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Ipanynemamos c nonuaHzuumom, OUazHOCMuUKA KOMopo2zo 8 nocneoHee 8PeMs YLy Hulaemcss, OMHOCUMCA

k epynne AHIJA-accoyuuposanHvix CUCMeMHbIX 8ACKYIUMO8. [JaHHA HO30/102USl OMAUUACTICS MANENbIM
npozpeccupyousum meeHuem, Yauye 3ampazusaroulum i0p-o0peabl, 1e2Kue U No4KU, U Pe3KUM CHUNEHUEM
Kavecmea u npoOOsIHUMEeNbHOCTU HUSHU.
Y mMHozeux nayuenmos céoespemeHHas aumu-B-numpoyumapnas mepanus 6v.co0K03PPeKmusHa u no3eonsiem
docmuuv cmotixoti pemuccuu. He menee nepcnexmueroti npedcmasnsemcs anmu-C5a-mepanus.

B cmamve npedcmasner KauHu4eckuti cny4ati epanynemanosa ¢ NoIUAHZUUIMOM y MON00020 60bHO20

¢ passumuem 0ecmpyKUUU 1e2KUx, 6blCmpoti NONOHKUMeNbHOU KAUHUHECKOT U 1a60pamopHOLi OUHAMUKOT

Ha PoHe a0eK6amHOLl namozeHemu4ecKkoll mepanuu.

Knioueevie cnosa: epanynemamos ¢ nonuaneuumom, anmu-B-numpoyumapnas mepanus, pumyxcumab
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BBepeHue

Ipanynemaros ¢ nomuanrunroM (I'TIA), panee usBect-
HBI1 KaK TpaHyneMaro3 BereHepa, mpencTasisaeT coboit
HEKPOTU3UPYIOLINIT BACKY/IUT COCY[I0B MAJIOTO U Cpef-
Hero Kaanopa, acCOIMNPOBAHHBIN ¢ aHTMHENTPOPUIIb-
HBIMU IUTOIIasMaTudeckumu antutenamu (AHITA).
Homenxnarypa AHIIA-accounnpoBaHHBIX CUCTEMHBIX
BACKy/IMTOB BK/IIOYAET IPAHY/IEMATO3 C MOMAHIUNATOM,
MUKPOCKONMYECKUI IMONMAHTUNUT U 303UHOQDUIb-
HBIII I'paHy/IeMaTo3 C IMonuaHruuToM (cuupgpoM Yepp-
ka - Crpocca) [1].

I[TepBoe HabmOfEeHME OBIIO CIEMaHO HEMEI[KUM CTY/IeH-
toM X. Knmuurepom B 1931 1. ITATb neT cirycTs HeMeLKuit
naronoroanaroM ®. Berenep ommcan Tpu ciy4as ocobo-
TO MOPAKEHM MEKUX M CPeJHNX COCYHOB C IpaHyIe-
MAaTO3HBIM BOCIIaJICHUEM U ONIpefe/IMI 3TO 3aboIeBaHme
Kak oThenbHy0 ¢opmy Backynura [2]. CoBpeMeHHas
HOMEHK/IATypa CUCTEMHBIX BAaCKyIMTOB IpefiCTaB/lIeHa
Ha koH(epentuy B T. Yanen-Xwut (CIIA) B 2012 r., rae
TaKoKe BIepBble 0pULIMaTbHO ObII BBEIeH TEPMIH «Tpa-
HYJ/IEMaTo3 C IIOJIMaHTUUTOM» [3].

Kak 6b1710 0OTMe4eHO paHee, CYIeCTBEHHYIO POJIb B ITa-
TOTE€He3e IpaHyJIeMaTo3a C MOJMAHTMUTOM UIPAIT
AHIIA. BoimensaioT Ki1accudueckite, MU IUTOIIIa3Ma-
tideckue, AHITA x nporennase 3 u mepuHyKIeapHble
AHITA x Mmenomnepokcupase, snacrase u Apyrum ¢ep-

MeHTaM. Atakys Heitrpodunsl, AHITA npuBogaT K ux
HeTpaHy/IALVY U Pa3pyLIEHNIO C Pa3BUTVEM BOCIAJIN-
TeNbHBIX peakumit. Haubomnee BaxxHyo posb B maTore-
Hese, IPeIIIONIOKUTENbHO, UTPAIOT B-K/IeTKM, IOCKO/b-
Ky onn npopyuupyior AHITA, Bbi3piBatoT fAucbananc
B HmoATUNax T-KIeTOK M/VWIN LUTOKNH-XeMOKIHOBBIX
ceTsax. OTHOCUTeNbHO HeJaBHO Oblla yCTaHOBJIEHA
PONb aNbTEPHATUBHOIO IYTH KOMILIEMEHTA, YTO CIIO-
COOCTBOBA/IO MHULIMALIMY UCCIe[OBAHNIT aHTaTOHUCTA
yesoBedeckoro penentopa C5a (aBakomaHa), mpope-
MOHCTPMPOBABIIUX 0OHALeXMBAIOIYE Pe3y/IbTaThI [4].
I'TIA oTMmeuaeTcs cpefu BCeX pacoOBBIX TPYII, OfHa-
KO 4Yallle MM CTPajaloT NpefCTaBUTENN €BPOIEOUTHOMN
pacsol. B EBpomne paciipoctpanensocTs I'TIA cocrabnser
5-10 cyyaes Ha 100 Thic. Hacenenus. Ilpu atom B Ce-
BepHO!1 EBpome yacToTa BCTpedaeMOCTM HATOTOIUM
BbIle. Tak, eXkerofHas IepBUYHas 3a60/1eBaeMOCTD CO-
crapnsger 0,5 crydas Ha 100 Tbic. HaceneHuA. bonpmas
pacnipocTpaneHHOCTD I'TIA 10 cpaBHEHMUIO C MHBIMU CU-
CTeMHBIMU BacKy/muTaMmu B cTpaHax CeBepHoit EBporsr
u Poccun, BeposATHO, cBsi3aHa C y4lieil MHGOpMUpo-
BAHHOCTBIO Bpayeli O JaHHOJM HO30/I0TMM ¥ JVMAarHOCTH-
YECKUMI BO3MOXKHOCTAMI [5, 6].

ITaTomorus ¢ ofMHAKOBOM YaCTOTONM BCTPEYAETCA Y NI}
o6o0ero nosa, MoXXeT HaOMIOAAaTbCA B Pa3HBIX BO3PACT-
HBIX TPYyIIIax.

JddexTuBHaA hapmakorepanua. 29/2023



Knunnyeckne ocobeHHOCTH

I'TIA xapaxkTepusyeTcss HEKpOTU3UPYIOLIMM I'paHy/IeMa-
TO3HBIM ITIOPAKEHEM JIbIXaTeIbHbIX Iy Teil, BACKY/IUTOM
u raomepynonedpuroM. IT0CKONbKY B HOFABIAIONIEM
6onpumHCcTBe cny4aeB npu I'TIA B maronormdeckui
IIpOIlecC BOB/IEKAIOTCA BEpPXHMUE AbIXaTe/lbHbIE IyTH,
HOpPa’KeHNe I0P-OPTaHOB MOXeT OBITh MePBbIM KINHMU-
yeckuM nposirerneM [7]. IlopakeHne momocTu Hoca
M OKOJIOHOCOBBIX ITa3yX oTMevaeTcs Oonee yeM B 80%
CITy4aeB, OPraHOB CTyXa — IpMMepHO B 35% [6, 8].
BoBieueHne B MaTOMOrnyeCKmit MpoIecc Ierkux Habmwo-
maercs y 60-80% 6O/MBHBIX B BUJe MaToMaHM(eCTHBIX
¥ MaHU(ECTHBIX KTMHUYIECKUX (POPM, a TAKKe YTPOXKaIo-
II€TO >KM3HM KpoBOTeueHN:A. KnmHmudIecKkue NposBiieHns
BK/IIOYAIOT Kallle/Ib, KPOBOXAapKaHbe, MHCINPATOPHYIO
onblIKY U 6071b B rpynu [9]. K peHTreHONMOrMYeCKIM
npusHakaM ['TTA cremyer oTHeCTU OKpyTJIble O4aru u 06-
pa3oBaHMs, JOBOJIBHO YacTO C ABIE€HUAMM IOTOCTHOTO
pacmasia, CyIiecCTBeHHO peXXe C M3MEHEHUAMN B JIETKUX
B BIJIe KOHCOIMIALMM Y/ VI MAaTOBOTO CTeKa [5, 9-13].
Hapymrenns co cropoHs! modek HabmogaroTcsa y 80% 607b-
HBIX, IIpydeM Ipyu Beex BapuanTax AHIJA-acconymposan-
HBIX BAaCKY/IUTOB MIM€ET MECTO CXOfIHasl KIMHUKO-MOp-
¢domormueckas kapruna. I'TIA MoxeT MaHM(pecTHPOBATh
¢ moMepynoHedputa. IlocmenHmil MOXXeT IIPUCOeNNHNTD-
€A B XOJi€ Pa3sBePThIBAHNA KIMHIYeCKOoi KapTuHbl [TIA.
Ona TTIA TunudHo GopMuUpOBaHMEe MePUOPONUTAID-
HOIJI TPaHy/IeMBbl, KOTOPas B PsAfie CTy4aeB MOXKET BBI3bI-
BaTh HeoOpaTuMyto yTpary 3penus [9, 11].

BcenepmcTBue moxanmsanyuy maToIorM4eckoro mporecca
B 00/1aCTU OPOUT, TOP-OPTaHOB HEPEIKO BO3HUKAIOT He-
Bputhl V 1 VII map 4epenHo-MO3TOBbIX HEPBOB, a TAKXe
MOHOHEBPUTBI MHBIX JIOKaTN3AIUIL.

ITopaxeHMe KOXXM IMpPeACTaB/Ie€HO B BMJe A3BEHHO-Te-
MOpPpParn4ecKoil 9K3aHTeMBbI.

ITpu I'TTA cucreMHOe BOCHaneHue TaK>Ke MOBBILIAET
PYICK NOpaKEeHNs MUILeBapUTENbHOI 1 CepfleuHO-COoCY-
mucTon cucteMm [9, 11].

JlnarHocTuka

Huarnos I'TTA ycranaBnmuBaeTca C IOMOILIBIO KIMHMYe-
CKOJ1 OLIeHKH, ceponornyeckux tectos Ha AHITA ¢ nu-
TOITa3MaTMYECKUM TUIIOM MMMYHOQIYOPeCLeHTHOIO
CBEYEeHMsI U TUCTONOrnYecKoro uccinenpoBauus [9]. [pu
OuoIcuM CIMSUCTHIX 000I0YEeK B 30HE IOPaKEeHNs BBI-
SIBJISIIOTCSL IPU3HAKM BAaCKYIUTA U TUTAHTOK/IETOYHBIE
HEKPOTHU3UPYIOLIIie TPAHy/IeMBbI, 04K — pondepaTus-
HBIII [TTOMepyTOHePUT € IIOTYTYHIAMY, a TAaKKe pubpn-
HOVJTHBII HEKPO3 KaIWJULIPOB KIy60o4Ka 1 apTepuorn [9].

BbiuBaemoctb

HPI/I HOpa)KeHI/H/I IIOYEK OECATUIIETHAA BBDKMBAEMOCTDb
6ompHbIX cocTanAeT 40%, B ero orcyTcTBUe — 10 70% [8, 9].

BepeHue 60nbHbIX

C y4eTOM MONMMCUCTEMHOCTY OPAKEHN, arPecCUBHOTO
TEYEeHNA U Cepbe3HOCTH IIPOTHO3a /I CBOEBPEMEHHON
puarHocTuky u s¢pdexrusHoro nevenus I'TIA neobxo-
IMM MYABTUVCLUIUIMHAPHBIN TOAXO/, BKIIOYas y4yac-

PeBMmatonorna, TpaBMaTonoriAa 1 opToneaua

KNMHNYeCKaa npakTuka

THe He TO/IbKO peBMaTO/IOTOB, HO I OTOPMHOIAPUHIO-
JIOTOB, Y€/IIOCTHO-MUIEBBIX XMPYPrOB, CTOMATO/NOIOB,
Hedponoros, a Takxe opranpmMonoros (7, 9, 11].

B HacToAIee BpeMs CTaHAApTHOE JIeYEHNUE TXKENIOTO
I'TIA pna pocTyKeHUA peMMUCCUM BKIIOYAaeT HEIPOJOI-
SKUTENbHYI0 MHAYKIVIOHHYIO TEPAINIO TTIOKOKOPTYKOM-
JaMy B COYETaHMM C AaHTHU-B-KIeTOYHBIMM TIpeNapaTaMu
(purykcumabom), pexe ¢ nuknopochamMurom.

Tax, B psifie MCCIe[OBaHMIT OBUIO IPOAEMOHCTPUPOBAHO,
YTO VHAYKIVOHHBIE PEXXVMBI C YMEHbIIEHHBIMMN [[03a-
MU ITTIOKOKOPTUKOUIOB He YCTYIAIT paHee UCIIONb30-
BaBIIMMCA 60JIee BBICOKOIO3HBIM CXeMaM.

B xadecTBe nopnepKMBamlell TEPAIMM B CEPUM UCCIe-
TOBAaHUII YCTAaHOBJICHO IPEBOCXOACTBO PUTYKcUMMaba
HaJi a3aTUOIIPMHOM VJIM METOTpeKcaTroM [4].
Heo6xommMBbI TakKe MepOIPHATHA 10 CHIDKEHUIO PUCKa
PasBUTHUS KOMOPOMIHBIX 3a00/IeBaHNIT M OCTIOXHEHMIT
[9-11]. VI3BecTHO, YTO J€rOYHbIE IIOTOCTU CKIOHHBI
K MHQUIMPOBAHUIO, a MHPEKIVIOHHbIE OC/IOXXHEHN —
BaKHeIIIasl IPMYMHA JIeTa/IbHOCTI. VIMEHHO IO3TOMY
OTPAaHMYMBAETCS MCIONb30BAHME HECENIEKTUBHBIX UM-
MYHOCYyIpeccopoB (uuknodpocdamusia, METOTpeKCcara,
asaTmonpuHa u ap.) [5, 13]. Hepenkn u npyrue npossie-
HUA MOIHOM IMMYHOCYTIPECCHM, B YJACTHOCTH CapKOMa
Kamommn [14, 15].

CoBpeMeHHbIE TEHHO-MHXEHEPHDIE CPEACTBA OTIMYa-
10TCs1 607ee BBICOKOI 6€30MacHOCTbI0 U 3¢ deKTUBHO-
cTpi0. B wactHOCTH, B post hoc-ananuse, npoBeseHHOM
X. Puéchal u coaBrt., u3 194 manyenros c ['TIA pemuccus
yepes 1IeCTb (+ Ba) MecALeB OblIa JOCTUTHYTA Y 73,1%
OpUHMMaBIIMX puTyKcumabd un 40,1% monyvaBIINX Iu-
knodochamu (OTHOCUTeNbHBI puck 1,82 mpu 95%-
HOM JJOBEpUTENbHOM MHTepBasne 1,22-2,73, pasHuna
puckoB 33,0% npu 95%-HOM JOBEPUTETbHOM MHTEPBAe
12,2-53,8%) [16]. AHamOrn4YHbIe pe3ynbTaThl ObIIN JO-
CTUTHYTHI B IOATPYIINaX MallJIeHTOB C BIIEPBbIE JUarHO-
ctupoBaHHbIM [TIA 1 IyIUTETbHBIM €TI0 Te4eHUEeM.
Vicnionp3oBanne anTi-C5a-areHTa aBaKoIlaHa MOYKET CTaTbh
HOBBIM 0ecCTepOUHBIM TepaleBTIYECKIM IOXOIOM.

C. Alihosseini 1 coaBT. mpoaHaIM3MPOBaNIN Pe3yIbTAThI
52-HegenbHOro Kiamundeckoro ucnbiTanus ADVOCATE
u 12-HemenbHOro Kauumveckoro mucmbitanus CLEAR
C LeTIbI0 OlleHKM Oe3omacHOCTH U 3P PEKTUBHOCTI HO-
Boro anTu-Cbha-aredra aBakomasa [17]. B uccnegosa-
Hun ADVOCATE uacToTa JOCTVDKEHNS] peMUCCUN CO-
cTaBuiIa 65,7 u 54,9% B rpymniax aBakollaHa U IUIale6o
cooTBeTcTBeHHO. B nccnemoBanun CLEAR 3nayeHus
bupMuHreMcKoro mHAeKca aKTMBHOCTM BacKyINMTa
ynyammauck Ha 50% u 6onee y 86,4% ImpuMHMMAaBIINX
aBakonat 1 70,0% mony4aBIIMX IPEJHI30/I0H.
CenextusHble MHIMOUTOPBI C5a MOXHO PaccMaTpuBaTh
B Ka4eCTBe CPeNCTB /I MOHOTEPAINM BacKy/1uTos [18].
B HacroAmee BpemaA npenapar aBakonaH B Poccurickoi
Denepannyt He 3apeTUCTPUPOBAH.

Knununyeckuin cnyvan

ITpoBeneno Habmopenne 3a nauyeHToM J1. 37 net ¢ I'TIA,
Yy KOTOPOTO OTMe€YaJauch MONMOPTaHHOE MOpakKeHue
U IIporpeccupyomas JecTpyKuua TunndHbix aad [TIA

23



KAnHNYeCkan npakTuka

24

nokycoB. CorliacHO pesynbTaTaM MYIbTUCIMPATbHON
koMmbiotepHoit Tomorpaduu (MCKT), agexBatHas ma-
TOTeHeTUYeCKasl Tepalys PUTYKCMMaboM Crtoco6cTBO-
Basa OBICTPOIT ITOMOKUTEIBHOI AMHAMUKE, YTO cormacy-
eTCs ¢ JaHHBIMMU JIUTepatypsl [19].

B 2019 r. manmenT JI. oTMeTHIT BBIJIeNIeHUST U3 HOCA, T1e-
PUOANYECKM — KOPOUKM B HOCY. OTOPMHONIApUHTOZIOTOM
BbinonHeHa MCKT, o pesynbraTamM KOTOpOII BbISIBJIEHA
KapTMHA OCTPOro cuHycura. HasHaueHsl aHTHOAaKTEpH-
a/IbHBIE ITpenapaTsl 6e3 KOHTPOs 3 PeKTUBHOCTH.
Yepes HECKONIBKO MeCsA1leB MOBBIIIEHNE TeMIIEpaTYpPhl 10
39 °C ¢ anm30gaMu 110 HECKOIbKO MHei. bombHO CBA3BI-
BaJI 3TO C NepeoxnaxaeHneM. CaMOCTOATETIbHO NPUHU-
MaJI )KapOIIOHIDKAOIIVEe TIPeNapaTel. 3a IMeCTb MeCsIeB
moxypen Ha 30 Kr.

B konne 2019 r. NoABUINCDH Kallleb ¢ MOKPOTOIA, O bILI-
Ka [IpY He3HaYMTENbHON (QU3NYeCcKOoi HarpysKe, IOBBI-
IIeHJe TeMIIePaTypPbl COXPAHAIOCh.

B stuBape 2020 r. manuent JI. 6501 rocnnTaIN3NpPOBaH
B NYTbMOHOJIOTUYECKOE OT/IeJIEHME C TOJ03PEHNEM
Ha ITIHEBMOHUIO, 10 TTOBOJy KOTOPOI MOAyYan aHTU-
6axTepuanpHyI0 Tepanuio. B obuieM aHanuse KpoBu
OTMeuasach Jierkas aHeMus (ypoBeHb 3pUTPOLUTOB —
4,0 x 103/, remorno6muna — 10° r/1), He6ONBIION Teli-
kouuto3 (12,4 x 10°/71) ¢ mano4YKosfepHbIM CABUTOM
(10%), yBenuveHye CKOpOCTH OCEefaHNs SPUTPOIUTOB
mo 62 MM/4. B obmeM aHanmuse MoYM MUHUMAaAbHBIE
HIpOTENHYpUA, TeNKOUUTYpus, saputpountypus. Oru-
3MaTp MCKITIOYMT TYOepKY/Ie3HYIO STUONIOTUIO IIpoLiec-
€a, a OTOPMHOJIAPMHTOJIOT BBIABWUJI IBYCTOPOHHMI Taii-
MOPMUT U STMOMJUT CIIpaBa B COYETaHUY C TIOBBIIIEHNEM
tutpa AHIJA-antuten u ycranosun guarHos ['TIA.
IMaruent JI. 6bU1 IepeBeieH B peBMATONOINYIECKOE OT-
ferneHue VIpKyTCKOI TOPOACKOIT KIIMHINYECKOIT 60/IbHM-
bl Ne 1, Tae B flajibHeNIIeM IPOXOAM/I CTallMIOHapHOE
NiedeHne.

B otpenennn 6ompHoMy 6bia BeinonHena MCKT npu-
[aTOYHBIX Ia3yx Hoca. OOHapy>keHbl IIPU3HAKYU MC-
KpUBJ/IEHNsI HOCOBOJT IIEPErOPOJKY BI€BO, CHEHOUNTA,

Puc. 1. MHoxecmeentvie nonocmnbvie o4azu 8 000uUx nezKux

¢dpoHTUTA, pUHNTA U Pa3pYIIEHNUA MeIVaTbHBIX CTEHOK
o6erx BepXHedeM0CTHBIX Tasyx. COIZIacHO pesy/bpraraM
MCKT opraHoB IpyAHOIt KIeTKY, BbIABJICHBI 3aTeMHe-
HIte 000X JIETKNUX C OYaraMi JeCTPYKLUUN U MeANacTh-
HasnbHas muMdangeHomaTHs.

Ha xoHCcM/IMyMe yCTaHOB/IEH AMArHO3: IPaHY/NIEeMaTo3
C TIOIMAHTUUTOM, BbICOKasA aKTUBHOCTb, PUHUT, IONU-
CUHYCHUT, IeCTPYKI[MA MeAMaNTbHBIX CTEHOK BepXHeue-
JIIOCTHBIX I1a3yX, IPAaBOCTOPOHHMUII TYOOOTHUT, O4aro-
BasA MHQWIbTpAIV JIETKUX C IONOCTAMU JeCTPYKINN,
MeaMacTUHAIbHAA TUMbaieHOIaTA, MUOKAPIUT, JIU-
XOpaJika, IOXyAeHe, aHEMU JIeTKON CTeleHu, Heppur
C MOYEBBIM CUHPOMOM (CKOPOCTb KIy6OIKOBOI Puib-
Tpanuu, paccuuTanHoi o gopmyre no CKD-EPI, -
123 mn/mnu/1,73 M%, xponndeckas 6omesHp nodek Cl),
AHIJA-anTHTena (aHTUTeNA K IpOTeNHa3e 3), aHTUHY-
K/leapHble aHTUTeJA.

C uenblo MHAYKLUMM peMUCCUM TIPOBEfleHa ITy/IbC-Tepa-
ST METWINIPERHN3OTIOHOM B fo3e 250 Mr 1 nukaodoc-
dbamumom B fo3e 1000 mr. [Jaree Ha3HAYEH MeTUIIIPEN-
HU3O0JIOH B fjo3e 48 Mr/cyT per os. PaspaboTana cxema
CHIDKEHMA JJ03bl TTTIOKOKOPTUKONUI0B. PexoMeHIOBaHbI
mpenaparsl Kaaplyst v ButamuHa D, a Takxe npodumak-
TUYECKIIL IpMeM CYIbpaMeTOKCa30/Ia/TpPUMEeTOIpUMa.
Ha ¢one Hu3KoiT akTMBHOCTH 60/IE3HM PEKOMEH/IOBaHa
BaKI[MHALVA OT ITHEBMOKOKKOBOJ MH(EKIMI U IPUIIIIA.
CocTas/leH IJIaH JJalbHeIIIero BefieH) s NalllieHTa, 1 pe-
KOMEH/JOBaHO aMOy/IaTOpHOe Hab/IIofieH1e PeBMATOIOra
10 MECTY KUTENbCTBA.

[Tpepmosnaranoch, 4TO BO BpeMs CeAYIOIeil TOCIN-
Tanu3auuy 6ymeT MHMULMMPOBaHA aHTU-B-KiIeToyHas
Tepanusa. OFHaKO C TIOBTOPHOI TOCIIUTAIN3alMell BO3-
HUK/IY TPYFHOCTHU B CBA3MU C IPOJO/DKUTEIbHBIM IIepHo-
[OM IIPOTMBOSINAEMIYECKNX MEPOIIPYUATII IO TIOBOTY
COVID-19, 4To COOTBETCTBOBANO CUTYallUM B IPYTUX
MERMIVHCKIX YIpexaeHusx [20].

B nepuop maHgeMuu CBsisb C ALMEHTOM OblIa yTpadeHa.
Ha ¢oHe TO3UTMBHOI AMHAMUKY OC/Ie MHYKIMOHHOI
Tepanyy nanyeHT JI. HepeTy/IApHO NpMHMMAI IIpernapa-
TBI, Y IPOQUIBHOrO CllelMamicTa He Hab/mofancs.

B nione 2022 1. 6071bHOIT OBIT TOCIUTAIUSUPOBAH B XU-
pyprudeckoe oTfe/eHMe C [UArHO30M «JIETOYHOE KPOBO-
TeveHue». [IpoBegeHa sMO0MM3aLVsI TETOYHOI APTEPUIL,
1 60JIbHOI OBLT IlepeBefieH B PeBMaTO/IOTMYeCKOe OT/e-
TeHMe ¢ KamobaMu Ha TOJIOBHYIO 6071b, 607b B Tasobe-
OpeHHBbIX cycTaBax. CormacHo pesynbraram MCKT op-
TaHOB TPYJHON KIETKU, MMeIY MECTO MHOXKECTBEHHbIE
HeIIPaBWIbHOI VM OKPYI/ION (OPMBI IOTOCTHBIE OYaru
prameTpoM 11-30 MM B 060UX JIETKUX, C Y€TKMMU KOH-
TypaMu, TOJICTOI CTEHKOII, IeprudOKaIbHO C IapeHXU-
MAaTo3HBIMU TsDKamu (puc. 1).

IMpu nposenennn MCKT npupaTodHbIx masyx Hoca 06-
Hapy>KeHbI IVIOTHBIE CKOIIIEHNA B IEBOJ BEPXHEUETIOCT-
HOJI U peleTyaTol masyxax, feeKTbl MeaIbHBIX CTe-
HOK BEepXHEUEIIOCTHBIX T1a3yX, fedeKT XpsLeBOoil 4acTu
HOCOBOIJI TIepeTOPOIKH, AeCTPYKIUA CPeIHMX, a TaKXKe
YaCTUYHO BEPXHUX U HIDKHUX HOCOBBIX PaKOBUH, OCTEO0-
HEKpPO3 BepXHell 4emocTy crpasa (puc. 2). Pentrenorpa-
¢us Taza B IpAMOI IPOEKIYY TO3BOMIIA BepuUINpPO-
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BaTb JBYCTOPOHHNIT OCTEOHEKPO3 IOJIOBOK OefipeHHBIX
KOCTell1.

Ha xoHcunmyMe peBMaToONIOrOB C yY€TOM TSKECTU CO-
CTOsIHMsI OOJIPHOTO M BBICOKOII aKTMBHOCTH IIpOIiecca
IPUHATO pellleHle O Ha3HAYeHUY pUTYKCUMaba B Hose
1000 Mr gBa>X[IbI C MHTEPBAJIOM Y€ThIpEe HEJe/N, ajee —
Ka)K/Ible IIeCTDb MecsALeB. VI3-3a coXpaHeHMs pyucKa 3apa-
JKeHMsI KOPOHABMPYCHOI MHPeKI1elt 60TbHOMY BBefieH
KOMOMHIPOBAHHBII! IIperapar aHTUTe K KOPOHABUPYCY
(tmkcareBuMa6 + umnraBumab). OnpefeneHa moaIepxKu-
Baollasd f03a IPEeJHN30/I0HA — 7,5 MT/CYT.

Yepes Tpu Mecsla HOC/Ie IIEPBOTO Kypca pUTYKCUMaba
y manuenTa JI. Habmofanach BbIpaXKeHHAs! KIMHIIeCKas
(3HaumMTENPHOE YMeEHbIIIEHIE T'OTIOBHOI 60/n) 1 1abopa-
TOPHasA MOJIOKUTENIbHAsA IMHAMMKA. YPOBEHb T€MOITIO-
6uHa yBemamcs ¢ 97 go 143 1/, cKopocTb ocefaHusa
SPUTPOLUTOB yMeHbIINIACh ¢ 39 fo 14 MM/4, ypOBeHb
C-peaxTnBHOTrO 6enka — ¢ 164,7 no 4,0 mr/m.

CornacHo ganHpiM MCKT masyx Hoca 1 OpraHOB IPYf-
HOJ KJIeTKY, OTMedeHa cTabmmmsarys npouecca. MCKT
OpPraHOB IPY[HO K/IETKN: KAPTMHA Y4aCTKOB THEBMO(M-
6po3a IerKUX B IIPOEKIUM paHee CYIIeCTBOBABILNX II0/I0-
CTell leCTPYKLMY, aTesiekTas S3 eBoro jerkoro (puc. 3).
Ha maHHbBII MOMEHT BpeMeHM MalVIeHTy YCTaHOBJIEH [IV-
arHo3: TPaHyJeMaTO3 C MOIMAHTUNUTOM, YMEpEHHas aK-
TUBHOCTb, MHOWMIBTPALINSA JTETKUX ¢ MHOXECTBEHHBIMU
HOJIOCTAMM JIeCTPYKLMU C ICXOJOM B O4aroBblit pubpos,
9HJOBACKY/IsIpHast 9MOONMM3aIUsA COCYROB JIETKUX MMU-
Kpoambomamu (ot 13 mrons 2022 r.), XpOHMIECKMIT TIpa-
BOCTOPOHHMII THOVIHBIN Me3OTVMIIAaHUT, XPOHNYECKNI
arpoduyuecKuit pUHNT, JeCTPYKIMA MeAMNaTbHbIX CTEHOK
BEPXHEYEeIIOCTHBIX I1a3yX, 0CTEOHEKPO3 BEpXHel! YeToCTI
CIipaBa, MefUACTUHAIbHAsK TuMafeHOIaTHsI, MUOKap-
IUT, TUXOPAJIKa, IOXyHeHue, HeppUT ¢ MOUEBBIM CUHIPO-
MoM (xpoHudeckas 6omesnp moyek C1), AHIJA (antu-
Te/la K NpOoTenHase 3), 0CTEOHEKPO3 TONOBOK befpeHHOIt
KOCTH C 06erx CTOPOH, BTOPUYHBIIT OCTEOAPTPUT Ta30-
OeIpeHHBIX CYCTABOB TPEThbell CTafny, QYHKIIMOHATbHAS
HEJIOCTaTOYHOCTD TPeThero (PyHKIMOHAIBHOTO KJIacca.

B mpepncTaBIeHHOM KIMHIYeCKOM Hab/MoieHny Ha poHe
TepaIuy PUTYKCUMAa60M OBUIO JOCTUTHYTO BbIPa>KeH-
HOe yIydllleHue KINHUKO-TabopaTOPHOI U peHTIeHO-
norudeckoit KapTuuel I'TIA mpu m3HavanbpHO HebIa-
TONPUATHOM TE€YE€HUM, IOMMCUCTEMHOM IOpPaKEeHUMU,
PasBUTHM MAacCUBHON JeCTPyKLuu Nerkux. Pap mccme-
IoBaTesell COOOIIAIOT O BBICOKOI YacTOTe PeMUCCUU
(mo 80%) mpu I'TIA y marMeHToB ¢ MOIOCTAMY Paclaja,
B TOM YNC/Ie B CIy4asAX, pepaKTepHBIX K CTaHIAPTHOI
tepanuu [11, 12].

Xopolasa IepeHoCUMOCTb Tepalyy U OTCYTCTBUE MH-
(eKLMOHHBIX OCTIOKHEHMIT O3BOMMIN PEeKOMEH/IOBATh
IPORO/DKUTS JIedeHNe Y JAHHOTO 6O/IBHOTO ¥ CTPEMUTD-

Nuteparypa

KNMHNUeCKkaa npakTuka

Puc. 2. [lecmpyKuust CmeHOK 6epXHe*entOCMHbIX NA3YX,
0CmeoHeKpo3 8epxHeil HelOCMU CHPa6a

Puc. 3. Popmuposanue 04az208 nHeEMOCKIEPO3a HA MecCHe
0ecmpyKmueHvIX U3SMEHEHUIl 6 TeKUX

CA K JOCTUMXKEHUIO HM3KOJM aKTMBHOCTM OOJIE3HU VN
pemuccnn.

3aKknioyeHue

I'TIA saBnsercst Hanbonmee pacupocrpanenusiM AHITA-
ACCOLMMPOBAHHBIM BAaCKYINTOM. JI/Isl HETO XapaKTePHO
HOpa)keHMe eTKIX, T0YeK, IOP-OPTaHoOB, a TAKXKe TUXO-
paznKa, IOXyAeHMe U fp.

TaxTuka nevenns I'TIA monrue rogpl BKIOYaja UCIIONIb30-
BaHMe BBICOKMX [03 TIIOKOKOPTUKOMJIOB, & TAKXe 6asuc-
HBIX IPOTUBOBOCIANTNUTENBHBIX CPeACTB (ruKnodocda-
MIIJIa, METOTPEKCaTa, a3aTUOIpyHA 1 Ap.). B HacTosee
BpeMsI IIPUMEHSIOTCS] YMEPEHHBIE JO3bl ITTIOKOKOPTUKOM-
JI0B, a TAK)XXe aHTU-B-KreTounas Teparms (pUTyKcnmao).

1. Ringwald M., Chevalley D., Bongard C,, et al. Granulomatosis with polyangiitis: what's new? Rev. Med. Suisse. 2023;

19 (821): 674-679.

2. Garlapati P., Qurie A. Granulomatosis with polyangiitis. Treasure Island (FL): StatPearls Publishing, 2023.

PeBMmatonorna, TpaBMaTonoriAa 1 opToneaua



KAkHUeCKad NpakTuKa

26

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

Jennette J.C., Falk R.J., Bacon P.A., et al. 2012 revised International Chapel Hill Consensus Conference Nomenclature

of Vasculitides. Arthritis Rheum. 2013; 65 (1): 1-11.

Ross C., Makhzoum J., Pagnoux C. Updates in ANCA-associated vasculitis. Eur. J. Rheumatol. 2022; 9 (3): 153-166.
Cadonosa T.[I., Illeitx X.B. CoBpeMeHHbIe IPeACTABICHNUA O PACIPOCTPAHEHHOCTH, TATOMOPHOIOrUN

U AMATHOCTMKE I'PaHy/IeMaTo3a C MOJIMaHTUUTOM C ITIOpakeHyeM JeTKuX (0630p nmurTeparypsl). MefuimHcKas
Buayanmsanus. 2021; 25 (3): 97-108.

Bataille P.M., Durel C.A., Chauveau D., et al. Epidemiology of granulomatosis with polyangiitis and microscopic
polyangiitis in adults in France. J. Autoimmun. 2022; 133: 102910.

Cussix T.IL, l'yprosas I.IL., Batopoes 10.K. u ap. I'panynemaros Berenepa. Cubupckuit MegUIMHCKIIL XY pHAT
(MpxyTck). 1999; 18 (3): 65-69.

Greco A., Marinelli C., Fusconi M., et al. Clinic manifestations in granulomatosis with polyangiitis. Int. J. Immunopathol.
Pharmacol. 2016; 29 (2): 151-159.

Acconmanusa pesMaronoros Poccun. @enepanbHble KIMHMYECKME PeKOMEH/ ALV 110 [UAaTHOCTUKE U JIEYEHUIO
CHCTEMHBIX BacKynuToB. M., 2017 // https://vrachnauchebe.ru/klin_rek/diagnostika-i-lechenie-sistemnyh-vaskulitov/?ysc
lid=lilnfabcsa292135164 (gara obpamennst 01.05.2023).

Bonpapesa H.C., 3no6una T.J., Autunosa O.B. un ap. ITopakeHne erkux npu rpanynemarose Berenepa. CoBpeMeHHble
npo6remsl peBmatonoruu. 2005; 2: 119-122.

Hamareipera M.C., Tpodumenko V.H., Yepusxk b.A., Mapuenxosa M.C. I'paHy/n1eMaTo3 ¢ IOIMaHTMNUTOM B IIPaKTUKE
Bpada-mynbMoHosora. IlpakTudeckas mynbmMoHonorud. 2020; 2: 64-68.

Bekerosa T.B., babak B.B., Cynpyn M.[I. u ip. 9P PekTuBHOCTb aHTU-B-K/IeTOUHOI Tepanuy pUTyKCuMaboMm

IIpY I'PaHY/IeMaTo3e C IOIMAHTUUTOM C TSXKETbIM JJeCTPYKTUBHBIM IOpakeHneM nerknx. HaydyHno-npakruyeckas
peBmaronorus. 2021; 59 (3): 357-361.

Masypos B.J.,, bensesa V.b., Yynunos A.JI,, Vinamosa O.B. Ocmo)XHeHN U IPUYVHBI T€Ta/IbHOCTH Y MTALIMEHTOB

C IEPBUYHBIMM HEKPOTUSUPYIOLVIMM CUCTEMHBIMY BacKymutamMu. MeauuyuHckuii andasut. 2021; 33: 30-34.

3no6una T.J., Ocunox H.B., Iky6oBuy A.J. n ap. Capkoma Kamomy, accolumupoBaHHasi ¢ rpaHyneMaTo3oM Berenepa.
HayuHo-mpakTudeckas pesMaronorus. 2004; 42 (1): 92-93.

SAxy6osuu AV, 3n0o6una T.JL., Kamsarus A.H. u ap. Crydait pasBuTHsI MMMYHOCYIIpeCCUBHOI capkoMbl Kamomn

y 60/1bHOTO rpaHyneMaTo3oM Berenepa. Knunnueckas gepmatonorus u BeHeponorus. 2005; 3 (1): 11-14.

Puéchal X., Iudici M., Perrodeau E., et al. Rituximab vs cyclophosphamide induction therapy for patients

with granulomatosis with polyangiitis. JAMA Netw. Open. 2022; 5 (11): €2243799.

Alihosseini C., Kopelman H., Zaino M., Feldman S.R. Avacopan for the treatment of anti-neutrophil cytoplasmic
antibody (ANCA)-associated vasculitis. Ann. Pharmacother. 2023; 10600280231161592.

Bekerosa T.B. IlepcrieKTMBHbIE HAIIPABIEHNA TePAINM CUCTEMHBIX BaCKY/IUTOB: B GOKyCe aBaKOIaH, IIepOPaIbHBIN
cenekTUBHBI nHIMO6UTOp C5a penenitopa. Knuunyeckas ¢papmakonorus u tepanus. 2019; 28 (1): 75-79.

Masiak A., Zdrojewski Z. Relapsing granulomatosis with polyangiitis with severe lung and upper respiratory tract
involvement successfully treated with rituximab. Reumatologia. 2017; 55 (4): 208-212.

I'nytkuna H.B., Marseitunk A.J., lo6poBonbckas T.B. n ap. I'panynemaros ¢ nonnanrunrom (Berenepa): ocob6eHHOCTI
ayarHocTuky B ycnoBusax COVID-19 nnexnun (kmHndecknit cnydait). JKypHan IpoHeHCKOro rocyfapcTBeHHOTO
MeAMIMHCKOTO yHMBepcuTeta. 2021; 19 (3): 331-334.

Modern Pharmacotherapy for Granulomatosis with Polyangiitis
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Granulomatosis with polyangiitis is a disease from the group of ANCA-associated systemic vasculitis, the diagnosis
of which has recently improved. This nosology is characterized by a severe progressive course, affecting most often
the upper respiratory organs, lungs and kidneys, and dramatically reduces the quality and life expectancy of patients.
In many patients, timely anti-B-lymphocyte therapy is highly effective and achieves stable remission. No less
promising and anti-C5a therapy.

The article presents a clinical case of granulomatosis with polyangiitis in a young patient with a polysystemic
lesion, the development of lung destruction and rapid positive clinical and laboratory dynamics against

the background of adequate pathogenetic therapy.

Key words: granulomatosis with polyangiitis, anti-B-lymphocyte therapy, rituximab
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