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bnokuposanue unmepneiikuHa-4/unmepneiikuna-13
npu 303UHOQPUNLHOM 2paHyneMamose
C NONUAH2UUMOM: ycneuwHsll onsim npuUMeHeHUsA

dynunymaba 6 KomMbuHayuu c menonusymMabom
K.A. WWnotoBa, M.B. 3no6uH, U.A. NacxuHa, B.[1. PepotoB

CraThsa IOCBAINIeHA KINHUYECKOMY HaGII0JeHII0 303MHODUIBHOTrO IpanyemMaTosa ¢ moiuauruutom (AI'TIA) (curapom
Yepam:xa—Crpoce) v KeHIIUHEBI ¢ TAMKEI0H, HEKOHTPOJUPYEMO OPOHXMAIBLHOM aCTMOM U IOJIUIIo30M Hoca. Ilogpo6HO
OIIMCaHbI KINHUYECKYe IPOSABICHNS, AUAaTHOCTHUECKUe KpuTepuu u AuddepeHnnaibHas AUarHocTUKA 3a601eBaHud,
a TaK’Ke COBpeMeHHBIe TOAX0AbI K Tepanuu. Ocoboe BHUMAaHUE yeJIeHO UCII0JIH30BAHUIO IIpenapara Jynmuiymat, MOHO-
KJIOHAJBHOT'O aHTUTEJIA, OJIOKUPYIOIEro CUrHajabuble IyTu uaTepieiikuna-4 (MJI-4) u JI-13, m03BOIAIONIEro CHUSUTD
aKTUBHOCTH 3a00JIeBAaHUS U YMEHBIIUTH 103y CUCTEMHBIX T'NIIOKOKOPTUKOCTEPOUJ0B. IIpencTaBiieHbl pe3yaibTaThl AU~
HaMHUYEeCKOT0 HaOJIOLEeHU 3a YPOBHEM 903UHO(DMIIOB, KINHUYECKUMI CUMITOMaMU U JaHHBIMU BU3yaJIU3aIllMOHHBIX
uccjaeJoOBaHuM, MoaATBepsKAaoInre 3G GeKTUBHOCTh Tepanuu. O6CyKIaI0TCa 0COOEHHOCTHA JUATHOCTUKHY U AuddepeH-
muanabHOoU guarHoctTuku II'TIA, a Tak:Ke pPOJIb HOBBIX OMOJIOTMYECKUX IIPEIlapaToB B JIEUEHUU TS KeJbIX (hopM 3aboJie-
BaHudA. [loguepkuBaeTca BaKHOCTH CBOEBPEMEHHOI'0 HA3HAUEHU A JIeUeHUA U NHAVBUYAJIN3POBAHHOIO IIOAX04a K Te-
pamnuu JJid IpeJOTBPAIeHNA IPOTPecCPOBaHNA 3a00JIeBaHUA U CHUKEHUS PUCKA JKU3HEYTPOKAIOIINX OCJIOXKHEHUHN.
IIpencraBieHHOE KIMHUYECKOE HAOIIOJeHIIE JeMOHCTPUPYET TePCIEKTUBEI NCIOJIb30BAHUA AYIUIyMada IPU TAMKEIbIX
dopmax IT'TIA, yTo pacImupseT BOSMOKHOCTH COBPEMEHHOM TepPalluyl CUCTEMHBIX BACKYJINTOB U CBA3aHHBIX C HUMU 3a-
0oJIeBaHUM ABIXATEIbHBIX IYTEH.

KuaroueBsle ci1oBa: 303MHOGUIBHEIN IPaHyJIeMaTo3 C MOJUAHTUUTOM, UHTEePJIeHKuH-4, nHTepaediKkuH-13, nynuiymat.

903UHOPUILHBIM I'paHyJeMaTo3 C HMOJUAHTUU-
ToM (IT'ITA) (curapom Yepasxa—Crpoce) mpeacras-
JseT coboil pegKoe 3a0ojieBaHME U3 T'PYIIILI CHUC-
TE€MHBIX BAaCKYJIMITOB C IPENMMYIITECTBEHHBIM IIOPAa-
JKeHUEeM MeJIKUX U CpefHUX cocynoB. IlaToreneTu-
yeckoil ocHoBoit II'TIA cay:XuT BhIpakeHHad
Tuneps03uHOpUINa HnepudepudeckKkoil KpoBU U
TKaHel, 4To 06yCIOBINBAET XaPaKTePHYIO KINHU-
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YeCKYI0 KapTUHY C BOBJIeUeHUEM PecIUpPaTOPHOIO
TpaKTa (B YacTHOCTH, OpouxuanbHad actMma (BA),
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HEPBHOU cuUCTeMbl (MOHOHEBPUTHI), IMOUEK U APY-
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UcTopuyecKan cnpaBKa

Bmepsrie o 3a6o1eBannu ynomuHaeTcsa B 1951 r.,
korzga J. Churg, L. Strauss onucanau psz caydaes co
CXOJHOM KJINHNYECKON CUMIITOMAaTUKOMN: BA Tsxxe-
JIOTO TeYeHU:A, JOBMHODUINA, TUXOPATKA, IOPaAKe-
HUe HEePBHOM, CepAEYHO-COCYAUCTON CUCTEM M IIO-
uek [1]. UsHauanbsHO 3a00I€BaHIE TOTYUMJIO Ha3Ba-
HUe “aJlIeprudecKuil rpaHyIeMaTo3 U aHTUUT’, 3a-
TeM 00JIe3Hb HAUYaJIU CPABHUBATH C yiKe U3BECTHHIM
Y3€JKOBBIM IIOJIMAPTEPUUTOM. V3-3a CXOMKUX IIPO-
SABJIEHUI, TAKUX KaK IOPa'KeHVe CPeIHUX U MeJ-
KUX apTepuii, CHCTEMHOCTH IOPAKEeHUI U HEKPOTH-
3UPYIOMINI BACKYJIUT 11O Pe3yJIbTaTaM I'MCTOJIOTIH,
3aboJieBaHUe AJUTEIHHOE BPEMA CUUTAJIOCH acTMa-
TUUYECKO! (PopMON Y3€JIKOBOTO IOJIMAPTEPUUTA.
B 1980-1990 romax cuagpom Yepm:xa—CTpocc OBII
BBIIeJIEH B OTJEJbHYIO HO30JIOTHUIO ¥ BKJIIOUEH B
KJacCu(pUKaIuio BAaCKYJINUTOB.
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B 2012 r. ma MeXayHapoOHON KOHCEHCYCHOM
KoH(pepernnuu B Yamen-Xwuie cumapomy Yepna-
ska—CTpocc OBLIO AaHO oIpeneeHne “303UHODULL-
HOe U 2PAHYIeMAmo3H0e 80CNaAleHUe, NOpadcalouiee
OblxamenbHblll mpaxKm, U HeKPOMuU3UPYOW Uil éac-
Kyaum cocydos mearozo u cpednezo Kaaiubpa, acco-
yuuposanHuslii ¢ BA u so3unoguaueil”, oTIacTH MO-
TOMY, UYTO ajllepruuecKas Ipupoga 3aboJieBaHUA
OblIa TOCTaBJieHa IOJL COMHEHWE, a TaKiKe U3-3a
CXOJICTBa ¢ rpanyaemMaTos3oM ¢ moiauanruuToM (I'TIA)
1 MUKpocKkonuuyeckum moauaaruutom (MITA) [2].

Tuonoruna

Tak kak y 30-40% namnuenTos ¢ II'TIA nmerorcs
AHTUHENTPOPUIbHBIE IIUTOILJIa3MAaTUYECKUe aHTH!-
resna (AHITA), ero xinaccuumupyoT KaK OAUH U3
BaCKyJIUTOB, accortuupoBauabrx ¢ AHITA [3].

o xouma stuosorua II'TIA He usBectHa. [Ipes-
II0JIaTaIOT CYIIIeCTBOBAaHYE 2 PA3JINYHLIX BAPDUAHTOB
6osesru. B 30-40% cayduaeB y mamueHTOB 00HADY-
skmBatorcsa AHITA. Oror BapuaHT 60JIBIIIE TOXO0K HaA
npyrue AHITA-acconumupoBaHHBIE BACKYJIUTHI, Ta-
Kue kak I'TIA u MITA. [I15 aHHOTO TUIIA XapaKTep-
HO 0oJiee TsAKeJIoe TOPaKeHne COCY/J0B C TTOPasKeHn-
€M II0YEeK, aJIbBEOJIAPHBIM KPOBOTEUEHWEM, IIepPU-
depuyuecKoii HeBpomaTueii. ¥ OOJBIITMHCTBA HAIlU-
eutoB ¢ OITIA AHIIA He o06HApPY:KMUBAIOTCA.
B rakux ciydasix, KaK I1oJiaraioT, B pa3BUTHH 3a60-
JIEBaHUS UT'PAIOT POJIb TUIEPIO3SUHODUINA U 903U~
HO(MIBHOE BocHIasieHre. J03UHO(DUIBHOE BOCIaJie-
HHEe B TKAHAX BCTpedYaeTCA BHYTPHU UJIN BOKPYT BEH,
KammLIsIPOB, MEJKUX W CPEJHUX apTepuii, a y He-
KOTOPBIX 6OJII:HBIX MOMHO YyBHUAETH BOCIIAJIUTEJIb-
HbIE Y3€JKOBbIe TOPAKeHus (rpaHyJieMaTo3) B TKa-
HAX ¥ CTEHKAX KPOBEHOCHBIX COCY/IOB.

XoTda mpemMyIleCTBEHHO MMOPaKalTCs JerKue,
MOJKeT OBITh BOBJIEYEHO HECKOJBbKO CHCTEM opra-
HOB, BKJIIOUas KOXKY, Cepjle u mepudepuuecxKue
HepBbl. ¥ AHITA-oTpunaTe bHBIX AIMEHTOB C
II'TIA perxe pa3BuBaIOTCA 3a00JIeBAHUA TTOUEK WU
KpoBoTeueHus B erkux (meuee 10%).

KnuHuyeckue NMPU3HaKU

Knnunueckme npusnaxku OI'IIA craemyior 2 oc-
HOBHBIM MOZEJIAM — 3TO 303MHO(PUIbHAS MHPUIb-
Tpanus TKaHell 1 BaCKYJIUT MEJIKUX W CPeTHHUX CO-
cynoB. Kiunuueckoe pasBuTHe MOApasaessieTcs Ha
3 asnl. OgHAKO He y BCeX MAIleHTOB HabJIogaeTcs
IIOJIHASA IIOCJIEeI0BATEILHOCTE 3TUX (Pa3, a UX I'PaHu-
IIBI YACTO OBIBAIOT PA3MBITHI.

B mpoapomainbHoOi (hase (AIUTETBHOCTH OT 2 IO
7 7eT) XapaKTepHO IIOCTeIleHHOe pa3BuTue DBA
B3pocabix (90—-100% cayuaeB), KoTopasa He MOAAA-
eTCsA CTYIeHYaTOMY JIEUYeHUI0, aJIJIEPTUUEeCKOTO II0-
aunosuoro punocuaycuta (70%), penuguBUpYyIO-
et auxopanku (50% ), oguako B orauune ot I'TTA
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HOCOBBIE TPAHYJIEMBbI, 3PO3UU, KOPKU UJIU HOCOBOE
KpoBOTeueHNEe OOBIYHO OTCcyTcTBYIOT [4]. Moryt
BCTPEUATHCA W TaKWe CUMITOMBI, KaK HeJoMora-
Hue, fuddysHad MUAITUA, MATPUPYIONIAA IIOJIM-
apTpaJITuA U IIOTePs Macchl Tesa. B obiem anaimse
KPOBU He BCETZIa MOYKET OTMEUATHCA 303UHODUINA.

Bropasa ¢asza xapaKkTepusyeTca HAIUINEM DO3U-
HOPUIBHBIX UHQMUIBTPATOB ¢ IepudepuuecKoi
so3uHO(uIneli. PacrnpocTpaHeHHble IIPOABJIEHUS
BKJIIOYAIOT 903MHOPMIBHYI0 WHPUIBTPAIIUIO TKa-
Hell B BuJe 903MHOMDMIBHON MHEBMOHUU (CHHIPOM
Jlehdaepa), 503MHOPUALHBIA TaCTPOSHTEPUT WU
MUOKAPJAUT U CEPO3HBIE BHIINOTHI, XapaKTePHO pas-
BUTHE JuUM@PaTeHONATUN U3-3a WHOWILTPAIUN
auMbaTIUeCcKuX y3JI0B. HacTo BCTpeyaeTca TUIep-
s03uHOGUINSA B KpoBu — OoJsiee 10% ciuyuaes. Ilpu
STOM OTBET Ha IEPOPAIHLHYIO TePATIUIO ITIOKOKOPTH-
koctepounmamu (I'KC) xopormuii [5].

TpeTbsa dasa xapaKkTepu3yeTcsa MOABICHUEM Ba-
CKYJINTA, KOTOPBHIM MOJKET BO3HUKHYTL dYepes
3—9 JeT mocJie mepBoOHAUYAIbLHOTO 31u301a BA. Pas-
BUBAETCS CUCTEMHBI HEKPOTUIUPYIOIINI BacCKy-
JuT Ha (OoHe PE3KOro OCJIabJIeHUs BHIPAYKEHHOCTH
cumnTomMoB BA.

Pecnupamophbie u 1ezounble nposasaerusi. Bpon-
xXuaJbHad acTMa BcTpeuaerca y 96—100% marnuen-
ToB [4]. B cpegHeM Bo3pacT Hauasia 3a60JIeBaHUA CO-
craBiasger oT 35 mo 50 jer, KaKk IIpaBuUjJo, Uepes
3—9 sieT TOABJIAIOTCA IIePBLIE IPU3HAKY BACKYJINUTA.

Ina mammmenTtoB ¢ AT'TIA xapaxkTepua BA ¢ s03u-
HOPUIBHBIM ()eHOTUIIOM, XapaKTePU3yIOIiasacsa pu-
HUTOM, CUHYCUTOM MU ToJuIo30M Hoca. Hawmbosee
PacCIIPOCTPAaHEHHBIM IIPOSABJIEHUEM SABJISIETCA XPO-
HUYECKUI PUHUT, KOTOPHIH BcTpeuaercay 710—80%
60abHBIX. B aTOM cayuae BA oGBIYHO IIpOTpEeCCUpy-
€T W CTAHOBUTCSA CTEPOUA03aBUCUMOM. Boabimu-
CTBO HAIMEHTOB HYKAAIOTCA B CUCTEMHOM Tepamuu
T'KC gnsa xoutposia BA 1o mocTaHOBKY OKOHUYATEIb-
HOTO IUarHosa.

HecmoTpsaA Ha KOHTDPOJIF C IIOMOIIBI0O Tepamuu
IPYTUX CUCTEeMHBIX TpoABJIeHU, BA yacTo ocraer-
cA HEKOHTPOJIUPYEMOI, UTO BJIUAET Ha KadueCTBO
sKm3HU. I[loMUMO aJylIepruyecKuX IIPOSBJIEHUH B
BEPXHUX [OBIXATEJIbHBIX IIYTAX U Y03MHOMUIBHOHN
BA serounsie mposABiIeHNA 3a00JI€BAHUS TaKKe MO-
TyT OBITH CBA3AHBI C NAPEHXWMATO3HOU 3S03UHO-
(unabHON MHPUALTPAIIMEH 1 BACKYJIUTHBIM IIPOIIEC-
coM. B mepBBIX 2 ONMCAHHBIX KJIMHUYECKUX (hazax
pacIpocTpaHeHbl TPAH3UTOPHEIE JIETOUHBIE MHMIIE-
TpaThI ¥ 303MHOPUINA. B BaCKyIuTHO# (hase HEKPO-
TUSUPYIOMINI BACKYJIUT WM 00pasoBaHWe TPAHYJIEM
CTAHOBATCA 00Jiee PACIPOCTPAHEHHBIMU. AJBBEO-
JIAPHOE KPOBOTEUEHUE YaIlle PETUCTPUPYETCA B IO~
rpynmne AHITA-TI0I0KUTETHHBIX TAIUEHTOB.

IHopaxcenus cepdya (30-50% cayuwaes) upn
II'TIA MoryT mMeTh pasHOOOpa3HbIE IPOSABJIEHUA.




RrvH1yecKunn cnyyan

Jo3uHO(PUIBbHBIE TPAHYJIEMBI MOTYT JIOKAJIU30BATH-
cdA B MUOKap/e, UYTO IPUBOIUT K HAPYIIIEHUIO €T0 CO-
KpaturtenbHOU hyHKIUU. [lopaskeHne KOPOHAPHBIX
COCY[IIOB, KOTOPOE HACTYyIaeT BCJEICTBHE BOCIAJIU-
TEJILHOTO CHUCTEMHOTO IPOIlecca B COCYJaX, MOKET
TIOCJIYKUTh IIPUUYMHOLN BHE3aIlHOU CMepTU y STOH’
KaTeropuu 60sabHBIX. CyX0l U 9KCCYZATUBHBIN IIe-
PUKapAUT, D03MHODUIBHBIN 3HAOMUOKAPAUT, KO-
POHApPUT ¢ pa3BUTHEM HH(MAPKTa MHOKapnAa, cep-
IeyHasdA HENOCTATOUHOCTDH, HAPYIIEHUE CEPIEUHOTO
pUTMa M IPOBOAMMOCTH IPUBOAAT K JIETAJIHHOMY
ucxony y 50% 060JbHBIX.

ITopaxcenue nepsnoil cucmemvt (60—76% cayua-
e6). Y GONBIIMHCTBA MAIlUEHTOB Pa3BUBAETCS IEPU-
(epuueckasa HeBpOmATUA: MOHOHEBPOUATUS, IUC-
TaJIbHAA HOJIWUHEBPOIATHUA, II0 TUIY “IepyaToK” u
“gynok”. B ocHOBe 3TMX NPOABIEHUU JIEKUT WH-
bunbTpanusa SNNHEBPAIBHBIX COCYA0B JUMMOIUTA-
MU, UMMYHOTJIOOyJIMHAMU, BKJOUAA MUMMYHOTJIO-
oyauu E (IgE), a Tak:ke KOMOOHEHTaMH KOMILIe-
MEeHTa, UMMYHHBIMU KoMILTeKcamu [6]. UmmyHoma-
TOJIOTUUYECKYE ITPOIECCHI B AITMHEBPAJIILHBIX COCYAaxX
TMOANEPKMBAIOT KOHIEIIINIO CICTEMHOTO BAaCKYJIU-
ta. [Ipubausurensuo B 10% caydaesB mopaskaercs
IeHTPaJbHAA HEPBHAs CHUCTEMA: PAaCCTPOIicTBa B
SMOIIMOHAJIBHOH chepe, HEBPUT UE€PEITHO-MO3TOBBIX
HEPBOB, THIIEPKUHESHI, STUCUHAPOM, TeMopparnyie-
CKUU WHCYJbT, MHPAPKT MO3Ta, STMUJIENTUUYECKUE
SIBJIEHUA.

ITopaxcenue xHcenyOouHO-KUULEUWHOZ0 MPAKMA
(50—-60% cayuaes). BacKyauT u 903MHODUILHBIH
UHQUILTPAT MOTYT NIPUBOAUTH K OO0Pa3OBAHUIO
UIIEMUYECKUX 3B U B IIOCIENYIOEM — K mepdopa-
IIUY CTEHKY JKeJIyAKa NI KUIIIeUHUKA U KeJyJ0d-
HO-KUIIIEYHLIM KPOBOTEUEHUAM.

Koxcnole nopancenus (50—65% caynaes) moryt
BO3HUKAThH yiKe B AebioTe 3aboseBanusi. OcHOBHOE
KOJKHOE IIPOSABJIeHNE — TeMOpparnuecKue BhICHIIA-
HUSA C IPeuMYIleCTBeHHO JIoKkaaus3aneil Ha HUXK-
HUX KOHEUHOCTAX. [TomnMopdusM KOKHBIX CUMI-
TOMOB MOJKET IPOABJIATHCA OYJIJIE€3HBIMU, MaKy-
JIAPHBIMU, MAMyJe3HBIMUA UJIW YPTUKAPHBIMU BbI-
ceimaHuaMu. MHorooO6pasubie (DOPMBI TOPAKEHU T
KOXKHBIX IOKPOBOB IIPUXOATCA Ha (hasy pasBepHY-
THIX KJINHWYECKUX IIPOABJIEHUI CHCTEMHOTO BacC-
KyJuTa.

Opmanvmonozunecrkue ocaoxcnenus (30% cay-
yae6) — TPU ITOU (hopMe BACKYJIUTA BCTPEUAIOTCS
TIOpa’KeHUA B BUJE CKJIEPUTA, STMUCKJIEPUTAa, IIaH-
yBeuTa, W3BA3BJIEHUIN POrOBUIILI. B JsmTeparype
IPUBOAATCA OTHAedbHBIE caydau II'TIA, opu Koro-
DPBIX BCJIEZICTBUIE UIIEMUU 3PUTEJIHHOTO HEPBA Y IIa-
IIMEeHTOB Pa3BUJIACH CJIETIOTA.

ITopaxcenue nouex Bcrpeuyaercs y 25-50% ma-
IIUEeHTOB U 00BIUHO cBaA3aHo ¢ AHIIA-monoKuTe b-
HbIM OI'TTA. ITouKu mopaskarTcsa MO TUIY B03UHO-

Kpurepun guaraocturu ST'TIA [8]

Kpurepuii Bamnisr
BA +3
ITosmme! HOCOBO OJIOCTH +3
MHoOKeCTBEHHBI! MOHOHEBPUT MJIH IIOJIWHEBPONIATHA +1
dosuHoGuauaA >1 x 10°/1 B nepudepuyeckoii Kposu +5
T'mcromoruueckve IpU3HAKY BACKYJINUTA +2
€ 9KCTPABACKYIAPHBIMY 303MHODUIAMU
IoBbIIeHHEIN YPOBEHS IuToIIagMaTnyeckux AHITA -3
WY aHTUTE] K IPOTeNHAase 3
Temarypus -1
IIpumeuanue. [JaHHBIe KPUTEPUU IPU cyMMe 0aJIoB >6 MpoJeMOHCT-
pupoBaiu cnenubuarocTb 99,7% 1 uyBCTBUTENBLHOCTH 85% A4 nua-
THOCTHUKH.

GUIBHO-UHTEPCTUNMAJIBHOIO He(dpuTa, 04aroBoro
WJIN HEKPOTUBUPYIOIIETO TJIOMepyIoHedpuUTa.

IToruapmpanzuu u apmpumu. HaAOIOJAOTCA Y
Kaxxgoro 2-ro OoJbpHOTO C cuUHApPoMOM Yepn-
sxa—CTpocc, 0CO0eHHO B IIEPUO]T BLICOKOM aKTHUBHO-
CTU CHCTEMHOTO BacKyauTa. Ilosmaprpaaruu yacto
COIIPOBOJKAAIOTCA MUAITUAMU.

JlabopamopHble usmeHeHus: B OOIeM aHaJIM3e
KPOBHM XapakTepHO Hajamuue s03umHOPuanm (0ojee
10% wumam 1,5 x 10°/71), HOpMOXPOMHON aHEeMUM U
yBeJIMUeHVEe CKOPOCTHU OCEJaHUA 3PUTPOIIUTOB; II0-
JIOKUTEJIbHBIE OCTPO(ha30BbIE TIOKA3aTeJIN, ITOBBI-
mieHre ypoBHe# obmiero IgG (8 70% cayuaeB) u
503MHOGUIHLHOTO KaTUOHHOTO 6eiKa B KpOoBU. BuI-
SABJISIOTCA HOJIOMKUTEIbHBIE PEBMAaTOUTHEIH (haKTOD
(B 70% cayuaeB) u MPO-AHITA (MPO — myeloper-
oxidase antibody (arTHTeENIa K MUueIOIIEpOKCHIa3E))
(B 30-40% cayuaeB) [6]. Hamuune AHITA cBume-
TEJILCTBYET O 00JIee arpecCUBHOM KapTuHe 3a00Je-
BaHUA.

I1s moATBepIKIeHUA AUATHO3a IPOBOAUTCS OUO-
Icusd Nopa’keHHbIX OPraHoB U TKaHell. Buoncusa mo-
JKeT OBITH BBITIOJTHEHA B CJIEYIOINX MeCTaxX: KOXKa,
HEPBBI, MBIIIILI, 9HAOKAP, TOYKHU, ITUIIEBO, Ke-
JYJIOK U/Wiu KUIIeYHUK. Bromncud, Ipu KOTOPOU
00HAPY/KUBAETCA BACKYJIUT MEJKUX WJIN CPEJHUX
COCYIOB W 3503MHOGUILHAA WHOMUILTPAINA, IIOJ-
TBep:Kaaer nguarHo3 OI'ITA mpu Hamwumu OPYTruUx
KJIMHUYECKUX TPOABJIEHUN BdTOro 3aboJsieBaHUA.
B OumonrTaTax ompemesdaioTCsa TUMUYHBIN JEHKOIIH-
TOKJIACTUYECKUU BACKYJIUT U MAaCCUBHAs DO3UHO-
dunpHaa naduasTpanusa [7]. Taksxe HepeIKO OTMe-
YaeTcA IOBBHINIeHHAA MHOMUIBTPAIUA BCEeHl NepMBI
s03uHOGUIamMu, HelTpoduiraMu u JIUMOGOUTHON
TKaHbIO. BBIABIAETCA OUYAroOBBIN (DUOPUHOWIHBIN
HEKPO3 B PETUKYJIAPHOH epMe.

B 2022 r. ACR/EULAR (American College of
Rheumatology/ European Alliance of Associations
for Rheumatology — AwmepuKamcKas KOJLJIETUSI
peBMmaroJioroB/EBponelickas aHTHpeBMaTHuecKas
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Jaura) ObLIM OMyOJMKOBAHBI KJIacCU(PUKAITMOHHBIE
Kputepuu (Tabauia) [8].

OunddepeHumanbHaa guarHocTuka

HuddepernuantbHasa JUarHOCTUKA UMeeT I1ePBO-
CTeleHHOe 3HAUeHWEe IPU AUATHOCTUKE CHHIPOMA
Yepasxa—Crpoce 1m3-3a CXOYKECTU €T0 CUMIITOMOB C
cuMInToMaMu Apyrux 3abosieBaHuii. Takme 3abosie-
BaHud, Kak I'ITA, MIIA u mpyrue BUABI BACKYJIU-
TOB, UMEIOT cXOoXKue ¢ cuaapomom Yepmxa—Crpoce
YepThl, B TOM UHCJe MMOpakeHre OPTaHOB U IIOBLI-
meHHBIN ypoBens AHITA [9, 10]. Kpome Toro, Ta-
Kue 3a00JeBaHUs, KaK BA, anmepruuecKuii puHUT
¥ 503UHOPUIbHASA THEBMOHNA, MOTYT UMUTHUPOBATH
pauuue craauu cuaapoma Yepmaxa—Crpocce, uTo 3a-
TPYAHAET er0 TUAarHOCTUKY.

K 3aboneBaHUAM, KOTOPbI€ HEOOXOAUMO YUUTHI-
BaTh npu JuddepeHIaIbHON JUATHOCTUKE U KOTO-
pble CBA3aHBI C OCHOBHBIMU XapaKTePUCTUKAMU
II'TIA (s03uHOGUIbHOE 3ab0jieBalue JeTKUX U CHU-
CTeMHBI BACKYJUT MEJIKHUX W CPEeIHUX COCYIOB),
OTHOCHATCS:
¢ 503uHO(GUIBHEIE 3a00JIeBaHUA JIETKUX

— MAUOMATHUYEeCKas XPOHUUYECKas 503MHOPUIb-
Has MTHEeBMOHU;

— wupmomaTuyecKasg oCTpad BO3MHO(DpUIbHAA
TTHEBMOHU;

— ajyepruuyecKuii OPOHXOJIETOUHBIN aclIepru-
Jes;

— ImapasuTapHble UHBAa3WUH;

— JIeKapCTBEeHHAA 303UHOMDUINA;

— cuaapoMm Jlehdiepa;

— UAUOTATUYECKUN TUIePs03uHOPDUIbHEIN CUH-
npowm;

— 3JI0KaUeCTBEHHBIE I'eM00JIaCTO3HI;
® BaCKYJIUTHI MEJIKUX U CPEIHUX COCYOB:

—T'TIA;

— y3€JIKOBBII TOJIUAPTEPUNT;

— MIIA.

Hnsa guarsocturu cuHApoMa Yepmsxa—Crpocc
TpebyeTca coueTamme NAHHBIX KJIWHUYECKOTO 00-
cJIeJOBaHUA, J1ab0OPATOPHBIX aHAJIN30B, BU3YAJIU3U-
PYIOIINX MCCIeTOBAaHUM, a B HEKOTOPBIX CAyUYaAAX U
o6uomicuu [11, 12]. YuuThiBasd CX0KeCThb ero CUMIITO-
MOB C CHMIOTOMaMM APYTrux 3abojeBanuii, mudde-
peHIIMalbHAA MOUATHOCTUKA WUT'PAeT PeIIaiollyio
POJIb B TIOCTAHOBKE TOUYHOTO AMarHO3a M HasHaue-
HUU JeueHusa. [loHmMaHMe mpoIiiecca TUarHOCTUKU
¥ BayKHOCTU oTanunA cuaapoma Yepa:xa—Crpocc oT
Ipyrux 3a00JieBaHUM MOYKET CIIOCOOCTBOBATE yIyU-
IITeHUI0 Pe3yJIbTATOB JeUeHN S MAIleHTOB.

JleyeHue

Br16op Tepanuu A MHAYKIIUY PEMUCCUY 3aBU-
CUT OT Ts:KecTu 3abosieBaHusA. Eciu y manuenTa Ha-
0I0mAlOTCA YIPOJKAIOIe 'KM3HU HapPYIIeHUs pa-
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0OTHI OPTAaHOB, TaKMe KaK INIOMEPYJIOHeMPUT, aJb-
BEOJIAPHOE KPOBOTEUEHNE, IIOPAKEeHNE CepAlla, IeH-
TPaAJbHOM HEPBHOU CUCTEMBI, UITEMUA KUIIIEUHUKA
u mepudepruecKasd HEBPOUATUSI, PEKOMEHIYeTCA
KomOuHamusa BbicoKkux m03 'KC u nmuxaodochamu-
na (I1dP). IIpu cpaBHEHUU IEPOPATHLHOTO U BHYTPHU-
BeHHOTO BBefieHudA [P y nanmeHTOB He OBLIO OOHA-
Py:KeHO ABHOI pasHUIILI B yacToTe pemuccuii. Ox-
HaKo mepopaibHoe BBeneHme [P ObL0 cBA3aHO C
MOBBINMIEHHBIM PUCKOM JIeHKOIeHnn, NHPEeKIuil u
OHKOJIOTHU, UTO JeJiaeT BHYTPUBEHHOE BBEJEHUE
npennoutuTeabHBIM [13]. UTo KacaeTcsa KoaudecT-
Ba BBEJ€HUI, TO B PAHJOMU3UPOBAHHOM HCCJIEN0BA-
Huu y nanueaToB ¢ OI'TIA 12 BBegenuii (cymmapHas
mosa I1® 12,0 r) obecmieunsiu HEMHOTO OoJjee IJIu-
TEeJILHYIO BEIXKMBAEMOCTH 0€3 PEI[UAUBOB II0 CPaBHE-
HUIO ¢ 6 BBEJeHUAMU, HO He CHUSWJIN YaCTOTY TKe-
JIBIX penuamBoB [14].

Purykcumab (rituximab, RTX) cuuraercs anb-
TepuatuBoii 11®P, ero mpuMeHeHUE MOMKET OBITH
ompaBraHubIM mpu AHITA-nmonoxurensaom OI'TTA
¢ IOpa’KeHMeM IOYeK, pe)pakTePHOM TeUeHUU! 3a-
00JIeBaHUA NN Y MAIUEHTOB, ¥ KOTOPHIX UCIIOJIH30-
Barue I[P npoTMBOMOKA3aHO WJU JOCTUTHYTA BBI-
coKas cymMapHasa mosa [13].

ITockoabky mocie cHuKeHus mos3sl I'KC uacTo
BO3SHUKAIOT PEIUANUBHI, ¥ TAKUX HAI[MEHTOB KOMOU-
HUPYIOT APYyTrue UMMYHOCYIIPECCUBHBIE IIPeTapaThl.
OnmHaKo TOKa3aTeJbCTB, MOATBEPKIAIOINX dhheK-
TUBHOCTh MMMYHOCYIIPECCUBHBIX IIPEIapaToB, He-
JoctaTouHo. [[yia focTUIKeHNA PEMUCCUY Y TAIleH-
TOB C PEIUAUBUPYIOMTUM My pedpakTepHbIM O TTA
0e3 OpPTaHHBIX WJIN YIPOKAIOIINX KUSHU IPOIBJIE-
HUM Wiau HeOJarOnpUSTHBIX MTPOTHOCTAYECKUX
haxTOpPOB PEKOMEHIYyeTCA WCIIOJIb30BATH MEIIOJIU-
3ymab [15].

IMukmopochamua He peKOMeEHIyeTCA A TIOJ-
Jep:KaHUA PEeMUCCUM M3-3a HOO0UYHBIX 3(h(HEKTOB,
TaKUX KaK PaK MOUYEBOr0O IIy3bIpA W Oecmiomue.
C 9TOli 1eJbI0 ¥ MAIIUEeHTOB C YIPOKAIOITUMY JKU3-
HY TPOABJICHUAMY WU HEGJATONPUATHBIMU IIPO-
THOCTHUYECKUMHU (PaKTOpaMU CJIEeLYeT PacCMOTPETH
BOBMOJYKHOCTH IIPUMEHEHU METOTPEeKcaTa, a3aTuo-
mpuHa, Menosusymaba niu RTX B coueranuu c 'KC
mocye nHAYKIUU pemuccuu [1dD. ¥V nanuenTos 6e3
OPraHHBIX WKW YIPOKAIOIINX KU3HU MPOSBIEHUN
uau ¢ HeOJArONPUATHBIMU MTPOTHOCTUUYECKUMU
daxTopamMu mocJsie MHAYKIINN PEMUCCUU PEKOMEH-
IYeTCs IPUMEHATHh MeIoJIn3yMad BO BpeMA PeIyu-
Ba[13, 15].

Menonusymad — 9T0 TyMaHUBUPOBAHHOE MOHO-
KJIOHAQJIbHOE aHTUTEJO0, KOTOPO€e CBA3BIBAETCS C UH-
TepaeiikuaoM-5 (UJI-5) u metiTpanusyet ero. Mero-
au3yMab paspelreH AJs JIeYeHUA TAKeI0H (GOpPMBbI
BA u 9T'TIA. Menmonusymab B HacTosIIlee BpeMs pe-
KOMEHIYeTCA I JOCTUKEHUS IIOJTHON PEMUCCUN Y




RrvH1yecKunn cnyyan

TMaIUEeHTOB C PEIMUAWBUPYIONIUM HUJIU pedparTep-
"M II'TIA 6e3 mpoABJIeHUII, YIPOIKAIOIIUX Opra-
HaM WU JKU3HU, a TaK/Ke AJA JaJbHEeHIero jeue-
HUS TTOCJIe MHAYKITNY peMmuccuu [15, 16].

Ecam st mMeronbl JieueHWMA HEZOCTATOYHO d(]-
(beKTuBHBI, MOKHO PAaCCMOTDPETH APYTUeE CPEeACTBa,
BozgelicTByomue Ha WJI-5, — miasmadepes nuau
BHYTPUBEHHOE BBeJeHUe MMMYyHOTJI0o0yiauHa. Ilo-
cjIeHee MOXKeT OBITH Ha3HAUEHO MalueHTaM ¢ ped-
pakTepHbIM TeueHueM OI'ITA u B mepuon GepemeH-
"HocTu [17].

K uwmcay anTurtesn, BosgeiicTByromux Ha MJI-5,
IOMHMMO MeIoJm3yMada OTHOCATCS pecausymad u
OeHpasm3ymMab, KOTOPHIe IOKA3aHBI IPU TAMKEION
dopme BA. Pectusymab — aTo auturesno k NJI-5, Ko-
TOpoe OJIOKMPYeT BBIKUBaHWE U IPOJHQeparinio
503nHODMIOB. BeHpaniuzymad — 3TO IIMTOTOKCHUUE-
CKOe MOHOKJIOHAJbHOE AaHTUTEJIO, HAIpPaBJIEHHOE
npotuB MJI-5a, KoTopoe momaBiaserT AuddepeHIin-
POBKY ¥ CO3PeBaHNe 303MHO(MMIOB B KOCTHOM MO3Te.
Benpasnmnzymab mouTy OJHOCTHIO UCTOIIAET 3aIachl
503WHO(UIIOB 34 CUET ITUX MexaHu3MoB [18].

Oynuaymab — aHTHUTeNn0 K pementopy WJI-4/
WNJI-13, MoxKeT IPUMEHATHCSA HIPU TAMKeJ0l opme
BA u JIOP-tiposiBiIeHuax, cBsa3auubix ¢ ITTIA [19].

Oynumymad — 5T0O PeKOMOMHAHTHOE UYeJIOBeUe-
ckoe amrtmreno IgG,, KoTopoe HareleHoO Ha
o-cyonenunuity perentopa MJI-4 u cmoco6mo 6.J10-
KMPOBaTh CUTHAJBHEIE IYTH, aKTUBUpyeMble WUJI-4
u NJI-13. Hurokuust NJI-4 u UJI-13 urparor BaxK-
HYIO POJIb B afanTUBHBIX peaknuax Th2 (T-xemnepsr
2-ro Tuna), n3MeHAA O€JIKY IJIOTHBIX COeANHEHUH 1
TeM CaMbIM IIOBBIIIAA IPOHUITAEMOCTD SIIUTEINAIE-
HOTO Oaphepa. IIoCKOMBKY AynuayMad omo0peH ms
JeUeHus 303MHOPUILHON BA cpemmeil u Tsaxeaoi
CTEIIeHU, OH IIPEJCTABJAETCS IIPUBJIEKATEIHLHBIM
nnsa JeveHusa pedpakxTepuHoit BA, cBA3aHHON C
II'TIA, u JIOP-uposasnenuii. Ha ¢one Tepanuu ay-
nuayMaboM OTMEeUYalOTCA 3HAUUTENIbLHOE CHUIKEHUE
akTuBHOCTH 3aboneBanusa mo BVAS (Birmingham
Vasculitis Activity Score — BupmunremMmckas mka-
Jla aKTUBHOCTU BaCKYJINTA) ¥ BO3MOKHOCTh YMEHD-
IIeHuA OO3EI Ipeauu3ogoHa [20—22].

IIpn mpumeneHuu aynmiaymaba Takke HaOJIi0-
JIaJIOCh MOBBIIIIEHNE YPOBHSA 303UHO(MUIOB B KPOBU
(IpeuMyIecCTBEHHO TPAH3UTOPHOTO XapaKTepa), B
CBSIBU C 9TUM CYII[ECTBYIOT OIIACEHUS, YTO OH MOXKET
yxyaiaTth Teuenne OI'TIA. Ograko gynuaymad 6J10-
KUpyeT IepeMeleHrne 5O3WHO(DUIOB B TKaHWU,
TOaBJIASA Iepenavy curaaios o ocu NJI-4/MJI-13,
IIO9TOMY 303MHODUINA IPOTEKAET OGeCCUMIITOMHO
[19, 23].

KnuHuyecKoe HaﬁﬂIOAEHMe

Kenmuua, 41 rog. Anamues wus3nu: BA s03uHO-
duasaOrO hemorumna ¢ 2017 r.; HacIeACTBEHHOCTH

He oraromieHa. IlepeHeceHHBIe 3a00JIeBaHUA — Dpe-
MUIUBUPYIOMINH moIuIo3 Hoca. Omepanuu — yaase-
HUe TIOJUIIOB HOCOBOM mojoctu. He Kypurt. Aiep-
TFOJIOTUYECKUH aHaAMHE3 — XJIOPOINPAMUH.

U3 anamHesa: Ba3OMOTOPHBIN PUHUT AJIUTEDH-
HOe BpeMsd, B BECEHHUN MepPUOl PUHOKOHBIOHKTH-
BuTr. C xouma 2016 r. mpucoefuHUICA IIPUCTYIIO-
00pasHBbIl KallleJb.

B 2017 r. KOoHCY/ILTUPOBAaHA ITYJILMOHOJIOTOM 00-
JIACTHOM KOHCYJIbTATUBHON HOJNKJINHUKN, BLICTAB-
JeH auarHos: BA sosumoduabmoro ¢gemorumna. Me-
KJIIOUeHa IapasuTapHasa NaTOJOT .

C aBrycra 2018 r. pemuauBBI 303WHO(PUIBLHOMN
nHeBMoHUU. [Tosunosusiil punocunycutr. Haszuaue-
HA UHTAJIANVOHHASA Tepanus BBICOKMMU TO3aMU
KOMOMHMPOBAHHEBIX IMIPENapaToOB, IIOBTOPHEIE IJIM-
TeJibHBIE Kypchl cucTeMHEBIX 'KC.

B mae 2019 r. obocTpenue, B CBA3YU C UeM TOCIIH-
ranusupoBada B I'BY3 HO “Hwu:xkeropoackas o006-
JacTHaa KAnHnYecKas ooabuauia uMm. H.A. Cemarri-
ko” (I'BY3 HO “HOKB um. H.A. Cemamko”), rae
IPOBeNEeHO 0O0CefoBaHME M HasHAUeHA IIYJIbC-Te-
panus MeTHINPEeIHM30JIOHOM B CYMMAapHOH Io03e
3000 Mr ¢ mocyenyIOIIUM IePexXoaoM Ha Iepopab-
HYI0 popMy B m03e 32 MT.

B aBrycre 2019 r. mpoBoAMIOCH CTAaIlIOHAPHOE
JleueHNEe B PEBMATOJIOTUYECKOM OTIeJeHUU. BbI-
craBien gumaruHo3: OITIA (curgpom  Yepa-
sxka—Crpocc). IIpomoaikeHa Tepanus MEeTUIIPETHN-
30JI0HOM, 3aTeM HasHaueHa MMMYHOCYIIPeCCUBHASI
nyabc-Tepanus 1{® B cymmapHoit gose 6200 mr 6e3
cTabuIM3aIuy COCTOTHUS.

B centabpe 2020 r. pelneHueM KOHCHUJIMyMAa
T'BY3 HO “HOKB um. H.A. Cemaiko” BeICTaBJIeH
duazno3: ocHOBHOe 3abosieBaHue: BA, 503uHOGMIL-
weiit penorun (T2-sHmoTui), TAMKEIOTO TeUeHUS,
HEKOHTPOJIUPYEeMas; COIYyTCTBYIOIee 3a00IeBaHLe:
IT'TIA (cunzpom Yepgsxa—Crpocc), XpoOHUUECKUI
TOJUIIO3HBIN puHOocuHycuT. HasHauena mepanus
menosindymabom B go3e 100 mr 1 pas B 4 men. Ha
(oHe Tepammu SOCTUTHYTO HEIOJHOE YyJIyUIIeHNE.
o3y mpeaHn30J0HA YAAJIOCH CHU3UTD 10 10 Mr/CyT.

B okTabpe 2022 r. korcyasTupoBana B ®PI'BHY
“HayuHO-1CCJIeJOBATEIbCKUN MHCTUTYT PEBMATO-
goruu uM. B.A. HaconoBoii”. Jlosa memnoausymaba
yBeauuena no 300 mr 1 pas B 4 Hef.

03.07.2023, 03.06.2024 — ymaneHue IIOJUIIOB
Hoca. C 3TOro BpeMeHU YXYIIIeHUe, YacThle IIPU-
CTYIIBI YAYIIbS, HOYHBIE IPUCTYIEI YAYINb. B Ha-
CTOsIIlee BpeMs MOJIyUaeT peaBap 9JaunTa 22 MKT +
+ 184 MKT, THOTPOTIUA OPOMUL 5 MKT/CYyT, IPeAHM’-
3oJioH 10 Mr/CyT.

B cenTabpe 2024 r. npoxoauia jseuerue B 'BY3
HO “HOKB um. H.A. Cemamxko”. Ha korncuauyme
or 16.09.2024, BK/IO4aBIIIEeM IVIABHOI'O BHEIIITATHO-
T0 IYJILMOHOJIOTA, 3aBEAYIOIIYIO IIyJIbMOHOJIOTIYE-
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Myastucnupansaags KT OI'K nanuwenTKm oT
04.07.2024.

CKHUM OT/leJIeHreM, Bpaua-pPeBMaToJiora, 0bIjIo OTMe-
YeHO, UTO BBUAY THAMKEJOr0 HEKOHTPOJIUPYEeMOro
TeueHus: BA, HECMOTPSA HAa MaKCUMAJbHBINA 00beM
Tepanuu, y HalMeHTKU COXPAHSIeTCS PUCK JKU3He-
YTposKamoIuX 000CTPeHnii 1 TpoTrpeccupoBaHme 3a-
6oJsieBaHUA. B 3T0Ii CBA3KM HEOOXOAMMO IOIKJIIOUNTE
K JIeueHUIo IIpenapar gynuaymab B mo3e 200 mr mmoa-
KOJKHO 2 pas3a B MecsIl.

20.09.2024 uHUUUUPOBAHA 2eHHO-UHIHCEHEPHAS
ouonozuyeckas mepanus (I'MBT) npenapatom ny-
nuiaymab 200 MT TOAKOKHO C ITeJIHI0 JIeUeHU A TsKe-
aoit BA. Ha goue geuernus 'MBT nanmuerTka oT™me-
THJIa YJIYUYIIeHre HOCOBOTO ABIXAHWS, KOJUUYECTBO
IIPUCTYIIOB YAYIIbS YMEHBIINIOChH, TOJIEPAHTHOCTD
K (pusmuecKuM Harpy3KaM HEMHOTO yBeJINUNJIaCh.

Hccnedosarnue omdensemozo us Hoca HA 903UHO-
dunvt 8 dunamure: 11.09.2024 — He 00HAPYIKEHO;
29.10.2024 — 0—0-1 B mose 3penusa; 29.11.2024 -
He obHapy:xeHo; 14.03.2025 — He 0OHApPYIKEHO;
21.05.2025 — He oOHapYKEHO.

Josunopuav. kposu 6 durnamure: 15.11.2024 —
0,6%; 13.12.2024 - 0,3%; 10.02.2025 — 1%;
10.03.2025 -1%; 21.05.2025 -0,1%.

Hccnedosanue pyrnryuu e6HewHnHezo OvlXAHUS C
oponxonumurxom om 11.09.2024: 1-# Tect: 06bEM
(dopcupoBarHOro BhIOXa 3a 1-10 cekyunxy (OPB))
82% , hopcupoBarHas JKUBHEHHAA €MKOCTD JIETKUX
(DIKEJ) 58% , uamerc Tudpduo 0,76; 2-it Tect:
O®B, 87% , ®IKEJL 83% , ungexc Tubdno 0,79.

Komnviomeprnas momozpagus (KT ) npudamou-
Hblx na3yx Hoca om 05.2023: KT-upusHaxku 1ByCTO-
POHHEr0 KMCTO3HO-TIOJUIIO3HOT0 mancuuycura. He-
KpUBJIeHUEe HOCOBO# meperopoaxu. Iloaumnbsr HOCO-
BBIX PaKOBUH c obemx cTopoH. IIpaBas BepxHeue-
JIIOCTHAsA  masyxa: HePaBHOMEDPHO  yTOJIeHa
causucras g0 5,9-17,0 mm. JleBass BepxXHEUETIOCT-
Has masyxa: HepaBHOMEPHO YTOJIIeHA CJIU3UCTAas
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mo 7,8—13,6 mm. fdueiiku permreTuaToii KOCTH, J00-
Had I1adyXa: TOTAJIBHO BBIIIOJTHEHBI COOEPHXHUMBIM
IJIOTHOCTBHIO 25—65 emmuun Xayuchuama (Houns-
field units, HU). KnuunoBugHas masyxa: cyoTOTaNb-
HO BBITIOJIHEHA COIePKUMBIM ILIOTHOCTHIO 3—66 HU.
CoxpaHsieTcsa S-o0pasHoe HCKPUBJIEHME HOCOBOI
eperopogKu, UMeIOTCA MOJUIOBUAHBIE PaspacTa-
HHUA IMIPEMMYIIIECTBEHHO B BEPXHNX HOCOBBIX PAKO-
BUHAaX.

Komnviomepras momozpagus npudamouHbLx
nasyx Hoca om 05.2024: coxpaHAeTCAa KapTUHA ABY-
CTOPOHHET0 KMCTO3HO-IIOJIUIIO3HOI0 HAHCUHYCUTA.
HesnipakeHHOE UCKPUBJIEHNE HOCOBOI IIeperopos-
Ku. ITomumbl HOCOBBIX PAKOBUH C O0EUX CTOPOH.
IIpaBasa BepxHEUEJIOCTHAA Iasyxa: CyOTOTAJIBHO
BBIIIOJIHEHA COIEPKUMBIM ILIOTHOCTRIO 27—100 HU.
JleBast BepxHeEUEJIOCTHAA Ia3yXa: CyOTOTAJBHO BbI-
ToJIHEeHa COJMePKMMBIM ILITOTHOCThIO 22—120 HU.
fAueiiku pelmeTuaToil KocTu, JOOHaAA Iasyxa: To-
TaJIbHO BBIIIOJTHEHBI COAEPKMMBIM IIJIOTHOCTBIO
46-89 HU. Jlo6Has masyxa: TOTaJbHO BBITIOJTHEHA
COMIePsKUMBIM ILJIOTHOCTBIO 52—97 HU. Kaunosun-
Hasd 1asyxa: Cy0TOTaJIbHO BBIIOJHEHA COAEPIKUMBIM
miaoTHocThio 12—77 HU. CoxpaHsieTcsa MeHee BhIpa-
JKeHHOe S-o0pasHoe MCKPUBJIEHNE HOCOBO mepero-
POAKU, COXPAHSIOTCS IIOJUIOBUIHBIE MAaCChl B
BEPXHUX U CPEIHUX HOCOBBLIX PAKOBUHAX, OOJIBIIIE
crpasa.

Myavmucnupaavhas KT opzanos zpydHoil
kaemku (OI'K ) om 04.07.2024: KT-nipusHaKu Xpo-
HUUYECKOr'o OPOHXMTA; YTOJIIEeHNEe CTEHOK MeJIKUX 1
cpenHUX OPOHXOB, CKYIHOE CIAUBUCTOE COAEPIKUMOe
B MeJIKUX OpoHXax HUKHeH JoJu ciieBa; 9M(GU3eMbl
¥ OPOHXO03KTa30B He BLIABJIEHO (PUCYHOK).

Komnviomepnas momozpadus npudamouHbLx
nasyx Hoca 6 ounamurxe om 01.2025: coxpaHaeTcsa
KapTruHa ABYCTOPOHHEI'O0 HEBBIPAXEHHOI'O IIOJIUCH-
HycuTa. HeBbIpa)keHHOEe WCKPUBJIEHWE HOCOBOI
neperopoaxu. ['unepniaasusa CAU3UCTOM MTPaBOii HO-
COBOI PAKOBUHEI C MEJIKUMHU Ioaunamu. Ilogoxu-
TeJabHAs AMHAMUKA. [IpaBas BepXHeUeI0CTHAS Ia-
3yxa: ompefesisercd HepaBHOMEPHOe MIPUCTEeHOU-
HOEe YTOJIIeHre CaAnu3ucToi no 4,4—7,3 MM, IIJIOTHO-
cTbio 39—67 HU. JleBaa BepxHeue IOCTHAA ITa3yxa:
uMeeTcs HepaBHOMEPHOe YTOJIIIeHe CAU3UCTON 10
2,0-7,5 MM, naorHOocThI0 3—83 HU. fueiikm pe-
IeTYaTo KoCcTu, JOOHAA masyxa: cy0ToTaJIbHO BBI-
TIOJHEHBI COJEP:KUMBIM ILIOTHOCTRIO 3—-48 HU.
Jlob6masa masyxa: B 6a3aJbHBIX OTJejaX OIpemeJs-
eTcA comepskuMoe mIoTHocThio oTr —20 mo 70 HU.
KaunoBuzHasi masyxa: NPUCTEHOUHO VTOJIIEHA
causucrtada mo 2,0—3,3 mm. Coxpamsercsa HeBBIpa-
JKeHHoe S-00pasHoe NCKPUBJIeHNE HOCOBOI mepero-
POAKM, YTOJIIIEHNE CIU3UCTON ITPaBOl HOCOBOM pa-
KOBHHBI C HEBBIPDAXE€HHBIMHU ITOJIMIIOBUIHBIMU Pa3-
pacTaHuUAMU.




RrvH1yecKunn cnyyan

Komnviomeprnass  momozpagpus  OI'K  om
20.05.2025 (no cpasuenuio ¢ KT-0anHvimu om
04.07.2024): rocBeunbsle KT-npusHaxm XpoHUUe-
ckoro 6pouxuta. CoxpaHaeTcA YTOJIeHNE CTEHOK
MeJKUX U CPeTHUX OPOHXOB, 6€3 JOIOJHUTEIHHOTO
COIEPKMMOr0 Ha MTaHHBINM MOMEHT. B ocramibHOM —
6e3 puHaMuKU. VHPUILTPATUBHBIX WN3MEHEHUH,
TATOJIOTUYECKUX Y3€JIKOB, MHTEPCTUIIUATbHBIX U3~
MeHeHUH o TUIY “MaTOBOTO CTeKJIa”, KaBUTAIIU B
JeTKUX He ompeneaseTcsa. IMpu3eMbl 1 OPOHXO09K-
Ta30B He BBIABJIEHO.

ITo mabopaTOpPHBEIM WM MHCTPYMEHTAJIBHBIM TaH-
HBIM MOXXHO OTMETHUTD IOJOKUTEIbHYI0 TUHAMUKY
¥ 3aMe[JieHNre IIPOorpeccupoBaHus 3aboyieBaHUA HaA
doHe mpuema aAynuaymMada B KOMOMHAIITMYN C MEIIO-
ausymabom. Tak:ke cama mTalueHTKa OTMeYaeT
YAyUYIlIeHWe COCTOSAHUA W yBeJIUUYeHWe ABUTATE]b-
HOM aKTUBHOCTH, IIOBBITIIEHNE TOJIEPAHTHOCTH K (DI-
3UYECKUM Harpy3kam.

B mae 2025 r. manueHTKa OblIa TOCIIUTATIA3UPO-
Baua B I'BY3 HO “HOKB um. H.A. Cemamxo”, rae
OBLIIO IPUHATO DPEILIeHWEe O 3A6ePULCHUU Mepanuu
Menoau3ymabom B CBA3U C HOCTUKeHUEM CTOMKOI
KJIMHUYECKO! PEMUCCHUM, a TaK:Ke HopMaausaluein
Ja00pPaTOPHBIX IMOKAa3aTesel; yaajJoch ITOJHOCTBHIO
orMeHuTh cucremubie I'KC.

06cyaeHue

Xora B jguTepaType ynoMuHaeTcAd MaHU(pecTa-
mua II'TIA y 60bHBIX ¢ TAKen0i BA u puHOCUHY-
cutoM Ha ¢GOHe MOHOTepammu Aymnumiymabom [24,
25], B IaHHOM KJIMHUYECKOM CJIydae TepaAnud JyIu-
JyMaboM IIPOLEMOHCTPUPOBAJIA:

e crabunbHOe CHM:KeHUe n03bl cucTeMHBIX I'KC (c
10 MT 10 IOJIHOM OTMEHbI);

e yuyullieHre KOHTPOJA BA;

® perpecc MOJUTO3HBIX U3MeHeHn mo ganubiM KT.

CoueTanHOE IPpUMeEHEHUE AynuiyMada U Memo-
ausymada:
¢ MO3BOJIMJIO U30€)KaTh IapaJoOKCAJbLHON THUIep-

903MHOMDUINY, XapaKTepHOU AJA MOHOTepaluu
IynuaymMmadom;

e obecreunsio 0oJjiee IOJIHBIN KOHTPOJIbL 3a00JeBa-
HUA II0 CPABHEHUIO C 3TAIIOM MOHOTEPAIINYN MEIO-
ausymadbom.

Oynumymab cienyer paccMaTpuBaTh KaK Bapu-
aHT Tepanuy B KOMOMHAIIUY ¢ METIOJIU3yMaboM Ipu
pedparkrepraom II'TIA ¢ moaumosoM Hoca, HEKOH-
Tpoaupyemoii BA so3uHOGUIBHOTO heHOTHUIIA, TPU
HeoOxomuMmocTu cHraxeHnA 1036l TKC.

IIpencraBienHoe HabIIOJEHUE OTKPBLIBAET BO3-
MOJKHOCTH OJIA M3yUeHUsA KOMOMHUPOBAHHOI OMO-
JIOTUYECKOI Tepallny IPU CUCTEMHBIX BACKYJINUTAX,
pPa3paboTKU IPOTOKOJIOB IPUMEHEHUA Jynuiaymaba
npu II'TIA, onTrMHU3aINYU MOAX0I0B K JEUEHUIO CO-
YeTaHHOU pecIupaTOPHOU IaTOJIOTUN.
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Interleukin-4/Interleukin-13 Blockade in Eosinophilic Granulomatosis
with Polyangiitis: Successful Experience of Dupilumab Treatment
in Combination with Mepolizumab

K.A. Shlotova, M.V. Zlobin, I.A. Paskhina, and V.D. Fedotov

We report a clinical case of eosinophilic granulomatosis with polyangiitis (EGPA) (Churg—Strauss syndrome) in a
woman with severe uncontrolled asthma and nasal polyposis. We provide details of clinical manifestations, diagnos-
tic criteria, and differential diagnosis of the disease, as well as modern therapeutic approaches. Special attention is
given to the use of dupilumab, a monoclonal antibody that inhibits interleukin-4 (IL-4) and IL-13 signaling pathways
thus reducing disease activity and decreasing the need for systemic corticosteroids. We demonstrate the changes of
eosinophil levels, clinical symptoms, and imaging studies results throughout the treatment course that confirm the
effectiveness of the therapy. We discuss the problems of diagnosis and differential diagnosis of EGPA, as well as the
role of new biological treatments in managing severe EGPA. We highlight the importance of timely treatment initia-
tion and a personalized therapeutical approach for the effective prevention of disease progression and the reduction
of the risk of life-threatening complications. The presented clinical case demonstrates the potential of dupilumab in
severe EGPA, expanding available treatment options for systemic vasculitis and associated respiratory diseases.

Key words: eosinophilic granulomatosis with polyangiitis, interleukin-4, interleukin-13, dupilumab.
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