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O6ocHoBaHue. PeuuauBupyowmn noamxoHaput (PI) — cucTtemMHoe WMMyHoOBOcCnaanTesbHoe 3abo/sieBaHue,
XxapaKktepusyroujeecss MOBTOPSAIOWUMUCA 3dNU304aMu BOCMaleHUs XPAWEBOM TKaHU U APYyrux CTPYyKTyp, 6oraTtbix
rnpoteormmkaHamu. M3BeCTHbI pa3/inyHblie GeHOTUMNbl 3ab0/IeBaHUsA: OT U30JIMPOBAHHOIO MOPaXKeHUs XpALen Hoca WUIu
YUWHbIX PakoBUH A0 CUCTEMHOro BOcCraseHusi ¢ 1abopaTopHOM aKTMBHOCTbIO, CMOCOBHOr0 UMWUTUPOBATL Pa3/INYHbIE
peBmaTtuyeckme nartonormn. Y peten Pl BcTpevyaeTcs peako; AN NeauaTpuyeckos nonyasumMm xapakKTepHo 6osiee
4acToe BOBJIEYEHME [bIXaTe/IbHbIX MyTEW C HapyleHUeM WX POXOAUMOCTU U (HOPMUPOBAHMEM MUIHEYrPOMKAKLNX
CTEHO30B. [lpn OTCYTCTBUU XOHAPUTaA HOCA MM YLIHbIX PaKOBWUH, apTpuTa MU KOCTOXOHAPUTa BepuduKkauus aumarHosa
Cyl|eCTBEHHO 3aTpyAaHeHa. OnucaHne KIMHUYEeCKOro ciayvasi. B ctatbe npuBoOAMTCS onucaHMe KAMHUYecKoro cayyas Pl
y naumeHTku 14 ner. [e6ioT 3abosieBaHUS MpoTeKas ¢ pasBUTUEM MOACBA30YHOIro CTEHO3a ropTaHu U Mporpeccupyomm
3aTpyaHeHnEM [biXxaHus, noTpeboBaBLUMM BbIMNOJHEHUS] TpaxeocToMun. CoxpaHeHWe OAbllKW, CHUXEHWe Macchbl Tena
1 HapactaHue n1abopaTopHON aKTMBHOCTU HOCM/IM BOJIHOOBGPA3HbIN XapaKTep; No3AHee npucoeAnHNUICS XOHAPUT YLIHbIX
PaKOBUH M pPebepHO-rPyANHHbIX COYJIEHEHMM, KOTOPbIA AIUTEbHOE BPEMS OCTaBasiCsi He3aMe4YeHHbIM. B utore 6bin
YCTaHOBJIEH AMarHo3 rnepBUYHOro peLuanBupyoLLero rnoamMxoHapuTa. Ha ¢goHe KOMGUMHMPOBaHHOM Teparuu, BKIoYaBLLIEN
[TIIOKOKOPTUKOMABI U FEHHO-UHXEHEPHbIN BMO0rMYECKUI npenapaTt romMmymat, OTMEYEH MOJIOKNUTEbHbIN 3HPEKT B Buae
CHWXKEHUS 71abopaToOpPHON aKTUBHOCTHU, 3HAYUTEIbHOIO Y/1yullEeHUS] AbIXaHWUS U MOBbLILEHUS TOJIEPAHTHOCTU K (U3MYECKON
HarpysKke. B otcytctBME AMHAMMUKU BbIpaXKE€HHOCTU MOACBA30YHOIO CTEeHO3a Mo JAaHHbIM KOMIbLIOTEPHOU TOMOrpagpuu
1 pU6POIaPMHIOCKONMM NaLMEHTKa HY)KAAETCS B PErysipHOM Hab04eHUN N HACTOPOKEHHOCTH B OTHOLLIEHUN BO3MOXKHOM
HEeo6X0AMMOCTHU MOCAEAYIOLEero XMpypryyeckoro BMmellaTe/bCeTBa. 3aKadeHue. [loBTopsomnecs 3nNn304bl CTeHOo3a
JibIxaTesIbHbIX NyTel B CO4ETaHNU C Npu3HaKammu CUCTEMHOr0 BOCMaaeHUs JOJIXKHbI Bbl3blBaTb HACTOPOXKEHHOCTb B OTHOLLEHUMN
peunanBUpYIoLLIEro NoJanxoHapuTa. bosb n 0TEYHOCTb YLLIHbIX PaKOBUH, rnepgdopaLims HOCOBOM NeperopoiKm, KOCTOXOHAPUT
W apTpUT MPUCYTCTBYIOT HE y BCEX MNauMeHTOB, MOIYT BO3HUKaTb 0C/E Pa3BUTUS KUIHEYrpoXalllero 3atpyAHeHus
AblXaHusi, B MEHbLUEN CTerneHU CyObeKTMBHO GECMOKOWUTb MauyueHTa M O0CTaBaTbCsl HEBbISBEHHbLIMU PU KIIMHUYECKOM
ocmoTpe. KInHMKO-UHCTPYMEHTalbHasi AMarHOCTUKa TPeBYET y4acTusi MybTUAUCLMITIMHAPHOM KOMaH/bl CreLmnaancToB.
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OBOCHOBAHME

Peungusupytowmnn nonuxonaput (P, relapsing
polychondritis) — cucTeMHOe WMMyHOBOCManUTENbHOE
3a60neBaHne C LMPOKMUM CMEKTPOM KIUHMYECKUX Mpo-
ABNEHWUN, 0BYCNOBMIEHHbIX MOPaXKEHUEM XPALEBOW TKaHU
HapYXHOrO yxa, Hoca, CYCTaBOB M [AblXaTeNbHbIX MNyTEW.
Mpu Pl Takke BO3HWKAET BOCMNaneHue CTPYKTyp, 6oratbix
NPOTEOrNIMKaHaMM, TaKUX KaK 060/104Ka rna3Horo a6s10Ka,
cepaLue, KpOBEHOCHbIE COCYAbl U BHYTPEHHee yXxo [1, 2].

3aboneBaHnMe MNPEUMYLLECTBEHHO pPErncTpupyer-
ca y B3pocabix B Bo3pacte 40-55 ner ¢ 4actoton oOT
45 po 20 naumMeHToB Ha 1 MAH B3pPOC/IOr0 HacCeneHus;
[e6loT B AeTCKOM BO3pacTe BCTpeYaeTcs KpalHe peako
[3]. BonblwmnHCTBO HabnoaeHu PNy aeten npeactaBneHsbl
B /MTEepatype B BUAE E€4UHUYHbIX KIMHWYECKMX CnyyYaeB
WU HeEGONbLINX CepUn. PeKOCTb NaTo/orMm 1 Bapmnabenb-
HOCTb K/IMHUYECKMX MPOSIBNEHWUI 0BYCNOBAMBAIOT 3HAYM-
TeNbHble TPYAHOCTW AMarHocTMku Pl B JeTCKOM Bo3pacTe,
KOTopasi HepeaKo 3aHUMaeT MNPOAOIKUTENbHOE BPEMS.

Mo paHHbIM 0630pa J.T. Alganatish n coaBT. [4], 3aaepKa
BepudHUKaLMK auarHosa y AeTen coCTaBasSeT OKoo 5 net
no CpaBHEHMIO C MeHee YeM 2 rofjamu y B3pochbix. B cepum
13 10 cny4aeB gebtota NoMXOHAPUTA B LIETCKOM BO3pacTe,
ony6nmMkoBaHHoM A. Belot 1 coaBr. [5], cpefiHMI BO3pacT Ha
MOMEHT MOSABNEHMS NEePBbLIX CUMMNTOMOB cocTaBuin 8,6 roga.

Y 30% B3pocnbix nauveHToB Pl MMeeT BTOPWYHbIN
XapaKtep u pas3BuBaeTcd Ha ¢$OHe CUCTeMHOro Bocnalse-
HWS, CBSA3AHHOrO C ApyrMMu 3aboneBaHusMU (peBmato-
MOHbIM apTPUTOM, CUCTEMHbLIMU BacKyIMTamu, CUCTEMHOM
KpacHOM BOTHaHKOW, MMENoAMCMNaCTUYECKUMU U NapaHeo-
nnactMyeckumu npoueccamu) [1]. Ang geten, HanpoTvs,
oonee TUMWYHO MNepBUYHOE TeyeHue Pl 6e3 npu3HaKoBs
COMYTCTBYIOLLEN peBMaTUYECKOM NaToNornu; Npu aTOM Npm-
MEPHO Yy MNOJSIOBUHbLI MNaLMEeHTOB B CEMENHOM aHaMHe3e
oTMeYyatoTca ayTouMMyHHble 3abonesaHusd [4].

dTtnonorns Pl oKoH4YaTenbHO He YycTaHOBJEHa.
lNokazaHa accouuauna 3aboneBaHUs C HOCUTENbCTBOM
HEKOTOPbIX BapuaHTOB ajfieel YeloBEeYEeCKUX NenKo-
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uMTapHbix aHtureHos (human leucocytes antigens; HLA),
XapaKTepHbIX ANf ayTOMMMYHHbIX 3aboneBaHUN, TaKux
kak HLA-DR4, HLA-B*67:01, HLA-DRB1*16:02, HLA-
DQB1*15:02 [6].

Mo AaHHbIM PasnU4YHbIX 3KCMEPUMEHTaNbHbIX MoAenen
NOATBEPKAEH MMMYHOBOCNANUTENbHbIM MEXaHW3M Mopaxke-
HUS XpsLLa, cBA3aHHbIM ¢ aAuc6anaHcom Th1l/Th2, 4To no3Bo-
naeT paccmatpuBathb Pl KaKk BeposaTHo Th1l-onocpegoBaHHoe
3aboneBaHue [7]. lMpeanonaraetcs, 4yto Pl pasBuBaeTcd
npwv yTpate MMMYHOOMMYECKOM TONEPAHTHOCTU K aHTUreHam
XPSLWEBOM TKaHWU. XpsiLl, paccmaTpuBaeTCcs Kak UMMYHONOMU-
4YeCKM NpuBHunerMpoBaHHas TKaHb 6narogaps 0CO6eHHOCTAM
KOHdOpPMaLMKU BONOKOH, CTPYKTYpe MaTpuKCa W aBacKy-
NApHON cpefe. MoBpexaeHne xpsa BCAeAcTBUE MHDEK-
UMA MAKM TpaBMatn3aunmn MOXET MHULMMPOBATb MMMYHHbIN
OTBET MPOTUB XPSLEBbLIX KOMMOHEHTOB (KOMnareHol TMMNOB
I, IX, XI, maTpunnmH-1, NnpoTeorNnKaHbl), ONOCPEAOBaHHbIN
rMnepnpoayKkumner NpoBoCnanmnTeNbHbIX LMTOKMHOB — dakK-
Topa HeKkpo3a onyxonu anbda (TNF-a), vHTepdepoHa-ramma,
nHTepnenkunHa (IL) 8 n makpodaranbHOro BocnaauTebHOro
6enka 1 [8]. JlTokanbHOe BbiCBOGOXKAEHWE NPOTEUHA3 U CBO-
604HbIX paAVMKanoB YCUAMBAET MOBPEXKAEHME Xpslla; npu
3TOM OCTaEeTCs HEACHbBIM, YTO ABASETCSH NEPBUYHBIM 3BEHOM:
MMMYHHOE BOCManeHue, 3anyckalowee depMeHTaTUBHYIO
gerpagauuio, unv GepmeHTaTMBHOE NOBPEXAEHME, KOTOpOe
«0BHaXkaeT» UMMYHOSIOTMYECKU MPUBUIETMPOBAHHbIE aHTU-
reHbl U aKTUBUPYET UMMYHHYIO cuctemy. Cepms KIMHUYECKMX
cnyqaeB Pl y nauveHTOB C npeawecTBYOWMM TpaBmaTu-
YECKUM MNOBPENKAEHMEM XpSlla MO3BONASET MPEeanonoXKMUTb,
4YTO yTpaTa TONepPaHTHOCTM MOXKET ObiTb CBA3aHa WMMEHHO
C «06GHaXKeHMeM ayToOaHTUIreHOB XPALWEBON TKaHW» [9].

MexaHn3Mmbl, nexalme B 0CHoBe pasBuTtua PI1, cymmap-
HO npefcTaBneHbl Ha puc. 1.

B ructonornyeckux obpasuax TkaHew npu Pl BbiaBas-
loTCA CKOMneHuss NMMAGOLMTOB U Naa3mMaTUYeCKUX KNETOK,
a TaKXe OTNOXEeHWEe WMMYHOrNO6YIMHOB M KOMMOHEHTOB
CUCTEMbI KOMMNIEMEHTa B 30HE PUOPOIHO-XPALLEBOIO COEAM-

HeHns. Mopdonornyeckoe uccnegoBaHue He NO3BOASET
[LOCTOBEPHO BepndmLMpOoBaTb NOJMXOHAPUT M paccMaTpmBa-
€TCA KaK BCNoMoraTtenbHbl MeTo AUarHOCTUKM, AOMOMHSAI0-
UMM KITMHWUKO-MHCTPYMEHTanbHble AaHHble [10].

[OnarHoctnka Pl ocHoBaHa Ha COBOKYMHOCTU KAMHUYe-
CKMX Mpu3HaKoB. CylecTBYIOT HECKOIbKO HabopoB AnarHo-
CTUYECKUX KpUTEPUEB, NPeaNioxeHHbIx 6onee 30 neT Hazaa
(tabn. 1).

B nabopaTopHOM AMarHOCTMKe paccmaTpuBaeTcs BO3-
MOHOCTb MCCNefoBaHUA MOJEKYNSPHbIX GMOMapKepoB
(ayToaHTUTEN M GENKOB, CBA3AHHbLIX C MOBPEXAEHWEM XPSi-
LEeBOW TKaHW) B KPOBM, OAHAKO COOTBETCTBYIOLWLMNE peareHTbl
noKa He fBNSATCS 06LEeA0CTYNMHbIMU B 60/bLUMHCTBE Mean-
LIMHCKKMX y4pexxaeHun [7].

KnuHnyeckas kaptuHa Pl KpaiiHe BapuabenbHa 1 onpe-
gensietcs 4AUTeNbHOCTbIO 3aboneBaHus, 4acTOTOM 3nM30-
0B 060CTPEHUS, NoKanM3aumnen M KONMYeCTBOM CTPYKTYP,
BOBJIEYEHHbIX B NaToONOrMyecKMin npouecc. Bepywen Kiu-
HMYECKON OCOBEHHOCTbIO SABASETCA BOCNaneHwe Xxpsiie-
BOW TKaHW. XOHAPMT YLWHbIX PaKOBKH, CONPOBOXKAAOLWMMCS
60NE€3HEHHOCTbIO, OTEKOM, TMMNEPEMUEN U IPUTEMATO3HOM
OKpacKOM xpsila, He 3aTparvBalollen MOYKy yxa, B 60/b-
LWUMHCTBE Cly4YaeB BbICTYNaeT OCHOBHbIM KpUTEPUEM, NMO3BO-
n[oWwmrm 3anogo3putb PIy naumeHTa ¢ cumntoMamu, nepe-
KPeCcTHO nepeceKaloWwmnmMmncs ¢ Apyrumu peBmMaTUyeCcKUMU
3a60/1eBaHUAMM.

MHoroo6pasve NposiBAEHUH NOAUXOHAPUTA, HECUHXPOH-
HOEe MpOosIBNEHNE CUMMNTOMOB M BONHOOOGpasHoe TeyeHue
3a6oneBaHns 06YCNOBAMBAIOT CNOXHOCTM paHHEen Aaua-
FHOCTUKKU. B mpocneKTMBHOM 06cepBaLMOHHOM KOrOPTHOM
uccnegosaHum M. Ferrada w coaBT. [14] y B3pOCAbIX nauu-
eHTOB ¢ PI1 6binn BblgeneHbl TPU KIMHUYECKME MoAarpynnbl
Ha OCHOBE 3aKOHOMEPHOCTEN TeYEHMS U NPOrHo3a. XoTs Bce
nauneHTbl COOTBETCTBOBaNN AMArHOCTUHECKUM KpUTEPUAM
PM, knuHuyeckne deHoTUNbl 3abosnieBaHUA CyLLEeCTBEHHO
pasnun4yanucb. Y He6obLWON YacTh naumeHToB (rpynna N2 1)
Habnoganacb Knaccuyeckas KapTuHa 3aboneBaHUs C XOH-
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Relapsing Polychondritis in the Practice of Pediatric

Rheumatologist: Case Study

Background. Relapsing polychondritis (RP) is a systemic immunoinflammatory disease characterized by recurrent episodes of
inflammation of cartilage tissue and other proteoglycan-rich structures. There are various phenotypes of this disease: from isolated
damage of the nose or auricles cartilages to systemic inflammation with laboratory changes imitating various rheumatic pathologies.
RP is rare among children as pediatric population is characterized by more frequent involvement of respiratory tract with obstruction
and life-threatening stenoses. Its diagnosis is significantly difficult then there are no signs of nasal or auricles chondritis, arthritis, or
costochondritis. Case study. This article describes a clinical case of RP in 14-year-old female patient. Disease onset occurred with
subglottic laryngeal stenosis and progressive respiratory distress, required tracheostomy. The persistent dyspnea, decrease in body
weight, and increase in laboratory activity were undulated. Later, auricles and rib-sternal joints chondritis was revealed. As a result,
diagnosis of primary relapsing polychondritis was established. The combined treatment with glucocorticoids and genetically engineered
biologic drug, golimumab, led to positive effect: decrease in laboratory activity, significant improvement in breathing, and increase
in exercise tolerance. In the absence of any dynamics in subglottic laryngeal stenosis severity according to computed tomography
and fibrolaryngoscopy, the patient requires regular monitoring and alertness regarding the possible need for subsequent surgical
intervention. Conclusion. Recurrent episodes of airway stenosis combined with systemic inflammation should raise concerns about
relapsing polychondritis. Pain and swelling of auricles, nasal septum perforation, costochondritis, and arthritis are not presented in all
patients. However, they can occur after the development of life-threatening breathing difficulties, can less bother the patient, and can
remain undiagnosed during clinical examination. Clinical and instrumental diagnosis requires participation of multidisciplinary team of
specialists.
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Puc. 1. OcHOBHbIe aTanbl NaToreHesa peLnanBrpytoLLero nonu
Fig. 1. Main stages of relapsing polychondritis pathogenesis
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Ta6nuua 1. [InarHoCTUYECKME KPUTEPUU PELIMAMBUPYIOLLETO NOMMXOHAPHUTA

Table 1. Diagnostic criteria of relapsing polychondritis

[1BYCTOPOHHMIM XOHAPUT YLIHbIX PAKOBUH

Kputepun McAdam (1976) [11]

Heapo3unBHbIN cepoHeraTMBHbIN BOCNaNUTENbHbIN NOIMAPTPUT

[na BepuduKaumm guarHo3a TpebyeTcs Halmune Tpex us

XOHAPUT HOCa

cnepyroumx KNMHUYECKNX NpU3HakoB

BocnaneHne 060104KM rMas3Horo A610Ka

XOHAPUT AblXaTeNbHbIX NyTEN

[IBYCTOPOHHM# XOHAPHT YLIHbIX PAKOBUH

Kputepun Damiani v Levine (1979) [12]
[lnarHo3 MoKeT ObITb YCTAHOBJ/IEH MPU HAIMYUKM TPeX

Heapo3uBHbIN CepOHEraTMBHbIN BOCNaNUTENbHbIN NOIMAPTPUT

KIMHUYECKMUX NPU3HaKOB, WiNn OAHOIo KIIMHNYECKOoro
NnpuU3Haka B CO4ETaHNN C TUCTONNIOTMYECKUM

XOHApUT HoCca

noaTBeEPKAEHWEM XOHApUTa (6€3 0653aTeNbHOM NOBTOPHOWM
61oncuun, AonycKaeTcst NepecMoTp paHee Nony4eHHOro

BocnaneHune 060/104KM rna3Horo 1610Ka

MaTtepuana), Uim AByX KIMHUYECKMX NPU3HAKOB
NpKW HaMYMKU KNMHUYECcKoro adpdeKTa oT Tepanunu

XOHAPWUT AblXaTeNbHbIX NyTeN

rMIOKOKOPTUKOMAGMU U/UNN AaNCOHOM

KoxneapHas u/vnu BectnéynapHas AUMCchHYHKLUS

Kputepun Michet (1986) [13]
[narHo3s ycTaHaBNMBAIOT NPU HaNW4YMUK ABYX OCHOBHbIX

OCHOBHblE KpUTEPUM:

® [JOKa3aHHble BOCMaNUTE/IbHbIE MPOLIECChI C NMOPAXKEHUEM XPSALLEN YILHOM
pPaKoOBMHbI

® [JOKa3aHHble BOCMaNUTE/IbHbIE MPOLIECChI C NMOPaX}eHUeM Xpsllen Hoca

® [JOKa3aHHble BOCNaNUTE/IbHbIE MPOLIECChI C NMOPAX}EHUEM FOPTaHHO-
TpaxeasibHbIX XpALLEH

KpuTepues 1160 OAHOro OCHOBHOIO U [1BYX BTOPOCTEMNEHHbIX

BTopocTeneHHble KpUtepuu:

° BocnasieHMe 060/104KM Fa3HOoro S610Ka

® noTteps ciyxa

e BecTubynspHas AMChYHKLMSA

© cepoHeraTMBHbIM BOCMaNUTENbHbIA apTpuT

[PWUTOM YLIHOM PaKOBWHbI U PacnpoCTPaHEHHbIM NOParKEHM-
€M Xpsilen Hoca U BEPXHUX AblXaTeNbHbIX NyTEN; B 3TOM rpyn-
ne AuMarHo3 ycTaHaBnvMBanun GbICTpee BCEro, HO B cpefHem
MWW Yepes rog nocne aebtota. [lBe gpyrue rpynnol naumeH-
TOB 6blM BblAeNEHbl N0 NPeo6aaaaHnio NOParKEHUS HUKHMX
ObixatenbHbix nyten (rpynna N2 2) niMbo npenmyLLeCcTBEHHO-
My BOBJ/IEYEHUIO CYCTAaBHOIO XpsLia W/WUAK YLLIHbIX PAKOBUH
(rpynna N2 3). MpumeyaTtenbHo, YTO Y NaLMEHTOB C JOMUHMU-
PYIOLLMM NOParKEHNEM HUMKHMX AbIXaTebHbIX MNyTEN YLHbIe

paKOBMHbI NOparkanncb pexke BCEro, 3ajeprkka BepuduKa-
LMK gnarHo3a cocTtaBnsisia B cpegHemM okoso 10 net.

Y NauMeHTOB C U30/IMPOBAHHbBIM YLIHbIM, KOCTOXOHAPAS b-
HbIM WS HOCOBbIM XOHAPWUTOM 3a4acTyto 6blBaeT 4OCTAaTO4HO
NpepbIBUCTON Tepanuu 3nNn3040B 060CTPEHUS (KaK npaBu-
110, HECTepPOMAHbIMM MPOTUBOBOCNANUTENbHBIMKW Mpenapa-
Tamu (HMBIM) unn rnoKoKopTukomnaamu). Mpu pedpakrep-
HOM TEYEeHWW MOoKa3aHO Ha3Ha4YeHWe UMMYHOCYNPECCUBHOM
Tepanuu; npu Heo6X0ANMMOCTU LIUTOCTaTUYEeCKKe npenapaTsbl
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NPUMEHSIOTCS C LENbl0 CHUXEHWUS CTEPOWMIHOM Harpy3Kku.
Buonornyeckas Tepanua paccMaTpuBaeTcs Npu HepocTa-
TOYHOM 3OPEKTUBHOCTU CTaHAAPTHbLIX METOAOB NEeYEHUS UK
Npuv TEKENbIX NPOABAEHUSX 3aboneBaHuns [15].

KnMHMYeCcKni onbIT BEAEHWUS KaXAoro nauveHTa ¢ noau-
XOHAPUTOM B NPaKTUKe AETCKOro peBmaTtosiora MMeeT NpuH-
UMnuManbHoOe 3HayeHue Ansi CBOEBPEMEHHOM KOMIMIEKCHOWM
[IMArHOCTMKK, BbiGOpa ONTUMasIbHON CXeMbl Tepanuu u ynyy-
LUEHUSI KaYyeCcTBa XM3HU pebeHKa. Huxke npeacTtaBneH Kiu-
HUWYECKMIM Cnyvyan BedeHUs eBOYKU-noapocTKa ¢ PI1, uanto-
CTPUPYIOLLMIA OCOBEHHOCTU KITMHUYECKON KapTUHbI M NOAXOAbI
K Noa6opy NeKapcTBEHHOM Tepanuu.

KNIMHUYECKHUIA NPUMEP

O nauueHTe

[eBoyka, 14 net, npoxoauna obcnenoBaHMe B CaHKT-
MeTepbyprcKom rocyaapCTBEHHOM MNeaMaTPUHECKOM Meau-
LMHCKOM yHuBepcuTeTte (CM6ITIMY) B ceHTabpe 2024 r. no
noBOAY PELMAMBMPYIOLLErO CTEHO3a ropTaHu. lpu nocty-
NAeHUn NpeabsBAsSaa }anobbl HA COXPAHSIOLYIOCS OAbILLKY,
WYMHOE AblxaHWe, NOTEPIO MacChl Tefla U HU3KYIO ToNepaHT-
HOCTb K GU3NYECKON HarpyskKe.

OppliwKa npu GU3NYECKON Harpy3Ke BnepBble NosiBUIach
2 rofa Hazag. 3aTpyAHEeHWe AblxaHWs HapacTano nocTenex-
HO, yCUAMBasACb BO BPEMS 3MU30A0B OCTPbIX PECMMPATOPHbIX
MHPEKLMIA, COMPOBOXAABLUMXCA KaTapanbHbIMU SBAEHUS-
MU W nnxopagkon. Cnycta 6 mec oT gebiota AblxaTeNbHbIX
HapyleHW AeBoYKa ABarKabl Gblia 3KCTPEHHO rocnuTanu-
3upoBaHa B MHOEKUMOHHOE OTAeNeHne Mo MoBOAYy rpunna
N KOKJIIOWHOM MHODEKLNU, OCNOXKHUBLLUXCSA TSXENon 6pOoH-
XOO6CTPYKLIMEN; OTMEYEH NN KPAaTKOBPEMEHHbIN MONOXKMH-
TeNbHbIK 3PDEKT OT CUMNTOMATUYECKON TEPaNUM.

Euwe yepes 2 mec, B mae 2023 1. pa3Buics NOBTOPHbIN
3MNM30[ BbIPaXEHHOr0 HapyLeHWsa AbIXxaHWUs, B CBA3K C 4eM
nauveHTKa 6blna rocnuTanM3npoBaHa; Brnepsble BbIMoaHe-
Ha OpPOHXOCKOMNWS, MPW KOTOPOM BbIABNEHO 06pa3oBaHue

B 06nactu roptaHu. HanoxeHa Tpaxeoctoma. o gaHHbIM
MynbTUCMIUPANbHOW KoMMbtoTepHon Tomorpadpum (MCKT)
ropTaHn OTMEYEHO TOTaNbHOE CYXeHWe MpocBeTa B MeX-
rofiocOBOM W MOArofIoOCOBOM oTAenax. 1o MecTy utefnb-
cTBa Oblfla NpoBeAeHa NpsiMas 1apuHroCKONuS ¢ yaaneHuem
06pas30BaHUs M3 061aCTU NPaBOro ropPTaHHOro XKenygodka.
[McTonornyeckoe 3aknoveHue: B npenapate ¢parMeHTbl
COeAVHUTENbHOM TKaHK ¢ npeobnagaHmem nonepeyHo-nosno-
CaTon MbIWEYHON TKaHW, YaCTUYHO MOKPLITOM MHOrOCION-
HbIM MJIOCKMM HEOPOroBEBAOWMUM 3MNUTEMEM W MHOrO-
PSAAHBIM LWAWHAPUYECKUM 3MUTENNEM; CTPOMa C O4aroBOK
NMMPOUAHOKNETOYHON UHOUNBTPALMEN U O0YAroBbIMU KpO-
BOUBUAHUAMMU.

Yepes 3 Mec pgeBoYyKka BMnepBble rocnurtaandupoBaHa
B CIMG6ITIMY B Bo3pacTe 13 neT Ana pelieHuws Bonpoca
0 JanbHenwen TakTuKe BedeHus. MNpu nocTynaeHun npeab-
ABNANa anobbl Ha HanuMyine TPaxeoCTOMbl, NOBbIWEHUE
TemnepaTypbl Tena go 37,0-37,4 °C B BevepHee BpeMs 6e3
KaTapanbHblX SBAEHWUI. 3a NOCNEAHNUI rof OTMETUNA CHUXKeE-
HWe maccbl Tena Ha 10 Kr, cBA3blBaeMoe C 3aTpyAHEHMEM
nuTaHua Ha ¢oHe TpaxeocTombl. poBeaeHa dubponapuH-
rockonus (puc. 2A): BbISIBIEH MEXrof0COBOM W MOAroso-
COBOWM pPyOLIOBbIN (?) CTEHO3 ropTaHu; y6eauTeNbHbIX AaH-
HblX 3a HanuM4yMe HOBOOGPA30BaHWA rOpTaHW He MOAy4eHO.
PekoMeHAOBaHbl AMHaMUYecKoe HabnogeHne 1 NoBTopHas
rocnutanusauns 4epes mecsLl.

B TeyeHne nocnepgyoulero MecsiLa ofbllika U yTOMAS-
€MOCTb MPOAOIKaNM HapacTaTb. bbino NpuUHATO pelueHune
0 NOBTOPHOM rocnuTanuaalmu ana npoBeaeHns UarHocTu-
4YeCKOM NapMHIOCKOMMKU Nog HapKo30M C BO3MOXKHOM 6U1on-
cuen. MNpu nabopatopHoM o6CNefOBaHUM BbiSIB/IEHbI aHe-
MUS nerkomn ctenenun (remorno6uH — 110 r/n), NnoBblWEHUE
CKOpOCTK oceaaHua aputpoumntoB (CO3) — 23 MMm/4 (Hopma
< 20 Mm/4) n C-peaktuBHoro 6enka (CPb) — 25,8 mr/n
(Hopma < 5,0 mr/n), peBmaTonaHbin daktop (PP) otpuua-
TeNbHbIN.

Puc. 2. dnbponapunHrockonus, onucaHue B TeKcTe: A — nepBuYHas rocnutanmsauus B Cr6IrMMY; b — nepvoa peBmatonornyeckoro oéene-
noBaHus; B — o6ocTtperune Pl Ha GoHe CHUXEHUS MIOKOKOPTUKOMAHOW Tepanuu; [ — KOHTpobHOEe 06¢cnefoBaHne Nocae KoppeKkuuu Tepanum

Fig. 2. Fibrolaryngoscopy, description in the text: A — primary hospitalization in St. Petersburg State Pediatric Medical University; b —
rheumatological examination; B — RP aggravation against the background of reduced glucocorticoid therapy; ' — post-treatment follow-up

McTouHuK: 3axaposa M.J1., 2024 (A, B), 2025 (B, ).
Source: Zakharova M.L., 2024 (A, B), 2025 (C, D).




lMpoBegeHa npsmas MWKpofnapuHrockonus. WHTpaone-
pPauMOHHO NOATBEPXKAEHO BbICOKOE PacrosioKeHUe Tpaxeo-
cToMbl. Cpasy HWKe rofIoCoBbIX CKNAA0K BU3yanin3MpoBaHo
MSAFKOTKAHHOE, KpacHOoro ugeTa, NoABWXKHOE HOBOOGPa30-
BaHWe, NOIHOCTbIO OB6TypUpytoLLee NPOCBET NOAr0I0COBOIro
oTaena roprtaHu (rpaHynema?), B CO4YeTaHMM C MNpu3HaKa-
MW XOHAPOMEPUXOHAPUTA XPSALEen ropTaHu. Yo6eauTenbHbIX
[JaHHbIX 3@ Hanuyne pyobLOBOro CTEHO3a MEXro/l0COBOro
M NOAros0COBOro OTAEN0B rOpTaHu He NoslydyeHo. BeinonHeHa
HWXKHAS TpaxeocTomus. NpoBeaeHa 6MONCKs TKaHu C 1eBOMN
60KOBOM MNOBEPXHOCTM MNOArON0COBOr0 OTAeNna ropTaHu;
FMCTONIOMMYECKM KapTMHa COOTBETCTBOBAsa MOOAOM rpaHy-
NAUMOHHOM TKaHW.

B nocneonepauMoHHOM Nepuoge OTMEYEH 3MnU30[4 CUH-
Kone, 4yto notpeboBano yrny6neHHOro [oo6cnefoBaHus.
MpK CyTOYHOM MOHUTOPUPOBAHMU INEKTPOKAPAMOrpaMmbl
(3KTI) peructpmpoBanca CUHYCOBbIA PUTM, MPENMYLLLECTBEH-
HO Ha YacToTe TaxucucTonumu, 3adpurcnpoBaHo 46 oLMHOY-
HbIX HaZXKeNyAOUYKOBbIX 9KCTPACMCTON, NPEANONOKMUTENBHO,
M3 HWXHeNpeacepAHOro UCTOYHMKA; Ha Gonblen 4acTu
3anncuM OTMeYeH BbICOKMIM BoJibTaxk 3y6uoB T Bo |l 1 avVF
OTBeAEHMAX, YTO HE WCKKYano Harpy3ky Ha npegcep-
avs. Mpun axokapanorpadum (3xoKl) BbiiBieHa MWAKOCTb
B NOSIOCTM NepuKapaa (cenapauus IMCTKOB B 061acTh Bep-
XYLWKM NpaBbIX 0TAeN0B 0 8 MM), dpaKumsa Bbibpoca (PB) —
74% (B HOpme He meHee 55%).

Mocne TpaxeocToMmKM YBEMYNNOCh KONMYECTBO MOKPOTHI
W YyCUNUNOCH 3aTpyAHEHWE AblXaHWs; NosBMAach iMxopaaKka
no 38,8 °C. Npun 06¢cnegoBaHnn OTMEYEH POCT KOHLEHTPaLUK
CPB go 59 r/n. Ha peHTreHorpaMmme opraHoB rpyaHow noso-
CTV BblIBNEHbl MHOWNLTPATUBHbIE M3MEHEHUs B S7 cnpasa.
Mo paHHbIM MCKT opraHoB rpyaHo# MonocTM — KapTUHa
cerMeHTapHoOro atenekrasda B S4 cnpaBa, eAUHUYHbIV Kanb-
LUMHMpPOBaHHbIM ovar B S5 cnpasa. [pn 6pOHXOCKONUU —
KaTapanbHbld NPaBOCTOPOHHUI 3IHJOOPOHXMT; LMTONOrMYe-
CKO€e nccnefoBaHue CMbIBOB TpaxeobpoHxManbHOro gepesa
6e3 NaToNorM4yecKnx U3MeHeHun, PoCT MUKPOOPraHM3MOB
B noceax OTcyTcTBOBas. llauneHTKa nonydvana aHTMbGaKTe-
pUanbHylo U CUMNTOMaTUYECKYIO Tepanuio, Ha GoHe KOTopoK

OTMeYeHbl obfieryeHme AbixaHus, KynupoBaHue NUXopagKkH,
CHueHne CO3 go 17 mm/4 n CPB no 11,8 mr/n. CoctosiHue
TPaAKTOBaHO KaK acnupauuoHHas MHEBMOHMS, CBSf3aHHas
C 3aTpyAHEHMEM [NOTaHWsa B NocneonepaLmMoHHOM nepuoae.
OpHako yXe 4epe3 2 Hep nocse Hopmanu3auuu COCToN-
HWUS BHOBb BO3HWK/IA /JMXOpajKa, YBENUMYMNOCb KoNnye-
CTBO OTAENsieMOM MOKPOTbI, ypoBeHb CPB B KpoBW JOCTUT
64,6 mr/n. NauveHTKa MNOBTOPHO MNosyyana aHTUGaKTepu-
anbHy M1 CUMNTOMATUYECKYIO TEPANUIO C MPOAOIKEHMEM MO
MECTY XWUTeNbCTBa.

B mexnunxopagoyHbiit nepuon pebeHoK Obll BnepBble
OCMOTpPeH peBmatonoroM. O6pawanu Ha cebs BHUMaHWE
HapacTalouwas ofbllKa, HanMyne B aHaMHe3e peunamBupy-
IOLMX 3MNM30A0B CTEHO3a, MOBTOPHbIE OMUCaAHUS «HOBOOG-
pa3oBaHuUs» ropTaHu, HanM4ymMe TPaxeoCTOMbl U yMepeHHas
napakiMHMyecKas akTMBHOCTb (noBbiweHne CO3 n CPB npwu
HOPManbHOM KOMM4YecTBe nenkouutoB). Mo aaHHbIM 3XoKI
OTMEeYEeH MUHUMASbHbIN BbINOT B NEpPUKapae, KNMMHUYECKU He
NPOABAABLUMICS; NATONOrMMYECKUX U3MEHEHUI CO CTOPOHbI
OMOPHO-ABMHIraTeNbHOro annapara He BbISBAEHO.

Yepes 6 mec npoBedeHa naaHoBas rocnuranusauns
B CMNGIMMY. Mpn npssMon MUKPONAPUHIOCKOMNUU B FNy6uHe
TPaxeoCTOMbl, MO €€ HWXHEMY Kpalo, BM3yanu3npoBanuchb
MSAFKOTKaHHble 06pa30BaHUs, YacTMYHO MepeKpbiBaloLme
NPOCBET Tpaxeu. BbiNoAHEHO yaaneHue rpaHynsuMOHHOro
«KO3blpbKa» Haf TPaxeoCTOMOW; rMCTON0OrMYecKoe mccneno-
BaHWe BHOBb BbISIBMNO MPaHyNsSLIMOHHYIO TKaHb. [locie Bme-
LwaTenbCcTBa NpoBeAeHa AeKaHyNsALns TpaxeocToMbl.

Ha peHTreHorpamme weun B 60K0BOM NpoeKLmu (puc. 3A)
BU3yann3npyeTcs COCTOTHMUE NOCNe TPaxeoCTOMUKU: MPOCBET
BEPXHMUX [AblXaTeNbHbIX MyTeN NpOCNexuBaeTcs Ha BCeM
NPOTAXEHUU — OT HOCOMIOTKM A0 BEPXHMX OTAENOB TPaXxew,
NPOCBET rOpTaHW PAaBHOMEPHO CYXKEH U HECKOJIbKO 3aTEHEH,
BHYTPMMNPOCBETHbIX 06pa30BaHuin He onpegenseTcs.

3a MeXrocnutanbHbii NepUMoi OTMEYEHO HapacTaHue
oablwKK. Jletom 2024 r. npu 3xoKI BbiSBneHa cBo6oaHas
WIOKOCTb B nepukapae o 12 mm. Mpu MCKT roptaHm
3aPMKCUPOBAHO CyKEHWe MNPOCBETa BEPXHEN TpeTu Tpa-
Xxen 0 6 X 3 MM. Ha ypoBHE MCTUHHbBIX rOIOCOBbIX CBA30K

Puc. 3. PeHTreHorpammbl Lien B npaBovi GOKOBOM MPOEeKLWW: 06naKkoBUAHbIE 30HbI OObI3BECTBIEHUN (3€NeHble CTPENKWU) U AUHAMUKa
CTeHO3a npocBeTa ropTaHu (KpacHble CTPENKK) C Nepuoja HUKHEN TpaxeocTtoMuu (A) ¢ nocneaytouen NONOXKUTENbHON AMHAMUKOM B Nepuoa
peBMaToIorMYecKoro o6¢nefoBaHums M NOCTaHOBKM AnarHo3a (b), 6e3 oTpuLaTenbHOM AMHAMUKM PEHTTEHOTOMMYECKOM KapTUHbI MpKU 060cTpe-

HUKU Ha GOHE CHUMKEHUS TTIOKOKOPTUKOUAHON Tepanuu (B)

Fig. 3. X-rays of the neck in right side view: zones of calcification (green arrows) and laryngeal stenosis dynamics (red arrows) from the lower
tracheostomy (A) with subsequent positive dynamics during rheumatological examination and diagnosis (B), without negative dynamics in
radiological pattern during aggravation against the background of reduced glucocorticoid therapy (B)

McTo4HuK: HoBoKwoHoB [.10., 2024 (A, b), 2025 (B).
Source: Novokshonov D.Yu., 2024 (A, B), 2025 (C).
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

NPOCBET Obl/l CYXXEH 3a CYET paspacTaHus MSAMKKUX TKaHen
6€3 YeTKMUX rpaHuL, C NosiBEHMEM HOBbIX KafbLMHATOB MO
nepudepnn 06pas3oBaHUs MaKCMMabHbIMK pasmepamMu 4o
10 MM; WMTOBUAHBIM XPSL, HEOAHOPOAHOW TONLWMHbI, NOHK-
YKEHHOW NNOTHOCTH, dparMeHTapHO KanbLMHUMPOBAH.
AHaMHe3 }W13HU 6e3 0COBEHHOCTEN: pe6EeHOK POC U pas-
BMBaCSA B COOTBETCTBUM C BO3pacTom. B cemenHom aHam-
He3e peBMaTUyecKkue 3aboneBaHWs He MPOCAEKMBAOTCS;
y OBOIOPOLHON CECTPbl MO IMHUM MaTeEPU OTMEYEH 3NU304
TSXKENOM MHEBMOHUKW BO B3POCAIOM BO3pacTe C JeTanbHbIM
MCXOA0M; Y AefYLWKN N0 MaTEPUHCKON IMHUK — paK Nerkoro.

dusukanbHaa AMarHocTMKa

Mpu ocmoTpe: macca Tena — 35 Kr (—2,76 SD), pocT —
149 cm (-1,94 SD), UMT — 15,77 (—1,9 SD), 4to cBMAETENb-
cTByeT 0 gebuumTe Macchbl Tena U HYTPUTUBHOM PUCKE Ha
doHe XxpoHuyeckoro 3aboneBaHus. He nuxopaguT, ronoc
Xxpunnbii. OTMeYeHbl 601€3HEHHOCTb NPU Nanbnauum yWHbIX
paKoBWH (BM3yanbHO-aHanorosas wWwkKana (BALW) — 5/10)
W MPU3HAKKM MECTHOro BoCnasneHus: cnesa — ylHasa paKko-
BWHa NIMNOBOr0 OTTEHKA MO BEPXHEMY KOHTYpPY, C OTEKOM;
cnpaBa — OTeK B 06/1aCTM BepxHero nostoca noj 3aBuT-
KOM 6e3 M3MeHeHUs uBeTa KoxM (puc. 4A, b); npn atom
MOYKM ylWewn WMHTaKTHbl. [lpM AOMONHUTENBHOM paccrnpoce
BbISICHEHO, 4YTO C Aekabpsa 2022 r. nauueHTKa oTmevana
nepuoanyeckyto 60/1€3HEHHOCTb YLLIHbIX PAKOBWH, KOTOPYIO
CBfi3blBana C AaBfiEHUEM AYXKEK O4YKOB; aKTMBHO 3TU XKaso-
6bl He npegbsaABnsana. pygHas KieTKa BOPOHKOOGpa3Howm
dopmbl. ApTepunanbHoe gaBneHne — 88/60 MM pT. CT.,
yacToTa CepAeyHblX CoKpaleHnn — 92 ya./mMuH, SpO, —
97%. AyCKynbTaTMBHO: TOHbI cepAaua NpuraylleHbl, PUTMKUY-
Hble; AblXaHWe XeCTKoe, PaBHOMEPHO NPOBOAUTCS BO BCe
OTAENbl, MEPUOANYECKMN BbICNYLIMBAIOTCA MPOBOAHbLIE XPU-
nbl. NMauneHTKa xanyetcs Ha 60M1e3HEHHOCTb NPU Nanbna-
UMW W ayCKyNbTalMK rPYyAHOM KNETKU (KOCBEHHbIE MPU3Ha-
KW xoHApwuTa). MNpu nanbnauyuMnm oTMeyveHa 607e3HEHHOCTb
B 06/1aCTM KOCTHO-xpsaleBoro nepexoaa |-VIIl nap pebep
(BAWW — 6/10), a TaKXe B 30HE PYKOATKWM WU Tena rpyauHsbl
(BALW — 1/10). MNpu oLieHKe CycTaBHOMo cTaTyca BbiiBNIEHbI
KOHTPaKTYpPbl JIOKTEBbIX CYCTABOB C YMEPEHHbLIM OrpaHuye-
HMEM o6bemMa ABWKEHUMN, GYHKUMOHANbHO HEe3HayYnMmble;

cama nauueHTKa He obpaliana BHUMaHUSA Ha UX Hanuyue.

MNpeaBapuTenbHbli gMarHos

YyuTbiBas MPEUMyLLLECTBEHHOE MOpPaXeHWe AbixaTellb-
HbIX MyTei C Heo6XOAMMOCTbIO TPaxeoCTOMUM, MPOrpPeccu-
pylolLee Cy}eHue roptTaHu ¢ NpuaHakamu BOCMaNUTEeNbHOM
AKTMBHOCTH, XOHAPUT YILIHLIX PAKOBUH, MopaxeHne pedep-
HO-XPALLEBbLIX COEAUHEHWUIA, MOMMAPTPUT KPYMHbLIX CyCTaBOB
W MNepuKapaut, B AUddepeHLnanbHO-ANarHoCTMYeCKOM
pagy paccmaTpuBanuch JOKanu3oBaHHad dopma rpa-
HyslemaTo3a C MoJMaHrMUTOM, CapKouao3d roptaHu, |gG4-
accouumnpoBaHHoe 3a6onesaHue u PrI.

[AMHaMuKa u ucxopbl

Mpn na6bopaToOpHOM WCCNEAOBAHUU BbISIBNEHO MNOBbI-
weHne CO3 — 24 mm/4 u ypoBHS CPB B KpoBM — A0
27 mr/n, P® oTpuuaTtenbHbli, 4TO COOTBETCTBYET Hecnewum-
puryecKon napaxIMHUYECKOM aKTUBHOCTWU, TUMUYHOW AN
Pr. AHTUHENTPODUbHbIE LMTOMIa3MaTUYECKNUEe aHTuTena
(antineutrophil cytoplasmic antibodies; ANCA) He o6Ha-
pyxeHbl: PR3 — 0,50; MPO — 0,38; BPI — 0,58; anacTta-
3a — 0,46; katencuH G — 0,48; nuzouum — 0,45; nakTo-
depprH — 0,74 (Hopma 0-1,0 OTHOCHUTENbHbIX €AUHULL),
4yTo He nopaepxunaet anarHo3 ANCA-accouMMpPOBaHHOIO
BacKynuta. AHTUHYKNeapHbln GaKToOp Ha KIETOYHOW JIMHWUK
Hep-2 — tutp 1 : 160 (Hopma < 1 : 160), roMOreHHbIn Men-
KOrpaHynspHbIA TUN CBEYEHMS; YPOBHU MMMYHOMN06YIMHOB
(Ig) knaccoB A, M, G — B npegenax pedepeHCHbIX 3Ha4YEeHUN,
4YTO He AaeT OCHOBaHWMW Ans BepuPUKaLMKM CUCTEMHOIO
3a60MeBaHUs COEAMHUTENbHOM TKaHW, HO NoATBEepXKAaeT
HanMyne ayToMMMYHHON aKTUBHOCTU. YPOBHM NpoBOCNanu-
TenbHbIX UMTOKNHOB: TNF-a — 8,2 nr/mn (Hopma < 6,0 nr/mn)
niI-6 — 10,7 nr/mMn (Hopma < 6,0 nr/mMn); KOHLEeHTpaLums
6enka S-100 — 0,57 mKr/n (Hopma < 0,105 MKr/n), 41O
CBMAETENbCTBYET O BblpaXEHHOM CUCTEMHOM BOCManeHuu
M aKTMBHOM MOBPEXAEHMMN XPALLEBON TKaHWU. YpoBHU 18G4
B KPOBM, OIMFTOMEPHOr0 MaTPMKCHOro 6enKka xpsa, romMmo-
LMCTEMHa, NpeacepaHOoro HaTpurhypeTMyeckoro nentuaa
(NT-proBNP) He noBbiweHbl, YTO MO3BONASET WUCKIOYUTb
IgG4-accoummpoBaHHoe 3aboneBaHne, BblpaxeHHYo MeTa-
60MYECKYI0/KapananbHylo NaTonoruvio U aenaeTr manose-

Puc. 4. [lvHaMrKa NposiBNEHUA XOHAPUTA YLLHbIX PAKOBUH NpKU nepsBu4HoM ocmoTpe (A, B) n nocne nynbc-tepanuv MeTUANpeaHU3010HOM B

nepuoj noctaHoBKu anarHo3sa (B, IN)

Fig. 4. Dynamics of auricular chondritis at initial examination (A, b) and after pulse therapy with methylprednisolone during the diagnosis

period (B, IN)

UcTouHuK: TepeHTbeBa A.B., 2024
Source: Terent’eva A.V., 2024




POSITHBbIM @aNnbTepPHATUBHOE 0O6bACHEHWE NEPUKapANaNbHOIroO
BbinoTa. O6LWMIN aHann3 MOYM, CYyTOYHas IKCKpeLmsa 6enkKa,
npoba Peb6epra 6e3 OTKIOHEHMWN, NPU3HAKOB NTOMEPYNO-
HedbpuTa He BbISBIEHO, YTO TaKXe CHUXKAaeT BEPOSATHOCTb
ANCA-BackynuTa.

MpoBeaeH pacWMpPeHHbIN KOMMNAEKC MHCTPYMEHTaNbHbIX
ncecneaoBaHui AN BU3yannsalmm naTonorMyecKkoro npoLec-
ca B o6nactv roptaHu (bubponapuHrockonus, MCKT wewm),
OLEHKM BOBNEYEHMUSI HUMKHUX AblXaTeNnbHbIX NyTel U feroy-
HOM napeHxumbl (cnupomeTtpusa, MCKT opraHoB rpyaHown
NONOCTH), @ TaKKe CyCTaBOB (y/1bTPa3BYKOBOE UCCeaoBaHMe
(Y3M) cyctaBoB), MarHMTHo-pe3oHaHcHasa Tomorpadus (MPT)
BCero Tena).

Mo paHHbIM durbponapuHrockonuu (puc. 2b), NonocTb
Hoca cdopmupoBaHa NpPaBWIbHO; CAM3KUCTas 060/04Ka
po3oBas, BnaxHas, 6necTawas; B HOCOMNOTKe — ajeHoua-
Hble Beretauuun 1- CTeneHun; Bxod B roptaHb CBOOOAHbLIN,
HaAropTaHHUK W YeprnanoBUAHblE XPSALWM 06bIYHON GOPMbI;
BECTUOYNAPHbIM oTAeNn 6e3 0COB6EHHOCTEN; UCTUHHbIE FOJ10-
COBble CK/TaiKW CBET/IbIE, POBHbIE, IeBas HECKO/IbKO KOopoye

npaBoW; Mof rofioCOBbIMM CBA3KaMM NO 3afHEN CTeHKe
BW3yanu3npyeTcs BbICTynatowas B NPOCBET ropTaHn pybLo-
Bas TKaHb (?). 3ak/1to4eHne: XPOHUYECKUI PyOLIOBLIN CTEHO3
NoAros0COBOro oTaena roptTaHu, XpOHUYECKUI XOHAPONepu-
XOHAPUT XPSLLEN FrOpTaHu.

Mpu cnMpomeTpun — AbixaTenbHble HapyLWeHWs No cme-
LIaHHOMY THMY.

Mo gaHHbIM peHTreHorpadum opraHoB Wen B 60KOBOM
npoeKkuun (puc. 3b) NPOCBET BEPXHUX AbIXaTeNbHbIX NyTen
NPOCNEXMNBAETCA Ha BCEM MPOTIMKEHUN — OT HOCOMNIOTKMU O
BEPXHUX OTAENOB Tpaxeu; NMPOCBET MOAr0/I0COBOro otaena
ropTaHu Ha ypoBHe C6 cyxeH A0 4 MM 3a cYeT CONUKEHUs
nepeaHen CTEHKWM MpocBeTa W 3aAHeN; BHYTPUMPOCBETHbIX
06pa30BaH1i He BbISIB/IEHO.

Mo paHHbIM MCKT wen u opraHoB rpyaHON MOMOCTH
C KOHTpacTMpoBaHuem (puc. 5) onpeaenserca COCTOAHWE
nocse onepaTMBHbIX BMeLaTeNbCTB Ha FOpTaHW; BU3yannsu-
pyeTcsl CTEHO3 ropTaHu 4O CTeNeHn CYGOKKIO3UN: MpocBeT
4eTKO He anddepeHumnpyeTcs Bo Bce dasbl UCCefoBaHUs
Ha YPOBHE TUMUYHOI O PaCMoONOXEHMS FONOCOBbIX CBA30K (Ha

Puc. 5. KomnbioTepHasa Tomorpadums Wen ¢ KOHTPacTUPOBaHUEM B NMePUO NEPBUYHOMO Yriay6nIeHHOro peBmMaTonorMiyeckoro o6¢neaoBaHus:
CTEHO3 ropTaHu A0 CTEMEHN CYyGOKKITIO3MM NPOTAHKEHHOCTLIO OKOI0 15 MM 3a CHET MATKOTKAHHOIO KOMMOHEHTa C 06bI3BECTB/IEHUSIMU B CTPYK-
Type (Ha doHe aedopmaunn 1 06bI3BECTBIEHNS XPALLEN FOPTaHN — 3efeHble CTPesik1) BO GpoHTanbHOM (A) u caruttanbHom (B) N10CKOCTSX,
CYy)XeHMWe NPOKCUMasbHOro oTeNa TPaxen 3a CHET HEPaBHOMEPHOTO YTOJLLEHWS CTEHOK A0 5,5 MM B KOCOM nnockoctu (B)

Fig. 5. Contrast-enhanced computed tomography of the neck during primary in-depth rheumatology examination: laryngeal stenosis up to
subocclusion with a length about 15 mm due to the soft tissue component with calcifications (with deformation and calcification of laryngeal
cartilage — green arrows) in the frontal (A) and sagittal (b) view, narrowing of the proximal trachea due to uneven thickening of walls up to

5.5 mm in the skew view (B)

McToyHuK: HoBoKwwoHoB [1.10., 2024,
Source: Novokshonov D.Yu., 2024.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

$OoHe NaToNornyecKknx U3MEHEHU caMmu ronocoBble CKNaj-
KW He pasnuyuMMmbl), NPOTSXKEHHOCTb y4acTKa CocTaBaseT
0K0/0 15 MM; cTeH03 dopMupyeTcs 3a CHET MATKOTKAHHOIO
KOMMOHEeHTa NnoTHoCTblo +35 eanHul, XayHcodunaa (ea. X)
C HaKoMnJeHWem KOHTpacTHOro BewecTtBa Ao +70 en. X
B BEHO3HYI0 dasdy (BO3MOXKHO, PUOPO3HO-PY6LLOBOIro XapaK-
Tepa). Xpalm ropTaHu Ha JaHHOM ypoBHe AedOopMUpoBaHbl,
anddy3HO 00bI3BECTB/IEHbI. B npunexawmx Markux TKa-
HAX BM3yanu3npyloTcs ynnoTHeHus ¢ubpo3Ho-py6LLOBOro
XapaKTepa, B TOM 4ucCne B 30He paHee BbIMNOJHEHHON Tpa-
xeocTomuu. MpoCBET NPOKCMManbHOro otaena Tpaxeu pas-
MepamMun 7 X 4 MM (4SIMHa X WKWpKHA); AucTanbHee NpocBeT
Tpaxen 3HaYNUMO He CyxKeH u gocturaeT 14 x 12 mm. CTeHKa
NPOKCHMMalbHOIO OTAENa Tpaxeun cpasy HUXKeE YPOBHS CTEHO-
3a yTonueHa o 4-5 mm, ganee no xoay tpaxen andodysHo
yToniuieHa Ao 2—3 MM.

Mpu IKI: cuHycoBasi TaxMapuTMus, TaxuKkapaus, anek-
TpUYecKas ocb Cepaua OTKAOHEeHa BNpaBo, «MOBOPOT» npa-
BbIM JKenyooykom Bnepej (nepexogHas 30Ha B V5-V6).
Bbicokuni BonbTax 3yb6ua P Bo Il otBeaeHnn (0,3 MB), 4TO
He WCKMoYaeT HarpysKy Ha Npeacepams; HU3KUIM BOMbTax
oTBeAeHMM OT KoHeyHocTeM. [lpouecchl penonsipusauuu
COXpPaHeHbl.

Mo aaHHbIM IXOKT: ynbTpa3ByKOBblE MPU3HAKK yMEPEHHON
KOMMNpPeccHuu NpaBbix Kamep cepaLa Ha GoHe BOPOHKOO6pas-
HOM gedopmaumu rpyoHOM KIEeTKW. Budyanusupyetcs xua-
KOCTb B NepuKapae (B 061acTv BEPXYLLUKU 1 BLONb CBOOGOAHOM
CTEHKM NPaBOro enyaoyka) TonwmHon o 7 mm; B — 67%
(Hopma = 55%), cMCTONMYECKOE [aBNeHWe B NPaBOM XKeny-
noyke (CAMMXK) — 22 MM pT. CT. (HopMa < 26 MM PT. CT.).

Y3W cycTtaBOB BbISBUIO MPU3HAKK NponndepaTuBHO-
ro CUMHOBWTaA NEBOro Jlyye3ansiCTHOro, Tas3o6eapeHHbIX
M KONEHHbIX CyCTaBOB, @ TaKXXe CMHOBWTA MNeYeBbIX CycTa-
BOB C MPM3HaKaMu aKTUBHOI0 BOCNasneHus.

Mo gaHHbIM MPT B pexume «Bce Tesio»: Cy6xXxoHApanbHO,
OKOJ10 COYSIEHEHUS TeNa U PYKOSTKM FPYANHBI, ONpeaensioT-
csi He6OoblUME 30Hbl TPABEKYNAPHOrO OTEKa KOCTHOMO MO3-
ra (runepuvHTeHcHBHble Ha STIR, N30rMNepUHTEHCHMBHbIE Ha
T2-B3BELWEHHbIX U30OPaXKEHUSAX U CNABOrMNOUHTEHCUBHbIE
Ha T1-B3BeLIEHHbIX M306parkeHusax) (puc. 6).

lMpoBeaeH nepecMOTP FUCTONOMMYECKOro Martepuana,
NONY4EHHOr0 NPU MPUKMSHEHHOM NaTONOr0aHaTOMUYECKOM
ucecnegoBaHMmK nocne yganeHus HoBoo6pa3oBaHUS ropTaHu
B Mae 2023 I. (OKpacKa remMaToOKCUIMHOM WM 303WHOM, MO
meTogdy BaH-lM30Ha, anbUMaHOBLIM CUHUM, TPUXPOMOM MO
MaccoHy). OnucaHa nonuno3Has TKaHb, MOKPbITas MHOMO-
PSAAHBIM NPU3MaTUYECKUM 3MUTENMEM, COAeEpKaLLas MyyKu
MbIWEYHbIX BOMOKOH W FPYMMnbl CAM3UCTbIX XKenesd ¢ npuaHa-
Kamun cnmsncTon auctpoduun. B cybanutenuanbHOW OTey-
HOW PbIX/I0M COEAMHUTENIbHOTKAHHON CTpOMeE onpeaensieTcs
HoAynsipHas Nna3MoKIeTo4YHas UHOUNbTPaLMSA C NPUMECHIO
AMMOOLMTOB. 3aKloYeHUe: XPOHUYECKUN NapuHrnT 6e3
YTOYHEHHOM HO30/10MMYECKON NPUHAANIEKHOCTH.

Mo pesynbtatam aygMOMETPUM HapyLIEeHUs ciayxa He
BbIsiB/iIeHO. Tpn obTanbMONOrMY4ECKOM OCMOTpPE OTMeYeHa
MUOMNKUS cnabon cTeneHn oboux rnas; NPU3HaKoB COCYAM-
CTOro NopakeHWs rasHoro annapara uau BocnanuTeNbHOM
odTanbmonaTnu He Noay4YeHo.

BbINONMHEHO KAMHMYECKOE CEeKBEHWPOBAHWE 3IK30Ma:
naTtoreHHble, BEPOSATHO-NATOreHHble BapuWaHTbl U peakue
BapuaHTbl C HEM3BECTHLIM KIMHUYECKUM 3HAYeHUEM, acco-
LMUPOBaHHbIe ¢ PEHOTUMOM, He BbISiBNIEHbI. B TOM yucne He
06HapyKeHbl BapuaHTbl B reHax MHTepeca — reHax nojnxoH-
aputoB (MATNZ, UBA1), a TakKe reHax, CBA3aHHbIX ¢ BOCNa-
NUTeNbHbIM KOMMNoHeHTOM (NLRP3, PRKCD) n MHOXeCTBEH-
HbIMW B6POHXOCTEHO3aMU / AN DY3HBIMU KasbUnbUKaTaMM
xpsauien (MGP).

dopmMynuMpoBKa guarHosa

OcHoBHoe 3a6osneBaHue: PI1 ¢ nopaxeHuem Xpslewn
YLWHbIX PAKOBWH, rOPTaHK, Tpaxeu, 6pOHXOB, CyCTaBOB, Nepw-
KapauTom (M94.1).

Oc/io)KkHeHue OCHOBHOro 3a6oseBaHMs M Tepa-
nuu: XpOHUYECKWU CTEHO3 MOArofIoCOBOro OTaena ropra-
HU. XPOHUYECKUI XOHAPOMEPUXOHAPUT XPSLWENn ropTaHu.
CocTosiHMe nocne Tpaxeoctomum (man 2023 T.), BbICOKOE
CTOsIHME TpaxeocToMbl. COCTOSAHME NOCNe PEKOHCTPYKTUBHO-
NAacTMYeCKOro BOCCTaHOBAEHUS GYHKLMUKM ropTaHu (npsmas
onopHasi MMKPOBUAEONAPUHIOCKONUS, yaaneHne LO6GPOoKa-
4eCTBEHHOro HOBOOGpPa3oBaHMA roptaHu) ot 12.09.2023.

Puc. 6. MarHutHo-pe3oHaHcHas Tomorpadus BCero Tefia B Nepuoj NepBUYHOro yriy61eHHOro peBMaTonornyeckoro 06¢cnegoBaHuns: ToYeyHble
30Hbl OTEKa KOCTHOro Mo3ra B CyO6xOHAPanbHbIX OTAeNax Tena rpyanHbl (KpacHas CTpenka) Ha u3obparkeHusx ¢ xuponodasneHueMm (STIR) Bo
$poHTanbHow (A) 1 caruTTanbHom (B) NIOCKOCTAX, B OCTabHbIX KOCTSIX 30H OTEKa KOCTHOIO MO3ra He onpeaensieTcs

Fig. 6. Whole body magnetic resonance imaging during the primary in-depth rheumatology examination: bone marrow edema zones in
subchondral parts of sternum body (red arrow) on fat suppressed imaging (STIR) in frontal (A) and sagittal (b) views; there are no other bone

marrow edema zones in the remaining bones

McTouHuK: HoBoKluoHoB [.10., 2024.
Source: Novokshonov D.Yu., 2024.



Puc. 7. MNpu KomnbtoTepHor Tomorpadum lwen 6e3 KoOHTPacTUpoBaHUS NPU 060CTPEHUU Yepe3 5 Mec Ha GOHE CHUKEHUS TMIOKOKOPTUKOUAHOMN
Tepanun: COXpaHSAETCa CyXKeHne roptTaHn 6e3 AMHaMUKK BO GpoHTanbHOM (A) U carntTanbHOM (B) NNOCKOCTSAX (KpacHble CTPENKKU)

Fig. 7. Computed tomography of the neck without contrast during aggravation 5 months later against the background of reduced glucocorticoid
therapy: laryngeal narrowing remains without dynamics in the frontal (A) and sagittal (B) views (red arrows)

McTouHuK: HoBoKwowHoB /1.10., 2025.
Source: Novokshonov D.Yu., 2025.

HuxHaa Tpaxeoctomusi ot 14.09.2023. CocTosHWe nocne
AekaHionauum ot 13.02.2024.

ConyrcTByolMe 3abosieBaHus: HapylleHWe OCaHKu
Nno CKONMOTMYEeCKOMy Tuny. BopoHKoo6pasHasa gedopmauus
rpyoHow Knetku. Muonua cnabon cteneHn o6oux rnas.

C yyeToMm TAXKenoro teveHns 3aboneBaHus (AblxaTesb-
Has HeJOCTaTOYHOCTb C OOCTPYKUMEN AbiXxaTesbHbIX MyTewn,
nabopaTopHas aKTMBHOCTb, MepuKapauT) Oblia nposene-
Ha nynbc-Tepanus MeTUNNPESHU30/OHOM C MOCAeayoWwUm
nepexoaomM Ha nepopanbHbii NpUeM [IOKOKOPTUKOUA0B
B no3e 1,0 mr/Kr/cyT no npeaHn3onoHy. Ha ¢oHe Tepa-
MUK OTMEYEHbI YNydlleHWe 3BY4YHOCTU ronoca, YMeHbLIeHNe
601€3HEHHOCTU XPALLEBbIX CTPYKTYP, CHUXKEHUE BbIpaXKeH-
HOCTWU TMNepemMuun YLHbIX pakoBuH (puc. 4B, I), a Takxe
Hopmanuzauma CO3 n CPb. B KayecTBe 6a3MCHOM Tepanuu
Ob151 BbiGpaH 3TaHepuenT B go3e 0,8 mr/Kr 1 pa3 B Hefento.
Ha doHe nocTeneHHOro CHUXXeHUA 403bl IMIOKOKOPTUKONLOB
(npeagHusonoH 0,25 mr/kr/cyt — 10 mr/cyT) 4yepe3d 5 mec
OT Havyana Tepanuun NoSBUINCHL anobbl Ha HapacTaloLlylo
OAblLLKY, 60/1M B TPYLAHOMN KNIETKE U cycTaBax nocne dusnye-
CKOM Harpysku.

Mo paHHbIM NnoBTOpHOM MCKT OopraHoB rpyaHOM NosiIoCTH
W wen (puc. 7) o4aroBble U UHPUNLTPATUBHbIE U3MEHEHMS
NIErO4HOM MapeHXMMbl He BbisiBieHbl. B 06nactu roptaHu
Ha YPOBHE HWXKE roN0COBbIX CBA30K, MPEUMYLLECTBEHHO NO
nepefHen CTEHKe, BU3yanusupyoTca pyoLOBble UBMEHEHMS
MSAFKUX TKAHEN C yHacTKaMK 0ObI3BECTBNEHUS, NEPEKPLIBA-
lolLiMe NPOCBET ropTaHK NPUMEPHO Ha [ABE TPETH.

Bo3o6HoOBNEHa TNMIOKOKOPTUKOMAHAA Tepanua B [03e
0,85 Mr/Kr/cyT N0 MECTY XMUTENbCTBA, YTO NPUBENO K CHU-
EHUIO NlabopaTopHOM aKTUBHOCTU U HE3HAYUTENLHOMY
YMeHbLIEHNIO OAbIWKK. Yepe3 1,5 mec nauueHTKa BHOBb
rocnutanuauposana B CI6ITIMY, Ha MOMEHT MOCTYNNEHNS
nony4vana 7,5 Mr npeaHn30n0Ha.

Mpu ocmoTpe oTMeYvanucb auchoHns, 601e3HEHHOCTb
npu nanbnauun pedep B 061acCTh COYSIEHEHUSA C FTPYAUHON
Ha ypoBHe VI-VII pe6ep CUMMETPUYHO, MEHEE BbIPaXKEH-
Has 6071e3HEeHHOCTb B 061acTu covneHeHns V-V pebep,
6ofiee BbIpa)eHHOe BOBeYeHne pebepHO-XpALWEeBbIX
coyneHenunn VIII-IX pebep cneBa C He3Ha4YUTENbHOW

60/1e3HEHHOCTbI0. OTEYHOCTb U BGONIE3HEHHOCTb YLIHbIX
pPaKoBWH C 06eux CTOPOH OTCYTCTBOBasiK, COXpaHAnCsH
OrpaHUYEeHHbIN y4yacTOK TUMNEPEMUU B HUXHEN TPETU
3aBWTKa N1eBOro yxa. BolgBNeH MArKOTKaHHbIA KOMMOHEHT
MO HUXHEMY KOHTYPY KOJIEHHbIX CyCTaBOoB, 60/blue CneBa;
60/Ie3HEHHOCTb NMpW Nanbnauun B 061acTu MejmalibHOU
NIOABIXXKW NPaBOro rofeHOCTONHOro cyctaBa U BHYTPEH-
Hero Kpas cBofa cTonbl (Npoekuus cyctaBa Llonapa).
AyCKyNnbTaTUBHO [blXxaHWe XeCTKoe, NPOBOAUTCH BO BCe
OTLENbl, HECKO/IbKO 0C/labieH0 B 3aHEHUXHUX oTaenax,
XPUMbl HE BbICAYLWIMBAIOTCS.

JTabopaTopHO BHOBb 3aperncTpupoBaHO MOBbILEHUE
ypoBHs CPBb — 47 wmr/n npn CO3 — 17 mMM/4; ypOBEHb
NT-proBNP B npegenax HOpmbl.

Mo AaHHbIM WMHCTPYMEHTaNIbHOrO 06CNefoBaHUa OTpU-
LaTenbHOM AMHaAMUKKU He oTMeYeHo. PeHTreHorpadus weu
B 60OKOBOW NpoeKLuu (puc. 3B): NPOCBET BEPXHUX AbIXxaTeNb-
HbIX MyTEN MPOCNEXMBAETCA Ha BCEM MPOTAKEHUH — OT
HOCOINOTKM [0 BEPXHUX OTAENIOB Tpaxeu; NMPOCBET Mnoa-
ros0COBOro OTAena roptaHn Ha yposHe C6 HepaBHOMEPHO
CYXEH 3a CYET OKPYINON MArKOTKAaHHOW TEHW NO NepeaHewn
CTEHKE.

dubponapuHrockonus (puc. 2B): nonocTs Hoca chopmu-
poBaHa NpaBW/IbHO, CM3KUcTaa 060/104Ka PO30Bag, BNax-
Hag, OnecTdllas, B HOCOMMOTKE — afeHOUAHble BereTa-
umun | ctenenn. Bxoa B roptaHb CBOOOAHbLIN, HaArOPTaHHUK
W YepnanoBUAHbIE XPALWKM 06bIYHON GOPMbI, BECTUOYNSAPHbLIN
OTAEN HE UBMEHEH, UCTUHHbIE FO/I0COBbIE CKIaAKW CBETAbIE,
POBHbIE, NOABUMXHOCTb CK/IaJ0K B NoJIHOM 06beme. B nogro-
JIOCOBOM OTA€ENe BU3Yyaln3UpPyeTcs BbiPaXKEHHbLIN ropTaHo-
TpaxeasbHblM Yyros, MpOCBET NOAr0/I0COBOro OTAeNa ropTaHu
naoxo 0603puM; bIxaHWe CBOGOAHOE.

Mpun 3xoKI: Kamepbl cepaua He funaTtupoBaHbl, COKpa-
TUTENbHasa CNOCO6HOCTb MMOKapAa coxpaHeHa (PB — 66%),
COMK — 19 MM pT. CT.; rugponepuKkaps Manoro o6bema
3a npaBbiMK OTAENaMK cepaua TOMWKUHON 0 8 MM, BbINoT
OLHOPOAHbI, reMOANHAaMUYECKN HE3HaYUMbIN. 10 AaHHbIM
Y3W cycTaBOB NaTo/IOMMKN HE BbISIBNEHO.

Mo peaynstataM o6CnefoBaHUA IOKOKOPTUKOMAHASNA
Tepanusa BHOBb ycuneHa fo 0,85 Mr/Kr/cyT ans Kynuposa-
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HMSi 06OCTPEHUS; B6bICTPO AOCTUIHYTO CHUXKEHWe nabopa-
TOPHOW aKTMBHOCTM, OAHAKO COXPaHSAINCb 3aTpyAHEHHOE
AblXxaHWe n 60Ne3HEHHOCTb XPSALWEBbIX CTPYKTyp. C yyeTom
HepgocTaToqHOro adpdeKTa aTaHepuenTa MNPUHATO pelleHue
0 nepek/ovyeHnn Ha ronnmymab 50 mr noakoxHo 1 pas
B 4 Hel ¢ moauMduUKaunen 6a3UCHOM Tepanuu: Ha3HayeH
uMTOCTaTUYECKMI NpenapaT — MUKOodeHON0Bas Knucnota —
B no3e 720 mr/cyT. [premM CUCTEMHbIX MIIOKOKOPTUKONLOB
Obl/1 NONHOCTbIO 3aBepLUeH Yeped 3 Mec Noc/e Havana neve-
HWUS rONMMYMaboM.

Ha ¢oHe KOMOMHUPOBaAHHON Tepanun oTMeYeHa Bblpa-
EHHas KAWHWKO-nabopaTopHas NONOXKUTeNbHas AWHaAMMU-
Ka: KynupoBaHWe nabopaTopHOM aKTUBHOCTH, ynydlleHue
3BYYHOCTM rofioca, MnpakTUYeCcKM CBOOGOAHOE AbIXxaHue.
Manbnayms ywHbIX paKkoBUH M TPYAHON KJIETKK cTasla 6e360-
JIeBHEHHOM, CycTaBHOW cTaTyc 6e3 ocobeHHoCcTen, aedop-
MaLMK XpSLeNn yxa U Hoca He BbiaBAeHbl. [0 AaHHbIM
MHCTPYMEHTaNbHbIX METOAOB, COXPAaHANOChb CYyXXeHue
NoAron0COBOro OTAena roptaHu, Ho 6e3 oTpuuaTeNbHOM
AVHaAMUKM.

lMpM KOHTPONBHOM WccNeaoBaHWM Yepe3 6 mMec OT
Havyalla KOMOWHWMPOBAHHOW Tepanuu TroAMmMymMabom
M MUKOGDEHOIOBON KUCSIOTON OTMEYEHO obLiee yny4yleHne
CamMO4yBCTBMSA: OTCYTCTBME 3aTPYAHEHUS AbIXaHWS B COCTO-
AHWUW MOKOS, HOpMann3auus CHa, OTCYTCTBME apTpanruu.
3adunKcnpoBaH KpaTKOBPEMEHHbIM 3nnu304 6GPOHX006-
CTPYKLMMK MOcCne KOHTaKTa ¢ NauMeHTOM C OCTPOM pecnu-
paTopHOW WHbEKLMEN; Ha3HayYeHbl MHraNSLUOHHbIE [I0-
KOKOPTUKOMAbI C NONOXUTENbHbIM 3addeKToM. MNMauneHTKa
oTMeYyana coxpaHeHWe OAbIWKKN NpU GU3UYECKUX Harpys-
Kax, Npy 3TOM Nanbnauus XpsaweBbiX CTPYKTYp ocTaBanacb
6e3601e3HEHHON.

MpKn MHCTPYMEHTaNbHOM MccnefoBaHunm — 6e3 oTpuua-
TeNbHOW AUHAMMKM.

Mo gaHHbIM GUbpPoNapuHrockonuu (puc. 2I): Bxoa B rop-
TaHb CBOOGOAHLIN, FPyLIEBUAHBIE CUHYCbl CBOGOAHLI, HAArop-
TaHHWK W YepnanoBuAHbIE XPSALLM HE MBMeHeHbI. OTMevaeTcs
acMMMeTpUa 4epnanoBUAHbIX XPALWEN WU UCTUHHbBIX roso-
COBbIX CKNaOK 3a CYeT YKOPOYEeHWs NIeBOW ron0COBOM

CKNaAKW; UCTUHHbIE FONI0COBbIE CKNAAKM Cepble, POBHbIE,
py6LOBbIE U3BMEHEHNS MEXYEPNanoBMAHOro NPOCTPaHCTBa
M 3a4Hen KOMMUCCYpbl, rofiocoBas LWefb HECKONbKO CyXe-
Ha, MOAroN0COBOM OTAEN MNO-MPEXHEMY MNJI0OX0 0603puUMm.
3aK/loyeHne: coYeTaHHbIM CTEHO3 rOI0COBOM0 M MOAroNo-
COBOI0 OTAENOB ropTaHu.

Mo paHHbIM 3XxOKI naTonornn He BbISBAEHO, BbINOT
B MepuKapae He BU3yanusnpyercs.

Mpwu npoBeaeHun MCKT weun n opraHoB rpyaHoON noso-
CTW C KOHTpacTom (puc. 8) OTMEYeHO, YTO coxpaHsaeTcs
6e3 3HaYUMOW AMHAMWKKM CTEHO3 ropTaHu A0 CTEeneHu
CYGOKK/03UK (MPOCBET YeTKO He AunddepeHumnpyeTcs BO
Bce dasbl). KT-KapTuHa COOTBETCTBYET COCTOSIHUIO Mocne
MHOECTBEHHbIX ONepaTUBHbIX BMELATENbCTB Ha rOpTaHMu.
KT-npu3HaKkn Cy6OKKIO3MKM MnpocBeTa CcpefHe-HUXKHEro
oTAena ropraHu; Cy)KEeHUS HadvaNbHOro oTAaena Tpaxew.
KT-Npn3HaKoB «CBEXMX» 04aroBblIX WU WMHPUALTPATUBHBIX
M3MEHEHUIN B NIETKWX, a TaKKe BHyTpUrpyaHon numdbage-
HOMaTWW He BbISIBJIEHO.

MporHos

OnuTenbHoCTb 6ECKOPTUKOMAHOM PEMMCCUU COCTaB-
ngeT 6 Mec; B HacTosiLLee BpeMS NPUHATO peLleHne o npo-
LOMKEHUN MMMYHOCYNPECCUBHON Tepanuu u perynsipHom
AMHaMUYEeCKOM HabnlAeHUM 3a COoCTosfHMEeM pebeHKa.
YunTbiBas TKeNbIA COYETaHHbIM CTEHO3 rOJ1I0COBOMO U NOj4-
ro/0COBOr0 OTAENOB rOpTaHW M CYOOKK/IO3MI0 nMpocBeTa
NpPW COXPaHEeHUN KIMHUYECKOTO YAyylleHus, onepaTuBHoe
BMeLWaTenbCTBO, HanpaBfieHHOE Ha yMeHblleHWe Bblpa-
XEHHOCTM CTeHO3a (BK/oYask PEKOHCTPYKTUBHbIE onepa-
LMK, aMnataumio, CTEHTUPOBaHME), paccMaTpmMBaeTcs Kak
OnLuMs, HO ero MHBA3MBHOCTb, PUCK MOBTOPHOM TPaxeocTo-
MUK U NOTEHLMaNbHasa NPOBOKALMS CUCTEMHOIO BOCNanum-
TenbHOro otTBeTa TpebyoT B3BELEHHOro My1bTUANCLMNAIN-
HapHOro peLeHus.

BpemeHHas wkana
XpoHonorusa TedyeHns 3abosieBaHns naumeHTkn B. n ero
K/l04YeBble COOLITUS NpeacTaBaeHbl Ha puc. 9.

Puc. 8. KomnbtloTepHas Tomorpadus Wen ¢ KOHTPacTUPOBaHWEM MPU KOHTPONIbHOM 06CneaoBaHuM nocne 6 mMec Tepanuu ronuMmymabom
N MUKODEHOIOBOW KUC/IOTOM: COXPaHSAETCS CY)XeHWe roptaHu 6e3 AMHaMuKK BO GpoHTanbHOM (A) U caruTTanbHomn (B) NnocKocTax (KpacHble

CTPENKn)

Fig. 8. Contrast-enhanced computed tomography of the neck after 6 months of therapy with golimumab and mycophenolic acid: laryngeal
narrowing remains without dynamics in the frontal (A) and sagittal (b) views (red arrows)

McTouHuK: HoBoKluoHoB [.10., 2025.
Source: Novokshonov D.Yu., 2025.



Puc. 9. XpoHONorus Te4eHns peunanBupyoLLero NoauxoHapuTa y nauneHTKu B. 1 ero KtoyYeBble KIMHUKO-ANarHoCcTM4ecKkue cobbITus
Fig. 9. Relapsing polychondritis course in patient V., its key clinical and diagnosis events

[IOKOKOPTHKOMHAS
Hapacratine oablwky, Tepanusi ¢ NONOKUTENbHBIM
3aTpyaHeHue [blXxaHus, NoTepst Macchbl Tena 3¢¢eKTOM.

| WUunumaumsa TMBT
6nokatopom TNF-a
3TaHepLenTom

3anofo3peH CTeHO3 ropTaHi,
BbISB/IEH XOHAPONEPUXOHAPUT
XpsiLLei roptTaHu.

Mpuem cuctemHowm

MauuneHTKa cTana
oTMeYaTb OAbILIKY
npu GU3nyecKom
Harpyske, nosgHee —
60/1€3HEHHOCTbL
YUWHBIX PAKOBUH

OTMeyeHbl aHeMusi, Tuxopaaka,
nepuoanyecKn noBbllLEeHHble
CO3 1 CPB, no 3xoKIr
UAKOCTb B NepuKapae.
BnepBble ocMOTpeHa

PEeBMAToN0roM

MoBblweHbl CO3 1 CPB.
XuaKocTb B nepuKapze, CyxeHne
Tpaxeu, pa3pacTaHne Msrknux
TKaHei Ha YPOBHE rolocoBbIX
CBfI30K W MOSIBNIEHNUE Ka/lbLIMHATOB

[AwnarHocTpoBaH
peLnanBUPYIOLLMIA
NOAMXOHAPUT
C NPEUMYLLECTBEHHbBIM
nopaxeHuem
AbIXaTenbHbIX MyTe

I'ﬂlOKOKOpTVIKOVIﬂHOI;I Tepanuun
3aBepLleH cnycTtqa 3 mec ot

nepexntYeHns Ha ronmmymaﬁ.

Ha doHe Tepanuu oTmeyeHa
NONOXUTENbHAA KITMHUKO-
na6opaTopHas AMHaMWKa

06ocTpeHne yepes 5 mec
NPY NOCTEMNEHHOM CHMEHUM
[103bl NPeAHM30/10Ha 1

15 net 10 mec

YnaneHo o6pa3oBaHue
roptaHu,
TpaxeocToMusi

Ynanexve
TPaxeoCcTOMbl

Mpvn 0CMOTpE: OTEYHOCTb M GONE3HEHHOCTb YLLIHbIX
paKOBMH, 60IE3HEHHOCTb NPU NanbnaLum rPYAHOM
KIETKM (MPUBHAKM KOCTOXOHAPHTA), OrpaHuyieHu1e

Se3|'ﬂ|0KOK0pTl/IKOMﬂHaﬂ
Tepanuus 6 Mec. YquTbiBast
BOBJie4eHWe AbIXxaTeNbHbIX

NOABUXHOCTK CYCTaBOB, BOPOHKOOGpa3Has nponyckax M'MBT, nyTein, LenecoobpasHo
nedbopmaums rpyaHoN KNETKKU, NpUrnyleHne YCUNeHue Tepanuu nyrem nposomKeHne
CepAeYyHbIX TOHOB no6asnexus KOMGUHWUPOBaHHOWM
JNleKapCTBEHHOW Tepanuu.

| cTepouacGeperaioLiero
LIMTOCTATUYECKOTO areHTa
MUKODEHONOBOW KUCIOTbI
1 cmeHbl TUBT Ha
ronumymat

HecmoTps Ha oTcyTcTBME
MONOMMTENBHOM
KT-aMHaMUKK, pucK
o6ocTpeHus Npu
onepaTMBHOM
BMeLLaTeNbCTBe Ha ropTaHb

Mpu 06cnefoBaHNUN: CEPOHEraTUBHbIM NONUAPTPUT,
30Hbl OTEKA KOCTHOTO MO3ra B CYGXOHAPaNbHbIX
oTaenax Tena rpyauHbl No AaHHbiM MPT, oTcyTcTBHe
ANCA, Hecneuuduryeckre natomopdonoruieckme
M3MEHEHUs NpK NepecmMoTpe GUONCUIHHOTO
maTepuana

lNpumeyaHne. CO3 — cKopocTb oceaaHus aputpounTtoB; CPb — C-peaKTuBHbIM 6enoK; IxoKI — axokapauorpadwus; TMBT — reHHo-
MHeHepHasa 6uonorndeckas Tepanus; TNF-a — dakTtop Hekpo3a onyxonun anbda; MPT — marHuMTHO-pe3oHaHcHasa Ttomorpadus; ANCA —
AHTUHENTPOOUbHbIE LMTONNa3mMaTuyeckne aHtutena; KT — KoMnbloTepHas ToMmorpadus.

Note. ESR (CO3) — erythrocyte sedimentation rate; CRP (CPB) — C-reactive protein; EchoCG (3xoKI) — echo-cardiography; GEBD (TMBT) —
genetically engineered biologic drugs; TNF-a — tumor necrosis factor alpha; MRl (MPT) — magnetic resonance imaging; ANCA — anti-neutro-

phil cytoplasmic antibodies; CT (KT) — computed tomography.

OBCYXAEHMUE

B ctatbe npuMBOAMTCSH ONMCaAHME PEAKOro ciayyas peuu-
OMBUPYIOLLErO NOIMXOHAPUTA Y pebeHKa ¢ NpeMMyL,ecTBEH-
HbIM MOpPaXeHWeM AblXxaTeNbHbIX MyTEN U OTCPOYEHHbIM pac-
No3HaBaHMEM YLHOro XoHApuTa. PeaKocTb 3aboneBaHus
B A€TCKOM BO3pacTe U HecneundU4HOCTb psiga CUMNTOMOB
(nporpeccupyiollas oAbllKa, peuuavBupylowMe CTeHOo3bl,
rpaHynsiuMmM B 30HE TPAxeoCTOMbl, ymepeHHas nabopartop-
Has aKTMBHOCTb, MMHMMasbHbIN NepuKapananbHbIM BbIMOT)
onpeaenunn CAOXHOCTb YCTaHOBMIEHWS AMArHo3a WM HU3-
KYl0 HaCTOPOXEHHOCTb Bpayvyer pasHbiX crneumasbHOCTEN.
HavanbHble NposiBAEHMS aypUKYNSPHOrO XOHAPWUTa MOSBU-
JIUCb 4Yepe3 HECKOJIbKO MecsueB nocne aebioTa OAblllKM,
HO 6blIM pacLeHeHbl NaLMeHTKON, POAUTENSIMU U BpadyaMu
Nno MECTY XXWUTeNbCTBa KaK CNeACTBME AaBfIEHWUS OYKOBbIX
OYXEK, a He KaK CUMMNTOM CUCTEMHOIO XOHAPUTa. BO3MOXHO,
YWHOW XOHAPWUT HOCUA MHTEPMUTTUPYIOWMIA XapaKTep, 4To
TaKXe crnoco6CcTBOBAN0O HEAOOLIEHKe 3TOro npuaHaka.
PazBuBWNICA CYOrNOTOYHbIM CTEHO3 FOPTaHW paccMaTtpu-
Ba/iCqd MNPEMMYLLECTBEHHO KaK ATPOreHHoe nocleacTeBue
3HAOTPaxeasnbHON MHTYGaLUMKN U TpaxeocToOMUMU. JlnLb coye-
TaHWe nepcucTupylollen nabopaTtopHON aKTUBHOCTU, OTCYT-
cTBMS apdeKTa OT aHTUOBaKTepHUanbHOM Tepannn, CHUKEHUS
Maccbl Tena, MMHMMabHOrO MNepukapauanbHOro BbIMOTa,
XOHApWTa APYrux NoKanudauun u HEe3IpPO3MBHOro apTputa
CTaNno OCHOBaHWEM ans 6onee rny6oKoro AMarHoCTUMYECKOro
noucka.

[wnarHocTtuKka Pl 3aTpygHeHa B TOM 4yucie BBUAY OTCYyT-
CTBUS crneundmnyecKkmx NabopaTopHbIX U UHCTPYMEHTasbHbIX
MapKepoB; BOSIHOOOPa3HOE Te4YEHNE U Pa3/INYHbIE «<MACKU»
3abos1ieBaHNs NPUMBOAAT K TOMY, YTO MauMeHTbl AUTENbHO

Ha6bnoaatotca y JIOP-Bpayen, nynbMOHONOroOB, Kapauono-
roB, PEBMATofIOrOB M APYrMx cneunanucToB 4O yCTaHoBMe-
HUS €AUMHOro CUCTEMHOrOo AnarHo3a. [1oaronocoBon CTEHO3
ropTaHu MOKeT 6blTb CNeACTBUEM ATPOrEHHOro MNOBPEX-
[eHua (Hanpumep, aHAOTpaxeanbHOW WHTyb6aLuu), UAKO-
naTMY4ECKUM MAW aCCOLMMPOBAHHBLIM C ayTOMMMYHHbIMU
3aboneBaHusaMu [16]. Cpean CUCTEMHbIX BACKY/IMTOB Mpe-
UMYLLECTBEHHOE BOB/IEYEHNE BEPXHUX AblXaTe/bHbIX NyTeN
B HaubOSblUEN CTEMEHU XapaKTEpHO ANS rpaHynemartos3a
¢ nonnaHrumtom (I'MA); no gaHHbiM K.A. Quinn u coaBT. [17],
noAronocoBon XoHAPUT BbigeaseTca y 10% nauuneHToB ¢ IMA
W MHOT4a MOXeT 6biTb 30anpoBaHHbIM, ANCA-HeraTMBHbIM
nposineHvem. [1ns noaronocoBOro CTeHo3a, 06YyCNoBJEH-
Horo ITIA, TUNWYHbI 93Bbl NPU 3HAOCKOMUU, LUPKYNSPHbIE
CYXXE€HWS MOACBA304YHOro NpocTpaHcTBa 6e3 KanbUnduKa-
TOB, Toraa Kak npu Pl yalle noparkaetcsa Tpaxes, oTMeva-
I0TCS KanbUMbUKaTbl M yTONUEHWE CTEHKM 6poHxoB [18].
Buoncusa ropTaHy Npu TakMx COCTOSAHUSIX MMEET OrpaHuyeH-
HYI0O AMArHOCTMYECKYI0 LIEHHOCTb W Yalle AEMOHCTpupyeT
HecneunduryecKoe rpaHynemMaTto3Hoe BocnasneHue [19].

IgG4-accounnpoBaHHoe 3aboneBaHue npegcTaBnser
cobon GpMOPO3HO-BOCHANUTENbHBIM NPOLECC C MYbTUOP-
raHHbIM NopaeHWeM, HO U30/IMPOBaHHas NapuHreanbHas
MaHudecTalLnsa BCTpevyaeTcs KpanHe peaKo 1 06bl4HO Tpeby-
€T coYeTaHMs XxapaKTepHOW rMCToNOrMn (MMMdOnIa3moLu-
TapHble UHOUNBTPaThl C 60/1bLLKUM YUCIOM IEG4-NO3UTUBHbIX
nna3MaTtU4yeCcKMUX KAETOK) M MOBbIWEHUS CbIBOPOTOYHOIO
IgG4 [20]. B Hawem cnyy4ae nepecmMoTtp 6UONCUMHOIo mate-
pvana M HopMaibHbiM ypoBeHb 1gG4 He panuM OCHOBa-
HWMM paccmaTtpuBaTth IgG4-accoumMmpoBaHHOE MopaxeHue
ropTaHu.
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OnucaHbl TaKk)e pefKMe MOHOreHHble ayToBocnasu-
TeNlbHble CUHAPOMbI C XOHAPUTOM [21], 0O4HAKO KIMHMYECKoe
CEKBEHMPOBaHWE 3K30Ma y Hallen NauueHTKU He BbIIBUIO
3HAYUMbIX BapMaHTOB, YTO MOAAEPKMBAET cnopaanyecKum
nepBuYHbIn P, @ He BTOPUYHbBIN XOHAPUT Ha GOHe Apyroro
andodysHoro 3abonieBaHnsa COeAUMHUTENbHON TKaHM.

BTOPMYEH, HEOOBXOAWMbI TllaTeNbHbIM c6op aHamHesa
M OCMOTP, YIbTPa3BYKOBbIE U JlyYeBble METO[bl UCCefo-
BaHWs, na6opaTopHas AMArHocTuKa, B TOM YuCie UMMYHO-
NIOTMYECKOE U MOJIEKYIAPHO-TeHeTMYECKOe 06CeA0BaHNS.
Mpeactasnsgem HeKoTopble 3a60neBaHus, KOTOPbIe CTOWT
paccmaTpuBaTth B AvbbdepeHUManbHoM nnaHe y nauueH-

g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Ta C peunavMBupyioLMM MOpParKeHUeM Xpsilen pasinyHon
NIoKanusauuu (tTabn. 2).

Ons KoppekTHon auddepeHumanbHON AUArHOCTUKM
3a60n1€eBaHusA, NPU KOTOPOM MOJAMXOHAPUT MOXKET OblTb

Ta6nuua. 2. lNepeyeHb HEKOTOPbIX 3a60N1EBAHUMI, UMEIOLLMX CXOXKYIO KITMHUYECKYIO KAapTUHY C PeLUAVBUPYIOLLUM NONUXOHAPUTOM
Table. 2. List of several diseases with similar to relapsing polychondritis clinical signs

3a6oneBaHue XapaKkTtepucTuKa

AccoumnpoBaH ¢ BMPYCOM ManwioMbl YesloBeKa; pa3BuBaeTcs y aeTen o 12 net, cpefjHui Bospact
ne6ota — 2—6 net. XapaKkTepusyeTcs HepeaKo arpeccuBHbIM TedeHueM. [Jo6poKavyecTBEHHbIE HOBO-
06pa3oBaHUs UMEIT TUMUYHbIE TUCTONOTMYECKMUE NPU3HAKKU. KNMHMYECKM NPOosBNSETCS XPOHUYECKUM
Kallsem, NPorpeccupyonm 3aTpyaHEHUEM AblXaHUS, YCUTUBAKOWMMCS MPU pECNMPATOPHbIX MHOEKLUAX

HOBEHWNbHbBIN peunanBUpyoLWnUi
nanunIomMaTos roptaHu [22]

XapaKTepHO AECTPYKTUBHOE MOpaKeHne XPALWEBbIX CTPYKTYP: XOHAPUT YLWHOW pPaKoBUHbI, nepdopaums
HOCOBOW Neperopoaku, ceanosuaHasa aedopmauus Hoca, a TakKe BocnaneHune JIOP-opraHoB (XpoHUYe-
CKWI OTUT, CUHYCUT). N301nMpoBaHHOE NoparkeHne BEPXHUX AblxaTeNbHbIX NyTen (BKOYas NoAroNocoBOM
IModdy3HbIN CTeH03) MoXeT 6biTb ANCA-HeraTuBHbIM. [Ins cTeHo3a npw A xapaKTepHbl 13BEHHbIE U3Me-
HEHUS U UMPKYISIPHOE CYXEHMe MOACBA304HOro NMpOCTpaHcTBa 6€3 KanbUMbuKaToB. [1pn CUCTEMHOM
TeYEeHUN — roparkeHne Nerkmx u noyek, nonoxutenbHole ANCA npu MDA

[paHynemaTos ¢ nosiMaHrumMTom
[17,18]

Kak npaBuio, ceponosuTUBHbIA 3pO3UBHbIN apTPUT. BO3SMOMEH apTpUT Yepnasno-HaaropTaHHbIX CouneHe-
HUM, OHAKO 06bIYHO Ha GOHE TAKENOro PacrnpoCTPaHEHHOro CyCTaBHOrO nopa)KeHus. MopaxeHune xpsa-
LWEN AblXaTebHbIX MYTEeN U YLIHbIX PAKOBUH HETUMUYHO

PeBmaTonaHbIn apTpuT [23]

XapaKTepHbl NPU3HAKKU IHTE3WTA, B TOM YMCEe B 30HE MPUKPENNeHus pebep v rpyauHbl; Bocnanutenb-
Hasi 60/b B CMUHE, CAKPOWUIUUT, CMOHANIUT. BO3MOXKHbI BHEAKCHasbHble NMPOSBAEHUS (BOCNANUTENbHbIE
3a60neBaHUs KMLLIEYHUKA, Ncopras, yBEUT). BaxHbIM 31eMEHTOM AMArHOCTUKM SIBNISiETCS onpeaeneHune
HocuTenbcTBa HLA-B27

AKcHanbHbIM CNOHANMN0APTPUT
(C nopaxeHneMm rpyanHHo-
KMOYMYHOro couneHexus) [24]

CnepyeT yuuTbiBaTh Npu pedpaKTepHbix Gopmax peLuanBUPYIOLLEro NOSIMXOHAPUTE, HEUTPOPUIBHOIO
epmatosa, HETUMUYHbIX BaCKY/IMTOB, BOCTANUTENbHbIX apTPUTOB UK HeanddepeHUMPOBaHHbIX CUCTEM-
HbIX BOCMANUTENbHbIX CUHAPOMOB, OCOGEHHO MPU COYETAHWU C MAKPOLMTAPHON aHEMUEWN U MWUenoau-
CMNAaCTUYECKUM CUHAPOMOM. TUMUYHO NOpakaeT B3POC/bIX MyX4uH cTaplue 60 net. TpebyeTtcs reHeTnye-
CKoe uccnegoBaHme mytauuin B UBAL

VEXAS (Vacuoles, E1 enzyme,
X-linked, Autoinflammatory,
Somatic) cuHapom [25]

MAGIC (Mouth and Genital
Ulcers with Inflamed Cartilage
Syndrome) cuHgpom [26]

MepeKpecTHbIM CMHAPOM € 60ne3Hblo bexyeTa: coyeTaHme NOMXOHAPUTA C PELMANBUPYIOWMMM S3BaMKU
NoOSIOCTV pPTa U FEHUTaNNIM, BO3MOXHbIM BOB/IEYEHWEM 1a3 U COCYA0B

PazBuBaeTcs y OHKONOrMYECKMUX NaLMEHTOB, NOyYatoWmMX Tepanui MHIMGUTOPaMK KOHTPOSIbHbIX TOYEK
(HMBONYMab, nem6ponnadymad 1 A4p.). XapaKTepHo NosiB/ieHne XoHapuTa Ha GoHe uiu nocne UMMyHoTe-
panuu

JleyeHne nHrnbmuTopamm
KOHTPOJIbHbIX TOYEK UMMYHHOIO
oTBeTa [21]

Mpr KpUONUPUH-aCcCoLUMPOBaAHHOM NEPUOANHECKOM CUHAPOME C HeoHaTanbHbIM Ae6ioToM (CINCA/NOMID)
1 MOHOreHHoM GOPMOW CUCTEMHOM KpacHoW BonyaHKku ¢ feduuntom PKCS Bo3mMoxkHa gedopmaLius Hoca.
MNpn RAG1-peduunte onncaHa cepnosmaHas aedopmaums Hoca. Mpu geduumnte HLA-1 knacca — rpaHy-
fleMaTo3HOEe BOCMNaneHne BEPXHUX AblxaTeNbHblX NyTei, nepdopaLms HOCOBOW NEPEropoOaKU U AECTPYKLIUSA
xpswa. ng AnarHoCTUKM HeO6XOAUMO MOJIEKYNIIPHO-TEHETUYECKOE TECTUPOBaHKE

MoHOreHHble
ayToBoCnanuTeNbHble
3aboneBanus [21]

CUCTEMHBIN Myaponofo6HbIn GM6PO3 ¢ TyMOPONOAOGHLIMU 06pPa30BaHUSAMU, HacTbiM MNOParKeHWem
enes BHELHeN CeKpeLuu, WUTOBUAHOW enesbl, 3abpIoWNHHON0 NPOCTPaHCTBa U APYrUX OpraHoB.
M30nMpoBaHHOE NopaxeHne ropTaHn Kak OCHOBHOM CUMNTOM BCTpeYaeTcs KpavHe peako. Ana gmarHo-
CTUKM TpebyeTcs onpeaeneHne yposHs 1G4 B CbIBOPOTKE M €ro 3KCNPeccumn B TKaHAX (MMmbonnasMoLm-
TapHble nHdUNbTPaThl ¢ IgG4-N03UTUBHBIMKM NNasMoLmMTamMm)

IgG4-accoumnpoBaHHoe
3abonesanue [20]

TUNUYeH NoKanbHbIN KOCTOXOHAPKUT pebep, Yaule |-l pe6pa cneBa, ¢ 601€3HEHHOCTLIO U OTEKOM B 30HE
pe6epHo-XpaLLeBOro nepexoaa. 3abonesaHve, Kak npaBuio, UMeeT JOOPOKayeCTBEHHOEe, CaMOOorpaHu-
YyuBalolleecs TedeHne, 6e3 CUCTEMHbIX NPOABAEHUIN

CuHapom Tutue [27]

Ty6epkynes, acneprunnes XapaKTepHO MopaXeHne PecrnupaTtopHOro TpaKTa C OGCTPYKUMEeN, NMXOPaAKOW, WUHOWALTPATUBHLIM
BOBJ/IEYEHWNEM IMMbATUYECKUX Y3/IOB U JIErO4HOMN TKaHW. BayHbl JaHHbIE aHaMHe3a, Hanu4Yue UMMyHoae-

dULMTa 1 MMKPOBMONIOrMYecKoe NOATBEPKAEHNE

B otnnyume ot xoHApuTa npu PI1, OTEK U runepemMus OXBaTblBaloT BCIO YLLIHYIO PaKOBUHY, BK/OYas MOYKY (He
cofepxallyto xpsia), 4To nomoraeT gnddepeHumpoBaTb MHOEKLMOHHbLIA NPoLecc OT UMMYHHOIO XOH-
apuTa. HacTo BbISBASIOTCS NOKaNbHas MHPEKUMS, TpaBMa UK MUPCUHT B aHaMHe3e

NHOEKLMOHHbBIM XOHAPUT YLLIHOK
paKoBUHbI [21]

lMpumedaHme. ANCA — aHTUHENTPOdUIbHbIE LMTONNa3MaTuyeckue aHtutena; NMA — rpaHynemaTos ¢ nonnaHrumTom; UOA — nummyHodep-
MEHTHbIN aHanu3.

Note. ANCA — anti-neutrophil cytoplasmic antibodies; GPA (I'MA) — granulomatosis with polyangiitis; ELISA (M®A) — enzyme-linked
immunosorbent assay



B Hanbonee MHOroymMcineHHon Koropte geteun ¢ Pl He
Obl/I0 OTMEYEHO CYLWECTBEHHbIX OTIMYMI OT Te4eHUs 3abo-
neBaHusa y B3pochbix [5], o4HaKo oTAeNbHble KIMHUYECKUEe
CepUn AEMOHCTPMPYIOT 6ONbLUYIO HaCcTOTY M BblPaXEHHOCTb
NlapuHroTpaxeobpoHXMaNbHOro NopakeHmsa n 6osee BbICO-
KW pUCK TpaxeocTomun y aeten [28-32]. CoyeTaHue
peunanBMpPYIOLLErO CTEHO3a AblXxaTeNbHbIX NYTEN U XOHAPU-
Ta YWHOM PaKoBMHbI NPUBOANT K CBOEBPEMEHHON yCneLw-
HOW guarHocTuKke Py petei. B cuctematnyeckom o63ope
68 KnnHuYyeckux cnydaes Pl ¢ ge6oTom o 21 roaa (naum-
€HTbl, COOTBETCTBYOWME KpuTepuam McAdam u nmerowme
OMUCaHHYI0 TaKTUKY Ie4YeHNs) OTMEYEHbl cleayloLine oco-
6eHHocTH [33]:
® CpefHss 3ajepKa BepuduKauum guarHosa coctaBuna

oKono 1 roja, a cpefHUMM BO3pacT Hadvasla 3abonesa-

Hus — 12 ner;

e Haubonee pacnpocTpaHeHHbIMM CUMMNTOMamu Ha
MOMEHT ob6paleHus OblIn OBYCTOPOHHUWA XOHAPUT
YWHOW paKoBWHbI (69%), BOCnaneHne HOCOBbIX XpsLlen
(62%) 1 XOHAPUT AblxaTenbHbIX NyTen (63%);

e epBOHayanbHas pAuarHoctuka BKAtovana KT/MPT
(72%), 6poHxockonuto (57%), 6uoncuio (51%) n nabopa-
TOpHblE nccneaoBaHusa (88%), npuyem nosbieHne COJ
oTMeyvanocb y 59%;

® B JIeKapCTBEHHOW Tepanuu Haubonee LMPOKO npume-
HANUCb TNIOKOKOPTUKOMabl (91%) n meToTpekcart (35%),
a TpaxeocToMusi 6blna Haubonee pacnpoCTPaHeHHbIM
XMPYPruyeckum BmellatenbcTBom (38%);

e Haunbonee adbPEKTUBHBIMU BapuaHTamMu fie4eHus Oblaun
MOHOKJIOHaNbHble aHTUTeNa (3pdeKTy 87% 13 15 nauyu-
€HTOB) U MMIOKOKOPTUKOMbI (3PDEKT y 66% 13 62 naum-
€HTOB); Hanbonee 4acTo NPUMEHAEMbIM MOHOK/OHab-
HbIM aHTUTENIOM Obln UHrMEuTop TNF-a MHOAMKCMMab
(B 13% cny4vae).

Mpn deHoTune Pl 6e3 BoBNEYEHUS AbiXaTeNbHbIX NyTEN
oLeHKa aQDEKTUBHOCTM TEPANUK CI0XKHA U3-3a HEMpPEACKa-
3yeMOoro xapaktepa M BO3MOXHOM CMOHTAHHOW AMHAMWKK
3ab6oneBaHuns. Tem He MeHee, CBOEBPEMEHHOE Ha3HavYeHne
rIOKOKOPTMKOMAOB (B Ao3e 0,5-1,0 Mr/Kr/cyT no npeaHn3o-
NIOHY B TeYeHne 3 Hea unu nynbc-Tepanuns MeTUAnpesHn30-
IOHOM) B nepunof 060CTPEHUS Y NALMEHTOB C MOPaXKEHNEM
AblXxaTeNbHbIX NyTeN NO3BONSET CYLWECTBEHHO CHU3UTb PUCK
KU3HEYrPOXKaloLWMX OCOXKHEHUIN U HEOOXOAMMOCTHU UHBA-
3MBHOMW AblXaTeNIbHON NOAAEPKKM.

B cnyyasx, korga HIBIT 1 rNiOKOKOPTUKOMAbI HegocTa-
TOYHO 3DDEKTUBHBI MKW BbI3bIBAIOT 3HAYMMble MOBGOYHbIE
abdeKTbl, UICNONAbIYIOTCH cTeponicbeperaowme npenapa-
Tbl (KONXWMUMH, TMAPOKCUXIOPOXMH, TPaAULMOHHbIE UMMY-
HogenpeccaHTbl). Cpean nocnegHUx MeToTpeKcart, a3aTuo-
NpWH, MMKodeHonata MmodetTun n unknodpocdammng BXoaaT
B 4YMC/I0 Hanbonee 4acto NpUMeEHseMblx cpeacTs npu Pr,
0COBGEHHO B CLeHapMUsX CUCTEMHOIO BoCnaneHus u MHOro-
NIOKaNbHOro XOHApPHUTA.

[MpumMeHeHne Buonornyeckux npenapatos rnpu Pl o6bly-
HO paccMmaTpuBaeTcs Npu TAXeNnoMm, pedpakTepHOM Wau
JKU3HEYrpoXKaloleM TeYeHUU, HEe KOHTPONMPYyEMOM CTaH-
naptHow Tepanuen. Coobuiaetcs, YTO OTAeNbHble 6GMONOo-
rMyeckue areHTbl (MHrubutopbl TNF-a, abartauenTt, Touu-
nmM3ymab) noTeHUManbHO NPEBOCXOAAT MeToTpeKcaTr no
KJIMHUYECKON 9P DEKTUBHOCTH, TOrAa Kak aHaKMHPa U pUTYK-
cnumab JEMOHCTPUPYIOT 60/lee CKPOMHble pe3ynbraThl [21].
MupoBo# onbIT NPUMEHEHUS BUONOTMYECKMX MpenapaTos
B neguaTpum ocTaeTcs orpaHuyeHHbIM, a PeLMaANBUPYIOLLUI
xapaKktep TeyeHuns 3aboneBaHusa 3aTpyaHAeT 0O bEKTUBHYIO
OLEHKY 90DEKTUBHOCTM NMPOBOAMMONM TEpanuu.

MHruéutopbl TNF-a aBasatoTcs Hanbonee N3yYyeHHbIMK
UMMYHOBUONIOTMYECKMMIU Mpenapatamu B fiedyeHun Pl

[34]. B uccnepoBaHuun ¢ yvyactuem 28 nauuneHtos ¢ PI1,
nonyyaBwux uHrmoutopbl TNF-a, oueHuBanu AUHaAMWKY
CUCTEMHBLIX W pecnupaTopHbIX NposBAeHU 3aboneBa-
HMA. Bce nmauueHTbl paHee nofnyvyanu TNIOKOKOPTUKOU-
abl, 70% — MeToTpeKcaT; pexe NPUMEHSNUCH Apyrue
MMMYHoZenpeccaHTbl (UMknodochdammna, LMKIOCNTOPKUH A,
asaTuMonpuH, MmkodeHonata modetun). MNpu nopaxxeHuu
OblXaTeNbHbIX NyTen Tepanua nHrnéutopamm TNF-a acco-
uMmMpoBanacb C KJAMHUYECKUM YNyYlEHNEM W yMEeHblue-
HWEM Bblpa*eHHOCTM pecnupaTopHbiX CUMNTOMOB B 60%
cny4yaes [35].

PaHHee Ha3HayeHMe OMONOrMYeCcKUX npenapaTtos
MOXeT cnoco6CcTBOBaTb NPEAOTBPALLEHNIO XPOHUYECKOTO
CTEHO3MPOBaHMA AblxaTebHblX NyTen, Tpebytowero ycra-
HOBKM CTEHTa W npefpacnonaratowero K $opmMumpoBaHuio
NOPOYHOro Kpyra, BKO4Yas padpacTaHUe rpaHynsuuoH-
HOW TKaHW, U MyKocTasy [36]. Kpome TOro, npumeHeHue
6MONIOrMYeCKMX NpenapaToB NO3BOASET CHU3UTb NOTPE6-
HOCTb B BbICOKMX [03aX CUCTEMHbIX MMIOKOKOPTUKONAOB
M YMEHbWWUTb YaCTOTY CBSA3AHHbIX C HAMU OC/IOKHEHUN.
OnucaH TaKe OonblT MPUMEHEHUS MHrMOUTOpPa SAHYC-
KWMHa3 y B3pocnoro nauuneHTta ¢ Pl npu HegocTatoyHoOM
3G bEKTUBHOCTM Tepanuu pasnnuyHbiIMKM MMMYyHOAeNpec-
caHTamu [37].

CoGCTBEHHbIM ONbIT BeaeHUa nauuveHTkn ¢ Pl Tak-
e [AeMOHCTpUpyeT CNOXHOCTM nogbopa Tepanuu.
MpoBeaeHne nynbc-TepanuM MeTUANPEAHU3O0NO0HOM
C nocnegywuwum nepexogoM Ha nepopanbHbli MNpu-
€M MO3BOJ/IMN0 KynupoBaTb OOGCTPYKTUBHbLIA CUHAPOM
W CHU3WUTb NlabopaTopHyl0 aKTMBHOCTb 3aboneBaHus.
BoBneyeHne HECKONbKWUX XPSALEBbIX CTPYKTYP (YWHbIX
pPaKOBWH, CYCTaBOB, [AblxaTeNbHblX MNyTen) 06ycnoBuUIO
HEeo06X04MMOCTb ANUTENbHOM Tepanuu, HanpaBaeHHON Ha
KOHTPOJ/Ib CUCTEMHOIO BOCMNaNeHus.

C y4yeToM uWMeloWmMxca nuTepaTypHbIX AaHHbIX 6bla10
NPUHATO peweHne 06 MHULMaLMKM UMMYHOOUONOrMYEeCcKom
Tepanun uHrnéutopom TNF-a. HavanbHass KoMOGMHauLMSA
3aTaHepuenTa M NpPeaHU30/I0Ha OKa3anacb HeaoCTaTO4HO
IPDEKTUBHOM: MPU MOCTEMNEHHOM CHUXKEHWU [LO3bl [JIOKO-
KOPTUKOMZOB OTMeYanacb ytpata KOHTpons Hag 3abonesa-
HWEM C pa3BUTMEM O0BOCTPEHUS NOAMXOHAPUTA.

Bo3o6HoBNEHME Tepanuu MMIOKOKOPTUKOUAAMU B BbICO-
Kux fo3ax notpeboBano Bbli6opa cTepouacteperatowero
areHTa M3 rpynnbl UMTOCTATUYECKUX 60Ne3Hb-MOAUDULIMPY-
OLWMX NpenapaTtoB M CMeHbl GMONOTMYECKOW Tepanuu: aTta-
HepuenT 6bl1 3aMeHEH Ha ronMmymat — MOHOK/IOHaNbHoe
aHTUMTEeNno ¢ 6onee BbiCOKOW adduHHOCTLIO K TNF-a (Kak
B CBOGOAHOM dopme, TaK M MpU peLenTop-cBA3aHHOM COCTO-
AHWUW), peanuaylollee IPdeKTbl Yepes aHTUTENO-3aBUCUMYIO
N KOMMNEMEHT-3aBUCUMYIO LIUTOTOKCMYHOCTb, YTO HexapakK-
TEePHO ANd aTaHepLenTa.

Mo AaHHbIM Ny4eBbIX METOLOB UCCNEefOBaHWA B AUHA-
MWKe YMEHbLLEeHUS CTeHO3a NOAr0I0OCOBOro OoTAeNa ropTa-
HW HE OTMEYEHO; COXpaHaeTCs yTOoJLLEHNE TPpaxeun ¢ 06bI3-
BECTB/IEHMEM XPSLWEN ropTaHM Ha YPOBHE rO/I0COBLIX
CBA30K. [1py 3TOM KNIMHMYECKM HabnojaeTcs 3HaYuTeNb-
HOe yfnyylleHMe — yMeHblleHWe [AblXxaTeNbHblX Hapyle-
HWI M BOCCTaAHOBJ/IEHWE r0N0CO06PaA30BaHUSA, YTO MO3BO-
Nn9eT Ha AaHHOM 3Tane OTKas3aTbCH OT XMPYPruyecKoro
BMelwartenbcTBa.

Kom6uHupoBaHHas Tepanua MUKODEHONOBOW KUC-
N0TOM M ronMmymabom Mno3BoaufAa MNOMHOCTbIO OTMEHUTb
CUCTEMHbIE NIOKOKOPTUKOMAbI 6€3 pa3BUTUS 060CTPEHUS
W NPeaoTBPaTUTb HOBblE 3MM304bl BOCMANEHUS XPSALLEBOMN
TKaHuW. MNauneHTKa yaoBAeTBOPUTENIbHO NEPEHOCUT NPUBLIY-
HYl0 GU3NYECKYIO Harpy3Ky M BeAeT aKTUBHYIO COLMabHYy0
YKU3Hb.
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KnuHunyeckKoe Ha6noaeHue

3AKJ/IIOMEHUE

Pl cnepyeT BKAoYaTb B Kpyr anddepeHunanbHom ana-
FHOCTMKM 3aboneBaHun JIOP-opraHoB, peBMaTUYECKUX
3ab0neBaHnn U COCTOSIHUM, CBSI3aHHbIX C UMMYHHOW AuUC-
perynaumen. Hu3Kas pacnpocTpaHeHHOCTb 3abosieBaHus
B I€TCKOM BO3pacTe, HecneunpruIHOCTb KIMHUYECKMUX NPO-
ABNEHMIN W HeJocTaToyHas OCBEOMJIEHHOCTb creuunanu-
CTOB 006YyC/IOBNMBAIOT ANIUTENbHbBIN ANAarHOCTUYECKUI NOUCK.
BoBneyeHne XpslleBbiX CTPYKTYP KPYMHbIX AblXaTenbHbIX
nyTen B CUCTEMHOE BOCMNasneHne nNpeacTaBasieT 0cobyto Kn-
HUYECKylo NPo6eMy, MPMBOAS K PA3BUTUIO KMIHEYrpoXKa-
loWKMX CTEHO30B. PeunamBupyiollee TedeHne 3a6oneBaHms
C nepuogamMu CrMOHTAHHOW PEMMUCCUM 3aTPYAHSET OLIEHKY
3QPEKTUBHOCTM Tepanuu M onpeaenset HeobXxoaMMOoCTb
ONUTENbHOIO AMHAMWYECKOro HabnoAeHUs nalueHTOoB.
TpebyloTcst MHOFOLEHTPOBbLIE WCCELOBAHUS, HamnpaBfeH-
Hble Ha GOpPMUPOBAHUE KIIMHWYECKOTO «MopTpeTa» neaua-
Tpuyeckoro nauueHTta ¢ Pl # cTaHaapTU3auumio TepaneBTu-
YeCKMUX Noaxo/10B.

WHO®OPMUPOBAHHOE COINIACUE

B nctopun 60ne3Hn naumeHTa MMeeTcs NUCbMEHHOoEe
MHGOPMUPOBaAHHOE [06POBONLHOE COrjlacue poauTens
pebeHKka (gata noanucanua: 01.10.2024) Ha ucnonb-
30BaHWE aHOHWMMWU3WPOBAHHbLIX AaHHbIX B Y4eO6HbIX
M Hay4YHbIX Uensax, BKAoYas nybauKauuio B MeAWLMH-
CKMX XypHanax. [aHHble npeactaBfieHbl B @aHOHUMHOM
BUAe.
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