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Lesnb uccredoeaHusi — oyeHka 0CO6eHHOCMU KITUHUYECKO20 MeYeHUs U 3¢hghekmusHocmu rpo-
800uMoUi chapmakorioeu4eckol mepanuu y nayueHma c peyuousupyrouuM rnosIUuXoHOPUMOM.
Mamepuan u memodsl. [TpogedeHbl pempocrnekmusHbIl U NPOCNeKmMuUeHbIU aHanu3sbl oua-
2HOCMUKU, MEeYeHUs U levyeHus: peyudusupyroweeo nonuxoHopuma y nayueHma. [JuazHos
60/51bHOMY yCmaHo8/IeH Ha OCHOBaHUU KraccuguKkayuoHHbIx kpumepues McAdam. lMayu-
eHmy bbinu Ha3HavyeHbl nabopamopHbie uccriedosaHusi: 0buwul, buoxumudeckul u UMMYHO-
JloeuyecKull aHanu3bl KposuU; UHCMPyMeHMasibHbie MemoOdbl: PEHM2eHOI02UYECKOE U Yilb-
mpa3eykogoe 0bcriedosaHusi Cycmaegos, CriupoMempus.

Pe3ynbmamsi uccriedoeaHusi. Y nayueHma erepebie nposisfieHuUsi peyudusupyrouie2o rno-
nuxoHOpuma obHapyxeHbl 8 go3pacme 58 nem. bonbHoU obpamuricsi ¢ xanobamu Ha rnosie-
nieHue 6onu, npunyxao0cmu U eurnepemuro yWHbIX paKkoB8UH, U3MeHeHuUe hopMbl Hoca; npu-
cmynbl yOyWwbsi, KOMopble Kynuposarnuch UHeansyusMu canbbymamoria, ocumniocms 20-
noca; dnumenbHbil cybghebpunumem (37,5-38°C), apmpaneuu. B ceHmsibpe 2022 2. 6bin
OCMOMpPeH 0mMosIapuHa0/I020M, 3ameM HarnpasseH K peamamosogy Ornsi ornpedesnieHus fie-
yebHo-OuaeHocmuyYeckol makmuku. 1o pesynbmamam nabopamopHbix OaHHbIX: CKOPOCMb
ocedaHusi apumpoyumos — 48 mm/4, C-peakmueHbili 6enok — 30,1 ma/n, peemamoudHbIl
akmop — 10 E[I/n, aHmumena K yuknu4yeckomy yumpynnuHosomy nenmudy — 7,0 ed., pe-
3ynbmam umMmyHobrioma — ompuyamenbHbIl;, aHmumena K muenonepokcudase —
4,15 RU/ml, aHmumena k npomeuHase — 32,2 RU/ml. [pu cnupomempuu ommeyarnock Hapy-
weHue ¢hyHKUuU 8HewHezo ObixaHus no obecmpykmusHomy mury. Y3U cycmasos — npu-
3HaKu cuHosuuma fpoKcUMarsbHbIX MexghanaHeearbHbIX cycmagos obeux kucmel. Ha oc-
HOBaHUU KraccughukalyuoHHbIX Kpumepues McAdam ebicmasneH KiuHu4yeckuli OuagHo3: pe-
yudusupyrowuli MOAUXOHOPUM C CUCMEMHBLIMU MPOSIBNEHUSIMU: XOHOPUM YWHbIX PaKo8UH
U HocoeoU rnepe2opodKuU, cepoHea2amueHbIl apmpum, 6poHXx006CcmpyKMUEHbIU CUHOPOM,
KOHCMumyyuoHarsnbHbIl cumnmom (nuxopadka). [NayueHmy HasHa4YeHa mepanusi: npedHu-
301510H 20 me/cym, memompekcam 25 me/Hed. bbina docmuaHyma KnuHuko-nabopamopHasi
pemuccusi, Ho 8 nocnedyrowem Habndanuck peyudussl 601€3HU U nosieneHue seprnemu-
yeckol uHehekyuu. B urone 2023 a. 6bin HanpaessieH Ha obcriedosaHus U nevyeHue 8 ®rbHY
HUWN pesmamonoeuu umeHu B.A. HacoHoeol. NayueHm 6bin npedcmasieH Ha KOMUCCUIO
10 mepanuu 2eHHO-UHXeHePHbIMU buonoaudeckumu rpenapamamu. C yyemom yacmo pe-
yudusupyrowell 2epriemuyeckoli UHGEKUUU Ha3Ha4YeHUe 2eHHO-UHXeHEPHbIX buoroauye-
CKux rpenapamos bbi1o0 omioxeHo. PekomeHO08aHO MpodomKume npuem rnpedHU3o1oHa
8 dose 20 me/cym, npomueosupycHyro mepanuto (eanayukmnosup). K neveHuro dobasneH
darnicoH 100 M2 8 cymKu, HO €20 nayueHm caMocmosimesibHO ommMeHus Jyepes 3 mecsya
U3-3a MoSsIBIEHUST 8bIPaXeHHOU MOWHOMbI U 6eCCOHHUUbI. B nocnedyrowem ¢ uMMyHHOCY-
npeccusHol yenbio bbii HasHa4YeH azamuorpuH 150 ma/cym, npoOomKeH npuem npedHU30-
noHa 20 me/cym. OdHako aghghekma om ripoeodumMol mepanuu He OmMedeHo, peaucmpu-
posanucb obocmpeHusi 3abonesaHusi, YmMo S8UI0CL OCHoBaHUeM Orisi HanpasneHusi nayu-
eHma 8 ®IbHY HUW pesmamonozuu umeHu B.A. HacoHo80U Ha rnoemopHyto eocrnumarnu-
3ayuro Ons onpedesnieHUsi MaKmMuKU fie4eHuU.

Bb1800bI. Peyudusupyrowjuti nosuxoHopum sienisemcsi 6bicmpo rnpoepeccupyrouum 3abo-
JiegaHueM, rpu omcymecmeuu ceoespemMeHHoU Oua2HOCMUKU U JIeHYeHUsI UMEeMCS PUCK pas-
8UMUST XXU3HEY2pOoXaowux coCmosiHul.
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BeepeHue. Peunamsupytowmin nonuxongpur (PIM) — xpoHnyeckoe MMMyHOOMO-
cpepoBaHHoe 3aborneBaHue C nopaxeHnem TkaHewn, boraTblx IpoTeornukaHom (ana-
CTUYHbBIN XPSLL, yXa, HOCOBOW Neperopoakn, Xpsawm TpaxeobpoHxmansHoro gepesa,
rManvHoOBBIN XPsiLL, CyCTaBoOB), NPUBOASALLEE K NPOrpeccupyoemMy NMancy xpsiie-
BbIX CTPYKTYpP, aHaTOMN4eCKon HeobpaTumon gedopmMaLmn 1 HapyLLEHUIO YHKLMK
opraHos [4, 9, 11, 24]. PacnpocTpaHeHHOCTb AnarHoctupoBaHHoro PI1 coctasnseTr
oT 4,5 Ha MUMNNOH XUTenen cpeam B3pochbix [5].

Ha npoTskeHun noutu ctoneTtnst 6onesHb XpaHUT CEKPeTbl, KOTOpble A0 CUX
nop He 06bsAICHEHbI. PeanbHas pacnpocTpaHeHHOCTb JaHHOW peaKon NaTonorum He-
n3BecTtHa. Hu3kas yactota BCTpeyaemMocTu 1 HegocTtaTouHast UHPOPMUPOBAHHOCTb
Bpayen pasnmyHbIX crneumanbHocTen 06 0COBEHHOCTAX ee KMMHUYECKOrO TeYEHMUs
NpYBOASAT K 3ano3aanon noctaHoBke avarHosa. Cpeau TpurrepoB BaXkHasi porb OT-
BOAUTCS MEXaHUYECKMM, XMMUYECKMM N MHAEKLMOHHBIM dhakTopaM, KaXabl N3 Ko-
TOPbIX y4aCTBYET B akTMBaALUN ayTOUMMYHUTETA Yy reHETUYECKM NpeapacnonoXeH-
HbIX MWL, onpeaensas KNMHUYeckue nposiBeHus: BocnaneHne XpswesblX CTPYKTYP
HOCa, yxa, CyCTaBoB, AblxaTenbHbIx nyTen [1, 18, 20, 32, 36].

KnuHunyeckune cpopmbi. CroxHbIN Nporpeccupyon MMMyHHbIN npouecc Pl
onpegensieT pasHoobpasHyto KapTuHy [1].

KnuHnyeckme gopmbl NpeacTaBneHbl XOHAPUTOM UM NoNMapTpuToM. B ocHoBe
3aboneBaHNst NEXWUT CUCTEMHOE ayTOMMMYHHOE BOCMarieHue XpsiLeBOW TKaHu
N CTPYKTYp, Boratbix NpOTEOrnMkaHaMmy, NOSTOMY NPOUCXOAUT NOPaXXeHne pasnmy-
HbIX aHaTOMUYECKMNX 30H: IMa3, CepAeyHbIX KnanaHoB 1 KPOBEHOCHbIX COCYA0B (npe-
MMYLLIECTBEHHO a0pThl).

OebioT 3aboneBaHnsa npeacTaBneH NpenmyLLecTBeHHO bunarepanbHbIM XOH-
OPVUTOM YLUHOW PaKOBMHbI, XOHAPUTOM HOCOBOW neperopogkun. Pl moxeT HavaTbcs
C NnMXopagku, CHUWXKEHUS mMacchl Tena, numdoageHonatuun, 4to TpebyeT nposeae-
HUs andbdepeHumnansHoOM QUarHoCTUKK AN UCKntoveHns 6aktepumansHon (Tybepky-
nes, cugunuc), supycHon nHdekuun (Cr), a Takke OHKONOrMYECKOro noucka.
CnoXHOCTb KMUHUYECKOW KapTUHbI 3aTpyaHAET CBOEBPEMEHHYHO AMarHOCTUKY
M NPUBOAMUT K NporpeccupoBaHunio 3abonesanus [2, 15].

XoHOpum ywHoOU pakoeuHbl, HOCO8Ooll nepe2opodKU U mpaxeobpoHXu-
anbHoz2o0 depeea. MoHO- UNN ABYCTOPOHHMWI YLLHOW XOHOPUT oTpaxaeT AebtoT 3a-
H6onesaHus. Havano BHe3anHoe, xapaktepusyetcs 60neBbiM CUHOPOMOM, runepe-
MUEN N OTEKOM, NOKanNu3ylLWUMNCS B XPSLLEBON YacTu yxa, 0bbIYHO Wwagawmmm
MOUYKY, B KOTOPOW OTCYTCTBYET XpsLleBast TKaHb, 1 3TO HEOOXOAMMO YyUMTbIBaTb NPU
nposegeHun auddepeHumansHOn AMarHOCTUKN C MHADEKLMOHHBLIM MPOLECCOM.

Ob6ocTpeHre yLHOro XoHapuTa NPOMCXOAMT CNOHTaHHO, NPOTEKaeT ¢ peunan-
Bamu, NPUBOAMUT K yTpaTe XpsLUEeBbIX CTPYKTYp 1 AedopMaLMm YLLIHON PaKOBUHI,
KoTopasi npMobpeTaeT BUA «LBETHOM KanycTbl». BoBneyeHne B npoLecc BHYTPEH-
Hero yxa MOXeT MposIBNATLCS HEMPOCEHCOPHON TYrOyXOCTb, TMHHUTYCOM U FOfo-
BOKpYXeHueMm [7].

BocnanuTenbHbI Npouecc 3atparvBaeT NepeHocuuy € MOSIBIIEHNEM runepe-
Mun 1 6onesHeHHocTW. Mo Mepe NporpeccupoBaHns BOCNaneHuss NpoucxoauT ge-
dopmanms CAMHKKM Hoca — «CceasTioBUAHBIA HOCY.

OgHum n3 npusHakoB Pl moxeT 6bITb TpaxeobpoHxomansauua. KnnHnyeckne
npu3Hakn npeacraBneHbl 60Ne3HeHHOCTLI0 B 061acTu WMTOBUOHOIO Xpsilla 1 Tpa-
Xen, CTEHO30M U OXPUMIOCTBIO rONoca, HEMPOAYKTUBHBIM KallneM, OAbILLUKOW, CTPpU-
AOPOM M CBUCTALLUM ObIXaHWEM, YTO MOXeT NoTpeboBaTb 3KCTPEHHOW TpaxeoTo-
MUN B KayecTBE BPEMEHHOW UMW NOCTOSIHHOW Mepbl. [opaxeHne AbixaTenbHbIX
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nyTeun, CBA3aHHOE C ayTOUMMYHHOW AeCTPYKUMEN XPALLEBOWN TKaHWU Tpaxen n BpoH-
XOB, SIBNSAETCA NPOrHOCTUYECKMM nokasatenem Tsxectu P [19].

Apmpum. OcHoBHOW (hopMOK NopaxeHns cyctasos npu Pl saenseTca Heapo-
3UBHbIV CEPOHEraTMBHbIN NONMAaPTPUT, NOPaXaoLLMIN NACTHO-anaHroBble, NPOKCU-
MarnbHble MexdanaHroBble, KONEeHHbIN, rONeHOCTOMNHbIE, NNoCHedanaHrosble cy-
cTaBbl [28].

na3Hbie nposienieHus. [MasHbiMK NpossneHuamu npu Pl aenstoTcs cknepwur,
3MUCKINEPUT U KOHBLIOHKTMBUT. YBeuT Habnopgaetcs y 25% nauneHToB. NopaxeHue
porosuubl Habnogaetca y 10% nauneHToB. Jpyrummn pegko BCTpeYaroLwmnMmcs rnas-
HbIMX MPOSIBIIEHMSAMU SBMASIOTCS MLLIEMUYECKas onTuyeckasl HemponaTus, obycnoB-
NeHHas BaCKyNMTOM; KUCTO3HbIN MaKynsipHbIN OTEK U KaTapakTa, KoTopble MOryT BbITb
pacLeHeHbl Kak NposiBreHne aktuBHocTH Pl unm aBnsTbCs OCNOXHEHWEM cTepouna-
Hou Tepanun [25].

Heespousozuyeckue nposieneHusi. HesBponornyeckne nposiBeHNsl CBsi3aHbl
C BaCKyNMTOM LieHTparnbHON nnu nepndepmnyeckon HepBHoM cuctembl. K HUM OTHO-
CATCA ronoBHas 6onb, Cyaoporu, reMunnerusl, acenTMYeckuin MEHMHIUT, MEHWUHIO-
3HUedanuT 1 uepebpanbHble aHeBpu3Mbl. Hanbonee pacnpoctpaHeHHoW (hopmMon
SIBMSIETCA NOpaKeHns YepenHblx HepBoB [28].

Y nauuneHToB C NOpaXeHNeM LieHTParlbHON HEPBHOW CUCTEMBI, OCOBEHHO Y Na-
LUMEHTOB C acenTU4EeCKUM MEHUHIUTOM, B JIMKBOPE BbISBMSIOT HEUTPOPUbHBIN
NAeoLUMTO3 N CHVWXKEHHbBIA YPOBEHb OKO3bl, KOTOPbI UMUTUPYET KapTUHY NUOreH-
HOr0 MEHWHruTa.

lMoyeyHbIe O0Cc10XHeHUs. [1aTonorns NoYeK MoXeT NPOSABASATLCH UMMYHOTTI0-
O6ynuHoBon A-Hedponatuen, TyOynomHTepcTMumnansHbiM HedpUTOM, MeMBpaHo3-
HOM HedpponaTmen. B aHanusax Moym onpedenseTcsa NPOTEUHYPUS, B CbIBOPOTKE
KPOBM — NOBbILLEHWE YPOBHSA KpeaTuHuHa [12].

KoxHbie nposienieHus. pn ocmoTpe naumeHTa MoryT ObiTb BbISIBMEHbI Na-
nynbl, 9pUTEMATO3HbIE 3MIEMEHTbI, JTOKANM30BaHHbIE B 0ONacT BEPXHEW YacTu Ty-
noBULLIA, a TaKkKe U3bA3BIIEHNS KOXN BEPXHUX KOHEYHOCTEN 1 TyNOBULLA; NosBMe-
Hue adpTosHoro ctomaTuta [12].

lMopaxeHue cepdeyHo-cocyducmoli cucmembi. KNMHUYECKNIA CNEKTP BKIO-
YaeT nopaxxeHue KnanaHoB cepiua, aHeBpU3My aopTbl, paccrnoeHne aopTbl, MUO-
KapauT, nepvkapauT, CUCTEMHbIN BacKynuT. AHeBpu3ma aopTbl npotekaeT 6ec-
CYMIMTOMHO Y MOXET MPUBOAMNTB K pa3pblBY aopThbl, YTO ABMSETCHA MPUYUHON NeTanb-
Horo ncxoga. MNMoaTomy Anst paHHEN AMAarHOCTUKM NMopaXeHus cepaua HeobXxoamMmMo
npoBoANTbL axoKkapauorpadgudeckoe nccnegosaHme (3xoKr) [10].

AccoyuupoeaHHbie cocmosiHusi. Y 25-35% naumeHToB ¢ Pl moryT npucyT-
CTBOBaTb U Apyrne ayTOMMMYHHbIE CUCTEMHbIE 3ab0neBaHuns, B YaCTHOCTH, y3enkKo-
Bbll NonnapTepuuT, rpaHynemarto3 BereHnepa, cuHgpom Yapra—Crtpocca nnm 60-
nesHb bexyeta [11, 14, 34]. MNpu Pl MoryT nopaxaTtbCs COCyAbl pa3HOro kanubpa.
Haunbonee yacto nopaxaeTcsa BOCXOOALLMUA OTAEN aopThbl.

Bo3moxHo coyeTaHune PI1 c rematonornyeckummn HapywexHusamm [18]. B 2020 r.
6bin Bnepsble onucaH VEXAS-cuHgpom (Vacuoles, E1 Enzyme, X-linked, Autoin-
flammatory, Somatic). 310 reHeTMyeckn geTepMMHMPOBAHHOE ayToOBOCMaNUTErb-
Hoe 3aborneBaHue, accoummpoBaHHoe ¢ MyTauuen B reHe UBA1, nokannsoBaHHOM
Ha X-Xpomocome, Mpu KOTOPOM nmeeTcs codeTaHue Pl ¢ mmenogncnnactuyeckum
cuHgpomom [13].

MocTtaHoBKa AuarHo3a. CnoxHas MHoroobpasHas KNMHuYeckas KapTuHa, OT-
CYTCTBME MaTOrHOMOHWYHBIX NTabopaTopHbLIX NPU3HAKOB OBYCraBnMBalOT OTCPOYEH-
HYHO MOCTaAHOBKY AMarHo3a, 4Yto B cpegHem coctaBnset ot 1,9 go 10 net [17, 21, 24].
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Kputepumn anarHosa. B knvHu4eckon npakTuke Ans BbiCTaBNEHUS AvarHosa
P npumensitoTes knaccudukaumoHHole kputepun McAdam 1976 r. K 6onbwmm
KpUTEPUSM OTHOCAT YLUHOW XOHOPUT, HOCHON XOHAPUT U XOHOPUT ObIXaTerbHbIX My-
Ten, K ManbiM — NOTEPIo Crnyxa, rnasHble NPOsBMNEeHNs, BECTUOYNAPHYIO W/1nmn Koxne-
apHyto AMCAYHKUMIO, HESPO3UBHBIN CEPOHEraTUBHLIA NonuapTpuT. Ona nogrsep-
XOEHNS KINMHUYECKOro AMarHo3a OCTaTO4HO ABYX 60MbLUMX UK ogHOro 60mbLuoro
1 OBYX ManbIx kputepues [35].

EcTb MmoandunumnpoBaHHble kputepmn Damiani un Levine 1979 r. [17], koTopble
BKIOYAIOT OLIEHKY 3dhPEKTUBHOCTY rntokokopTukocteponaos (I'C) n/vnm ructonoru-
yeckoe noareepxaeHne Pr1. K 6onblunm KpuTepmusiM OTHOCAT ABYCTOPOHHUIA aypu-
KyJIUT, HOCOBOWN XOHAPWT, XOHOPUT AbIXaTemNbHbIX NyTeW, HEAPO3MBHBIN CepoHera-
TUBHBIAN MOMMapPTPUT, CKPbITOE BOCManeHve, ayamoBeCTUOYMsSpHble HapyLleHus,
K ManblM — MTMCTOMNOrM4eCckoe NOATBEPXKAEHNE N MONOXUTENbHBIN OTBET HA KOPTUKO-
cTepoudbl Unu gancoH. Bepudumkauma gnarHo3a OCHOBLIBAETCHA Ha Hanu4mMmn Tpex
BonbLUIMX MM OOHOro Manoro Kputepus (rMCTONorMyeckoe MOATBEpPXAeHWe) unu
Ha HanMuMn AByXx BONbLUMX KPUTEPUEB M OOHOIO Maroro Kputepus (MonoxuTenb-
Hbll OTBET Ha KOPTUKOCTEPOUbI UMW AarcoH).

Bepudukaumnsa guarHosa Pl 6asmpyeTca NpermMyLLeCTBEHHO Ha KIMHUYECKUX
NPOSIBNEHUSAX, NOCKONbKY OTCYTCTBYIOT MAaTOrHOMOHWYHbIE MpU3Hakn 3aboneBaHus
npv NPoOBeAEeHNN MHCTPYMEHTarnbHbIX 0b6crnegoBaHun, a nabopaTopHble NPU3HAKK
Bocnanenns — noebilweHne C-peaktuBHoro 6enka (CPB), HopmouuTapHas, Hop-
MOXPOMHas aHeMWUs, NeNKoLMTO3, TPOMBOOLMTO3, MONMKIOHAaNbHas rmnepramMmmarno-
OynuHemna — aBNAOTCA Hecneumduyeckumn. [dpyrne nabopatopHble UccrnenoBa-
HWS, TakMe Kak peBmMaTtougHbln paktop, aHTuHykneapHole aHtuTena (AHA), aHTu-
dochonmnuaHble aHTUTENa U YPOBHM KOMMMEMEHTa, MOryT NOATBEpPXAaTb Hamnu-
yne COoNnyTCTBYKOLUMX ayTOUMMYHHbIX 3abonesBaHun. AHTUHENTPOMUNbHbIE LUTO-
nnasmartudeckue aHtutena (AHLIA) moryT npucyTtcteoBaTth Y 25% naumeHTos ¢ Pr1
n conytcTeytowmm AHLIA-accoumMmpoBaHHbIM BackynuTom [22, 27].

[Mpn peHTreHoNnorM4eckomM UccneaoBaHMn CyCTaBOB MOXHO BbISIBUTb CY)XEHUe
CyCTaBHOW LLENu U3-3a NOPaXKeHNsi CyCTaBHOIO xpsLia.

C nomotwbto KomnbioTepHor Tomorpacmm (KT) MOXXHO BbISIBUTL paHHee BOBIe-
YeHVe B WUMMYHOBOCMANUTENbHBIN Mpouecca ropTaHu, Tpaxew, OpoHXuanbHOro
xpswa [31, 36].

OndbdepeHumpoBaTtb 3aboneBaHne BEPXHUX AbIXaTeNbHbIX MyTEN U NOpaXeHune
COCy[0B BO3MOXHO MpPW MpOBEeAEHUN MarHUTHO-pe3oHaHcHon Tomorpadum [31]. Jla-
PWHIOCKONMS 1 BPOHXOCKONUS NO3BONSIOT ONPEAENnUTbL CTENEHb NOPaXeHWs AblxaTerb-
HOW CUCTEMbI, HO CBSA3aHbl C PUCKOM pa3BUTUSA TakMX OCIIOXHEHWI, Kak BpoHxocnasm,
pecnmpaTopHbI AUCTpecc-CMHAPOM, cepaeyHas HegoctaTodHocTb [17, 23, 30, 32].

MMcTonaTtonornyeckoe mccnegoBaHe NMOpPaXeHHOro xXpsiia No3BonsieT Ao-
CTOBEpHO nocTaBuTb gmarHo3 Pl n npoBecty anddepeHumnansHyo AnarHoCTuKy
ero n apyrmx nopaxeHun [33]. B 3apybexHbix pykoBoacTBax no nedveHuto Pl
He pekoMeHayeTcs npoBefdeHne Guoncum HasanbHOrO Xpsilla M3-3a BbICOKOrO
pucKa OCIOXHEeHUN [5].

dapmakoTepanus. Pl aBnseTca CMCTEMHbIM ayTOMMMYHHbIM 3aboneBaHueM
N ero fie4YeHne JOMKHO HaYNMHATBLCH Kak MOXHO paHbLUeE.

B HacTosLee BpeMsi HET KIMHUYECKNX pekoMeHgauuin no neveHuto Pl n3-3a
peakocTn 3aboneBaHns 1 OTCYTCTBUS PaHOOMMU3UPOBAHHbLIX KNMMHUYECKUX UCCneno-
BaHWN, a BbIBOP Tepanuu onpeaensaeTcs TAXECTbIO KNMHUYECKMX NposiBneHnn [8].
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YMEepEeHHbIN YLIHON, UMW Ha3anbHbIW, XOHOPUT, apTpanrns obblMHO nevartcs
HecTepougHbIMW NPOTUBOBOCHAanNuUTENbHbIMK Npenapatamu (HIBIM). Y Takmux naum-
€HTOB TaKKe MOryT ObITb UCMOMb30BaHbI A4ANCOH, SABMSIOLWNACA NPOTUBOMUKPOOHBIM
CpeacTBOM rpymnnbl CynbdOHOB, 1 KonxuuuH [8, 10, 26, 27, 29].

OancoH B go3ax ot 50 go 200 mr/cyT MOXeT OblTb Ha3Ha4YeH B KadyecTBe a-
(PEKTUBHOWN HayanbHOW Tepanuun y nauneHToB 6e3 nopaxeHus KapguopecnupaTtop-
HoW cucTembl. CTONKMIA NONNXOHAPUT, MOPaXKEHWE a3 Unm ropTaHu, Tpaxeu u cu-
CTEMHbIV BacKynuT TpebyoT HasHayeHnst cuctemHbix 'C, o3a KoTopbIx onpeaens-
eTcs nHamBmuayarnbHo [3].

B TaxenbIx criyyasix MoXeT noTpeboBaThCs BbICOKOAO3HAA cTepongHas Tepa-
nusa ¢ Ha3Ha4YeHneMm NpeaHM3onoHa B go3ax ot 0,5 oo 1 mr/kr maccel Tena B OeHb
WIn BHYTPUBEHHAas Nynbc-Tepanud. nutensHaa ctepongHas Tepanusi CHUXKaeT ya-
CTOTY U TSXKECTb OCTPbIX 3N13040B, HO OHA HE BNUSET Ha NporpeccupoBaHme 3abo-
neBaHus 1 He NpefoTBpaLLaeT NopaXxeHMe XXM3HEHHO BaXKHbIX opraHoB. MHransauu-
OHHble ['C BbI3bIBalOT 3aMeTHOE 06eryeHne CUMNTOMOB Y CHUXKAKOT CUCTEMHYHO MO-
TpebHOCTb B cCTepomaax y NauneHToB ¢ 0OCTPYKTUBHBIM 3aboneBaHneM AgbixaTenb-
HbIX nyTen npu Pr1[34].

B kavectBe cTepomacbeperarolen Tepanuu MpUMEHSIIOTCA MMMYHOCYNpec-
copbl. MauyneHTam MoryT ObiTb Ha3Ha4YeHbl METOTPEKCaT, a3aTMONPUH, LUKIOCMO-
PWH, @ B CIy4asix TSDKENoro TedeHus 3abonesaHns 1 BOBNEYEHUS BHYTPEHHUX Op-
raHoB — uumknococtammg,.

Mpn HegocTaTO4HOM OTBETE Ha Tepanuio 'C n MMMyHOCynpeccopamu B Cny-
Yyasx, Korga HeBO3MOXHO CHU3UTb 03y I'C, Ha3HayalT reHHO-UHXeHepHble Guono-
rmyeckme npenapatbl (FTMBI). Yawe Bcero npenapatamu nepson nuHmum n3 MBI,
HasHavaembiMn npu PI1, aBngawTca MHIMOUTOPBLI (bakTopa Hekposa Onyxonu-a
(PHO-qa) [16], Takke umetoTcs faHHble 06 3PEKTUBHOCTY NPUMEHEHNSI UHIUOUTO-
poB NHTepnenkuHol-6 (AJ1-6) [6].

Haunbonee adhcekTmBHbIM Npenapatom us rpynnsl PHO- a, npumeHsieMbim npwm
neyexum Pl1, Ha OCHOBaHMW KNMHMYECKUX AaHHbIX MpU3HaH aganumymab [16]. Me-
Hee M3y4YyeHHbIMU Npy JaHHOM 3aboneBaHnK, HO NoKasaBwmMn 3dhekT B onpeae-
NEHHBbIX KMMHUYECKUX CUTYyauUsX SBNATCS aHTU-B-kneTouHbIn npenapaT putykcu-
Mab, 6nokatop koctumynauumn T-numdounToB- abaTauent U MHIIMOBUTOPbLI UHTEpP-
newvikmHa-1 (UJ1-1).

OnucaHo npvMeHeHne nHdnMKcumaba ¢ XOpOoLMM UK YacTUYHBIM 3dhPEKTOM
PIN. StaHepuenT n aganumymat 6binv onpoboBaHbl B HECKOMbKUX CIlyqasix C OTBETOM
Y HEKOTOpbIX NAUMEHTOB. [pyrMn UcnbITaHHbIMW NpenapaTamm SBNsSTCA aHakUHPa,
aHTaroHucT peuentopa UIT-1 n abatauent, cnutein 6enok CTLA4-IgG1 [17].

Tepanus nauneHtoB ¢ VEXAS-cMHOPOMOM siBRisieTCa NpeaMeToM OTAeNbHON
OMCKYCCUM 1 OOMKHA NPOBOANTLCS COBMECTHO C remaTofnioramu, Tak kak MOXeT BO3-
HUKHYTb HEOBXOAMMOCTb B HAa3HAYEHUN asaunTUaMHA, PYKCONMTUHMOA.

Wcnonb3oBaHne MBI, BEpOATHO, OKaXeT CylleCTBEHHOe BNUAHWE Ha Teuye-
HWE 3TOro OTHOCUTESNBHO PEAKOro MyNbTUCUCTEMHOIO 3aboneBaHNst CoOeaUHNTENb-
HOW TKaHu [23].

Mpu cTpukTYpe Tpaxen NpoBOAAT CTEHTUPOBAHUE MNPV MOMOLLM MHTEPBEHLIMOHHON
BPOHXOCKONMM, YTO MO3BOMSET OTCPOYUTL MPOrPECCMPOBaHNE CTEHO3a AbIXaTerbHbIX
nyten. MNpumeHsATCa onepauum no NPOTE3NPOBAHMIO KOXIEAapHOro annapara, Lenbto
KOTOpbIX SBMASIETCS BOCCTAHOBMEHME Criyxa Y NauueHTOB C MporpeccupytoLlen
HENPOCEHCOPHOW TYrOyXOCTbIO.
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Y nauueHToB C KnanaHHbIM NOpaXXeHUEM cepaua onepaums no aH4oNPoTE3NPO-
BaHWIO KranaHoB ObiBaeT Heah(PEKTUBHOM 13-3a BO3HWKHOBEHUSI pELMOVBUPYIOLLEN
nepuBanbBYypPHON peryprutauuert BCreacTame npuneratoLen BocnaneHHom TkaHu.

Llenb nccnegoBaHmnsa — oueHka 0COBEHHOCTU KIMHUYECKOro TeveHnst n ad-
GheKTUBHOCTM NPOBOAMMON (hapMakonormyeckon Tepanmum y naumeHTa c Prl.

Matepuan u metogbl. [poBeaeHbl PETPOCNEKTUBHLIA U MPOCMNEKTUBHLIA aHa-
Nn3bl AUarHOCTUKWU, TEYEHUSA U TNeYeHUs peunavBupyloLLero nonuxoHaputa y naum-
eHTa. [JuarHo3 60nbHOMY YCTAHOBMEH HAa OCHOBaHUM KINacCUUKALIMOHHBIX KpUTEPUEB
McAdam. MNauuneHTy 6binn Ha3HayYeHbl TabopaTopHbIE UCCenoBaHUs: OOLLMIA, Broxu-
MWYECKUIA M UMMYHOJSTOMMYECKNIA aHanm3bl KPOBW; MHCTPYMEHTasbHbIE METOAbI: PEHTTe-
HOMOrM4eckoe U ynbTpas3BykoBoe 06crnegoBaHNs CycTaBoB, CIMPOMETPUS.

OnucaHue KNMHUYecKoro cry4asi. NMauyeHt M., 58 nieT, 8 dpespane 2022 r. obpatuica
Ha NpuYeMm K TepanesTy C *Kafobamu Ha noseneHue 601K, MPUNYXNOCTU U TUNEPEMMIO YLLHBIX
PaKOBUH, USMEHEHUE CbOprI HOCa; NPUCTYNbl yaywbA, KOTOPblE KYNMMPOBa/INCb MHFANAULNAMU
canbbyTamona, ocUnOCTb roNoca; ANUTeNbHbIN cybdebpunutet (37,5-38°C), aptpanrum. C ue-
NblO CHNXXEeHUA TemnepaTypbl CAMOCTOATE/IbHO MPUHUMAAN NapauleTamon B TabneTKax.

Ona BepudunKauumn guarHosa bl HanpasBAEH Ha KOHCY/IbTaLUMIO K OTOapuUHronory. Bbi-
CTaB/1eH ANarHo3 «XoHAPUT HocoBoW neperopoaku N yuwHbIX paKoBUH», Ha3Ha4YeHa aHTUbaKTe-
puanbHan Tepanua (TabaeTkn apuTpoMMUmHa B 4o3e 1 T B CyTKM, BHYTPb, B TedeHne 10 aHelt).

CocToAHMe 6ONbHOrO He YAyylanocb, U OH CAaMOCTOATE/IbHO 0bpaTWUAICA Ha npuem
K peBmaTtonory B oktabpe 2022 roaa.

Puc. 1. ®otorpaduu, caenaHHble Npy o6paLLeHnM NaumeHTa Ha NepBUYHOM NPUEeMe K Bpady-peBmaTonory.
XoHApWT yxa, ocTpas dasa

Mpu ocmoTpe PEBMATO/IONOM BblAB/EHbI TMNEpPeMUs, NabnaTopHas 60ne3HeHHOCTb
YLWHbIX PaKOBWH, AedOopmMaLLMsa CMMHKM HOCA; B JIETKUX YKECTKOE AblXaHMe, Ha BblAOXe CBU-
CTAWME XPUMbI, YaCTOTa AblxaTeNbHbIX ABMxKeHun (Y44) 18 B MUHYTY, caTypaLumsa KUcao-
poaa 97-98%. Onpegensanacb HeE3HaYMUTEIbHAA NPUMNYXIOCTb MPOKCUMAbHbIX MeXKdanaH-
reanbHbix cycTaBos (MMVPC) K1cTei, CMMNTOM NOMEPEYHOrO CKATUA NONOKUTESbHBIN.

B aHanu3ax KpoBW BbiIBNIEHO MOBbILEHWE CKOPOCTM ocegaHua apuTpoumTos (CO3):
48 mm/u, ypoBHsa C-peaktueHbiit 6enok (CPB): 30,1 mr/n; nokasatenun PO — 10 E4/A, ALLLLIN —
7,0 en. — B npesenax pedepeHcHbIX 3HAaYEHUIM; BONYAHOUYHbIN QHTUKOAryAAHT U pe3ynbTaThbl
MMMYHO6/10Ta — OTpULLATENbHbIE.
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Takum 06pa3om, pesynbTaTbl UCCNELO0BAHUA NO3BOAUAN UCKAOUUTD HAaZIMUME acCcoLmm-
POBAHHBIX aYTOMMMYHHbIX 3a60/N1€BAaHUI, B TOM YMCIE U CUCTEMHbIE BACKy/UTbI (aHTUTENA
K Mmenonepokcugase — 4,15 RU/m, aHTutena K npotemHase — 32,2 RU/ml — otpuuartensbHble).

Pe3synbTaTbl CNMPOMETPUMN CBUAETENBCTBOBA/IM O HapYLUEHUU PYHKLMM BHELLHETO Abl-
XaHWA No 0BCTPYKTUBHOMY TUNY; Npoba ¢ canbbyTamoIOM NONOKUTENbHAS.

PeHTreHorpadua nerkmx — ycuneHve n gedopmaLma N1eroyHoro pUCyHka.

Ha 9Kl — cMHYCOBbIN pUTM, BEPTUKANIbHOE NOJIOKEHNE I/EKTPUUECKON OCK cepaLa.
Ixokapamorpadus (IxoKr): ynnoTHeHWE CTBOPOK aopTanbHOTO KnanaHa, ppakums Bbibpoca
NeBoro xenyaouka 67%.

PeHTreHorpamma Kucten — natonoruun He BbiiBAeHO. Y3U Kncteh — Npu3HaKK CUHO-
BMTa 2, 3, 4, 5 NpoKcuManbHo-mexKdanarosbix cyctaBos (MM C) obeunx Kuctei 6e3 npusHa-
KOB rMnepBackynapusaLmm.

MauneHT OCMOTPEH NY/SIbMOHO/MIOIOM, PEKOMEHA0BAHO MCMNONb30BAHUA WMHFANALUN
canbbyTamona npuv 3aTpyaHEHUN AbIXaHUM.

CornacHo KnaccuomnKauMoHHbIM KpuTepuam McAdam y naumeHTa umenmchb aga 60nbLInx
(YLUHOW XOHAPWT, HOCOBOM XOHAPUT) U OAMH Manbli KPUTEPUU (HEIPO3UBHDIV CEPOHEraTUBHbIN
NOSIMaPTPMUT), YTO ABUIOCb OCHOBAHMEM [/15 BbICTAB/IEHUA KIMHUYECKOrO AuarHosa: Pl ¢ cu-
CTEMHbIMW MPOABAEHUAMMU: XOHAPUT YLLIHbIX PAaKOBMH MU HOCOBOW NEPErOPOAKN, CEPOHEraTUB-
HbllA apTPUT, BPOHX00H6CTPYKTUBHbIM CUHAPOM, KOHCTUTYLIMOHAbHbIM CUMNTOM (MXOpagaKa).

C UeNblo AOCTUMKEHMUA PEMMUCCUN U/UAN MUHUMANbHOW aKTMBHOCTM 3a60NeBaHMA NaLu-
€HTY Ha3Ha4yeH Npuem npeaHn3osoHa B 20 Mr/cyT BHYTPb; MeTOTPeKcaT 15 mMr/Hez, BHYTPYMbI-
LLIEYHO C MOC/IeAyHoLWMM yBeIMYeHnemM A03bl A0 25 mr/Hea; HMBIM no tpe6osaHuto.

Yepes mecALl, Ha NOBTOPHOM NPUEME Y PEBMATOJIOra OTMEeYEeHa OTYETINBAA MOJIOKM-
TeNbHaA AMHAMMKaA: He cTano 6onelt U rMnepemmm ylHbIX PaKOBUH, CKOBAaHHOCTM B CyCTa-
BaX KNCTEN, TemnepaTypa Tesla HOPMAN30BaNacCb, UCHE3NN OCUNNOCTb FONOCA U NPUCTYNbI
3aTpyAHEHHOro abixaHuA. CoxpaHanacb aedpopmaLma Hoca, nosBuaacb gepopmauma yu-
HbIX pakoBuH (puc. 2). B aHanusax Kposu: cHuxeHne CO3: 10 mm/u n CPB 4,01 mr/mn,
3TO YKa3bIBaNO Ha CHUXKEHUWN aKTUBHOCTM PI 1 3dHEKTUBHOCTb NPOBOAMMOIO IeYEHWA.

Puc. 2. IMHamuKa yLWHbIX PaKOBUH Ha GOHe NedeHus,
nocneacTBMA YLWHOro XOHAPUTa

OfHaKo B nocneaytowem Ha GoHe 3Toi XKe Tepanun (NnpeaHnsonoH 20 mr/cyT, meTo-
Tpekcat 25 mr/Hea) Habawoganucb peumamBbl aypuKyanTa, OCUNAOCTM roioca, NPUCTynos
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3aTPYLAHEHHOrO AbIXaHWA, CHU3UNACb OCTPOTA 3peHuA. NTPOKOHCYNbTUPOBAH OKYJ/IUCTOM,
BbICTaB/I€H ANArHO3 «33a4HEKaNCyAPHAA KaTapKTa, aHTMOMATMA CETYATKU», YTO PACLEHEHO
KaK OCNOXHEHWE CTePOUAHOM Tepanuu.

Kpome TOro, y naumeHTa cTanun nossaAaTbCcA 3NM304bl 060CTPEHUS repneTUYecKomn nH-
deKumm, B CBA3U C 3TUM A0MNOJHUTENBHO Ha3HAYaIMCb NPOTUBOBMPYCHbIE NpenapaTbl (Ba-
NAUMKNOBUP) M Nocneaytolee BBeAEHNE METOTPEKCATa NPUOCTAaHABAMBANOCh A0 KyNMpo-
BaHWA CUMMNTOMOB repneca.

B utone 2023 r. ana onpepeneHna ne4ebHoM TakTUKM HanpasaeH B ®TEHY HUU pes-
maTosiormm umeHn B.A. HacoHoBol r. MocKBbl. Ha MOMEHT rocnutanmnsaumm NaumeHT *Ka-
NloBasncs Ha HebonbLon ANCKOMPOPT B 061aCTH YLWHbIX pakoBMH, 60U B cycTaBax He bec-
nokounu. AHanmsbl Ha PO, CPB, AH® B npegenax pedepeHCHbIX 3HaYEeHUA.

BonbHOM 6bIN NpeacTaBaeH Ha Komuccuio no Tepanmm MBI, C y4eTom HU3KOM aKTUBHO-
cTv PIN Ha MOMEHT 0OCMOTPa, A/IMTEIbHOMO NPUEMa NpeaHM3010Ha B A03e 20 Mr/cyT, NnossaeHun
repneTuyeckoi MHGEKLMM Ha GoHe Tepanmm MeTOTPEKCATOM B A03e 25 Mr/Hes,, a TaKKe Toro
dakTa, 4To A0OaBNEHNE METOTPEKCATA He BANAMO HAa TeyeHue 3aboseBaHuMs, fanbHeNwan Te-
panus METOTPEKCATOM MO PeLLeHN0 KOMUCCUMM NPU3HAHA HeLLenecoobpasHo.

HasHaueHune TUBI oTnoXKeHo ¢ y4eToM 060CTpeHUiA repnetTuyeckor MHbekumun. Pe-
LLUEeHO BEPHYTbCA K 3TOMYy BONPOCY Npu cieaytolei rocnutanmsaumnm 8 PreHY HUU pesma-
Tonormn umexun B.A. HacoHoBoi. K neyeHuto bbin gobasneH gancoH 50 mr 2 pasa B CyTKu,
BHYTPb N0J, KOHTPOJIEM aHA/IN30B.

Ha ambynaTopHOM 3Tane peKoMeHL0BaHO NPOAO/IKUTL MPUEM NPeLHU30/10Ha B f03€e
20 mr/cyT.; Banaumkaosump no 500 mr 1 pas B CYTKM B TeYEHME TPEX MecAaLEeB, HaboaeHne
MHPEKLMOoHMUCTA.

[JancoH okasanca apdeKTMBHbIM NpenapaTom, Ha GoHe ero npMema He HabatoAaNOCH
aKkTMBHOCTM PM. MaumeHT yepes 3 mecAL,a CAMOCTOATEIbHO OTMEHMA AANCOH M3-3a NoAB/e-
HUSA BblPaXKeHHOM TOLWHOTbI, 6ECCOHHMULbI, FOI0BHOM 6011, 06w el cnabocTu, cyxocTu B no-
NIOCTU pPTa, TOJIOBOKPYXKEHMA, MOABMEHUA 3a/I0KEHHOCTM B ywax. 1o pe3ynbtatam ayamo-
METPUU BbIiBAEHbI NPU3HAKM HEMPOCEHCOPHOM TYrOyXOoCTW, YTO CBMAETENIbCTBOBA/O O MO-
pa*kKeHUM BHYTPEHHErO yxa.

Mocne 3aBepLueHUs Kypca NPOTUBOBUPYCHOW Tepanum oboCTPeHUI repneTuyeckom
UHPEKLMU He Bblno.

B Hoabpe 2023 r. NpoKOHCYyAbTUPOBaH peBmaTosiorom ®FEHY HUU peBmaTonorum
nmeHun B.A. HacoHoBoit r. Mockebl. [poBeaeHa MynbTUCMpPanbHasa KOMNbOTEPHAA TOMO-
rpaduma (MC KT) opraHoB rpyaHOM KAETKU C KOHTPACTHbIM YCU/IEHUEM C 3aXBaTOM XPALLEN
rOPTaHW C Le/Iblo ANArHOCTUKM MOPaXKeHMA Tpaxen n 6POHX0B, MHTEPCTULMAbHBIX U3Me-
HEHWI B NErKMX, BOB/IEYEHMA COCYA0B. Pe3ynbTaTbl UCCNef0BaHUA BbIABWU/IM OFPAHUYEHHbIN
$nbpo3 S5 obounx nerkmx. MPOKOHCYNbTUPOBAH MY/SIbMOHO/IOFOM, PEKOMEHAOBAHA AMHA-
munka MC KT yepes 6 mecaues.

K neyeHuio gobasneH asatmonpuH 150 Mr/cyT BHYTPb, MO KOHTPOIEM aHAIN30B C Lie-
b0 OLLEHKW TOKCMYHOCTM MpenapaTa; PEKOMEHA0BaHO CHUMKEHME A03bl NPefHMU30/10HA
Ha % Tabnetku B 14 aHelt oo 10 mr/cyT.

TepanuaA a3aTMONPMHOM He OKa3blBana BAMAHUA HA TedeHue PI. CNoHTaHHO nNoABnA-
JINCb BblparkeHHan 60/1e3HEHHOCTD, OLLYLLEHME CTATMBAHWA B 06/1aCTM YLWHbIX PaKOBUH, No-
KpaCHEeHMe YLHbIX PAaKOBWUH, 3NU304bl 4BOEHMA B rNa3ax, 60au B CycTaBax KUCTEN, Mporpec-
CUPOBANO CHUXKEHWE CNYXa, MO3TOMY B AAHHOMN KAMHUYECKON CUTYaUUU CHU3UTL o3y I'C
He NpeACcTaBAANOCh BO3MOXKHbIM.

C yyeTom anutensHoro npuema IC nposeaeHa peHTreHO4EHCUTOMETPUA; 3aKtO4EHNE:
nokasatesnb T-Kputepuii B cermenTax L1-L4 coctasnan —1,6. «T-KpUTepuin» B LIeiKe neBoro
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6eapa—0,7. O6wwmii nokasaTtenb «T-kputepua» B nesom begpe +0,2. MoKazaTenm MMHepPabHOM
NNOTHOCTU KOCTHOM TKaHM B cermeHTax L1-L4 cooTBETCTBOBA/IM OCTEONEHWUM; B LEWNKE IEBOTO
6eapa COOTBETCTBOBA/IM 3HAYEHMAM HOPMbl. OBLLMIA NOKasaTeNb MMHEPASIbHOM NIOTHOCTU
KOCTHOM TKaHu B nieBoM beape cooTBeTcTBOBas HOpme. OCTEOMNeHMA pacueHeHa HaMu Kak
ocNoXKHeHue Tepanun 'C, LONONHUTENIbHO HAa3HAYeHbl NpenapaThbl KaibLUmA U BUTamMKH [.

B anpene 2024 r. Bo Bpema o4yepeaHOro peumuamnsa 3abosesaHusA naumeHT 6bia rocnu-
TAaAN3NPOBaH B peBMaTonornyeckoe otaeneHune BY «LeHTpanbHas ropoackas 6onbHMLA»
M3 YP ropoga Yebokcapbl, rae emy nposogmnacb nynbc-tepanua I'C (meTunnpeaHn3onoH
500 mr Ne 2).

MaumeHT BbINMCAH C KAMHUYECKMM Y/ydlWIEeHWEM, HO MPWU MOMbITKe cHuKeHuA C
480 15 mr/cyT Ha doHe npvema a3aTUONpPUHA BHOBb BO3HMKaAM obocTpeHus PI v BbicoKas
nabopartopHas akTMsHocTb (CO3 35-40 mm/uy, CPB 15-20 mr/n).

O6cyxaeHue. B nutepaType onucbiBaloT Crlydan no3gHen guarHoctukm Pl
[17, 21, 24]. CnoXHbIM M BaXHbIM 3TanoM B BepudmKaumm guarHosa sBunach
oLeHKa KITMHUYECKOW KapTuHbI, NaumMeHTy auarHo3 BbicTaBneH PI1 Ha ocHoBaHun
anarHocTtnyeckmx kputepues McAdam.

Ha MoMeHT nepBu4yHOro obpalleHus y nauueHTa yxe Oblnu Knaccudeckue
cMNTOMbI 3aboneBaHus. B npeacraBneHHOM HamMu KIMHWYECKOM crlyvyae cepJio-
BMAHasa aedbopmaumsi Hoca BO3HMKIA Nocne ABYCTOPOHHEro aypukynuTa. Hanbo-
nee pacnpocTpaHeHHbIM MOPaXEHHbIM Y4aCcTKOM y naumeHTa 6bin ywHon xpsuwl. Us-
3a yacTbIx obocTpeHumn Pl Bo3Hukna gecpopmaums ywHbeix pakosuH. Mpu Pl nopa-
XXeHne cycTaBoB BCTpeyaeTcs yacTo [28]. Y uccnegyemoro naumeHTa pasBurnca He-
3PO3UBHBbIN CEpOHeraTUBHbLIN NONIMAPTPUT.

OcHoBol neyeHns naumneHToB ¢ Pl sBnsieTcst MMMYyHOCYNpeccMBHasA Tepanus, oa-
HaKO BKITKOYEHWE B CXEMbI JTEYEHNst METOTPEKCATa U a3aTUONpPUHa He OKa3ano BAMAHNS
Ha aKTMBHOCTb M 3ameaneHune nporpeccupoBanns Pl1. Y naumeHTa CnoHTaHHO BO3HU-
Kanu aypuKynuT, OCUMIOCTb rofnoca, NpUCTYNbl 3aTPyOHEHHOrO AbIXxaHus. 3amMeTHbIV
pes3yrnbTaT neyeHnsa oTMeyarncst Tornbko Ha choHe 'C, Ho AanbHenLee UCnonbL30BaHNe
cpenHux 0o3 'C conpsikeHo ¢ PUCKOM MOSBIIEHUS HOBbIX OCMOXHEHWIA.

B HacTosiLee BpeMsa OYEHb BaXKHbIM SABMSIETCS BOMPOC O BKMOYEHUU B CXEMY
neyeHns MBI, Tak kak npoBoaMMas hapmakoTepanus HeaddpekTuBHa. PelleHune no
OaHHOMy Bonpocy OyaeT NPUHATO KonnernanbHO Ha KOHCUIMYMe Mpu rocnutanusa-
unn B PIrEHY HN peematonorum nvenn B.A. HacoHoBol B utoHe 2024 T.

MporHo3 y naumeHTa s X1M3HM HebnaronpuATHbLIA, YTO 0OYCMOBNEHO aKTUB-
HbIM HEOOpPaTUMbIM NOPaXKEHUEM XPALLEN, 3aMeLLEHNEM NX BOSTOKHUCTON COeaNHU-
TeNbHOW TKaHblO 1 AedhopMaumen nopaxKeHHbIX aHaTOMUYECKUX CTPYKTYP.

CroXHbI KOMNMEKC KMMHUYECKUX CMMMTOMOB OnpeaensieT nporpeaMeHTHoe
TeyeHne 3aboneBaHusa ¢ HeobpaTUMbIMN N3MEHEHUAMM B PA3NNYHbIX TKaHAX.

Jleyenne PI1 Ha npymepe ONUCaHHOMO KIMMHMYECKOrO Cryvasi OMeHb CrOXHas
3apava, Tpebyowas MynbTUANCUUNIMHAPHOIO NOAX0A4A C y4acTUEM Bpadewn pas-
NUYHBIX cneumanbHocTen: TepanesTa, JIOP-Bpaya, peBmaTonora, nynbMOHosora,
MHEKLMOHUCTA.

BbiBoabl. Pl gBndeTca 6uicTpo nporpeccupyowum 3abonesaHnem, npu ot-
CYTCTBUN CBOEBPEMEHHOW AMArHOCTUKM M NEYEHUS UMEETCS PUCK Pa3BUTUS XKN3-
HEeYrpoXarLLMX COCTOSHUN.

[NoBbIWEeHME YPOBHA MHOPMNPOBAHHOCTM Bpayen 1 NnpoBeaeHne paHHen au-
arHOCTMKM NO3BONAT Ha3HAYNTb CBOEBPEMEHHOE NeYeHne 1 06nerynTb TeyeHne 3a-
B6oneBaHus.
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The purpose of this study is to evaluate the clinical course and effectiveness of pharmaco-
logical therapy in a patient with recurrent polychondritis.

Material and methods. Retrospective and prospective analyses of the diagnosis, course and
treatment of recurrent polychondritis in the patient were performed. The patient was diag-
nosed based on the McAdam classification criteria. The patient was assigned laboratory tests:
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general, biochemical and immunological blood analyses; instrumental methods: X-ray and
ultrasound examinations of the vessels, spirometry.

The results of the study. The patient was first diagnosed with recurrent polychondritis at the age
of 68. The patient complained of pain, swelling and hyperemia of the auricles, a change in the
shape of the nose; attacks of suffocation, which were stopped by inhalations of salbutamol, hoarse-
ness of voice; prolonged subfebrility (37.5-38°C), arthralgia. In September 2022, he was examined
by an otolaryngologist, then sent to a rheumatologist to determine therapeutic and diagnostic tac-
tics. According to the results of laboratory data: erythrocyte sedimentation rate — 48 mm/hour, C-
reactive protein — 30.1 mg/l, rheumatoid factor — 10 units/l, antibodies to cyclic citrulline peptide-
7.0 units, the result of immunoblot is negative; antibodies to myeloperoxidase — 4.15 RU/ml, anti-
bodies to proteinase — 32.2 RU/ml. During spirometry, there was a violation of the function of ex-
ternal respiration of an obstructive type. Ultrasound of the joints: signs of synovitis of the proximal
interphalangeal joints of both hands. Based on the McAdam classification criteria, a clinical diag-
nosis was made: recurrent polychondritis with systemic manifestations: chondritis of the auricles
and nasal congestion, seronegative arthritis, bronchoobstructive syndrome, constitutional symp-
tom (fever). The patient was prescribed therapy: prednisone 20 mg/day, methotrexate 25 mg/week.
Clinical and laboratory remission was achieved, but subsequently relapses of the disease and the
appearance of a herpes infection were observed (antiviral therapy was prescribed). In July 2023,
he was sent for examination and treatment at the Nasonova Research Institute of Rheumatology.
The patient was submitted to the commission on therapy with genetically engineered biological
drugs. Taking into account the often recurrent herpetic infection, the appointment of genetically
engineered biological drugs was postponed. It is recommended to continue taking prednisolone at
a dose of 20 mg/day, antiviral therapy (valciclovir). Dapsone 100 mg per day was added to the
treatment, but his patient independently canceled the drug due to the appearance of severe nausea
and insomnia. Subsequently, a rheumatologist with an immunosuppressive purpose prescribed
azathiroprine 150 mg/day, continued taking prednisone 20 mg/day, however, exacerbations of the
disease were registered. The lack of effect of the therapy was the basis for the patient's re-hospi-
talization at the V.A. Nasonova Research Institute of Rheumatology.

Conclusions. Recurrent polychondritis is a rapidly progressive disease, and in the absence
of timely diagnosis and treatment, it has a risk of developing life-threatening conditions.
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