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Relapsing polychondritis (RPC) is a rare disease, its diagnosis presents certain difficulties. This is due to the absence of characteristic clinical
manifestations at the initial stages of the disease, late diagnosis and difficulties in selecting adequate therapy.

The article presents a review of the literature on the diagnosis and treatment of RPC, as well as a clinical case with tracheobronchial tree and
other organ systems involvement in the absence of classical auricular involvement.
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Peumausupytomuii nonuxonaput (PT1X) — peakoe cucreM-
HOe Mporpeccupyoliee 3a00ieBaHNe, XapaKTepU3yoIeecs o-
BTOPHBIMM peLIMINBAMU BOCITAJIUTEBHOTO TTpoliecca C Mmoce-
NyIOILEH aereHepammeit u nedhopmanyieii XpsineBoi TKaH! YIIei,
Hoca, TOpTaHu U TpaxeoOpoHxuaibHOTO AepeBa [1—3]. dpyrue
CTPYKTYpPBI, CoAepKalllie MPOTEeOorJMKaHbl, TaKMe Kak IJa3a,
cepllie 1 BHYTPEHHEe yX0, TaKKe MOTYT BOBJIEKaThCs. DTH Ha-
DPYIIEHUsI CBSI3aHBI C Pa3BUTHEM CUCTEMHOTO BacKyjlIWTa, U B
COOTBETCTBUM C COBPpEMEHHBIMM mpeacTaBicHusiMu PITX or-
HOCUTCS K TPYIITe UMMYHOBOCITAJIUTEIbHBIX OoJe3Heit. C 1mo-
MOIIBIO MpoBeaeHHOro B 2016 I KJIacTEpHOro aHaau3a ObLIA
UAEHTU(PULIMPOBAHBI TpU (OPMbI OOJIE3HU: OJIATONPUSITHAS C
XOPOIIMM MporHo3oM (65% cinydaeB), pecrimpaTopHast (25%) n
remarosiornueckas (10%) [4].

IMopaxkeHne TpaxeoOPOHXUAIBHOTO JepeBa — OJIWH U3 TIPH-
3HaKOB pecruparopHoit popmbl PITX, KoTOpHIit accounmpyercs
C HeOJIArOMPUSATHBIM TMPOrHO30M. Takue TMalMeHThl TPeOyIoT
00J1ee MHTEHCUBHOTO JICUeHUsI U B O0JIbIIIel CTeTNeHU MOABEPKEHBI
pazBuTHio MHGeKIMU. PITX ¢ BoBieueHneM TpaxeoOpOHXUATbHOTO

Cospemennas peemamonoeus. 2023;17(1):83—88

JiepeBa OTIMYaeTCs OT ApYruxX (hopM 00JIe3HU KIMHUYECKUMU
MPOSIBICHUSMU, TEPANIeBTUUECKUMU MOAXOAaMU U 3BOJIOLUAEH
3abosieBanus [4].

DnuaeMuoIorust

PITX HaOiomaeTcs B OCHOBHOM Y B3POCJBIX IMallMEHTOB
CpeIHEero Bo3pacTa ¢ He3HAUMTEJIbHON CeMeiHOM Tpeapacio-
JIOXKEHHOCTBIO, HO BCTPEYAIOTCsI CITydaur 00JIe3HU Y OUeHb IOHBIX
U noxwiblx Jroaeit [S]. [Topaxarorcs Bce STHUYECKUE TPYIIIBI.
B CIIIA vactora PITX cocraBnsier 1 ciyyait Ha 3,5 MJIH XKUTeei,
a cpenu ciayxamux MuHHCTepcTBa 000pOoHBI — 1 ciayyail Ha
4,5 MtH yestoBex [6, 7]. 1o JaHHBIM MOMY/ISILIMOHHOTO KOTOPTHOTO
ucciaeaoBaHusi, pacrnpoctpaHeHHocTh PITX gocturana 0,71
ciay4vas Ha 1 MuiH HaceneHus B TedeHue roaa [8]. [Tpu PITX Bo-
BJIEYEHME PECIMPATOPHOro Tpakra ormedaercs y 20—50%
6onbHbIX [1, 4, 9—11]. PecriupatopHbie cumnToMbl B 50% Ha-
OJIIOIEHH I TTOMOTAIOT YCTAHOBUTD MPaBWIbHBIN quarHo3. 1. Dion
M COABT. [4], KOTOpbIE ITPOaHAIU3UPOBAJIM JaHHbIEe 142 MalreHTOB
¢ PITX, oOHapyXuiu ero TpaxeoOpOHXUATbHbII BApUAHT B YET-
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BEPTH CJIydaeB, IPEUMYILECTBEHHO Y OOJIbHBIX MOJIOIOTO BO3pacTa
[4]. ¥ mauueHTOB ¢ 3TUM BapuMaHTOM pexXe BCTpevyajoch Iopa-
JKeHME YIIHBIX pakoBuH [11, 12].

Kimanyeckue nposiBiieHus NPH BOBJI€YEHH
TPaxXeoOPOHXUATBLHOTO TPAKTA

[MopaxeHne opraHOB NbIXaHUS SBJISIETCS IEPBBIM TPU3HAKOM
6one3nu B 10% cayuaes [13, 14]. BoBieuyeHue AbIXaTeJbHbIX
nyTeil oTMedaeTcst Ha paHHeMm sTtane PITX, B cpenHem uepes
2,5 rona noce yctaHoBjieHUs auarHosa [4]. [TopaxeHue roptaHu
MPOSIBIIsieTCs] OOJIbI0 M BOCTIAJIEHWEM Ha YPOBHE BHIIIE IIUATO-
BUIHOM XeJe3bl, compoBoxnaercs nuchoHueit, adpoHueit u
OXPUILIOCTBIO TOJIOCA W TPUBOAUT K JIAPUHTOMAISIIUN WU
CTEHO3Y, KOTOpbIe OOYCIOBIMBAIOT MOSIBACHUE OABILIKU TPU
Broxe [13, 15].

PazBuBatorcst BocrajeHue U AeCTPYKLMS Xpsliia, 4YTO MpU-
BOIUT K Tpaxeo- 1 OpoHxoMastsiiiny. KocToctepHaIbHBIN XOHIPUT
Bctpeuaercst y 35% nauuenTtos ¢ PITX. Ero Hainuue Takxe BblI-
3bIBAET HApPYILIEHUE ABIXaHUS B pe3yJabTaTe MOJTHOU XpsIeBOit
nectpykiuu. [13]. PITX MoxeT nmpuBecTH K BHE3alHON cMepTU
BCJIEICTBUE CMa3Ma TOPTaHW WJIM Tpaxeu WJIW OCTPOro OTeKa
TIPY BBIPAXKEHHOM BOCTIAJIUTETLHOM TIpoliecce. [IporHo3 yxymaer
TTOBBITIIEHHAs YacTOTa MH(MEKITNI HYDKHUX TBIXaTeJIbHBIX MY Tei,
KOTOpBbIE HEPEIKO COYETAIOTCS ¢ HaIMYheM OpPOHXOIKTa30B.
B 22-30% cnyuaeB PITX accouuupyercsi ¢ ayTOMMMYHHBIMU
00J1e3HSIMM, KOTOPbIE TAKXKE MOTYT UMETh COOCTBEHHBII peCIu-
PaTOPHbIM KOMITOHEHT [2—4].

JInarnocTuka U Kiaccu(puKkanoHHble KPUTePUn

J10 cuX TIOp HeT BAJIMINPOBAHHOM KiTacCU(DUKAIIMY U THAAar-
Hoctuueckux Kpurepues PIIX. JluarHocTtuka 6a3upyercs Ha
KJIMHAYECKUX JOKasaTeJabCTBaX M ombiTe Bpada [1, 13, 16].
Hawubosee yacTo nMcrosb3yroTes KiaccuduKalMoHHbIe KpUTEPUN
C.J. Michet u coasr. [2]. uns noarBepxaeHus auarHosa PITX
0O0JIbHOI IOJIKEH UMETh 2 00JIbIIUX WU 1 60IbIION U 2 MaJTbIX
KpuTepus. JJappuHrorpaxeaabHbIN KPUTEPUIX OTHOCUTCS K YUCITY
oosbiux. Heooxonumo npoBoauTh auddepeHInaaIbHyO I1-
arHOCTHKY, 0COOEHHO ¢ TpaHyJIeMaTO30M C TTOJIMAHTUUTOM, KO-
TOpbI MoXeT uMuTupoBath PITX. Hannuue mo3uTUBHBIX aH-
TUHEUTPOGUIBbHBIX LIUTOMIa3MaTHueckux antutea (AHLIA), B
YaCTHOCTH K TTepoKcHaa3e 3, BOBIEUSHUE JIETOUHOM MTapeHXUMBI,
MopakeHUe 3adHeil HeXPSIIeBOil TpaxeadbHOU CTEHKH, TTOYeK
WJIM JeCTPYKTUBHBIE U3BMEHEHUS yXa, Hoca 1 ropJja Kiaccudu-
LUPYIOTCSI KaK TpaHyjieMaro3 ¢ InojuaHruutom, a He PITX.
Huarnoctuka PITX 3amaznbiBaeT — OT MOSIBJIEHUSI €rO MEPBbIX
CUMIITOMOB 10 BepubUKauu 3a00jeBaHUS MPOXOIUT OT
1,9 no 3,2 rona [1, 7, §].

Hike mipencraBnensl kaaccugurxauyuonnsvie kpumepuu PIIX
C.J. Michet |2].

boavuiue kpumepuu:

— MOopaxeHue YIITHON paKOBUHBI;

— Ha3aJIbHBIN XOHIPUT;

— JIApUHTOTpPaxeaIbHbI{l XOHIPUT.

Manvie kpumepuu:

— MopaxeHue 11a3 (KOHbIOHKTUBUT, KEPATHUT,

SMUCKJIEPUT, YBEUT);

— MOTeps cliyxa, BeCTUOYIsIpHas IUCHYHKIIMS;

— CepOHETaTUBHBIN apTPUT.

JJisi IOATBEPKISHUST IMAarHO3a JOCTaTOYHO | GOJBIIOro U
2 MaJTbIX KpUTepHreB. B HacTosIIee BpeMst ITpoaosmKaeTcst pa3padboTKa
K1accuduKaluy U [uarHoctuaeckux kputepues PITX [17, 18].
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Komnwvromepnas momoepaghus (KT) siBisieTcst OCHOBHBIM Me-
toaom uccienoBanus rpu PITX. OHa 1mo3BojisgeT NoaTBEPAUTh
JIMATHO3 Y MPOCJIEANTD BOJIOLMIO 60sie3HU. K Hanbosee 4yacTbiM
uzMeHeHusM npu KT oTHocsiTes: 1) yTosieHue TpaxeaabHOU 1
OpoHXOTpaxeaJbHOM CTEHKHU >2 MM C KaJblUMdUKalei niu o6e3
Hee, BcTpeuatolieecst B 40% ciyuaeB. CoxpaHeHUE 3aJHEH MEM-
OpaHO3HOI YacTu, KOTOPasi He COAEPKUT XPSIIIIa, SIBISIETCS BbI-
COKOYYBCTBUTEJIbHBIM MpU3HaKoM [19]; 2) yMeHblIeHUEe DUK-
CHPOBAHHOTO MIPOCBETA WM TPaxeoOPOHXHUAIbHAsI OOCTPYKIIUSI,
BKJTIOYAsT TTONCKJIQIOYHBII CTEHO3 TOpTaHU. BhIsSBIsIETCS TIpU
YMEHBIICHUH ThameTpa rpocseta Ha 25%; 3) TpaxeoOpoHxoMa-
TSNS, XapaKTepU3yIOMIasicsl BEIpaXkKeHHBIM KOJITATICOM Tpaxe-
aJTbHOTO WU OPOHXMAJIBHOTO TMPOCBETOB BO BpeMsl BBIIOXA.
Takoil MHTEeHCUBHBII KOJITAINC MOXKET MOpaxaTh Tpaxelo, IaBHbII
OpOHX UM 00e 3TU CTPYKTYpPhI; 4) Mo3auuHas nepdy3usi, 3a-
KJTIOYAOIIASICST B HEOTHOPOIHOCTH JIETOYHOM MTaPEHXMMBI C TTPO-
3paYHBIMM OYaraMu COCYAMCTOTO pa3pexXeHUsl (ITaToJIoTHs) U
CBEPXIUIOTHBIMU YJacTKaMU JIETOYHOM TKaH! (HOpMa), Ha KOTOPBIX
BU3YyaIU3UpyeTcs Ooblie cocyaos [19].

Maenumno-pezonancnas momoepagus (MPT) cuutaetcs 6osee
YyBCTBUTEJIbHBIM, 4eM KT, MeToqoM [Jis1 BBISIBICHUSI Pa3TnInil
Mexy pudposzom u BocniasieHreM. OqHako MPT nmeet orpaHuye-
HUS TP OTIEHKE TIOPasKeHUs IbIXaTeIbHBIX ITyTeil N3-3a c1aboro
MMPOCTPAHCTBEHHOTO pa3penieHus nmo cpaBHeHuto ¢ KT [20].

[Tlozumponno-amuccuonnas momoepagus (I1193T) MOXeT BbI-
SIBUTh aKTUBHbIE U3MEHEHMUS XpsIllia Ha JII0OOM cTaauu 60se3HU
C OYEHb MaJIbIM MPOCTPAHCTBEHHBIM pa3petieHueM. [19T Takke
TTO3BOJISIET OOHAPYKUTD PA3JINIMST MEXKITY OCTPBIMU 1 (PUOPO3ZHBIMU
U3MEHEHUSIMU, OCOOEHHO Y MAIIMeHTOB C N30JMPOBAHHBIM Tpa-
Xe0OpOHXHUATBHBIM MopaxkeHueMm [21—23].

DyHKyuoHaNbHbIEe Ne204Hble Mmecmbl TOJDKHBI TTPOBOAUTHCS
JUTSI yTOYHEHUSI AMarHo3a U MOBTOPSITHCS €KEeTOAHO ISl OLEHKU
MOPaXeHUSI AbIXaTEIbHBIX IyTEH U MPOrpecCUpOBaHNsl O0JIE3HMU.
Hx He ciemyeT BHIMOTHATH TIPU HaMuuu nHGeKmu. Crupo-
MeTpusl, KpUBble 00BEMHOTO pacxXoia M U3MepeHue Pe3uCTeHT-
HOCTH BEPXHUX IbIXaTeJIbHbBIX ITyTel TTOMOTAIOT BBISIBUTH UX T1O-
paxkeHue Y aCUMIITOMHBIX TTallMeHTOB [23].

bporxockonus TPOBOAUTCS y MALIUEHTOB C PECTIMPATOPHBIMU
CHUMIITOMaMU TPU HAJIWYUU CPOYHBIX MOKa3aHuil. OnHako ee
BBITIOJTHEHWE TPeOyeT OCTOPOKHOCTU U OOJIBIIOTO OIBITA, TaK
KaK BO3MOXHO Pa3BUTHE CEPLE3HBIX OCIOXHEHWU BIUIOTH IO
cMepTenbHOTO rcxona. OTMevaeTcst KOppesius JaHHBIX OpOH-
xockonuu ¢ pesyasraramu KT mpu nuarHocTuke cTeHO3a 1 Tpa-
xeobpouxomassiiuu [10].

Mopghonoeuueckoe uccaredosanue GUONTATOB MEPEAHETO TPa-
X€aJIbHOTO XA, TOJYIeHHBIX IIPYU OPOHXOCKOITUH, TIO3BOJISIET
OTIpeNeTUTh HecTienupuiecKue U3MeHeHUs: NHOUIBTPALINIO
XpSITIa TePUXOHAPATEHBIMU JTUM(DOTUIA3MAaTHUECKMU KIIETKAMU
C MaJbIM coiepxaHueMm 0a30(uIOB B COUETAHUU C MOTEpeit
MPOTEOTJIMKAHOB. XPsIIl MOCTENEHHO 3aMelaeTcs: (pudpo3Hoi
TKaHbIO.

Jleuenue seroynoii narosoruu npu PTIX

TepareBTUYECKUE MOAXObI 0a3UPYIOTCST OOJBIIEH YaCThIO
Ha OITbITE Bpaya, OMMCAHMUSIX CITy4acB B MEAULIMHCKOM JIUTEPaType
U COTPYIHMUYECTBE MEXJy IyJIbMOHOJIOTaMHU, PEBMATOJIOTaMu
u uHTepHUCcTaMUu. OCHOBHAS LIEJTb JIEYEHUS] — KOHTPOJIb CUMII-
TOMOB M CTAOMIM3AIHsI HAPYIIEHWIT CO CTOPOHBI TbIXaTeTbHBIX
nyteit [9].

Medukamenmosnas mepanus BKIIOYAET TTTFOKOKOPTUKOU/IbI
(I'K) — camblii BasKHBIIT KOMIIOHEHT JIEYeHMSI, IEMOHCTPUPYIOIITUI

Cospemennas peemamonoeus. 2023;17(1):83—88



COBPEMEHHAA PEBMATONOTIHNA Ne1°23

KAWNHUYECKWUE HABNWAEHNA / CLINICAL OBSERVATIONS

xopoiuii apdext. OopryHo 'K HazHavaroT B 103¢ 1 MI/KT Macchl
TeJia B IiepecyeTe Ha MPeTHMU30JI0H, HO 1032 MOXET BapbUPOBATHCS
B 3aBUCUMOCTHU OT TsiKecT Oosie3Hu. MHoraa npuberaior K BHYT-
PUBEHHOMY BBEIEHUIO BBICOKMX 103 METUIITIPEIHU30JI0HA, eCITN
TepOPaIbHBIN TIPUEM HeJOCTaTOUHO 3(PDEKTUBEH WIN UMEETCS
OCTpBIif pecriupaTopHbIil nuctpecc-cuaapom. I'K ucnonbaytorest
JUTSI TIOIaBJIEHUST BOCTIAJIUTENIbHOM aKTUBHOCTH TTPU TTPOIOJIKI-
TeJIbHOM obocTpeHuu mnpouecca. [1pu Hannuum nndexkunu 'K
MPUMEHSTIOT B KOMOMHALIMM C aHTUOMOTUKAMU |24]. BonbILIMHCTBY
MaIMeHToB TpedyeTcst uinTebHoe JJedeHne ['K, B TeueHue He-
CKOJIBKMX MecsueB uiu gaxe et [1, 9]. [Ipu HepoctaTouHOM
adpdexruBHOCTH 'K X KOMOMHUPYIOT ¢ IMMYHOCYITPECCUBHBIMU
npenapataMu: MmetorpekcatoM (MT), nuknodochamuaom, aza-
trornpuHoM (A3A) wiu MukodeHosnata ModeTuioM. Mcnosb-
30BaHUE UMMYHOCYIIPECCOPOB MO3BOJISIET TAKXKe CHU3UTh 103y
T'K. Bbi6op areHToB smnupuyeckuit, Ho MT npumeHsietrcs 6osee
IUPOKO U OKa3biBaeTcsl Oosiee abdekTuBHbIM [1]. [eHHO-UH-
JKeHepHble oromorndeckue rpenapatsl (T BIT) Takke HazHavaOT
npu PIIX [25—27]. B oTneabHbIX KIMHUYECKUX HAOIIONCHUSIX
noka3zaHa 3¢ dexrtuBHOCTh UHGAMKCMaba (MH®D) Ha panHei
craguu 6oye3nu [27]. OnHako npumeHeHue 3tux ['MBIT He oc-
HOBBIBAeTCsI Ha KaKUX-JIN0O KIMHUYECKHUX NCCIIETOBAHMSIX, T10-
3ToMy 3(HEKTUBHOCTD PA3IMYHBIX UX TPYII TPYAHO COMOCTABUTD.
Ananmumyma6d (AJA) u1 MH® ucnonp3yorcs Hanbosee 4acTo.
B niepBbie 6 Mec MOTHBIA 1 YACTUYHBIN OTBET Ha JIeUEHUE OTMe-
yaeTcsl MeHee 4eM y 2/3 6oabHbIX. X0Ts A/IA nokazan Hanbosee
OJIaronpusITHbIE Pe3yJbTaThl, MOYTU BCE MALMEHTbl OTMEHUIU
ero n3-3a norepu 3OEKTUBHOCTH WIN U3-3a HeOIarompusiTHBIX
peakIuii, MIaBHbIM 00pa30oM MHOEKIIMOHHBIX OCIOXKHEeHMI [26].

Jlokanvnas mepanus MOXeT TIPOBOIUTHLCS TOJTBKO B CIIEIIMA-
JIM3UPOBAHHBIX LIEHTPAX, UMEIOIINX OTIEJICHUS] TOpaKaJbHOMI
xupypruu. OHa 3aKTI04aeTcsl B MUHTEPBEHLIMOHHOM SHAOCKOTH-
YECKOM JIEYUEHUU C UCTIOJIb30BAHUEM TJIaBHBIM 00pa30M pUTHAHON
OPOHXOCKOITUY 1 BKITIOYAET TEPMOKOATYIISIIIUIO, JIA3ePOTEePAITHIO,
OAJJIOHHYIO AWJIATAIUIO VI TIPUMEeHEeHNe OPOHXOCKOIIOB yBe-
JIMIEHHOTO pa3Mepa U TPaxeoOpOHXUAIBHBIX MPoTe30B. MHTEp-
BEHIIMOHHAS SHIOCKOIHS COMPOBOXIAETCSI PUCKOM BO3MOKHOTO
obocTpeHus, mepdopaliii 1 MUTpaLy MpoTe3a, OpoHXxocna3Ma,
YCUJIEHUST KallUIsl U YBEJIMYEHUST CEKPELIUM MOKPOTBI C OOCTPYK-
e nporesa [28]. PemeHnue o jokaabHOM Wi 00lLLei Tepanuu
WY UX KOMOWHAIIUY TOJIKHO TIPUHUMATHCST B KaXKIIOM Clydae
MYJTBTUIACIUATIMHAPHONW OpUTanoll CIIEIUATNCTOB C yJacTUEM
MyJbMOHOJIOTa, PEeBMATOJIOra, PeHTTeHoJora U TeparneBTa [4].
PecniuparopHas pusuoTepanyisi urpaet BaxkKHYI0 poJib B OPOHXM-
aJbHOM JpeHaxe, KOTOPBIi yaydliaeT BEHTWISILMIO U TIPeloT-
BpallaeT pa3BUTUe BTOPUIHOM mHDeknu. [1pu Hatmuaum yme-
PEHHOTO UJTM BBIPAXKEHHOTO TPaXeoOPOHXUATBHOTO TIOPaKEHUST
cJieqyeT IPOBOIUTE CKPUHUHT Ha OOCTPYKTUBHOE alTHOE BO CHE
WM Ha TUMEPKAITHUIO, YTO MOXET MOBBICUTH 3(D(HEKTUBHOCTD
HEMHBA3UBHOI BEHTWISILMU U SIBUTHCSI B HEKOTOPBIX CIIydasix
aJILTePHATUBOM MHTEPBEHLUIMOHHON 3HA0CKONMHU |28, 29].

IMammeHToB ¢ MHMEKIIMOHHBIMU OCTOXKHEHUSIMU, OCOOEHHO
MpU HAIMYUKM OPOHXOIKTA30B, HEOOXOMUMO BAaKIIMHUPOBATH
TPOTUB IMMTHEBMOKOKKA U Tputma. 11t mpoduIakTUKU pa3BUTHS
nHGEKIMY Ha3HAYAIOT MaJIble 103bl a3UTPOMUIIMHA.

Oo611as BbKuBaeMOoCTb Ipy PTTX 3HaUMTENbHO yJIydIlnIach;
TaK, B 1986 . mecsATWIETHSISI BBDKMBAEMOCTh cocTaBisuia 55%
[2], a B mocneanue roasl — yxke 83% [4]. OnTuMu3anus mporHo3a
00JIe3HM YaCTUYHO CBsI3aHa C TPUMEHEHEM UHTEPBEHITMOHHOM
Tepanuu, 0OJHAKO 3a00JIeBAeMOCTb 1 CMEPTHOCTh OCTAIOTCST BBI-
COKMMM, OCOOCHHO TIPU BOBJICYEHUH B MPOLIECC TPAXEOOPOHXM -
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anpHOTO nepesa [4]. Jns ouenku aktuBHOCTH PITX mpemnoxeH
uHnekc aktuBHocTu (Relapsing Polychondritis Disease Activity
Index, RPDAI), pa3paboTaHHBbIii Ha OCHOBE KJIMHUYECKUX U
ouonornyeckux AaHHbIXx [30]. OH coctout u3 27 MYyHKTOB,
BKJIIOYAs] PECIIMPATOPHBIN XOHIPUT C JIETOYHOI HEOCTATOUHOCThIO
unu 6e3 Hee. Pa3paboraH nHaekc creneHu nopaxenus rpu PITX
(Relapsing Polychondritis Damage Index, RPDAM). On conepxxur
3 IOMOJHUTENbHBIX PECIUPATOPHBIX MyHKTA: TTOCTOSIHHbIE Jie-
(opmanmu rpynHoii K1eTku, AMchOHUS U OOCTPYKTUBHBII CUH-
nipoM (ropraHu, Tpaxeu u 6poHxon) [31, 32].

[MpuBoaum onucanue 6osbHOI PTTX ¢ mpenmyIiiecTBeHHbIM
TOpakeHNEM OPTaHOB JAbIXaHUSI.

Kaunuuecrkoe naoarooenue

Ilayuenmrxa 3., 59 nem, npedsseasna xcarodbi HA Kauieav,
npeuMyuw,eCmeenHo Cyxoil, nepuoouueckyu cmpudoposHoe ovixauue,
00bIUKY NPU He3HAUUMENbHOU (PU3UYECKOll Hagpy3Ke, 604b 6 Ma30-
0eOPeHHbIX U 1e60M KONCHHOM CYCMABAX, 0eqhopMaLUI0 HOCA.

Anamues 3ab6oneeanus: 60avHa ¢ urons 2017 e., koeda noseuaucsy
CMOIIKAs NPUNYXA0CMYb 8 1€60M KOAEHHOM cycmage, Omek Ne6oil
HUdICHell KoHeuHocmu, dakmuaum naavues cmon. Ilosoce npuco-
eOUHUAUC, apmpum U my20n008udICHOCMYb cycmaegog Kucmei. Ilo
Mecmy Jcumenbcmea eviséaeHvl nosvluierHvie yposens CPb u COD.
Pesmamoudnsiii pakmop, anmumena K YUKAUMECKOMY UUMPYAIU-
Huposarnomy nenmudy u aumumena k IHK ne oonapyscenst. Yema-
HO6/1eH duaecHo3 eocnasumenvrol apmponamuu. Hauama mepanus
MT, evinoaneno enympucycmagHoe esedenue dunpocnana 6e3 0o-
cmamounoeo 3pghexma. Ilayuenmra Ovina eocnumaniu3uposana
pesmamonoeuueckoe omoenenue I'Y3 «Yavaunoeckas obracmuas
Kaunuueckas oonvHuua». Ilocae o6caedosanusn HasHaven cynvgha-
canasun 6 doze 2 e/cym. Boinucana c pekomerdayueil peeyispHo2o
Habawdenus y peemamonoed.

B cenmsbpe 2017 e. 6 853U co CHUdMCEHUEM 0CIMPOMbl 3PeHUs
ocMOmMpeHa oghmanbmor020M, OUACHOCMUPOBAHbI INUCKAEPUN,
yeeum, eumpeum. B okmsabpe 2018 e. 6o3nuknsa cednrosudnas de-
gopmayus Hoca, NOCMENeHHo cmana ouwyuwams 3ampyonerue Obl-
XaHus, noseuncs kauens. [loemopro obpamunace K peemamonocy
6 dexabpe 2017 e., npogedeHo o6caedosanue Ha AHMUHYKAEAPHbIE
anmumena, AHIIA. Ha ocnosanuu noayuenHvix 0anHbiX Oblau UC-
KAIO4eHbl cUCmeMHble 3a001e8aHUs COeOUHUMENbHOU MKAHU U 2pa-
HyAemamo3s ¢ noauaneuumom. B cesa3u ¢ npoepeccuposanuem nopa-
JHCeHUsL Ne2KUX OblAa 20CHUMANUZUPOBAHA 8 NYAbMOHOA0UMECKOe
omaoeneHue U bINUCAHA ¢ OUACHO30M HEKOHMPOAUPYEMOUl OPOHXU-
aNbHOU acmmbl, HaA3HA4eH NPeOHU3040H 8 do3e 10 me/cym.

B dexabpe 2017 e. npu KT opearog epyonoil Knemku 6bis61eHb!
ymoaujeHue cmeHok 6poHx08, naeapoduagpazmanvhbie CRAlKU, U3-
MeHeHUs1 Xpsaujeeoil yacmu pebep, unmepnpemupoganHole KaK KoH-
coauduposantvie nepeaomol. 24.01.2018 6 ces3u ¢ peaucmenmuovim
meueHueM nopadceHus Aeekux npogedena 6porxockonus. JuaeHo-
cmupogansl Ou@ysHolli OpoHXUM, pe3Koe cyceHue OPOHX08 3a
cuem omeka. Ha ocnoéanuu naruuus Npu3HAKo8 NOPANCeHUsl
XpAwesoi mKaru (apmpum, cedn08uoHas oegopmayus Hoca, Inu-
cKaepum, ygeum, sumpeum, 6061e4eHue 8 npoyecc OPOHXUANbHOO
depesa) yemanoeéner duaeros PIIX (puc.1). Hauama mepanus I'K
0,75 me/xe 6 nepecueme Ha npednusonon 6 covemanuu ¢ MT 6 doze
20 me/ned. Ha ¢hone neuenus nabawdanracs noaodxcumenvHas
JuHamuka 6 eude peepecca apmpuma, YAy4UleHUs COCMOSHUS
OpPOHX08, HOpMaU3AUUU 1AO0PAMOPHBIX NOKA3amenel.

B aseycme 2018 e. nayuenmia nepenecaa onoscul8aroujuii
2epnec, 0CA0JCHeHHbL eepnemuyeckum Kepamumom. Tepanus MT
ObLAa 6peMeHHO Npepeana u 860300Ho6AeHa uepe3 1 mec. BoipajcenHoe
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Puc. 1. Hazanvnuiii xondpum. Cedrosud-
Has deghopmayus Hoca
Fig. 1. Nasal chondritis. Saddle nose de-

formity

yxyouieHue camouyecmeus ommemunsa ¢ mapma 2019 e., koeda
cmana Hapacmamo o0blwKa, ycuauacs kauwennv. Jloza I'K ovina yee-
aunera 0o 30 me/cym. Ilpu bporxockonuu 00HAPYICEH GbIPANCCHHDBLLL
omeK cau3UCMotl 000404KU GPOHX08 ¢ ApKol eunepemueli. Ocmompena
NYAbMOHON020M, NPOGEOeH KypC AHMUOAKMEPUanbHOU mepanuu,
yeeauueHa 003a unearayuonHsix I'K, Habarooancs nosoxcumenvHoiil
aghghexm 6poHxocKonu1eckoll canayuu.

B oxmsbpe 2020 e. pe3xo ycuausace o0viuika, 601bHAs 6blaa
20CNUMANU3UPOBAHA 8 NYAbMOHON02UHECKOe OmdeneHue. Yaeauuena
dosza npednusonona 0o 35 me/cym, naznauen A34 no 50 me 2 pasza 6
derv. C 2020 2. peeyaspHo uchoavsyem KOHYeHmpamop Kucaopooa,
dosa npednuzonona cHuxcena do 10 me/cym. B aseycme 2021 e.
dosa A3A yseauuena do 150 me/cym ¢ noddepicusaroweii 0030il
npednusonona 10 me/cym.

Iocne usuueckoii naepysku u nepeoxaaxncoenus ¢ dekadpe
2021 e. camouyscmeue yxyouunoch: pe3Ko yCUIUAach 00bluKa,
noseuacs kawenas ¢ 00avio 6 epyodHoil Kaemke. B cesasu c
MANCECIMBIO COCMOAHUSL 20CNUMANUZUPOBAHA 8 PEEMAMON0ULECKOe
omaenenue I'Y3 «Yavanoeckas oonacmuas kaunuueckas 60abHUUA»
€ nOCAe0yIoWUM Nepeeooom é peanumayuornHoe omoeserue. Ha-
xoodunacwv Ha newenuu ¢ 30.12.2021 no 12.01.2022. Obwee co-
cmosiHue cpedweil maxcecmu, 6 cozHanuu. Ommeuaemces 00ym-
A06aAMOCMb AUUA, HA KOXce NPeOnaevull u moiie KUcmel — MHO-
JcecmeeHHble INeMeHmbl, PACUeHeHHble KAK NocAe0Ccmeust 0au-
menvHo2o npuema 'K, sxxumossl 6 mecmax unsexyuii. Ilpu ayc-
KyAbmayuu — 6e3ukyaapHoe ObiXaHue, blCAYUWUBAIOMCS C8U-
cmaujue xpunol, 60abie 6 npagvlx omaoenrax neekux. Ipanuybl
cepouya pacuupensi. Torsl pummuutsie, scHvle. Apmepuanvhoe
daeaenue — 1507100 mm pm. cm., yucao cepoeuHbiX COKPauleHull —
101 6 munymy. Kocmno-cycmasnas cucmema: depueypayus Ko-
AEHHBIX CyCcmaeos, 6oavule c1e6d, nacmo3HOCmb CIMon U 00aacmu
201€HOCMONHbBIX cycmasos. Co cmoporbl Opyeux opeanos — 603-
pacmuble uzmenenus. Oowuii anaruz kposu om 31.12.2021:
Hb — 138,0 e/a; ap. — 4,810%/a; 2. — 11,3-10°/a; COD —
38,0 mm/u, CPb — 19,45 me/a. buoxumuueckue nokazamenu u
JdaHHble K0azyn0epammol 6 npedeaax HopMol.

Penmeenoepagus opeanoe epyduoii kaemxu om 30.12.2021:
AN€2OUHbLI PUCYHOK YcUuaeH, 0epopMUpOBar ¢ yHacmkami nHeemo-
hubpoza, nrnesmockaeposa. Kynonra ouagpaemor uemxue, CuUHycbl
c60600Hble. Cepiue HeCKOMbKO PACUUPEHO 61€60.

Puc. 2. KT mpaxeu ¢ cacummanwvroii (a) u KkoporapHoii (0, 8) NPOEKYUsX: a — N0KAAbHOE
cydceHue npoceema mpaxeu 00 8§ MM N0 Muny necouHvlx 4acog Ha ypoene Ti-i (cmpeaxu);
0 — cmeno3 mpaxeu (cmpeaxka); 8 — npoceéem mpaxeu Hudice YpoeHs cmeHo3a (cmpeixka)
Fig. 2. CT scan of the trachea in the sagittal (a) and coronal (b, c) projections: a — local
sand-glass type narrowing of the tracheal lumen up to § mm at the level of Ti-i1 (arrows);
b — stenosis of the trachea (arrow); c — lumen of the trachea below the level of stenosis

(arrow)

Koncyavmauyus omoaapuneonoea: no0ckaadouHulii cmeHo3 eop-
manu [—11 cmenenu. Jlepopmayus napymicnoeo Hoca no muny ceo-
n08udnoeo. Cybampopuueckuii punum.

KT opearnos epyonoii knemkxu om 04.01.2022: aecounviii cocy-
ducmblii pUCYHOK ycuaeH, ceyujeH u 0eqpopmuposat, niegpoKocmansb-
Hble, naespoduagpaemanvible CRAKU ¢ 00eux cmopoH, AUHeiiHble
msicu nHeemoguopoza. Ommeuaemcs 10KAAbHOE CYIHCEHIUE NPOCeema
mpaxeu 0o 8 mm Ha npomsacenuu 9 mm Ha yposne meaa Ti-u (puc.
2, a—e8). Kopnu neexux cmpykmypuul. Jlumgpamuueckue y3nvl He
yeeauuensl. JlokarvbHoe yupkyasapHoe cydiceHue npocgema c0pmaHi
Ha ypoeue Crv-vi Ha npomsxcenuu 12,5 mm. I[leperom 60K06020
ompeska IX pebpa cnpasa, koncoauduposarnuwie nepesomot V u VI
pebep cnpasa, 111 u IV pebep caesa.

IIposedena koncyavmayus mopakanbHo2o Xupypea, ycmaHoBAeH
0uUaeHo3: cUCMeMHbLi NOAUXOHOPUM ¢ nopadceHuem xXpaujeil 6poH-
XUanvHoeo depesa, cycmagos, ena3z, Xpauei HapyicrHo2o Hoca. Cyo-
momanvHulii cmero3 mpaxeu. vixamenvras Hedocmamounocmo 111
cmenetu.

Pexomendosana koucyrbmayus é ghedepanrbHom uenmpe Xupypeuu
044 peuteHus 80npoca 0 803MONCHOCHU ONePamUBHOL KoppeKyuu
cyomomanvrozo cmenosza mpaxeu. C 13.01 no 31.01.2022 nayuenmxa
Haxodunace 6 xupypeuueckom omoesenuu Knunuku paxyssmemcioii
xupypeuu DIAOY BO «Ilepsviii Mockosckuii ocyoapcmeentblii Me-
Juyunckuii ynugeepcumem um. U.M. Ceuenoea» Munzopasa Poccuu
(Ceuenosckuii Yuueepcumem). Buinucana ¢ duaenozom: pyoyoewiii
cmeH03 nodckaadournozo omoena eopmanu. CmeHo3bl OPOHX08 000UX
neekux, accoyuuposarmwie ¢ PIIX.

Pexomendosana xoncysomauus 6 PIbHY « Hayuno-uccaedo-
eamenvckuii uncmumym peemamonoeuu um. B.A. Haconogoii».
02.02.2022 na ochosanuu xcanrob nauueHmu, aHamnesa 601e3Hl,
KAUHUYECKOU CUMAMOMAMUKU, Pe3yAbMamog A1ab0pamopHbIX U UH-
CIMPYMEHMANbHBIX MEMO008 UCCNe008AHUSA U 00BKMUBHO20 OCMOMPA
peemamonocom ycmanosnen ouaenod: PIIX ¢ nopaxcenuem mpa-
XeoOpoHXUanbHo20 depesa (CyOmomanvHulii cmeHo3 mpaxeu, CMeHo3
6ponxo6 oboux neekux). [loockaadouHvlii cmeHo3 eopmanu, cepoHe-
eamueHbLil apmpum, 0egpopmayusi HapyICHO20 HOCA NO MUNY Ce0N0-
8UOH020, NopadiceHue ena3s (anuckaepum, yeeum, sumpeum). Ocaodic-
HeHUs: OpoHxo000cmpyKmuenvlil cuHopom. Ilneemoghubpos. Jlvixa-
menvras Hedocmamourocms [11 cmenenu. Ocmeonopos cMeuanHozo
2eHe3a (NOCMMeHONAY3anbHblil U 2A0KOKopmuKouoHsiil). Cpocuiuiics

Cospemennas peemamonoeus. 2023;17(1):83—88
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nepenom V—VI pebep cnpasa, I11—1V pebep caesa. [unepmonuueckas
604e3Hb 2-1i cmeneHu.

Oo6cyxaenne. OCOOEHHOCTBIO JaHHOTO CiIydasl SIBJISIETCS
MO3AHSST TUATHOCTHUKA PEAKO BCTpeyalolierocs: 3aboyieBaHusl,
OCHOBHBIM KJIMHUYECKUM TIPOSIBIIEHNEM KOTOPOTO SIBUJIOCH TTO-
paxKeHue TpaxeoOPOHXMAIBHOTO JepeBa MpY OTCYTCTBUM Ha Ha-
YaJIbHBIX 9Tanax HauboJiee YacTo TMarHoCTUPYEMOTO MOPaXKeHUST
VIIHBIX pakoBUH. COIIacHO JaHHBIM JIMTEPaTypbl, OTMEUYEeHa
OTpULIATeNbHAsT KOPPETSILUS MEXTY TPaxeoOpOHXUATbHBIMU Ha-
PYILIEHUSIMU U BOBJIEUEHUEM YIIIHOI pakoBUHBI |11, 12]. [TepBpiMu
KIMHAYIECKMU TIPOSIBIICHUSIMY 3200JIeBaHUSI SIBJISTUCH TTPU3HAKT
TOpPaXXeHUsI CYyCTaBOB — apTPUT, TYTOMOABUXKHOCTH CYCTaBOB
KUCTe! M JaKTUIUT MaibleB CTOI. BbUl yCTaHOBJIEH AMArHo3
BOCIAJUTENbHOI apTPOINaTUX C MOCJIEAYIOIINM Ha3HAauUeHUEM
MT wu cynabdacanaszuna. B 2017—2018 rr. nmarHoCTUpOBaHbI
SMUCKIIEPUT, YBEUT, BUTPEUT, U TIOSIBWJINCH CEIUIOBUIHAS Je-
dopmanmst Hoca, 3aTpyIHEHHOE IbIXaHue U Katenb. Ha ocHo-
BaHUU KJIMHUYECKUX CUMIITOMOB, PE3yJIbTaTOB JIAO0OPATOPHBIX
U MHCTPYMEHTAJIbHBIX METOIOB MCCJIE0BaHUSI ObUT UCKIIOUEH
TpaHyJIeMaTo3 C MOJMaHTUUTOM. [1py GPOHXOCKONMY BBISIBIEHBI
nubdy3HbIIE OPOHXUT, pe3Koe cyxkeHre 6poHxoB. C yueToM Ha-

JINYMS TIPU3HAKOB TTOPaKEHUsI XPSIIEBON TKaHU: apTPUT, Cell-
JIoBUIIHAs nedopmanusi Hoca, SMUCKICPUT, YBEUT, BUTPEUT, a
TaKKe MopakeHUs TpaXeoOPOHXMAIBHOTO JiepeBa IMarHOCTUPOBaH
PITX. B nocnenytoiiieM pa3BuiInCh JIOKaJIbHOE LIUPKYJISITOPHOE
cyXeHue TIpocBeTa ropraHu Ha ypoBHe Cv-vi Ha TIPOTSKEHUM
12,5 MM, JJOKaJIbHOE CYXEHHE IpOCBETa Tpaxeu J0 8§ MM Ha
MPOTSLKEHMM 9 MM Ha ypoBHe Teda Ti-n M MOACKIamOYHBIN
cTteHo3 roptaHu. CorjacHO KjiacCM(UKAIUMOHHBIM KPUTEPUSIM
C.J. Michet u coaBr. [2], nnarHo3 PITX He BbI3bIBa€T COMHEHMSI:
MMETOTCS 2 GOJTBIITNX (Ha3aIbHBIN XOHAPHT, TAPUHTOTpaXeaTbHbII
XOHJIPUT) U 2 MaJIbIX (ITOpakKeHUe I1a3, CEpOHETaTUBHBIN apTPUT)
KPUTEPpUsI, XOTS IJIg YCTAHOBJIEHMS JMAarHo3a JTOCTAaTOYHO
1 60JbIIIOTO W 2 MaJIbIX KpUTEpHUEB. JIeueHNe MpeTHU30JI0HOM B
no3e 0,75 mr/kr, MT u A3A, a TakxXe Kypchl aHTUOAKTEpUaTbHOI
Tepanuu 1 OPOHXOCKOIMYECKOI caHallMK ITPUBEJIU K PErPECCUr
apTpuTa, YIy4IIeHUIO COCTOSTHUSI OPOHXOB M HOPMaIM3alluK
J1abOPATOPHBIX MTOKAa3aTese.

3akmouenue. [IpencraBieHHOe KITMHUYECKOE HAOMIONCHIE
JIEMOHCTPUPYET BAXKHOCTb PAHHEH TMarHOCTUKMU OOJIC3HU U CBOE-
BPEMEHHOT0 Ha3HAUEHUs aleKBaTHOTO JIEYEHHUSI C YUETOM OCO-
OcHHOCTEN KIMHUUYECKUX MPOSIBICHUI, TaHHBIX JAOOPATOPHBIX
Y MTHCTPYMEHTAJIBHBIX METOIOB 00CICIOBAHUSI.
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