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AHHOTaUMA

PeunanBupyOWMIA NONUXOHAPUT (PM) — 370 pen-
KOe CUCTeMHOe BoOCnanuTenbHoe 3aboneBaHue,
ONArHocTMKa M neyeHue KOTOpPOro npeactaBnfawT
TPYAHOCTU B CUNY pAAa NPUYUH: HELOCTATOYHOW
M3yuyeHHOCTK 3aboneBaHuUsa K3-3a HW3KOW pacnpo-
CTPAHEHHOCTK, NNOXON OCBELOMNEHHOCTU Bpauen,
OTCYTCTBUA XapaKTepHbIX KNWHWYECKUX nposBne-
HUW Ha HauyanbHbIX 3Tanax 60Me3HU, HeaocTaTKa
cneundmnyecknx nabopaTopHbIX MAapKepOB, a Takxe
OTCYTCTBUA MEXAYHAPOAHbIX N POCCUNCKMX KNUHU-
UeCKUX peKkoMeHAaunn no BeJeHM0 Takux nauueH-
TOB. B cTaTtbe npepcTaBneHbl 0630p nuTepaTypbl,

MOCBALLEHHbIN AUATHOCTUKE W neueHunto PI, a Takxe
KNWHUYECKMIA Cnydyan, 0CO6EHHOCTbIO KOTOPOTO fB-
nseTcs oueHb GbICTPOe pa3BUTHE 3a60NeBaHmA: ae-
60T C nopa)keHnem TPpaxeob6POHXUANbHOrO AepeBa
1 BOBfleUEHMEM FPYAWHHO-pebepHbIX U pebepHo-
MO3BOHOYHbIX CYCTaBOB, HEWPOCEHCOPHOW Tyroy-
XOCTM, XOHAPUTA YIIHbIX PAKOBUH, a TaKXe 6bicTpoe
nopaxeHue rnas c pa3BUTUEM TSXKENOro naHyBeuTta
C noTepen 3peHusa. 3To NoTpe6oBano HasHauveHus
Tepanun reHHo-UHXeHepHbIM npenapaTom B Bapu-
aHTe nHrnbutopa thakTopa HEKpo3a onyxonu anbda
afanumymab.
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Abstract

Recurrent polychondritis (RP) is a rare systemic inflam-
matory disease that is difficult to diagnose and treat
due to a number of reasons: insufficient knowledge
about the disease due to its low prevalence, poor
awareness among doctors, lack of specific clinical
manifestations in the early stages of the disease, lack
of specific laboratory markers, and lack of internation-
al and Russian clinical guidelines for managing such
patients. The article presents a review of the litera-

ture on the diagnosis and treatment of RP, as well as
a clinical case characterized by a very rapid progres-
sion of the disease: onset with damage to the tracheo-
bronchial tree and involvement of the sternocostal
and costovertebral joints, sensorineural hearing loss,
auricular chondritis, and rapid eye damage with severe
panuveitis and vision loss. This required the adminis-
tration of a genetically engineered drug in the form
of an anti-inflammatory drug.
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BBEOEHMUE
Peunansupyowmin NonMXoHaApUT (PN)—3T10 penkoe cu-
CTEMHOe BOCNanuTenbHoe 3aboneBaHune, nopaxalolliee
B MepByio ouepeb XpsLeBble CTPYKTYPbI ywWwen, Hoca
1 TPaxeobpoHXMANbHOTO fepeBa, CYCTaBOB, a TaKkKe
TKaHK, 6boraTble NPoTeorninKaHamu, — rnasa, cocyabl,
BHYTPEHHEe YX0 1 cepeuHo-cocyancTyto cuctemy [1].
Mockonbky Pl ABASETCA OUeHb pefKuM 3a60NeBaHUEM,
pacnpoCTPaHEHHOCTb KOTOPOro OLEeHMBAETCA BCEro
B HECKOMbKO CMyuaes Ha MUNNNOH [3, 4], oHO ocTaeTcs
HeA0CTaTOYHO M3YYeHHOI 06M1aCTblo U NIOXO ANATHO-
CTUpYyeTCs 13-3a HU3KOW OCBEAOMIIEHHOCTHU Bpauen.
Ha ceroHALWHMN feHb OTCYTCTBYIOT MeXAYHAPOAHbIe
1 pOCCUiicKne KnuHnueckue pekomeHaaumm (KP) no se-
JeHuio nauneHToB ¢ P, uTo TOXe CyLlecTBEHHO 0CNOX-
HAET ANArHOCTMKY U NeyeHune 3ToN NaTonoruu.
Mepebld cnyuan PM 6bin onucaH B 1923 roay
Jaksch-Wartenhorst, Ho 3TOMy 3a6oneBaHuto yaens-
N0oCb Mano BHUMaHUA o 1960-x ronos, korga Pearson
u ap. [4] BBeNn Ha3BaHWe «peuuanBUpYOLLMIA No-
nuxoHapuT». Kputepum knaccucdmkavum PN Michet
u ap. [5] Tpe6yI0T HanMuMA [OKa3aHHOro BoCNaneHus
no KpanHen mepe B IBYX U3 TpeX XpsLen YIHOW pa-
KOBWHbI, HOCA UKW FTOPTAHU-TPAXEN UNKN [OKA3AHHOIO
BOCMAaNeHNA B OQHOM XpAlLe NacC gBa APYrux npu-
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3HaKa, BKNKYas BOCNaneHue rnas, BeCTUbYNApHyio
ANCYHKLMIO, CEPOHEraTUBHbIN BOCNANUTENbHbIN
apTPUT UK NOTEpPIo CNyXa.

P HabniopaeTcs B OCHOBHOM Y B3POC/IbIX NALMEHTOB
CpeAHero BO3pacTa, HO BCTPEUAOTCA Ciyyam 6onesHu
y OUeHb IOHbIX 1 NOXUNbIX Ntoael [6]. MopaxatoTcsa Bce
3THUueckue rpynnbl. B CLLA yactota Pl cocTtasnsaeT
1 cnyyan Ha 3,5 MAH xuTenen [7].

P — xpoHnueckoe 3aboneBaHune C BONHOOOPA3HbIM
TeyeHueMm. TouHaa npuymuHa Pl no cux nop HeussecT-
Ha, HO 3aboneBaHMe paccMaTpuUBaEeTCs Kak MMMYHO-
onocpefoBaHHoe [8], NOCKONbKY CyLLeCTBYET XOPOLO
AOKYMEHTUPOBAHHbIN «nepekpecT» PI ¢ gpyrumu
peBMaTUUYECKUMMN 1 QYTOUMMYHHbIMU 3a601€BaHUAMU
[9]. PN TecHo cBA3aH ¢ annenem DR4 yenoBeyeckoro
NeiKouMUTapHOro aHTUreHa (HLA), n y nauueHTos c Pl
6bIN NPOAEMOHCTPUPOBAHbI Pa3fUYHbIe UMMYHHbIE
peakuuun, HanpaBneHHble MPOTUB KOMMNOHEHTOB XPALLA.

Mpu Pl BOBNeueHne pecnupaTtopHOro TpakTa oTme-
yaetca y 20-50 % 60MbHbIX [10]. PecnupatopHble cumnTo-
Mbl B 50 % HabN0AeHMIA MOMOratoT YyCTaHOBUTb NPaBUib-
HbI AnarHo3. |. Dion u coasT. [11] npoaHanusuposanu
AaHHble 142 nauueHToB ¢ P, 06Hapyxunu ero Tpaxeo-
6POHXMaNbHbIA BapuaHT B UeTBEPTN Cyyaes, Npenumy-
LLEeCTBEHHO Y 60MbHbIX MOMOAOIO BO3pacTa. [opaxeHue
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ropTaHy NposBASETCs 60MbIO 1 BOCNANEHNEM HA YPOBHE
Bbllle WWTOBUAHON Xene3bl, cCONpoBoXaaeTcs ancdo-
Huen, achoHNEen N OXPUNNOCTbIO ronoca U NPUBOANT
K NapuHromManauuu unm CTeHo3y, KoTopble 06ycnoB-
NUBAIOT NOSABMIEHNE OAbIWKMN NpuK BLOXe. Pa3BuBaKTCA
BOCMasieHne 1 JeCcTPYKLMA XpALLa, YTo NPUBOAUT K Tpa-
Xeo- 1 6poHXoManaLMn. KOCTHO-CTepPHANbHbIN XOHAPUT
BCTpeuaeTca y 35% nauueHTos ¢ PTI. Ero Hanuune Takxe
BbI3bIBAET HapyLWEHWe AblXaHUs B pe3ynbTaTe NoaHoi
xpaweson aectpykuun [12, 13]. PN moxeT npusectu
K BHE3aMHOM CMepTy BCeACTBME CNa3ma ropTaHu uim
Tpaxeu Unm oCTPOro oTeka Npu BbIpaXXE€HHOM BOCnanu-
TenbHOM npouecce. [IPOrHo3 yxyaLaeT NoBbIWEeHHas Ya-
CTOTA MH(EKLMIA HUXKHUX AbIXaTeNbHbIX NyTEl, KOTOpble
HepeaKo COUETAIOTCA C Hanuumnem 6POHX03KTa3oB [14].

3aboneBaHue 0CO6EHHO TPYAHO pacno3HaTb Ha paH-
Heil CTaAKUM NpU OTCYTCTBUN TUNUUYHOTO MOPAXKeHUs
XpAawa. YacTo gMarHoCcTmueckan 3ajiepxka cBsa3aHa
C OTCYTCTBMEM MOPAXEHUA yXa, HOCa UK cycTaBos [15].
PaHHUMM Npu3Hakamu PIT B TaKMX CIyYasix MOTYT 6bITb
nepemexarowWwmninca apTpUT UNKU nopaxkeHue rnas, Ta-
KO€ KaK 3MUCKNIePUT U CKNEPUT, UTO MOXET YKa3biBaTb
Ha HeobxoAMMOCTb noucka PM. OgHaKo Aaxe Npw Ha-
NUUMKN BOCMANEHUA HAPYXHOMO yxa CHauana 4yacto no-
[03peBaloT MHDEKLMIO, MECTHYIO TPABMY, YKYC Hace-
KOMOTO 11 Y3/10BOW XOHAPOAEPMATUT 3aBMTKA YLLIHOW
pakoBuHbl (6onesHb BuHKnepa).

B KpynHOM “ccnefoBaHMmM NopaxeHue aopTbl, CO-
cTofillee M3 aHeBpU3M Unu aunaTtaynun, B OCHOBHOM
rPyAHON 1 BPIOLIHON aopPTbl, BbIIBNEHO B 6,4 % CNyyaes
HabniogeHuna 3a 2 roaa [16]. bonee paHHee uccnefoBa-
HWe nokasano, uto npu Pl Heo6xo4MMO TWATENbHOE
COCYANCTOE HAabNIOAEHNE 1 UTO B HEKOTOPbIX Clyyasx
MOXeT NoTPe60oBaThCA NOBTOPHOE MccneaosaHue [17].
B cepun uccneaoBaHuii 4o 22 % nNauuMeHTOB UMeNu
CepAeyYHYI0 BaNbBYNONaTHio, 06bIYHO HeTaxenyio [18].
Nepnoanyeckan 3xokapauorpadua MoxeT 06HapYyXnTb
nporpeccupoBaHune BasibBynonaTum, HECMOTPA Ha Ka-
Xyleecs 6narononyuune P [19].

Hanuune nopaxeHns noyek ABNAETCA CNOPHbIM BO-
npocom npwm PI1, nockonbky B 60MbLIMHCTBE CNyYaeB npa-
BW/IbHbIM ANArHO30M ABnseTca He Pll, a rpaHynemaTos-
HbII NONMAHTUMT UK MUKPOCKOMMUECKUN MOANAHTUNT.

MopaxeHue KOXM HecneunduuHo, BKNOUYaeT Hen-
TPOQUNbHBIA AepPMATO3, KOXHbIN BAaCKYNUT, Y3eMKH,
aTbl, NTOBEPXHOCTHbLIN BEHO3HbIN TPOM603 1 T. 1. XpO-
HUYECKUe NOPaXEeHMA KOXW yalle BCTpeyarTca y na-
LMEHTOB C MO3AHUM Hauanom P u ceasaubl ¢ MAC [20].

[lnarHo3 PI1 B 0CHOBHOM K/IMHUYECKNIA, CneayeT npo-
BOANTDb AN hepeHLnanbHyio ANArHOCTUKY CO Creayio-
WMMK 3a601€BAHUAMM: FPAHYNEMATO3 C NOMUAHTUATOM
(TNA), T-kneTouHas numdoma, CapKouao3 1 T. . l3BecT-
Ha accoumauusa PM ¢ gpyrumu cuctemHbiMi 3a6oneBsa-
HUSIMU COeANHUTENbHOW TKAHU: CUCTeMHas KpacHas
BONUaHKa, cMHapom LerpeHa, Backynut, aHTudocto-
AUNWAHBIA CUHAPOM, PEBMATOUAHDIN apTPUT, CNOHAU-
NoApTPUT, BOCNANUTENbHOE 3a60M1€BaHNE KULWEYHNKA,
Tupeouaut un apyrue. Mpn NoCTaHOBKe AMarHo3a He-
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06X0MMa 6a30Bas OLLEHKA AN OLEHKN aKTUBHOCTU
3aboneBaHus, NOpPaXeHUs OPraHoB U NOBpeXaeHus
3aboneBaHus, a Takxke ANns BbISBNEHUA NOTEHLNANBHO
CBA3aHHbIX 3a6onesaHnin. TMNUUYHAA 6a30Bas OLEH-
Ka AO0MKHA BK/OYaTb OTOPMHOMAPUHIONOTMYecKue
1 oTanbmonoruyeckme o6cnefoBaHus, CEpAEUHO-
COCYAUCTbIA CKPUHMHT HA Hanuuue BanbBynoONaATUiA
1 MopaxeHue aopTbl, TErOYHYIO0 OLEHKY, TeCTUPOBaHue
(hYHKLNUM Noyek, TeCTUpOBaHMe Ha aHTUHENTPOUNb-
Hble uMTonnasmaTuyeckue aytoantutena (ANCA).

Ha ceroAHslHMIA AeHb CywecTByeT peanbHas no-
TPebHOCTb B BANMAUPOBAHHbIX ANATHOCTUUECKNX
6uomapkepax npu P, a Takxe mapkepax, NPOrHo3u-
pyoLWUX aKTUBHOCTb 3a60N€BaHUA, NOPAXKEHUE KOH-
KPeTHbIX OPraHoB Unu nNporHo3. CneuudunuHbIX NS
PIM nabopaTopHbiX aHANM30B HAa CErOAHALHNIA AeHb
HeT. BocnanuTenbHbIn CUHAPOM NPUCYTCTBYET 6onee
yem y 60 % nauMeHToB, HO He ABMIAGTCA NOCTOAHHbIM
BO Bpems 060CcTpeHunt [15]. B HecKonbKux nccnepo-
BaHUAX BbINM 3aperncTpupoBaHbl aHTUHYKeapHble
aHTutena (AHA) 6e3 ocoboit cneunduunocti n ANCA,
B OCHOBHOM aTUMNNYHbIE NPU UMMYHOO0PECLEHLNN,
6e3 cneunduuHOCTH K npoTtenHase 3 (PR3) unu mueno-
nepokcupase (MPO) [15]. MoTeHumManbHble KaHANAATI
Ha ponb 6oMapkepoB — aHTUTeNa K konnareny Il Tuna
W aHTUTeNna K MaTpuuHy | Tuna — He ABNAIOTCA HU YYB-
CTBUTENbHBIMU, HU JOCTATOUHO creunduuHbiMm [21]. bo-
nee TOro, 6GMONCUA XpALLA NONOXMTENbHA TONBKO B ABYX
TPETAX CNyyaeB W He MOKa3blBAET HUKAKMX cneumndn-
YecKnx U3meHeHui [15], no3Tomy ee JONONHUTENbHAA
LLleHHOCTb ANA AMArHOCTUKMN OrpaHNYEeHHa.

Co061,anocb, YTO HECKONbKO NOTEHLMAMNbHBIX Map-
KepoB aKTUBHOCTU 3ab6oneBaHuUs, TaKUX KaK aHTuTe-
na K konnareny Il Tuna, aHTutena K aHTUMaTpUIuHy |,
[pyrue ayToaHTMTENa, HaueneHHble Ha KonnareHoBble
CTPYKTYpPbl (CbIBOPOTOUHDI XPALLEBON ONMIOMEPHbIN
MaTPUUHbli 6eNOK, MOUYEBON KONMAreHOBbI HE03NUTON
Il Tuna) unn nHTepdepoH-ramma, uHTepneinkut (1)-12
u NN-2, a TaKxe CbIBOPOTOUHbBIA PACTBOPUMBIA TPUT-
repHblil peLenTop, IKCNPeccMpyemblii HA MUENOULHBIX
knetkax 1 (STREM-1), BbifiBASOTCA npu o6ocTpexun P
[22]. Hu 0ANH 13 HUX He BOLLEN B KNUHUYECKYIO MPAKTUKY.

CmepTHOCTb Npm P 60nee uem BABOE BbiLLe N0 CPaB-
HEHWIo € 06LLen nonynaumeit; Hanbonee YacTbiMU NPU-
YnHaMM CMePTN ABNAIOTCA PecnmpaTopHble, CepaeyHble
W remaTtonoruueckue nopaxenus [22]. B knactepHom
aHanu3e KOropTbl 6biM ONMCaHbl TpU heHoTUNaA C pas-
MNYHBIMU NPOSIBNEHUAMU: FeMaTonoruyeckas opma
(B 10% cnyuaes), pecnupatopHas dopma (B 25%) u ner-
Kas hopma C XopoLnM NPorHo3om (okono 65% cyua-
es) [11]. HeKoTopble OCNOXHEHUA, TaKUe KaK aopTuT,
BACKYNNUT UMK aHEMUS, ABASAIOTCA HEGNAroNpUATHLIMM
nporHoctuueckumu daktopamu [11]. Kpome Toro, myx-
CKO NON acCOLMMPYeTCS C XYALIMM NPOrHO30M U 6onee
BbICOKOM PacnpoCTPaHEHHOCTLIO YBENUTA, NOTEPU CNYXa,
BECTUOYNSAPHbLIX PACCTPONCTB, A TaKXke 60nbLiel Heo6-
XOAMMOCTbIO B MyNbC-TEpAnuu MeTUNNPesHN30M0HOM
n umknodocamugom [22-24].

The Future of Medicine. Vol. 1, # 1, 2026
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Ta6nunua 1. OCHOBHbIe KNMHNUECKne ocobeHHocTH PI 1 npeanaraemoe neyexne (MHeHne 3KCNepToB)
Table 1. Main clinical features of RP and proposed treatment

OCHOBHbIE KNMHUYECKNe NPosABNEHNA

HocoBoW unu ywHow XoHAPUT
MepucTepHanbHbIN XOHAPUT

TpaxeanbHblii XOHAPUT

CycTaBHble nposBieHns

Nepudepuueckoe n/unu akcnanbHoe nNopaxeHue

KoxHble nopaxeHus
AdTbl

Y3enku

KOXHbIA BacKynuT

MNopaxeHxune cepgua
BosneueHue KnanaHos
MNepukapput
Muokapaut

AopTtut

Bosneuenue rnas
Inuckneput
Ckneput

AyanoBecTubynspHas auchyHkumus
HelpoceHcopHas riyxoTa
BecTmbynapHas guctyHKuma

HeBponoruueckue npossneHus
CeHcoMOTOpHas HelponaTua
JHuedanut

BoBneueHue nouek

Mpepnaraemas TepaneBTUYECKas TaKTMKA*

HMBM, TK. Mpu peunause 3a60neBaHUA KONXULUH, AANCOH, METOTPEKCAT UAN Ap.
TpaanunoHHble uMMyHoAenpeccaHTbl uau MBMN

T'KC, nHdhy3usa meTunnpeaHusonoHa, bMNBIM, TpagMuUMOHHbIE UIMMYHOCYNPECCUBHbIE
cpeacTea areHtbl (Hanpumep, unknodocdamug) unu FMBMN

HMBIM, FKC, csDMARD, TpaanuLuoHHble MMMYHOAENpeccaHTbl (Hanpumep, MeToTpe-
Kkcat) unu BN,

T'K, KonxuuuH, fancoH (ocobeHHo npu HeNnTPOUIbHOM AepMaTuTe), MeToTpeKcar

'KC, cSDMARD, TpanuMOHHbIE MMMYHOAENpeccaHTbl (Hanpumep, MeToTpeKcar)
unu rNen

Tonuueckue NKC, umknonnerunueckue. Bce naLuueHTbl € MOpaXeHWem rnas JOMKHbI
6bITb HaNpaBneHbl kK oTanbmonory, cSDMARD, TpaANLIMOHHbIE UMMYHOLENpPeccaH-
Tol unu F'UBMN npu HeobxogMMOCTH

TKC, nHdby3ns meTunnpeHM3010Ha, bMNBIM, TpaAMLMOHHbBIE MMMYHOCYNPECCUBHbIE
npenapatbl areHTbl uau F'MBMN

T'KC, nHdhy3ua meTunnpeaHusonoHa, bMNBIM, TpagMuUMOHHbIE UIMMYHOCYNPECCUBHbIE
cpeacTea areHTbl (Hanpumep, unknodocdamug) unu FMBM

B 60nbWKUHCTBE CyYaeB NopaxeHue noyek npeanonaraeT AnddepeHunanbHbIi

MarHo3s, Hanpumep, AHLLA-accouMnpoBaHHbI BaCKYnuT

*I'Ipe,qnaraemaﬂ TepaneBTUYeCKad CTpaTerna A0MKHa yYnUTbiBaTb TAXECTb 3a6oneBaHusa u MHAuBMAyanbHble 0CO6EHHOCTN NaLneHTa

ANCA — aHTUHeTpotunbHbIe uuToNNa3maTuueckue aytoaHTutena; FKC — rniokokopTukoucteponabl; HMBM — HecTepouaHble NPOTMBOBOCNANUTENbHbIE
npenaparbl; PN — peuunanBupyowuit nonuxoHApUT; cSDMARDS — TpaANLMOHHbIE CUHTETUYECKME NPOTUBOPEBMATNYECKME NpenapaThl, MOAUtULMpYIoL e

3a6onesaHue, MBI — reHHO-MHXEHepHbIe 6UoNorMyeckne npenaparsl.

TEPAMNEBTUYECKOE BEOEHME Pl

NeueHue PM He pa3paboTaHo. TepaneBTUYECKME NOAXO-
Abl OCHOBbIBAIOTCA HA OMbITe BPaua, ONUCAHUAX CNyYaeB
B MEeAULMHCKON NUTepaType N COTPYAHUYECTBE MEXAY
nynbMOHONOramMmn, peBMaTonoramu, oTanbmonoramu
n ap. Tepanus BbI6UPAETCA B COOTBETCTBUN C KNIMHUYE-
CKOW KapTMHOWN U ee TAXECTbo U 3aBMCUT OT TiMa No-
paxxeHns opraHos (Tabn. 1). HesHauMTeNbHbIA HOCOBOW
UMW YILHOW XOHAPUT MOXET 0TBEYaTb HA HeCTepoUAHbIe
nNpoTUBOBOCNANUTENbHbIE Npenapathbl, FMIOKOKOPTUKO-
WAbl, KONXWULMH UNK 4ancoH [25]. TpaanuuoHHble npo-
TMBOpPEBMATMUYECKME Npenaparbl, Mognduuupylowme
3abonesaHue (CDMARDS), nCronb3yioTcsa B KauecTse
rMIOKOKOPTUKOUA-COEeperatLmx CpeacTs Unm B cnyyasx
6onee TAXeNoro 3aboneBaHns: METOTPEKCAT, a3aTno-
MPWH, LUKNOCNOPUH, nedniyHomug, MmmkodeHonaTa
modbetun, unknodocdammug u 1. 4., UHOTAA B CTyNeHYa-
TOM Tepanuu [25]. KnuHuyeckux nccnegoBaHnin reHHo-
WHXEHEPHbIX 6UoNornyecknx npenapatos npu P
He 6bIn0 oNy6NMKOBaHO. B HegaBHel hpaHLy3CKOiA
cepuu [26] 6uonoruueckue npenaparbl, UICNOMb3yeMble
And neueHus P, BKAYaNu MHrM6mTopbl hakTopa He-
Kpo3a onyxonu (Cpefu KOTopbIX aaanumymas, kak 6bino
NOKa3aHo, UMeeT Hanbonbluyio 3P HEeKTUBHOCTD), TO-
LMIM3yMab, aHaKMHpY, pUuTyKCcMmab u abatauent. Mo-
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Pa3nTENbHO, HO TONbKO 2/3 NALKUEHTOB OTpearnpoBanu
Ha neuyeHue B TeueHMe 6 MecaLeB, a NOMHbIN OTBET Ha-
6nofanca B 19 % cnyvaes.

JIEMEHUE NOPAXEHWA ITMA3 NPU PN
NleueHue nopakeHMs rnas UMeeT Hanbonbluee 3Haue-
HUMe, NOCKONbKY HEKPOTU3MPYIOLWMUNA CKNEPUT 06bIYHO
accoLUMpyeTCs CO 3HAUMTENIbHbIM HAPYLLEHNEM XKIU3-
HeleATeNbHOCTM U MOXET NpUBEeCTU K nepdopauum
rnasa. MaumeHToB cnefyeT Kak MOXHO paHblUe Hanpas-
NATb K 0)TanbMoNOry, MOCKOMbKY NPM paHHeEM Haya-
fle MeCTHOM U CUCTEMHON Tepanun MOXHO u3bexartb
AanbHeNWnX 0CNOXHEHWIA. B TO Bpems Kak nerkue cny-
yau, Takne Kak 3anNuCKIepuT, MOXHO NeYnTb C MOMOLLbIO
MEeCTHOM Tepanuu, Hambonee TAxenble cnyyan 06bIYHO
TpebyoT arpeccMBHOr0 CUCTEMHOTO NleYeHus, Takoro
Kak MHY3MK TIOKOKOPTMKONAOB U Luknodgochamm-
Aa. Takxe coo61wanocb 0 Cyyanx HEKPOTU3MPYHOLLETO
CKNepuTa, NeYeHHOro 6uonoruyeckummn npenapara-
Mu (MHNuKcMmabom unu aganumymadom) [27]. Ectb
1 coobLWeHna 06 UCNoNb3oBaHUN LUAHOAKPUIATHOIO
Knes Ans BOCCTaHOBNeHUs nepudgepuueckux nepgo-
pauuii porosuupl [28].

NleueHne NopaxkeHns AbixaTebHbIX NYyTEN 3aBUCUT
OT ero nposBneHua n Taxectu. NpumepHo B 25% cny-
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yaeB pa3BUBAETCA NapUHroTpaxeasibHaa CTPUKTYpa
[29]. CnepyeT BbIABNATDL paHHME MPU3HAKK TPaxeo-
6poHxomansauun. Cy)xeHue Tpaxen MOXHO YCTPAHUTb
C NOMOLLbIO TPAXeoCcToMuN, 6Y)XUPOBAHMUSA TPAXen, CTEH-
TUPOBAHMA U PEKOHCTPYKTUBHOM Xnpyprun. OfHaKo
HeAICHO, He yCcyry6nsaioT N 3TU npoueaypbl TeueHune
PI, Tak Kak OHU MOTYT MPUBECTU K BOCMaNeHunto ANc-
TanbHbIX AblXaTenbHbIX NyTen [21]. U3-3a pucka nepdo-
pauum Tpaxen neroyHas ¢moOpoOCKONuUsA, Kak NPasmno,
HACTOATENbHO He pekomeHayeTcs npu P, Mpu Kpan-
Hell Heo6Xx0AMMOCTYN NpoLeaypPa AOMKHA NPOBOANTLCS
TONbKO OYE€Hb OMbITHLIMU CMELUANNCTOM C NOAAEPKKOM
OTAENeHUst MHTEHCUBHOW Tepanumn. PEKOHCTPYKTUBHAS
XUPYpPrua Hoca umeeT NPOTUBOPEUMBbIE pe3ynbTaThl;
B OCHOBHOM NpejnoyTuTeNbHbl KOCTHbIE TpaHCNaH-
TaTbl (uepen MM NoAB3AOLHASA KOCTb), MOCKONbKY 06-
WM XPALL, MOXET BOCNANMUTLCS NOCNe TPABMbl; 04HAKO
L-06pa3Hblil pe6bepHbli XpaLy yCnewHo NPUMEeHANCS
npu pemuccun 3a60neBaHms Nog NPUKPLITUEM UMMY-
HOJenpeccaHToB.

NleyeHne apTpuTa TaKXe He CMCTEeMaTU3NPOBAHO.
B 60MbWIMHCTBE CNYYaEeB 3NM30bl apTPUTA ABNAIOTCA
CaMOKYMUPYIOLWMUMANCA N HE3PO3UBHbLIMU U €70 BO3HUK-
HOBEHMWe He COBNafAaeT C ApyrumMu npu3Hakamm 3a6o-
neBaHus. MoryT 6bITb BOBMeUYeHbl pebepHO-XpALLEBbIE,
rPYANHHO-KNIOUNYHbIE N PYKOATOYHO-TPYAUHHbBIE CY-
CTaBbl, @ TaKXe nepudepnueckne KpynHble U Menkue
CYCTaBbl, MHOTAA acUMMeTpuyHo [30]. Mpu Tsxenom
apTpuTe moryT notpe6osatbcs cDMARD, uHorga B co-
ueTaHuM C 6UONOrMYECcKoil Tepanmen.

MopaxeHune xpslwen pasnNuyHON NOKanusauum,
a TaKXe ApPYrux opraHoB U CUCTEM MOXET NPUBECTU
K Pa3BUTMIO TAXENbIX OCMOXHEHUN. YacTo AnarHos
yCTaHaBNMBAETCA Ha NO3fjHeM 3Tane, Korga npoucxo-
VT uHBanmam3sauus 60nbHoro. CBOeBpPEMEHHOE BbisiB-
neHne 601€3HM N HA3HAYEHNE AAeKBATHOTO NeUYeHmns
No3BO/IAET CYLeCTBEHHO YNyULWKUTb NPOrHo3 nauueH-
TOB, CTPaAALMX PEeLUANBUPYIOLWUM NOTUXOHAPUTOM.

MpepcTaBnsem onucaHue KAUMHUYECKOro Ciyyas pe-
UMANBMPYIOLLErO MONMXOHAPUTA C Pa3sBUTUEM TAXe-
noro naHyBeuTa.

NauueHT I, 60 neT, NOCTyNMA B CTaLUOHap C xanoba-
MW Ha OCUNIOCTM rOM0Ca, HAapYLWeHKNe AblXxaHuA, 60nn
B ropne, 6011 B rpyaHoON KneTke, BbipaKeHHble 60K
BO BCEX OTAeNax NO3BOHOUHMKA, 60NN U NPUNYXNOCTb
YWHbIX PaKOBUH, CHUXEHUNe cnyxa, pe3koe CHKeHune
3peHus.

AHamHe3 3a6onegaHus: 3abonen ocTpo B Mae
2021 r., Koraa 6e3 nposoumpylWmMx (aKTOpoB nos-
BMNIMCb OCMNAOCTb rofioca u 6onu B ropne. Jleumncs
ambynatopHo y nop-spauya (HasBaHus npenapartos
He MOMHUT), 60MIN U OCUNNOCTb YMEHbLWUAUCD. Yepe3
Heaenw nosBUNMCb 6ONU B TPYAHOW KNeTKe CNneBa,
yepes [1Ba [iHA — CMpaBa, BbipaXeHHble 601 BO BCEX
oTaenax Mo3BOHOYHMKA. O6pawancad K HeBponory,
BbinonHanocb MPT Bcex oTAeNnoB NO3BOHOUHUKA, Kap-
TUMHA [AereHepaTuBHO-gUCTPodMueckoro 3abonesa-
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HMA NO3BOHOYHMKA. Ha3Hauanucb HMBI MHbEKLMOH-
HO — C KPaTKOBPEMEHHbIM ynyulieHmem. Yepes mecsy,
0T Hauana 3aboneBaHWUs OTMETUN NosiBNEHWe 6onen
[ABSALLEr0 XapakTepa B rfa3ax, yXyAlleHne 3peHus.
lMonyuan ctaumoHapHoe neuyeHune B LUPHb no mecty
XWUTENbCTBa, B Nepuog rocnutanu3auuu passunacb
peskas noteps 3peHus (CO CNOB nauneHTa, «CTeHa
nepea rnasamu»), BbIDAXKEHHAA runepemus CcKnep,
3aTeM nosiBNeHue 6oneil «CTPENsIoWEro» xapakre-
pa B ronose, YWHbIX PaKOBWHAX W B rnasax, Bblpa-
XEHHOE YyBeNnueHne u runepemus, 60Ne3HEHHOCTb
YIIHbIX PAaKOBWH, YTO 6bII0 pacLEHEHO KakK anneprus.
MauueHT 6biN BbIMUCAH HA ambynaToOpHOe neveHue.
Yepes mecsal, nocne BbIMUCKN 06paTUCA Ha KOHCY/b-
TauuK K TepanesTy B MOMUKMAUHWYECKOE OTAeneHue
NleHUHrpaackon 06NaCTHOM KNUHUYECKOW 6GONbHU-
Lbl, B 3KCTPEHHOM NoOpsiAKe 6biN roCNMTAnU3MpoBaH
B JIEHMHIPAACKYI0 06MACTHYID KAMHWYECKYI 60Mb-
HULY C AMAarHO30M: XpOHUYECKaa 06CTPyKTMBHaA 60-
nesHb nerkux (XOB/1), cpeiHen TAXKECTH, 060CTPEHNME.
Mo paHHbim KT OTK ueHTpunobynspHas n napacen-
TanbHas amduema, Manbin ruaponepukaps. Jlabopa-
TOPHO BbIABNANNCH yMepeHHan aHemus (Hb 94-81r/n),
BbiCOKMe ocTpoa3osble nokaszartenu (CO3 69 mm/u,
CPB 126-80 mr/n, AH® 1:160, AHLIA < 1:40). Ha ocHo-
BAHWUN KNUHUYECKUX AAHHbIX (XOHAPUT YUIHBIX PaKo-
BUH, XpsAlled rOPTaHU U Tpaxeu, NepucTepHanbHbIl
XOHAPUT U XOHAPUT pebepHO-MO3BOHOUHbIX COUNeHe-
HWUIA, 3MUCKNEPUT U NAHYBEUT, CHUXKEHWUE CNyxa), Bbl-
fIBNeHHON ocTpod)a3oBON aKTUBHOCTU, UCKNIOYEHUS
AHLUA-accoummpoBaHHOro BackynuTta yCTaHOBMEH Au-
arHo3 «PM». ConyTCTBYIOWMI AKUArHO3: XpoHuueckas
06CTpYKTUBHAs 60Me3Hb NErkux, CpeaHen TaxecTy,
BHe 060CTpeHua. O06nAUTepUpYoWMii aTepocknepos
HWKHUX KOHeuHoCTel. LUyHTUpoBaHue 06eunx 6eapeH-
HbIX apTepuit B 2016 . AHEMMS CMELIAHHOrO reHesa
(enesomeduunUTHARA, XPOHUYECKOTO BOCMANEHUSA)
nerkas. KaHanmgo3 poTornoTku. XPOHUUECKMi KaTa-
PanbHbI NAPUHIUT.

MposefeHa nynbc-Tepanusa conymeaponom 250 mr
B/B kKan N2 3 c mocneayoumM NepeBofoM Ha Nepo-
panbHbIA NpUem npeaHM3onoHa 40 Mr/cyT ¢ ynyuue-
HUem — cTan BUAETb OUepTaHua NpeameTos, NPOLUSK
60N B NO3BOHOUHUKE M FPYyAHOI KneTke, 6011 B rop-
ne. 0chTanbmMoNOrom fuarHocTupoaH OU — naHyBewuT,
BTOPMUYHAA 3KCCYAATMBHAA OTCNOWKA CETYaTKW, BTO-
puyHasi ohTanbMOrunepTeH3us, NPOBOAUNNCL PETPO-
6ynbbapHble UHBEKLUW FNIOKOKOPTUKONIO0B.

Ha coHe cucTemHOM Tepanuu FAOKOKOPTUKOCTE-
ponpamu (TKC), mecTHOro neueHus oTmevanacb pe-
AYKUMA NposBneHuii nonuxoHaputa (puc. 1), Hopma-
nu3auua nabopatopHbix nokasateneit (CPB 1,14 mr/n,
C03 7 mm/uac, He 121 r/n), UCUE3HOBEHUE TUNEpeMi
rnas (puc. 2), ynyuwexne 3peHus (ctan BUgeTbh ouep-
TaHus NPeaMeTOB), HO COXPAHANOCh Pe3KOe CHIKEHME
3peHud. YuutbiBas TAXeNoe TeyeHue yBeuta ¢ Hanu-
umem BTOPMUYHOW OTCMOWKM CETYaTKM Ha 06OUX rna-
3ax, HeajekBaTHbln 0TBeT Ha KC, Heo6XxoaMMoCTb
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PeLlI/Iﬂ,I/IBI/IpyIOLLI,I/II;I NONMUXOHAPUT: TPYAHOCTN ANATHOCTUKK U NNeYyeHna B peaanoM KJTMHMYECKON NnpaKkTukKe.
KnuHunueckun CﬂyHaVI peunguBupyoliero nONNXoOHAPNUTa C TAXENbIM NaHYBEUTOM

[lo Tepanuun N'KC

Ha doHe Tepanuu MKC

Puc. 1. MauueHT *, 60 neT. XOHAPUT YLWHbIX PaKOBUH. A — Ao Tepanuu , b — Ha doHe Tepanuun FKC
Fig. 1. Patient G*, 60 years old. Chondritis of the auricles. A — before therapy, B — during GCS therapy

[o tepanun N'KC

Ha ¢oHe Tepanuu MKC

Puc. 2. NaumeHT I'*, 60 net. NopaxeHue rnas. A— o tepanuu , b — Ha coHe Tepanuu MKC
Fig. 2. Patient G*, 60 years old. Eye damage. A — before therapy, B — during GCS therapy

MUHUMU3MPOBATL 03y KC M3-3a 3Haummom conyt-
cTByloLein natonorun (Tskenblii aTepocknepos), pu-
CKa pa3BuUTUA BTOPWYHOM KaTapakTbl COBMECTHO
€ 0)TanbMONOramMn NMPUHATO PELLEHNE O BKIKOUYEHWM
B CUCTEMHYI0 Tepanui) MOHOK/IOHANbHbIX aHTUTEnN
(uHruéuTopa hakTopa HeKpo3a onyxonu-anbda) B Ba-
puaHTe aganumymab. Aganumymaé 3apernctpupoBaH
B PO no nokasaHuio «neyeHne HeMH(EKLMOHHOIO
yBeuTa 1 naHyBeuTa y B3POC/bIX NPU HEAQEKBATHOM
oTBeTe Ha Tepanuto TKC, B cuTyauusx, korga Heobxo-
AUMO CHMKeHMe ao3bl unu oTmeHa MKC, a Takxe Korga
Tepanusa N'KC npoTnBonokasaHa.

HauaTa Tepanus aganumymabom no cxeme nevyeHus
yBeuTa: MHAYKLUMOHHaA fo3a 80 mr Ha Hepdene 0, 3aTem
no 40 mr Kaxxable 2 Hegenu.

Ha cdoHe Tepanun aganumymabom OTMeUYeHO 6bl-
CTpOe CHWXKEeHWEe aKTMBHOCTKU 3aboneBaHus, Kynu-
poBaHMe BCEX KMUHWUYECKUX NPOABMEHUW, HOPMANK-
3auus nabopaTopHbiX NokasaTenei, 4To NO3BONUMO
B TeueHue 6 mecsaues CHU3UTb fo3y NKC 00 MUHMManNb-
HOI — 5 MI NpeAHM30N0Ha B CYTKK, a uepe3 8 mecsaLeB
OT Hauyana Tepanun AO6UTbCA MONHOW OTMEHbI Npea-
HW30M0Ha. MMauneHT Habnwogancs ogTanbMONOroMm,
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0TMEUEHO YMeHblUeHNe aKTUBHOCTY yBeuTa (McuesHo-
BEHNE 3KCCYyAaLMM, YMeHbLUeHne nponudepaTuBHbIX
N3MeHeHun), ynydweHue 3peHusa (BoccTaHoBMAACH
CNOCOBGHOCTb CaMOCTOATENbHO nepefBuUraTbCs, 06-
CNyXmnBatb cebs).

MaumeHTy npoBofunacb Tepanus aganumymabom
B TeueHue 12 MmecauUeB, peuuamBoB 3ab6oneBaHus
He OoTMeueHo. Yepes roa Tepanun aganumymab otme-
HEH B CBA3MW C PA3BUTUEM PEMUCCUN U OTKA3OM MaLu-
€HTa OT BU3UTOB B CTALMOHAP.

MaumeHTy BbINOMHEHA Na3epHas AMCLU3MS BTOPUY-
HOW KaTapakTbl OS B Na3epHOM LieHTpe.

HexxenatenbHbix BNEHUN Ha (hOHEe neyeHus afa-
nMMymabom He OTMEUEHO.

3AKJTIOMEHUE

0COo6EeHHOCTbIO JAHHOTO Clyyas ABNAETCA NO3AHASA
ANArHoCTUKa pefKo BCTpevalowerocs 3aboneBaHus,
HeCMOTPS Ha Pa3BUTUE TUMUYHBIX KAUHUYECKUX NPO-
SIBNIEHUI: MOPaXKeHUe TPaxeobPOHXMANbHOIO AepeBa,
XOHAPUT YIWWHbIX PAKOBUH, pe6epHO-TPYAUHHBIX Xpsi-
el n pe6epHO-N03BOHOYHbIX CYCTAaBOB, NOPAXeHMUe
rnas c pa3BuMTMeM 3NUCKNepPUTa U MAHYBEMUTA, a TAKXe
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6bICTPOE PA3BUTUE OCNOXHEHWIA — CHUXEHUE Clyxa

1 3peHun. lMpeactaBneHHoe KnuMHUYeckoe Habnopae-

Hue AeMOHCTpupyeT BaXXHOCTb paHHe|7| ANArHOCTUKN

60ne3Hn 1 CBOEBPEMEHHOI0 Ha3HayeHua aaeKkBaT-

HOro neyeHuna cC yuetom 0CO6EHHOCTEN KNUHUYECKMX

NposBNEHNH,

H606XOAVIMOCTb MynbTUANCLUNNNHAP-

HOro noaxoja B neyeHn nNauneHToB C CUCTEMHbIMK
3aboneBaHUAMM C nopaxeHnem MHOIrMx opraHoB.
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