIIEXKUT Je-
TaJIBHOMY 00C/IE[[OBAHMIO MAIIVMEHTA U BBIABICHUIO IATOTHO-
MOHUMYHBIX cuMnToMoB. [Togreepxaenne CUC Tpebyert nerne-
HaIIpaBIeHHOTO MOMCKA IIOPaXKeHU I peCIIMpPaTOPHOTO TPaKTa
C 00s13aTe/IbHBIM [IPOBEAEHIEM PUHOCKOINUY, KOMIIBIOTEPHOIL
tomorpaduu (KT) npuaaToIHbIX a3yX ¥ ETKMUX, HOCKOIbKY
Ia’ke BbIpa’keHHble U3MEHEHN A B IPU/IATOYHBIX ITa3yXax U TA-
XKeroe MOpakeHMe JIETKMX ¢ MHOXKeCTBEHHBIMU MHQUIbTPa-
TaMM C AeCTPYKLMell MOTYT IIPOTEKaTh 0eCCMMITOMHO VTN
COIPOBOXKATbCA CKY/JHOV KIMHNYECKOI CUMIITOMATUKOIL.

B 1990 r. AMepUKaHCKMIT KOJIIE[[>)K PEBMATOIOT UM YCTaHO-
Bun 6 Kpurepues knaccuduxaunn CUC y manmeHnra ¢ mog-
TBePX/IeHHBIM BacKyauToM. Hammune 4 mnn 6omee kpurepu-
€B JMIMeJIO YyBCTBUTENbHOCTD 85% u crenuduyanocts K CUC
99,7% [27] (tabm. 1):

o acTMa (CBMUCTAIIME XPUIIBI B aHaMHe3e unu auddysubie

BBICOKOYAaCTOTHBIE XPUIIBI HA BBITOXE);

o 6omee 10% 2031HO(UIOB B Mepudepneckoil KpoBy;

o MOHOHejfponarusA (BKIHYasg HeNPOIAaTUI0O HECKOMbKUX
HepBOB) M/IV HO/MTMHEPOIATUs;

o MUTPUpYIOLINE UM TPAaH3UTOPHbBIE JIETOYHbIE 3aTeMHe-
HUsI, 0OHAPY>KEeHHbIE PEHTTeHOIOTMIECK;

o AHOMAJIMM Pa3sBUTUA IPUJATOYHBIX N1A3YX;

o Omoricus, comepikallasi KPOBEHOCHBIN COCY[, TOKa3bl-
BaOIasi CKOIIEHVE 303MHO(NIOB BO BHECOCYAMUCTBIX
obmacTAX.

B 2022 r. kiaccuduKaMoOHHbIle KpUTEPUM ObLIN TIEPECMO-
TpeHBI. [I/Is IIOCTAaHOBKM [MArHO3a JOCTATOYHO 6 6aJIIOB U
6obie.

MCKT OIK. Ona CUC manbonee TUIMYHBIMY M3MEHEHWA-
MU B JIETKYX ABJIAIOTCA YYACTKM YIJIOTHEHWS IETOYHOI TKa-
HIU 10 TUITy «<MaTOBOTO CTeKJIa», pacIoNoXeHHble Hepudepu-
yeckyt. OTMeYalOT TaK)XKe MUTPUPYIOINIT XapaKTep JaHHBIX
30H ymnorHenusa. Cnenyer orMmerutb, 4To KT-cemmormxa
HaHHOTO 3a00JIeBaHMs He AB/SETCA CIeLUpNUIHON 1 BCTpe-
YaeTcA NPY OTPOMHOM KOJIM4YecTBe 3aboneBaHmit (BUPYCHbIE
MHQEKIUY, TUIIePYyBCTBUTEIbHDIN ITHEBMOHNT, HecIeudu-
4YecKas VHTePCTUI{MA/TbHAsI THEBMOHMS M MHOTHE APYTUE).
Hna CUC HexapaKTepHBI IIOJIOCTM pacnaja. Bo3aMOXHBI 1o-
ABJIEHUE )XUAKOCTY B IUIeBPa/JbHON MONOCTU (303MHODUIb-
HBIIl IUIEBPUT) M YMEPEHHOE YBeIMYeHMe BHYTPUTPYLHBIX
numMpaTndecknx y3noB. CoveTaHye BU3yanM3alUM Y9acT-
KOB YIUIOTHEHNA 110 TUITY «MaTOBOTO CTEKJIa», PacIIONOXKeH-
HBIX B Iepudepuveckux oTAeNax, ¢ 303uHO(UIMel ToXe He
IaeT HOCTOBEPHOCTM IS MOCTAHOBKY AMAarHo3a, MOCKOIbKY
MOXXET BCTPEYATHCA KaK IPY UAMONATUYECKON XPOHMYECKON
903MHOPUIBHOI ITHEBMOHUM, Tak 1 npy CUC.

JlocTaTOYHO TUIIMYHO COYeTaHNe YIaCTKOB YIIJIOTHEH WA Jie-
TOYHOJ TKaHM 110 TUITY «MaToBoro creknaa» ¢ KT-npusnakamu

Tabnuua 1. KnaccudmkauuoHHble Kputepum AMepUKaHCKOro Konnegxa
peBMatonoruu 2022 [27]

Table 1. American College of Rheumatology classification criteria 2022 [27]

Hosonoruyeckas Konuyectso
Kputepuu XapakTtepucTuka
tdopMa 6annos
YyscmeumensHocme 85% u cneyucpuurocme 99%
KnuHuyeckue kpumepuu
3aTpyaHeHue abixaHns
BA nnu A dy3Hsle Xpunbl +3
npy BbIAOXE
Matonorus
NPUAATOYHBIX Na3yx Monunel +3
Hoca
MoHoHe#ponatus,
MHOKeCTBeHHas
MoHo- nnun o
o MOHOHe#ponaTus unu +1
nonuHeiiponatns .
nonHeliponaTyus no Tuny
«MepyaToK U YynoK»
cue P Y
JlabopamopHele U UHCMpPYMeHMasTbHble Kpumepuu
303uHopuInA
3o3nHopunmua +5
¢ Gonblue 1x107/n
JkcTpaBackynspHas | Ckonnenue 303uHopuMnoB
303MHOGNINA NO BO BHECOCYANCTOM +2

[NlaHHbIM buoncum npocTpaHcTBe
AHLIA/ npoTenHasa BuisiBnenne 3
3-AHLA NONOXUTENBHOTO TUTPA
lematypus - -1

CUHYCUTA UM NOMUIIAMMY B Ia3yXxax Hoca. CoueTaHue mopa-
JKEHUsA JIETKUX C TTOpa)keHNMeM Ias3yX Hoca JjaeT 2 MpuU3HaKa
u3 4 HeOOXOAMMBIX [/Is1 IOCTAHOBKY fuarHosa. Ciefyer oT-
METHUTh, YTO UMOMATNIECKON 303MHOIIBHON ITHEBMOHUN
MO>XET COITyTCTBOBAaTh XPOHNYECKNIT CUHYCUT B OTCYTCTBME
OPYTUX CUCTEMHBIX HpOsABIeHUI mpouecca [28-30]. MCKT
HOPUAATOYHBIX [a3yX BBIAB/ISAET yTOJIEHME CIN3UCTON 060-
JIOUKY HPUATOYHBIX a3yX U HOCA, HaJM4lie IOINIIOB B HOCY
U OTCYTCTBUe KOCTHOIT aposun [29]. Tlokasarenu ¢yHKIUN
BHelrHero fAbixauus (PBJ]) cooTBeTCTBYIOT TaKOBLIM Ipyu BA.
Y HEeKOTOpBIX MAIMEHTOB OTMEYAalOT HEOOPATUMBIIl KOMIIO-
HEeHT OpOHXMaNbHOI 06CTpyKuMM. B manmpHerieM mpy BOB-
JIeYeHUM B TATONOTUYECKMIT HPOLECC ITaPEHXUMBI JIeTKUX
mmokasaTeny obbema JIerkux (Hammpumep, o61ieil >KI3HEHHOI!
€MKOCTH) MOTYT OBbITb yMeHbLIEHBI [25].

Buoncusa. I'mcronormdeckoe nopreepxpgenune CUC sxema-
TEJIbHO, HO He BCerja BO3MOXKHO. MecToM B3ATUA 6uornrara
MOXeT OBITh KOXKa, ITOYKa, IepudepuvecKnii HepB, Cre3Has
JKeje3a, KOHBIOHKTUBA U Ap. Buomcuio 1erkoro mpoBogAT Mo
pesynbratraM MCKT 13 obmactu odara mHGUIbTpALUM IPH
yCIIOBUY BOBJIEYEHN A TaPEHXUMBI TeTKoro [31].

OuddepeHunanbHas AuarHocTuka

OcHOBHBIMM 3a007IeBaHUAMY, KOTOPbIe HEOOXOAMMO yUu-
TeiBaTh npu auddepennuanproin puarunoctuke CUC, sB-
JIAI0TCA aCIMPUHOBAsA aCcTMa, 903MHOGU/IbHAA ITHEBMOHMA,
a/IIepruuecKuit GpOHX0/MIErOYHbI acIepruies, TUIepI03n-
HoouabHbll cuHApoM (I'DC), rpaHynIeMaro3 ¢ HOMMAHTUU-
ToM (BereHepa) M MUKPOCKOIIMIECKMII IOMMAHTUNT.

o AcnupuHOBas acTMa - pecIMparopHoe 3abojeBaHMe,
VHAYLMPOBAaHHOE alleTU/ICATUILIMIOBOI KUCIOTOI, IIPO-
SIBJISIIOIEECs] ACTMOI, XPOHNYECKUM IIOIUIIO3HBIMU PU-
HOCHMHYCUTOM U peaKiiyell Ha alleTU/ICaTNIIMIOBY 0 KIC-
JIOTY U pyTUe HeCTepOUJHbIe IIPOTUBOBOCIATUTETbHbIE
Ipemnaparsl, MHIUOMPYOIIMe IMKI00KCUTeHasy-1 [32].
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o XpoHnueckas 303MHOGWMIbHAA INHEeBMOHMA. OOBIYHO
NUIIeHa I'paHy/eM Ipy OMOICUY 1 He 3aTparuBaeT Apy-
T'iie OpraHbl, KpoMe Jierkoro [21].

o Anneprmyeckuii GpPOHXO/NETOYHBI acHeprujiies ABIA-
€TCsA ellle OHO NPUYNHON aCTMBbI, PEHTT€HOIOIMYeCKN
BBIAB/ISIIOTCS M3MEHEHMs B JIETKUX M 903MHO(GMINS, Ipn
9TOM OH He IIOpa’kaeT ipyrue opraHs [33].

« I'OC. B To BpeMs KaK y HEKOTOPHIX manueHTos ¢ [9C
MO>KeT BOBHUKHYTb Kallle/lb, Y HeGOJIbIIOro YMCIa NNI]
eCTb JIeTOYHble MHQUIBTPATBI, M aCTMa BCTpedaeTcs
peaxo. Korga HeBO3MOXXHO HpoBecTy 4eTkyio andde-
PEeHIMALINIO IO KIMHNYECKUM IPU3HAKAM, MOJIEKY/IAP-
Hoe TectupoBanue mytauuu FIPILI/PDGFRalpha mo-
JKeT OBITD O/IE3HBIM, IOCKOJIbKY 9TO HABOJJUT Ha MBIC/Ib
o I'9C [34].

o JIlpyrme BacKyMWTBHI: TPAHYNeMaTo3 C IONIMAHTUMUTOM,
Mukpockonndeckuii nomuauruut u CYC Moryr BamATh
Ha JIerKye, XOTs CTelleHb 03MHOMMINY U aCTMa TUIINY-
Hb! A1 CUC 1 00bIYHO He HAOMIORAOTCS P ABYX APY-
rux saboneBaHuax [35].

o JleKapCTBEHHO-MHAYLUMPOBAaHHASA 303MHOPUINSA, TOK-
COKapo3, cTpoHrmwionsnos, BMY wu mnapaneomnacTu-
yeckass 903uHOMMINA mopIexar puddepeHIanbHOM
puarsoctuke ¢ CUC. B 3aBMCHMMOCTY OT ITyTelIeCTBUI
HalMeHTa, MeCTa XUTE/IbCTBA, aHAMHe3a 3a00/IeBaHuA
U XapaKTepa CYMIITOMOB MOXXET OBbITb 1le/IecO0OpasHbIM
CepoIornIecKoe TeCTHPOBaHNe Ha TOKCOKAapO3 U CTPOH-
TUIONI03 W/WIN SMIIMPUYECKOe TledeH e, TeCTUPOBaHNe
Ha B/IY-undexnuio, ypoBeHb B12 u Tpunrassl B ChIBO-
porke [36].

OLI,EHKa TAXeCTU Te4eHua
[l olleHKM aKTMBHOCTY 3ab6oneBannA y nanyenTos ¢ CHC
U JpyrMMM BacKynuraMy paspaboraHa IlartudaxropHas
mkana (Five-Factor Score — FFS) [37]:
 BO3pAcT 6osblIe 65 JIeT;
e cepyieyHas HEJOCTATOYHOCTD;
* IIOpa’KEHNe KeNlyLOYHO-KIMLIEYHOTO TPAKTa;
e IIOYeYHasl HENOCTATOYHOCTb [CTaOM/IM3MpOBAaHHAs IIU-
KOBas KOHIIGHTpalMA KpeaTMHNMHA B IUIasMe OOJblie
1,7 mr/gn (150 MkMonb/m));
+ OTCYTCTBUE IPOSBIeHNIT 3a00/IeBaHMII YXa, HOCA Y TOp/Ia
(Mx HamM4YMe CBA3aHO C Ty YIINM IIPOTHO30M).
Kaxxnpiit pakrop maer 1 6ann. Ouenxa FFS Bapsupyercs ot
0 1o 2: 0 jaercs, Korzja HY ofMH U3 GaKTOPOB He IPUCYTCTBY-
eT, 1 - a1 ogHoro daxropa u 2 — A ABYX uau 60ee GpakTo-
POB, YTO IO3BOJISIET CIIPOTHO3MPOBATb TeUeHNe 3a00IeBaHNS
U OIIPeJieNNNThCA C TAKTUKOI TepaTINIL.

Tepanus

Ilepsuynas tepanus CHYC - 3T0 cucTeMHbIe ITTIOKOKOPTHU-
xoupsl (I'K), koTopsle ABNAITCA 0CHOBOI s nedenus CUC.
B cny4ae nmpn3HaKoOB CHCTeMHOTO BacKy/IUTa JiedeHMe Hauu-
HAIOT C MPefHM30/I0HA (UM €TO IKBMBa/IEHTa) B Ko3e oT 0,5
mo 1 MI/Kr B ieHb. Boree BbICOKYIO 103y UCIONb3YIOT A1 Ma-
LIMEHTOB ¢ 0ojlee TSDKEIBIM BaCKY/IUTOM (HaIpuMep, HafiBU-
ramoleiicss bIXaTelbHO! HeJOCTaTOYHOCTBIO, MOpPaKeHNeM
ceppla, rioMepynoHedpuToM, HeBpomaTuel). IIpu octpom
HOJMOPraHHOM 3a00JIeBaHMM BHYTpUBeHHOe BBefieHne ['K
(HampyMep, MeTMIIPETHU30/IOHA 110 1 T B JleHb B TeUeHMe
3 IHelt) UCTIONB3YIOT [ HA4a/IbHOI TePaIy, TOC/Ie Yero NX
IPUHMMAIOT BHYTPb [38].

JJonoHNTeIbHbIE MMMYHOCYIIPeCCHBHbIE Hperaparsl (u-
kn0¢ocdamuy, a3aTHONPUH) OOBIYHO JOOABIAIOT /IS TAL-
eHTOB ¢ 6ojiee PacIpOCTPaHEHHBIM MM pedpaKTepHBIM 3a-
6oreBaHMEM 1 IJIA TEX, Y KOTO OOJIe3Hb yCUINBAETCA IO Mepe
yMeHblIeH1st F031poBoK cuctemHbix I'K [39]. Tlocne nupyxuyn
pemuccun ¢ nomouibio nuknopochamupHoit tepamun n I'K
(06BI9HO yepe3 6-12 Mec) HaL{MEHTHI IIEPEXONSAT Ha MOfePXKN-
BAIOIIYIO TepaIyio MeHee TOKCMYHBIMM UMMYHOCYIIPECCUBHBI-
MU IIpenapaTaMy, 0ObIYHO a3aTUOIPUHOM MM METOTPEKCATOM,
B coyeTaHuM ¢ ymeHbamwoeiicsa nosoi I'K. IlogmepxuBaromast
MMMYHOCYIIPeCCUBHAsL Tepalysi OOBIYHO INPOJOIKAETCA OT
12 mo 18 mec. [InmuTenbHas Mo iep)KMBAIOIAsl TePAIMs MOXKET
OBbITD OIpaBJaHHA Y TAIVIEHTOB C MHOXXECTBEHHBIMY PELU/y-
Bamu. VIHransanyuonHsle 'K 06bI9HO MCIIONB3YIOT [i/1st KOHTPO-
751 3a00/IeBaHNIT AbIXaTeNbHBIX Iy Tel [40].

OueHka 3¢ eKTUBHOCTM NIeYeHus

MOHI/ITOPI/IHF pa3BI/ITI/IH peI_U/IHI/IBa I OTBE€TAa Ha JICUYCHUE
TIY"IU_IC BCEro HpOI/I3BOHI/ITI) HyTeM OTC/IE)KMBAHUA CUMIITO-
MOB, KOJIMYECTBa 903MHO(PUIOB, CIUPOMETPUM ¥ EPYTUX
M3MEHEHHbIX abOpaTOPHBIX ITOKa3aTeneil. PeHTreHONOTH-
qYeCKue HPOHBHCHI/IH MOryT OCTAaBaTbCA CTa6]/ITIbHI)IMI/[ 49)878
6picTpO perpeccupoBats npu nedeHnu ['K. @yHKumo novex
CIIefyeT KOHTPOIMPOBATH C IIOMOLbIO AHA3a MOYY U M3Me-
peHus ypoBHs KpeaTMHNUHa B cbiBOpoTKe [41]. CoxpaHeHMe
AHITA npu CUC moxeT 6bITh MapKepOM OCHOBHOTO 3a00-
JI€BaHNA, HO, IIO-BUAVMOMY, HEAJEKBATHO 0Tpa>I<aeT €ro ak-
TUBHOCTH U, TAKUM 00Pa3oM, He MOXKET ObITh UCIIOIB30BAHO
caMo 10 cebe [i/Ist OTIpefieieH I sl U3MEHEH W B TEPATINNL.

KnuHuueckuii cnyyaii

B otmenenne Ne4 OI'BY CII6 HMM® mocTynun manyueHT
17 net ¢ >xanobaMy Ha MaJONpPOAYKTMBHBIN Kalleab [0 4e-
TBIPEX 3MM30[0B B CYTKMU. VI3 aHaAMHe3a U3BECTHO, 4TO pebe-
HOK OT IIepBOI bepeMeHHOCTH, IPOTeKaBIIel Ha poHe TOKCH-
ko3a I rpumecTpa. Poxsl dpusmonornueckue. 3akpudan cpasy
)ke. Macca npu poxgenun - 3000 1, gnnHa — 52 cm. Io mxka-
ne Anrap — 8/9 6amnos. Jo 1,5 roga HaXOoAWICS Ha IPYA-
HOM BCKapM/IMBaHUM. BBefjeHe IPMKOPMOB — II0 BO3pPacTy.
Temmo-pocToBble mpnbaBkyu — mo Bospacty. [IpodumaxTu-
YecKue NMPUBYUBKY CHeNaHbl COOTBETCTBEHHO HAIIMOHAIbHO-
My KaneHpiapio. IlepeHeceHHble 3aboneBanus: OPBY, BeTps-
Has 0CIIa B 6 JIeT, OTMeYeH 3MM30f A/INTETbHOT0 KaIll/IA OKOJIO
6 Mec, IPUYMHY KOTOPOTO BBIACHUTD HE y/Ja/loCh.

B 2013 r. (B 11 yet) rocnnTanusnpoBaH B Poccuiickylo fet-
CKYI0 KJIMHMYECKYI0 60/IbHUILY C >Ka/lo6aMy Ha IIepyMOofiuecKie
607111 B XXMBOTE, YCTAHOBJIEHBI {UATHO3BI — «I3BEHHAs 00/Ie3HDb
XKETTyKa», «IPO3UBHBIIL TaCTPORYOCHUT», «HUCHYHKIUA OU-
JIMApHOTO TPaKTa» (Ha G1OPOracTpORYONEeHOCKOIINHU — SPO3WB-
HO-A3B€HHAsA TacTPONATUsA, MHOXKECTBEHHBbIE 9PO3UM U SA3BbI
aQHTPAIBHOTO OTHeNA XKenyaka). COCTOUT Ha ydeTe y TaCTPO3H-
TEpPOJIOTa C IMATHO30M XPOHIYECKOTO TaCTPUTA.

Annepeoanamnes. HacregcTBeHHOCTD 110 aTONNY OTATOILe-
Ha — y fiefia [10 MaTePUHCKOI TVMHUA a7IepIrUYeCKNil pUHNT.
IIposBneHNA aTONMYECKOTo fAepMaTuTa — C 6 MecC, IPOBOLN-
pyouuM GakTOpoM CUYUTAIOT BBefeHMe npukopma. [locen-
Hee 060CTpeHMEe aTOIIMYECKOTO ePMaTUTa OTMEeYeHO B 1 Tof.
ITposABneHna KpanMBHUILBI, AHTMOHEBPOTUYECKOIO OTeKa,
JIeKapCTBEHHO ayteprum oTpuuarT. OTMeYaloT 3aTsA>KHbIE
pUMHUTBI Ha (HOHe HOPMa/IbHON TeMieparypbl. Ce30HHOCTU
IposABIeHNI HeT. KOHTaKT ¢ MbIIbio0 — 6€3 MaTOTOTM4ecKux
peakuuit. [Ipy KOHTaKTe C )KUBOTHBIMM OTMEYAIOT Kallenb.
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Bornes ¢ HosA6ps 2017 1. (c 15 71eT), Kor-
Ta TeMIeparypa Teja IIOBBICM/IACH O
¢bebpunbHBIX P, HOABUIICA Kallenb
(otma m mmaguiero 6para rOCIUTANIN-
3MpPOBAM C AMATHO30M ITHEBMOHNMN).
[Tony4yan nedeHne B aMOYTaTOPHBIX U
CTaI[MOHApHBIX YCIOBUAX (OTHeNmeHume
pecnimpatopubix uHbexkunit PIOKB):
KJIapUTPOMUIMH, Ijeda3onnH, MUHra-
JAUMM KOMOMHMPOBAHHBIM IIpelapa-
TOM Unparponus 6pomus + peHorepon
(Beponyan) u 6ygeconnp (Ilynpmuxopr)
1o 1500 MKT/cyT, Ha (hOHE KOTOPBIX HOP-
Mann3oBamach TeMIlepaTypa Tena, HO
COXpaHANCA Kamenb. Ilocme BBIIMCKM
U3 CTaljMoHapa B Ma3Ke U3 3eBa BbIfle-
neus! rpubst Candida albicans, Bcnep-
CTBUe Yero HasHa4deHbI OQIOKCALMH U
¢brnykoHason.

BBupy  COXpaHAIOLIErocs  CyXOTo
kamng 11.01.2018 mopmpocTka rocmu-
Tamusuposanu B PecrybnmkaHCKmit
LEHTP IIy/IIbMOHOMIOTMYECKON IOMO-
mu 1. yargoH, rae, co CI0B, MY CTa-
JI0 XyXe: IPUCOeRVHUINCH OfbIIIKA U
CBUCTsIIIee fbIXaHue. B o6mem aHanm-
3e kposy (OAK) moBblleH ypoBeHbD re-
MOITIOOMHA U 3PUTPOLUTOB, 6asodu-
710B, 303uHOGUNIOB (14%, 900 KIETOK).
ITpu nuccnegosanun OBl - 3HaYMTEND-
HOe HapyIleHue IPOXONMMOCTH JbIXa-
TenbHBIX TyTell. Ha peHTreHorpamme
OIK - ycuneHne 1er04HOr0 pUCyHKa.

C anobaMm Ha YacTblil, HaBA3YM-
BBI/, MAa/JONPONYKTMBHBIA Kalleyb,
YCUIUBAIOMNIICA IO HOYaM U B yTPeH-
HM€e 4Yachl, a Takxe opbimKy 07.02.2018
TOCTIMTA/NIM3MPOBAH B OTHENEHNE Ty/Ib-
monosoruu PIKB. Ilpu ¢usukanrpHoM
UCCNeOBaHUM OPraHOB J[IBIXaHMA -
paccesHHble cyxue xpunbl. B OAK -
NOBBIIIEHNE YPOBHA TeMOITIOOMHA,
puTponuToB, 303mHOpMIMs  (12%,
840 ximerok). ®BJlI - BeHTUIAIMOH-
Hble HapyIUeHUs OOCTPYKTUBHOI IIpH-
porbl, 6pPOHXOCIIA3M MENKMX OPOHXOB.
Ha penrreHorpaMMe - IOBBIIIEHNE
MPO3PavyHOCTU JETOYHBIX Nonel. B pe-
3ynbTaTe Je4eHUsA (aHTUOAKTepuasb-
Has Tepamms, MHransAnuu bepopyan +
ITynemuxopt go 1000 MKr/cyT) Kalenb
KyNIMpPOBaH, XpUIos HeT, 17.02.2018 ma-
IIVIEHT BBIIIUCAH.

Tociutanusuposan 26.06.2018 c xa-
nm06aMy Ha IPUCTYHOOOpAsHBIN Ka-
Ieb, OfbILKY. IIpu ayckympranym —
CyXme CBUCTAIIME XPUIIBI Ha BbIJOXeE.
B OAK - nosbllieHne ypoBHS I€MOI/IO-
6uHa, sosunopunusa (9%, 585 KIeToK).
Cepornormyeckoe nccnefoBaHue BIABU-
70 aHTUTeNa Knacca G K aHTUTEeHY KO-
KJIIOIIHOTO ToKcuHa. Ha peHTreHOrpaMm-

acuMMeTpuyHble (bonbLue cnpasa).

~
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Puc. 1. MCKT OTK, akcuanbHasi nnocKocTb, 1ero4Hoe okHo. Busyanusmpyiotcs euHUYHbIE
cybnneBpanbHO PacnonoXeHHbIe YHaCTKW YNNOTHEHUS IETOYHOM TKAHW N0 TUMY «MaToBOro CTEKNay,

Fig. 1. Multislice computed tomography (MSCT) of the chest, axial plane, pulmonary window.
Single subpleural areas of pulmonary tissue consolidation are visualized as "frosted glass," asymmetrical
(more on the right side).

\/ 4
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0bounx BEpPXHEeYentCTHbIX CUHYCOB.

Puc. 2. MCKT npupaaTouHbIX nasyx Hoca, akcUanbHas NnockocTb. Busyanusupytotcsa ToTansHoe
3anoJiHeHMe MaccaMi MATKOTKaHOM MIOTHOCTU POHTANIbHOIO CUHYCa, 0CHOBHOIO CUHYCa, AueeK
peLeTyaTon KOCTW. BeipaxeHHoe NoNMNOBUAHOE YTOMLLEHUE CIM3UCTON C CYHTOTaNbHBIM 3an0HEHUEM

Fig. 2. MSCT of the paranasal sinuses, axial plane. Frontal, sphenoid, and ethmoid sinuses are totally
filled with masses of soft tissue density. Pronounced polypoid thickening of the mucosa with subtotal
filling of both maxillary sinuses.

Me OI'K - nero4nble 1o MOBBIIEHHOI!
ITHeBMaTH3al[My; Ha CIMPOrpaMMe — Ha-
pyurenre BeHTMssuyoHHOM OBJI, 06-
YCIIOBIIEHHOE OOCTPYKTUBHO-PECTPUK-
TUBHOII IaTonmorueil. Bepudunuposan
pyarHo3 BA ¢ 203MHOGUIBHBIM BOC-
IIajleHyieM BO3[yXOHOCHBIX ITyTeit. BbI-
nmucaH u3 cranpuoHapa 06.07.2018 B
Y OBIeTBOPUTENIBHOM COCTOSIHUN. Pe-
KOMeHJOBaHa 0asuCHas Tepamusi B
Bufie KOMOVMHMPOBAaHHOIO IIpemapa-
ta opmotepon + bymeconns (Cumbm-
kopt Typ6byxanep) 80/4,5 Mkr 110 1 mose
2 pasa B feHb 1 Mec. CaMOYyBCTBME Ha
(doHe TepamuM YOBIETBOPUTENBHOE,
HO KallleJIb COXPaHATICA.

B cBsA3M ¢ mpeKpallleHneM MHTaIALui
Cum6bukopra 04.08.2018 nosBuINCH Cy-
XOJi Kallenb M OfpIlIKa. locrmTanusu-
pOBaH C BbIpa)KeHHBIMM IpM3HAKAMMU
MHTOKCHUKaIyK (HeOpUIbHOI TUXOpaj-
KOIt). AyCKy/IBTaTMBHO — CyX¥e CBUCTS-
IIyie XPUIIbI 110 BCEM JIETOYHBIM HOJISAM.
B OAK - moBbllleHMe YPOBHA TeMOIJIO-
6uHa, s03uHOGMINsA (14%, 910 KIeTOK).
O6uuit IgE - 567 ME/Mmn (Hopma — mo
200,0 ME/mn). Ha cimporpamme — BeH-
tusiinonHas OBJ] He Hapy1ueHa, poba
C GPOHXOIMTIKOM IIOTIOXKWTE/IbHAS — BbI-

sIBJIeH OPOHXOCIIa3M KPYIIHBIX ¥ CPEIHUX
6ponxos. Ha ¢one nevenns nuransums-
Mmu npenapara bepogyan + Ilynmpmuxopr
mo 2000 MKI/cyT, MUfIeKaMUIITHOM, BHY-
TpUBeHHas MHQPY3MOHHAs Tepanus 2,4%
SypunnrHOM, IPeFHN30MTOHOM M3 pac-
gyeTa 1 MI/KI, COCTOsSIHME YTy4LIMJIOCH.
Boimncan 20.08.2018 ¢ pexkomeHpanueit
mpomo/mKuTh nHraaanuy Cumbrkopra
80/4,5 mxr 110 1 1o3e 2 pasa B [ieHb.
TocumranusupoBad B Hosi6pe 2018 T.
ITpu o6cnef0BaHUY BBIABIAIOCH CTO-
Koe yBelnumdeHue ypoBHs obmero IgE,
croitkas so3uHoduusa (14%, 950 Kre-
TOK), TIOBBIILIEHNE YPOBHA 3PUTPOLTOB
U reMorno6uHa. 1A HOMOTHUTENBHOTO
NabopaTOPHO-UHCTPYMEHTAIbHOTO  VC-
C/IeMOBaHMUA C I[eJIbI0 OKOHYATETbHON
BepuduKanuy HaIpaBIeH Ha TOCIUTA-
u3anuio, rae Haxomuics ¢ 30.01.2019 o
15.02.2019. Ilpn moBTOpHOIT TOMOTpa-
¢uu BBIABIEHBI MHOXXECTBEHHBIE OYa-
I'M YIIJIOTHEHMA B JIETOYHOI ITapeHXMMe
ot 3 mo 25 mM. Ha ocHOBaHUM Hanum4nus
anturen IgG x Aspergillus fumigatus
TPaKTOBAJICA KaK IAIMeHT C AMarHO30M
«aJIIeprudecKuii 6pOHXOIETOYHBbII ac-
Ieprujie3», PeKOMEHJOBaHa Tepamus
BOPMKOHA30JI0M B TeYeHMe 3 MecC.

202 PEDIATRICS. CONSILIUM MEDICUM. 2023; 2: 198-204.

MEAWNATPUS. CONSILIUM MEDICUM. 2023; 2: 198-204.



https://doi.org/10.26442/26586630.2023.2.202314

CASE REPORT

[Tocnengusas rocnmranusauusa B PIOKD ¢ 22.03.2019 no
04.04.2019 (MepmuuMHCKash HOKYMEHTAUWs He IIPefOCTaBie-
Ha). PexomeHioBaHa 6asncHasi Tepanysi TMOTPONNs GpoMu-
IOM IO 2,5 MKT 2 fo3bl 1 pa3 B IeHb B€4epOM, MHIaAALNN
6yneconnpa no 500 MKr 2 pasa B A€Hb, KOTOPYI0 pe6eHOK mo-
ny4an go rocuuranusanuu B PI'bY HMM®. Bo Bpemsa rocnu-
tanmusanuy nposefena MCKT OI'K (puc. 1) u MCKT npupa-
TOYHBIX Ma3yX Hoca (puc. 2).

Beimonueno uccnefosanne ®OBJl (ZaHHBIX O HapylIeHU-
SIX TIPOXOAVMOCTY He BBISBJIEHO); IPOM3BEJEHO MMMYHOJIO-
I'MYecKoe MCCIefoBaHue: aHTUTeNa K MMENIONePOKCuiase —
14 En/mn (HopMa — MeHbIe 5), aHTUTeNa K MpOoTenHase-3 —
30 Eg/mn (HopMa — MeHblile 5), aHTUTENTA K CaXapOMUI[eTaM —
6,3-7,2 En/mi1. B kinHM4ecKoM aHau3e KPOBU OTMeYeHa ab-
comoTHas 903uHOQUINA. PebeHKa IIPOKOHCYIBTUPOBAIN
PeBMaToJIOrT, aJI/IePro/IoT-MMMYHOJIOT, OTOPMHOIAPUHTOJIOT.

B xome obciemoBaHMA y MaljMeHTa C TsAXenoit BA, mo-
JINIIO3HBIM PMHOCHMHYCUTOM, 303uMHOGuIneit 6omee 10%
(abc. 840 xn/m), MurpupyomyMyu MHOUIBTPAUNIMA IIO
manabiM MCKT OI'K 3anopospen guarnos CHC. C yyerom
MHTAIANVUOHHON Tepaluyu B YCIOBUAX CTAallOHapa ¥ CTa-
6umsanuu (U3NKaAbHBIX NAHHBIX IIPUHATO peIIeHME O
[IPOBefleHN] B JajbHeilleM KOMOMHMPOBAHHON TepaIy C
BBICOKMMM BO3PAacCTHBIMM [JO3MPOBKAMM MHIATALVIOHHBIX
ITIIOKOKOPTUKOCTepouoB. OT Tepanuyu CUCTEMHBIMU IIIO-
KOKOPTUKOCTEPOUAAMI [O IONyYeHMs] Pe3yIbTaTOB J006-
C/leOBaHUs PelleHO BO3Jiep>KaThCs (IIOBTOPHBIN aHa/lIN3 Ha
AHIIA, cyTo4Has noreps 6enka, sXoKapauorpadus, pelre-
HIe BOIIPOca 0 6MOIICKM).

3aknioueHue

OmnucaHHbI KIMHUYECKMIA CTydail HAIMALHO JIEeMOHCTPHU-
pyet TpysHOCTb AuarHocTuky CUC BBUAY OTCYTCTBUA CIIELIN-
¢uaeckux ocobeHHOCTEN! AebroTa 3a60meBa N, 4acToro (B 33%
CTy4aeB) OTCYTCTBUA TabOPaTOPHBIX NPUSHAKOB BAaCKy/INTa
(ananmns Ha AHIJA oTpuuaTe/nbHbII) U MPaKTUYECKOl HEBO3-
MOYXHOCTH BeprdUKaIuy I1arHo3a Ha paHHKX 9Tanax. B maH-
HOM C/Iy4ae [MAarHO3 IOCTaB/eH depe3 17 Mec mocie feboTa
KHI/IHI/I‘ICCKOﬁ CUMIITOMAaTUKMN. KOHKprponmMe OMarHO3bI
Tpe6yIOT IIOPOJi TIATEIBHOTO aHa/IM3a KIMHUYECKOI KapTUHBI
B LEJIOM ¥ Pe3y/IbTaTOB MHCTPYMEHTAIbHBIX MCCIeNOBaHMIL,
‘{TO6I)I BC€ BbIABJICHHDIC CI/IHHPOMI)I «CIIOXXUINCDH» B CHI/IHI)II‘/'I
JMAarHo3, 9TO IEMOHCTPUPYET JaHHbIV KIMHWYECKII IPUMED.

PackppiTiie MHTepecoB. ABTOpPHI [EeK/IapUPYIOT OTCYT-
CTBME SBHBIX U HOTEHI[MA/IbHBIX KOH(IMKTOB MHTEPECOB,
CBSI3aHHBIX C ny6}1MKaume17[ HaCTOsIIEN CTaThbI.
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CBOETro aBTOPCTBa MexXyHapogHbpiM Kputepuam ICMJE. Bce
aBTOPbI B PAaBHOII CTENEHU Y4YacTBOBAIM B IIOATOTOBKE IIy-
Onukayuu: paspaboTKa KOHIENINY CTAaThy, IONyYeHMe 1
aHamu3 GaKTUIeCKUX JAHHBIX, HAMMCAHUE U PeJaKTUPOBa-
HMe TeKCTa CTaTby, IPOBEPKA U YTBEPK/eHe TeKCTa CTaTbH.
A.C. KysHenjoBa - pa3paboTka fusaliHa McciaefoBaHms, 0630p
ny6nmKanumit o TeMe CTaThy, UX 0TOOP, 0OOCIefOBaHME U -
HaMM4ecKoe Hab/mofjeHne MaMeHTa, aHa/IN3 U MHTepIpeTa-
LM JaHHBIX, HallcaHMe TekcTa pykonucy; C.V. MenbHUK -
pa3paboTka fu3aiiHa UCCIeSOBaHNs, IPOBEPKA KPUTUIECKN
Ba)XXHOTO cojep>xanusa cratby; 11.B. TaBpunos - ananus u
MHTepIpeTalusl [aHHBIX, ONMCaHME MHCTPYMEHTAIbHBIX

OVAarHOCTUYeCKMX MeTofioB uccnemoBanus; K.B. Ceprees -
paspaboTka gu3aiiHa MCCIeROBAHMA, 06C/IeOBaHNE U [VHA-
MI4ecKoe HabmofieH e NalyeHTa, aHa/IN3 U MHTepIIpeTalus
nanubix; O.B. TpycoBa - paspaboTka AM3ailHa JMCCIe[OBa-
HUSL, IPOBEPKa KPUTUYECKH BAXKHOTO COleP)KaHNUs CTAThI.

Authors’ contribution. The authors declare the compliance
of their authorship according to the international ICMJE
criteria. All authors were equally involved in the preparation
of the article: developing the conceptualizing the article,
data collection and analysis, writing, editing, reviewing and
approving the text of the article. AS Kuznetsova - development
of the study design, literature review on the study topic and
selection of publications, examination and follow-up of the
patient, data analysis and interpretation, manuscript writing;
SI Melnik - development of the study design, review of the
critical content of the article; PV Gavrilov - data analysis
and interpretation, description of instrumental diagnostic
methods used in the study; KV Sergeyev- development of the
study design, examination and follow-up of the patient, data
analysis and interpretation; OV Trusova — development of the
study design, review of the critical content of the article.

Ucrounuk ¢puHaHCUpOBaHMA. ABTOPHI JEK/IAPUPYIOT OT-
CYTCTBME BHELIHero (PMHAHCUPOBAHMS I IIPOBEIEHM VIC-
C/Ie[OBaHMsI Y IYO/MMKALUY CTaThH.

Funding source. The authors declare that there is no
external funding for the exploration and analysis work.

MudopmMupoBaHHOe cornacue Ha MyOIUKaIUIoO. ABTOPBI
IOy YV/IV IMICbMEHHOE COI/Iacye 3aKOHHBIX [IpeficTaBUTeNel
[alyeHTa Ha aHAIN3 U MyONMKAL[MI0 MEULIMHCKIX JAHHBIX
u ¢pororpadumii.

Consent for publication. The authors obtained written
consent from the patient's legal representatives to analyze and
publish medical data and photographs.

Jluteparypa/References

1. Watts RA, Lane S, Scott DG. What is known about the epidemiology of
the vasculitides? Best Pract Res Clin Rheumatol 2005;19(2):191-207.
DO0I:10.1016/j.berh.2004.11.006

2. Ntatsaki E, Watts RA, Scott DG. Epidemiology of ANCA-associated vasculitis.
Rheum Dis Clin North Am. 2010;36(3):447-61. DOI:10.1016/j.rdc.2010.04.002

3. Masi AT, Hunder GG, Lie JT, et al. The American College of Rheumatology 1990
criteria for the classification of Churg—Strauss syndrome (allergic granulomatosis
and angiitis). Arthritis Rheum. 1990;33(8):1094-100. DOI:10.1002/art.1780330806

4. Jennette JC, Falk RJ, Bacon PA, et al. 2012 Revised international Chapel
Hill consensus conference nomenclature of vasculitides. Arthritis Rheum.
2013;65(1):1-11. DOI:10.1002/art.37715

5. Zwerina J, Eger G, Englbrecht M, et al. Churg-Strauss syndrome in childhood: a
systematic literature review and clinical comparison with adult patients. Semin
Arthritis Rheum. 2009;39(2):108-15. DOI:10.1016/j.semarthrit.2008.05.004

6. GendelmanS, Zeft A, Spalding SJ. Childhood-onset eosinophilic granulomatosis
with polyangiitis (formerly Churg—Strauss syndrome): a contemporary single-
center cohort. J Rheumatol. 2013;40(6):929-35. DOI:10.3899/jrheum.120808

7. ludici M, Puéchal X, Pagnoux C, et al. Brief Report: Childhood-Onset Systemic
Necrotizing Vasculitides: Long-Term Data from the French Vasculitis Study
Group Registry. Arthritis Rheumatol. 2015;67(7):1959-65. DOI:10.1002/art.39122

8. Vaglio A, MartoranaD, Maggiore U, et al. HLA-DRB4 as a genetic risk factor for Churg—
Strauss syndrome. Arthritis Rheum. 2007;56(9):3159-66. DOI:10.1002/art.22834

9. Conron M, Beynon HL. Churg-Strauss syndrome. Thorax. 2000;55(10):870-7.
DOI:10.1136/thorax.55.10.870

10. Sada KE, Amano K, Uehara R, et al. A nationwide survey on the epidemiology and
clinical features of eosinophilic granulomatosis with polyangiitis (Churg—Strauss)
in Japan. Mod Rheumatol. 2014;24(4):640-4. D01:10.3109/14397595.2013.857582

MEAVATPUS. CONSILIUM MEDICUM. 2023; 2: 198-204.

PEDIATRICS. CONSILIUM MEDICUM. 2023; 2: 198-204. 203



KJIMHWYECKUNA CNYYAH

https://doi.org/10.26442/26586630.2023.2.202314

20.

21.

22.

23.

24.

25.

26.

27.

Sinico RA, Di Toma L, Maggiore U, et al. Prevalence and clinical significance
of antineutrophil cytoplasmic antibodies in Churg—Strauss syndrome. Arthritis
Rheum. 2005;52(9):2926-35. DOI:10.1002/art.21250

Lyons PA, Peters JE, Alberici F, et al. Genome-wide association
study of eosinophilic granulomatosis with polyangiitis reveals
genomic loci stratified by ANCA status. Nat Commun. 2019;10(1):5120.
DO0I:10.1038/s41467-019-12515-9

Schmitt WH, Csernok E, Kobayashi S, et al. Churg-Strauss syndrome: serum
markers of lymphocyte activation and endothelial damage. Arthritis Rheum.
1998,41(3):445-52. DOI:10.1002/1529-0131(199803)41:3<445::AID-ART10>3.0.C0;2-3
Hellmich B, Ehlers S, Csernok E, Gross WL. Update on the pathogenesis of
Churg-Strauss syndrome. Clin Exp Rheumatol. 2003;21(6 Suppl. 32):569-77.
Vaglio A, Martorana D, Maggiore U, et al. HLA-DRB4 as a genetic risk
factor for Churg-Strauss syndrome. Arthritis Rheum. 2007;56(9):3159-66.
DO0I:10.1002/art.22834

Exley AR, Bacon PA, Lugmani RA, et al. Development and initial validation
of the vasculitis damage index for the standardized clinical assessment of
damage in the systemic vasculitides. Arthritis Rheum. 1997:40(2):371-80.
DO0I:10.1002/art.1780400222

Nataraja A, Mukhtyar C, Hellmich B, et al. Outpatient assessment of
systemic vasculitis. Best Pract Res Clin  Rheumatol 2007;21(4):713-32.
DOI:10.1016/j.berh.2007.01.004

Churg A. Recent advances in the diagnosis of Churg-Strauss syndrome. Mod
Pathol. 2001;14(12):1284-93. DOI:10.1038/modpathol.3880475

Katzenstein AL. Diagnostic features and differential diagnosis of Churg—
Strauss syndrome in the lung. A review. Am J Clin Pathol. 2000;114(5):767-72.
DO0I:10.1309/F3FW-J8EB-X913-G1RJ

Lie JT. Illustrated histopathologic classification criteria for selected
vasculitis syndromes. American College of Rheumatology Subcommittee
on Classification of Vasculitis. Arthritis Rheum. 1990:33(8):1074-87.
DO0I:10.1002/art.1780330804

Hueto-Perez-de-Heredia JJ, Dominguez-del-Valle FJ, Garcia E, et al. Chronic
eosinophilic pneumonia as a presenting feature of Churg—Strauss syndrome.
Eur Respir J. 1994;7(5):1006-8.

Clutterbuck EJ, Evans DJ, Pusey CD. Renal involvement in Churg-Strauss
syndrome. Nephrol Dial Transplant. 1990;5(3):161-7. D0I:10.1093/ndt/5.3.161
Neumann T, Manger B, Schmid M, et al. Cardiac involvement in Churg—Strauss
syndrome: impact of endomyocarditis. Medicine (Baltimore). 2009;88(4):236-43.
D0I:10.1097/MD.0b013e3181af35a5

Kawakami T, Soma Y, Kawasaki K, et al. Initial cutaneous manifestations
consistent with mononeuropathy multiplex in Churg—Strauss syndrome. Arch
Dermatol. 2005;141(7):873-8. D0I:10.1001/archderm.141.7.873

Lanham JG, Elkon KB, Pusey CD, Hughes GR. Systemic vasculitis with asthma
and eosinophilia: a clinical approach to the Churg—Strauss syndrome. Medicine
(Baltimore). 1984;63(2):65-81. DOI:10.1097/00005792-198403000-00001
PagnouxC, GuillevinL.Churg—Strauss syndrome: evidencefor disease subtypes?
Curr Opin Rheumatol. 2010;22(1):21-8. DOI:10.1097/BOR.0b013e328333390b
Grayson PC, Ponte C, Suppiah R, et al. 2022 American College of Rheumatology/
European Alliance of Associations for Rheumatology Classification Criteria
for Eosinophilic Granulomatosis With Polyangiitis. Arthrit Rheumatol.
2022;74(3):386-92. DOI:10.1002/art.41982

28.

29.

30.

31

32.

33.

34.

35.

36.

37.

38.

39.

40.

4.

Szczeklik W, Sokotowska B, Mastalerz L, et al. Pulmonary findings in Churg—Strauss
syndrome in chest X-rays and high resolution computed tomography at the time of
initial diagnosis. Clin Rheumatol. 2010;29(10):1127-34. D0I:10.1007/s10067-010-1530-3
Beketosa T.B., Bonkos M.H0. MexayHapoaHble peKoMeHfaumm no AuarHoc-
TMKE M NIEYEHWI0 303MHODUIBHOTO rpaHyneMaTosa C NOAMaHrUUTOM —
2015. HayuHo-npakmuyeckas peamamornoaus. 2016;54(2):129-37 [Beketova TV,
Volkov MYu. The 2015 International guidelines for the diagnosis and treatment
of eosinophilic granulomatosis with polyangiitis. Nauchno-Prakticheskaya
Revmatologiya=Rheumatology ~ Science and  Practice.  2016;54(2):129-37
(in Russian)]. DOI:10.14412/1995-4484-2016-129-137

Marchand E, Reynaud-Gaubert M, Lauque D, et al. Idiopathic chronic eosinophilic
pneumonia. A clinical and follow-up study of 62 cases. The Groupe d'Etudes et
de Recherche sur les Maladies “Orphelines” Pulmonaires (GERM “0"P). Medicine
(Baltimore). 1998;77(5):299-312. D0I:10.1097/00005792-199809000-00001

Seccia V, Baldini C, Latorre M, et al. Focus on the Involvement of the Nose
and Paranasal Sinuses in Eosinophilic Granulomatosis with Polyangiitis
(Churg—Strauss Syndrome): Nasal Cytology Reveals Infiltration of Eosinophils
as a Very Common Feature. Int Arch Allergy Immunol. 2018;175(1-2):61-9.
DO0I:10.1159/000484602

Ameratunga R, Steele R. Eosinophilic granulomatosis with polyangiitis (Churg—
Strauss vasculitis) presenting as Samter's triad. J Allergy Clin Immunol Pract.
2018;6(1):280-2. DOI:10.1016/j.jaip.2017.07.006

Akuthota P, Weller PF. Eosinophilic pneumonias. Clin Microbiol Rev.
2012;25(4):649-60. DOI:10.1128/CMR.00025-12

Valent P, Klion AD, Horny HP, et al. Contemparary consensus proposal on criteria
and classification of eosinophilic disorders and related syndromes. J Allergy Clin
Immunol. 2012;130(3):607-12.€9. D0I:10.1016/j.jaci.2012.02.019

LoriceraJ, BlancoR, Ortiz-SanjuanF, etal. Single-organ cutaneous small-vessel
vasculitis according to the 2012 revised International Chapel Hill Consensus
Conference Nomenclature of Vasculitides: a study of 60 patients from a series
of 766 cutaneous vasculitis cases. Rheumatology (Oxford). 2015;54(1):77-82.
DOI:10.1093/rheumatology/keu295

Klion AD, Ackerman SJ, Bochner BS. Contributions of Eosinophils
to Human Health and Disease. Annu Rev Pathol 2020;15:179-209.
DOI:10.1146/annurev-pathmechdis-012419-032756

Guillevin L, Pagnoux C, Seror R, et al. The Five-Factor Score revisited:
assessment of prognoses of systemic necrotizing vasculitides based on
the French Vasculitis Study Group (FVSG) cohort. Medicine (Baltimore).
2011;90(1):19-27. DOI:10.1097/MD.0b013e318205a4c6

Sinico RA, Bottero P. Churg-Strauss angiitis. Best Pract Res Clin Rheumatol.
2009;23(3):355-66. DOI:10.1016/j.berh.2009.02.004

Gayraud M, Guillevin L, le Toumelin P, et al. Long-term followup of polyarteritis
nodosa, microscopic polyangiitis, and Churg—Strauss syndrome: analysis of four
prospective trials including 278 patients. Arthritis Rheum. 2001;44(3):666-75.
DO01:10.1002/1529-0131(200103)44:3<666::AID-ANR116>3.0.C0;2-A

Chung KF, Wenzel SE, Brozek JL, et al. International ERS/ATS guidelines
on definition, evaluation and treatment of severe asthma. Eur Respir J.
2014;43(2):343-73. DOI:10.1183/09031936.00202013

Birck R, Schmitt WH, Kaelsch A, van der Woude FJ. Serial ANCA determinations for
monitoring disease activity in patients with ANCA-associated vasculitis: systematic
review. Am J Kidney Dis. 2006;47(1):15-23. D0I:10.1053/j.ajkd.2005.09.022

Cratbs noctynuna B pegakumio / The article received: 31.10.2022

Cratbs npuHsaTa K neyatu / The article approved for publication: 15.04.2023

204 PEDIATRICS. CONSILIUM MEDICUM. 2023; 2: 198-204.

MEAWNATPUS. CONSILIUM MEDICUM. 2023; 2: 198-204.



