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Lenb ctaTbU: pacCMOTPETb KAMHUYECKUIA Cly4vai yCreLlHoM Tepanuy peLmanBupYoLLLEero noau-
xoHgpuTa (PMX) ¢ nomoLbto TopaumTuHMba.

OcHOBHble nonoXeHunsA. P[X — peskoe ayToMMMyHHOe 3abosieBaHune, TpebytoLiee MOCTOSAHHOWM
NMMYHOCYMpeccBHON Tepanun. MokokopTukoctepousl (FKC) no3sonstoT 3¢pPekTUBHO CHU3UTL
aKTUBHOCTb 3a60N1eBaHNsA, OAHAKO UX AJNTe/IbHOE NCMOJIb30BaHMe NPUBOAUT K PA3BUTUIO OC/TOX-
HeHWI. B cBA3M C 3TUM HeObX0A4MMbl 6a3NCHbIE MMYHOCYNPeCCUBHbIE Mpenapatbl 415 LOAroCpoY-
Horo neyveHunst PMX 1 MuHuMmnsaumm gosbl NKC. 13-3a peakocTy 3a60n1eBaHsA BbIMONHEHME paHAo-
MU3NPOBAHHbIX KIVMHUYECKUX NCCIeoBaHN HeBO3MOXHO. CoBpeMeHHOoe MOHVMaHve NoAxo40B
K Tepanuu OCHOBbLIBAETCA Ha aHaNiM3e OTAeNbHbIX HAbMAEHWIA UK cepuii ciydaeB. B cTaTbe
npescTaBieH NepBbli POCCUNCKUA OMbIT YCNEeLHOro NpruMeHeHns urnbmntopa AHyc-kHasbl Toda-
UNTUHWGA Ans nedeHus PIX.

3akntoueHmne. OcTaeTcs 60/bLUOE KOMMYECTBO C/IOXKHOCTEN, CBSI3aHHbLIX C MOHMMaHKWEM MnaTo-
dr3mMonorMm n paHHenm AMArHOCTUKOM, OLEHKOM aKTUBHOCTL M MPOrHO3a W, KOHEYHO, SleYeHeMm
PMX. PelweHuto yka3aHHbIX Npobniem byaeT cnocobcTBoBaTh 06befIHEHNE AAHHbBIX N3 Pa3/INYHbIX
LleHTPOB BCero Mupa. Torga, BO3MOXHO, YAACTCA NMPOABVHYTLCA Briepes K aydllemMy MOHVUMaHWUIo
MEXaHN3MOB Pa3BUTUSA, Pa3paboTke HOBbIX ANATHOCTUYECKMX KPUTEPUEB, BbISBAEHUIO MPOrHOCTU-
yeckmx pakTopoB. Heobxoanmo nposegeHMe PaHAOMU3NPOBAHHbBIX KIVMHNYECKNX NCCNef0BaHNM
ANS CO3JaHVA A0Ka3aTeNlbHbIX PeKOMeHZaLMIA N0 NeYeHno.
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BOBOCMaNuTebHble npenapatbl, UHIMBUTOPbLI SHYC-KMHAa3bl, TOGauUTMHIG, MPesHWN30I0H, CTe-
pouvg-cbeperatoLLias Tepanus.
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Objective of the Paper: To consider a case of successful therapy of relapsing polychondritis (RPH)
with tofacitinib.

Key points. RPH is a rare autoimmune disease that requires continuous immunosuppressive therapy.
Glucocorticosteroids (GCS) can effectively reduce activity of the disease, but their long-time usage
results in drug side-effects; thereby, basic immunosuppressive drugs are needed for long-term
treatment of RPH and minimizing the dose of GCS. Due to the rarity of the disease, it is impossible
to perform randomized clinical trials. Current understanding of therapy approaches is based on
the analysis of individual observations or series of cases. The article presents the first Russian
experience of the successful use of the Janus kinase inhibitor tofacitinib for the treatment of RPH.
Conclusion. There remains a large number of complexities associated with understanding of
the pathophysiology and early diagnostics, assessment of activity and prognosis, and, of course,
the treatment of RPH. The solution of these problems will be facilitated by the integration of data
from various centers around the world. Then, perhaps, it will be possible to move forward towards
a better understanding of the mechanisms of development, designing of new diagnostic criteria,
detection of prognostic factors. Randomized clinical trials are needed to provide evidence-based
treatment recommendations.
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BBeaeHue

Peunansumpyrownii noanxoHAput (PMX) — Ttaxe-
noe ayToMMMyHHOe 3abosieBaHVe, MPOABAsAtOLLeecs
KakK MOBTOPHbLIMWN MPUCTYNamMn, Tak N NepcucTupytro-
LWKYM BOCMaNNTENIbHbLIM MPOLECcCcOM C Mporpeccupy-
IOLMM paspyLleHreM XpsLeBbIX CTPYKTYp, B 4acT-
HOCTW XOHAPUTaMU YyLLEel, HOCa, ropTaHU 1 BPOHXOB,
a Takxe cycTaBoB. B maTonornyeckuii npowecc MoryT
TakXe BOBNeKaTbCs Takme 6oraTble NPOTEOr/IKaHOM
CTPYKTYPbI, Kak rnasa, cepale, KpoOBEHOCHbIE COCYAb,
BHYTpPeHHee yx0, KOXHble MokpoBbl. PMX MoxeT 6bITb
OoTZAeNbHbIM 3ab0/1eBaHEM UM COYeTaTbCs C Apyru-
MU niatonormamm [1-5].

B 1923 r. R. Jaksch-Wartenhorst [6] onybavkoBan
nepsoe oOnucaHwe K HasBas MNaTosIornk MOJUXOH-
Aponatueid. B 1960 r. C.M. Pearson v coasT., onucas
4 HoBbIX 1 12 CTapbIX KJINHUYECKUX CNy4eB, rnpea-
JIOXUAN Ha3BaHWe, KCMNoJb3yeMoe Mo HacTosliee
BpeMs: peunanBUPYIOLLNG MNONNXOHAPUT. ABTOPSI
JOCTaTOYHO YeTko onucann PIX kak MHTeHCMBHOe
BOCMa/NTe/IbHOE COCTOAHME KaK XPSALLEBO, Tak U Tak
N APYrux TkaHel. OHWM Takxke OTMEeTWAW, YTO Moc/e
HeCKONbKMX BOCMaNUTeNbHbIX 3MNW3040B XpsLleBas
TKaHb MOXeT 3aMeLlaTbcst GUOBPO3HON CoeANHUTENb-
HOW TKaHbto [7].

HecmoTpsi Ha Bce pfanbHelwne wnccnefoBaHUs,
60/1e3Hb 1 B HacToslLLiee BpemMs MPOAO/KAET VHTPU-
roBaTh YUYeHbIX U KIVHNLINCTOB 13-3a PeAKOCTU, C0X-
HOro nNatoreHesa, HessCHOM 3TUONOrNK, KINHNYECKOro
nonnMopdrsmMa, HenpeaCckasyeMoro Te4eHns 1 Cnox-
HOrO JieyeHus.

Ha cerogHsaWwWHWI feHb OMNMcaHbl BCEro OKOJo
1000 cnyuaes PI1X, 4To CBUAETENLCTBYET O PEAKOCTN
JaHHOro 3aboneBaHus. BONbLINHCTBO CayyaeB —
HabneHne HeckoNbKMX 60JIbHbIX B O4HOM Meau-
LMHCKOM yuypexaeHny, 6oabLume rpynmbl NaLMeHToB
KpaiHe pefku. Takmm o0bpas3om, peasbHas pacrpo-
CTPaHeHHOCTb M 3aboneBaemMocTb PIX HensBecTHbI.
Jaxe B He601bLLOM KONNYECTBE MMEIOLLNXCSA AaHHbIX
HabnojaeTcsa cyLecTBEHHOEe pacxoXjeHune.

PIMX pacnpoctpaHeH MoBCeMECTHO, 3aA0KYMEHTU-
pOBaHbI C/lydan ero pasBUTNA B PasNNYHbIX STHUYeC-
KX rpynnax, oAHaKo 6OAbLUMHCTBO MaLVEHTOB —
esponeounbl [1-3]. CemeiHble ciyd4an BCTpeYvaroTcs
peako. MimetoTcs faHHble 0 6osiee HacTOM NOPaxXeHNM
KEHLLUMH, 0HaKO B APYrnx MUCCIej0BaHNAX He oTMe-
Yanu npeobnajaHme TOro MAM nHoro nona. PrX
He BAMsieT Ha GepTUAbHOCTL 1 pa3BUTUE BepemMeH-
HocTW. Hambonee yacto PMX BO3HMKaeT Ha 4yeTBep-
TOM VNN NATOM [eCATUNETUN XWU3HW, OAHAKO MOXeT
AebroTmpoBaTh B 1to6om Bo3spacTe [1-5, 8].

Stronormsa PrX Ao cnx nop octaeTcs HeNM3BeCTHON.
MNatodumsvonorna HeacHa, Kak 1 MPUYnHBLI obocTpe-
HUA. Ha cerofHsLWHNI AeHb He BbigBAeHbl cneundu-
yeckre $pakTopbl PUCKa B OKPYXKaroLLel cpese.

PMX oTHOCUTCA K ayTOMMMYHHbIM 3abo/ieBaHMsAM,
Tak Kak Mpv HeM OBHapyXMBalTCA ayToaHTUTena,
yallle Hanpas/ieHHble K KosinareHy 2 tuna. BepoaTHo,
PMX pa3BuBaeTcs MNpu CcoYeTaHUN TFeHeTUYeCcKown
npespacrnonoXeHHOCTY, MPOBOLMPYHOLLMX (aKkToOpoB
1N nocsiefytoLen NaTtoNormyeckor VMMYHHOM peak-
umun [1-5]. Tem He meHee 3Ta rmnoTtesa TpebyeT Noa-
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TBEpPXAeHUS, 1 npobnema ycyrybasaeTca Tem, 4To agek-
BaTHYHO XWNBOTHYIO Mogesb PlX co3aaTth He yaanoch.

TeyeHre PIX xapaktepumiyetca 4epegoBaHnem
nepuoAoB pemuccmn n oboctpeHnin. KnuHnyeckas
KapTuHa KpalriHe MHOroobpasHa 1 3a4acTyto TpebyeT
KOHCyNbTauMin Bpavei pasfinuHbIX CreumanbHOCTeNR,
B TOM Unc/e Xxmpypruyeckmx. Hauano 601e3Hm 06bI4HO
ocTpoe n Tsaxenoe. Hanbonee yactble KAMHMYeCKne
NPU3HAKM — XOHAPWT YLLIHbIX PaKOBWH, COMPOBOXAA0-
LLNIACA BONbIO, IPUTEMOV, @ TaKXKe BOCManeHme XpsLen
Hoca. BnocneacTBMM MOTYT Pa3BUTLCA XOHAPUT pebep-
HO-TPYANHHbBIX COYJIEHEHWNA, BEPXHUX JAbIXaTeNbHbIX
nyTein, CKNepUT U SMNCKNEPUT, apTpanrnm, a Takxe pas-
HOO6Pa3Hble MOPaXeHNs KOXM 1 CAN3UCTbIX. OnmncaHsl
TaKXe MopaxeHns HepBHOM cucTeMbl [9].

MoBTOopHble aTakn PMX cnocobHbl NPUBOANTL
K fecTpykumm xpswa u gebopmaumm Hoca, yLien
N AblXxaTenbHblX NyTell. Hanbonee onacHble OCNOX-
HEeHVA — TPaxeobpPOHXOMaNAUNa 1 NOpaxeHne BOC-
XoZsLen aopTbl. JINXOPaAOUHbIA CUHAPOM, acTeHUS,
CHVXeHMe Maccbl Tela UK Cbiflb MOTYT 6bITb B Aebto-
Te UKW Npu 060CTPeHn 6onesHu.

MNMopaxeHne OMNOPHO-ABUraTeNbHOro annapaTa
BapbMpyeT OT NPOCTbIX apTPaNrnii O aCUMMETPUNYHO-
ro MUTPUPYIOLLIEro HE3PO3MBHOIMO apTpuUTa KPYMHbIX
N MenKmMx CyCcTaBoB C YacCTbIM BOBEYEHWEM TPYANH-
HO-pebepHbIX CyCTaBOB.

CTpyKTypbl rnasa TakXe HABASITCA MULLEHbIO
BocnaneHunsa npu Pl1X, oHO oTmeuvaeTca MnpuvMepHo
y 50% 60nbHbIX. Yalle BCero pasBMBaKOTCA CKie-
PUT/3NNCKNEPUT, YBEUT N KOHBLIOHKTUBUT. Pexe
HabNAATCA KepaTuT, peTUHonaTus, HerponaTus
3pUTENIbHOrO HepPBa, MOPaXeHVe rnas3oaBuraTeibHbIX
MbILLLL 1 BOCManeHue Apyrux cTpyktyp opbutsl [10].
CYMMTOMbI CO CTOPOHbI OpraHa 3peHus MoryT 6biTb
OAHNMU U3 MepBbIX NpossaeHnn PIX, ogHako ¢ y4ye-
TOM HW3KOW pacnpocTpaHeHHocTn PIX n Hecneuw-
bUYHOCTM OodTanbMONOrNYecknX MPOSBAEHUIA AaH-
Hble CMMMATOMblI CaMy MO cebe peAKO MO3BOAAOT
BepdULMPOBaTb ANATHOS.

O6bI4YHO BCe OMnMuMcaHHble cMMMTOMbI PMX nossns-
FOTCA MOCNeL0BaTe/IbHO C TeYeHMeM BPEMEHU, a ux
4acToTa 3aBUCUT OT MPOAOIKUTENBHOCTY 6oNe3HN, ee
AKTUBHOCTU U TXeCTn. PasHoobpasve KINHNYECKOWn
KapTVHbI Hapsgy C pefKoCTbio 3abofieBaHUS CTaHO-
BUTCA NPUYNHOWN AMArHOCTUYECKMX OLnBOK, 0Co-
6eHHO B cnyyae ge6brtota PMX ¢ Hecneumdumueckmx
npossneHni [1-5].

Mocne Toro, kak 6bi1a npoBesgeHa AnddepeHuN-
anbHasa ANArHOCTMKa, HE0HXOAMMO UCKIOUNTE HaNu-
yme acCoLMMpPOBAHHbIX ayTOMMMYHHbIX 3abonesa-
HUIA [1-5]. JelicTBUTENBHO, Y TpeTn 60abHbIX C PMX
BbISAB/IAOTCA CUCTEMHbIE BacKyUTbI, Apyrvie Bocnanu-
TeNlbHble UK remMaTosiornyeckme 6onesHn. OHM moryT
npeLecTBOBaTb, Pa3BMBATbLCSA MO3Xe UM OA4HOBpe-
MeHHoO ¢ PMX [1-5, 11].

PeanbHyt0 CNOXHOCTb MPeACTaBASOT CUTyaLumu,
Korfa rnofo3pesatoT coveTaHme PIIX v BackynmTa, oco-
6eHHO AHLIA-accoumnpoBaHHOro, AV NPOBOAUTCS UX
anddepeHumanbHaa AvarHocTuka. B Takmx cnydasx
MHOre CUMMTOMbI 3TUX ABYX HO30/10TUIA MOTYT COBMa-
AaTb [11, 12]. XOHAPUT BO3MOXEH Mpu CUCTEMHOM Kpac-
HOW BOM4YaHke, 6onesHn bexueTa M MHOEKLMOHHBIX



3aboneBaHMAX. XOHAPWUT YLLIHbIX PaKOBMH OMNMCaH y na-
umeHToB ¢ fienpoli [13]. imetoTcs coobLueHms o napa-
Heonactyeckom xapaktepe PIX [14]. CywiectByet
cBA3b Mexay PMX n muenoamcniactnyecknmMm cCMHAPOo-
Mamu [15, 16]. FemaTonornyeckne HapyLLleHUst Habto-
JatoT npumepHo y 8-40% naumeHToB ¢ Pr1X, Hanbonee
4acTo y My>XunH cTapLue 60 net [1-5, 11].

MHOro BOMpoCOB BO3HMKAET MpPW MOMbITKaX pasnu-
UUTb MOpaxeHue rnoyek npw codetaHun PIX v apy-
rAX CUCTEMHbIX 3a6071€BaHNM — CUCTEMHbIX BaCKy/iv-
TOB, CUCTEMHOI KPaCcHOM BONYaHKN. Y 22% naumeHToB
oTMeYasniocb nopaxeHve noyek npu PrX, ogHako 3ToT
BOMPOC ABNAETCA MPeAMEeTOM AUCKYCCUW: pPAj aBTo-
pOB Mnosaraer, 4YTo MnopaxeHne noyek B pamkax PIX
He HabIraeTcs, U ero NPUYNHON MOCAY>XXNIN COYeTaH-
Hble 3a6oneBaHus [11, 12]. MIamMeHeHMs ocagka Moy
1 JaHHbIE BMOMCUN MOYKM KpalriHe pa3HOO6pa3HbI.

Pa3Hoo6pasHasa KAMHUYeckas KapTuHa 1 peuuan-
BUPYIOLNI xapakTep 60ne3Hn 3a4acTyro NpuBOAAT
K CyLL,eCTBEHHOMY YBeJINYEHMIO CPOKOB ANarHoCTUKu,
KoTopble B cpeaHeM kKonebntwotea ot 1,9 o 10 nert,
Npuv 3TOM [0 YCTaHOB/IEHWSA AMarHO3a NaumeHT obbly-
HO noceLaeT okoso 5 Bpayeii [5, 17].

He cywecTtByeT cneununyeckx nabopaTopHbIX
VAN BU3YaNN3NPYIOLLX UCCIeA0BaHUIA ANA AMArHOC-
Tnkn PMX. OcHoBHaA uefib aHanm3a KpoBy — UCKIO-
YNTb COMYTCTBYHOLLME 3ab60/1eBaHNS N OLLEHUTb aKTUB-
HOCTb 60on1e3HK. broncus xpsila He ABngeTcs 0bs3a-
TeNbHOW ANS YCTaHOBEHUS ANArHo3a, 04HaKo MoXeT
noTpeboBaTbCA B C/lydae pPaHHEro, aTUNMU4YHOro Vau
KpariHe TSXenoro TeueHnss 601e3Hu.

Cpean BM3yannsMpyroLwwmx unccnefoBaHUn aAns
BbIABEHNSA NATONOMNN AbIXaTeNbHbIX MyTel MOXHO
ncnonbsoBate KT, MPT, cuuHTurpaduio (c TexHe-
umem-99m unm rannvem-67) n Y3 c addexktom
[Jonnepa [1-5, 18].

B MHOrouncneHHbIX ncciesoBaHNSAX NPOAEMOHCTPY-
poBaHa LEHHOCTb MO3UTPOHHO-IMUCCUOHHOM TOMO-
rpadum (M3T) ¢ PTOPAE3OKCUIIIOKO30A ANST PaHHEl
AVArHOCTUKN 60/1e3HW, BbISIBEHUST CyOKIMHUYECKOro
XOHZpPUTA, OLEeHKN akTMBHOCTK PIX 1 yTouHeHUs pac-
NMPOCTPaHEHHOCTM MOopaxeHuiA, @ Takxe BbIbopa MecTa
6roncnm n KOHTPoNs 3GPeKTUBHOCTY NedeHns [19-24].
Hannure oyaros C MOBbIWEHHLIM HaKOMJeHVeM pa-
AvodapmMnpenapaTa B XpsLLEBOW TKaHW MOXeT CTaTb
HOBbIM KpuTepmem amarHoctumkum PIMX [19].

B HacToswwee Bpema anarHo3s PrX ycTtaHaBnvBaeT-
Cs, B MepBylo ovepefb, Ha OCHOBaHUWN KAVHUYECKUX
JAaHHbIX. Tpy HanuuMn ybeauTenbHOro CMMMATOMO-
KOMMJeKkca Bpay MOXeT MCNofb30BaTb AWArHOCTU-
yeckmne kputepun McAdam wn coasT. [25], Damiani
1 Levine [26], Michet n coaBr. [27]. KpuTepuu McAdam
1N coaBT. [25] TpebyroT BbLIMOAHEHUS KakK MUHUMYM
Tpex yc/iIoBUM U3 LLeCTU C/IeAyoLWnX:

1) ABYCTOPOHHUIA @apTPUT YLLHbIX PaKOBUH;

2) He3PO3MBHbIV CEPOHEraTUBHbIA MOANAPTPUT;

3) XOHAPUT HOCa;

4) nopaxeHvie opraHa 3peHus;

5) XOHAPWUT AblXaTeNnbHbIX NyTen;

6) MopaxeHVe Kox/JeapHOro nu/uan BecTubynsipHo-
ro anmnapara.

Damiani n Levine [26] paclumpunn JaHHble KpW-
Tepuu, KoTopble CTanu BKAKOYaTb OAWH KPUTEpPUi
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McAdam 1 coaBT. MAKC MMCTONOMNYECKOe MOATBEPXK-
AeHve n/nnn 3¢PekTUBHOCTb MTHOKOKOPTUKOUAOB UK
AaricoHa. [marHo3 PI1X oCHOBbIBaeTCA B OCHOBHOM
Ha KpuTepusx Michet n coaBT., AN KOTOPbIX HE HYXHa
6uoncus, ofHako TpebyeTcsa Hann4mMe AOKa3aHHOro
XOHAPUTa Kak MUHUMYM ABYX 13 TPex iokanmsauymnii —
nopaxeHue xpsLueil yxa, Hoca v ropTaHu/Tpaxem —
WK BOCManeHme O4HOro M3 3TUX XpsALLer MacC ABa
APYr1x CMMMNTOMa, B TOM 4UuMC/e MopaxeHWe OopraHa
3peHunsi, BeCTUBYNSPHbIE HapyLUeHWs, CepoHeraTus-
HbI aTPUT N CHXXeHMe cnyxa [27].

3K Kputepumn [25-27] AONXHbI 0bnerunTb pabo-
TY KAWHUUUCTOB, cTankmsarwmxca ¢ PMNX. Tem He
MeHe Yy HUX eCTb OorpaHunveHus. Bo-nepsblX, AaHHble
KpuTepun 6binn paspaboTaHbl Ha OrpaHWYeHHOM
yucae NauneHToB, HabAABLLMXCS B O4HOM LieHTpe:
112 naumeHToB Ans kputepmes Michet n coasrt. [27],
23 ans kputepues McAdam un coasT. [25] n Bcero 10
ans kputepmes Damiani n Levine [26]. Bo-BTOpbIX,
HU Y O4HOrO 13 3TUX UCCNeA0BaHNM He 6bI1o cneuy-
aNbHOro An3aiHa Ana pa3paboTky knaccudukaymoH-
HbIX KpUTepmeB. B-TpeTbux, KpUTEpUnN He BannAnNpo-
BaHbl Ha HEe3aBMCMMOW KoropTe. Bce 3ToO ABnsetcd
cneactBmeM peakoctu PMX, m nybaMkaumm no Hemy
BK/IHOUAOT OONIbHbLIX MNPEenMyLLeCTBEHHO OfHOro
LueHTpa. Heobxoanmo, 4Tobbl KOMaHAbl M3 pasHbIX
CTpaH, m3ydvarowme PMX, obbeanHwunm csou 6asbl
JaHHbIX ANSt U3yyYeHnss 6oMblUero Ymcia naynmeHToB
1 pa3paboTKm HOBbIX KpUTEpPUEbI.

OueHka akTuBHOCTM PIIX fAOCTaTOYHO TpyAHa.
B HegaBHeM wcCCNefoBaHUM He BbiBNEHA CBA3b
MeXay KIAMHUYECKOM aKTUBHOCTbIO, MOBbILLIEHVEM
OCTPOBOCNANINTE/NbHbIX MOKa3aTenen 1 pesynbtataMmum
BU3yaNn3NpyoLWmMx nccnefoBaHuin [28]. Y 6onbLUnH-
CTBa MaLMEHTOB akTMBHOCTb 3aboseBaHUs HK3Kas,
HO C 60/IbLUNM YMCIOM 060CTpeHUn. O6bIYHO 060CT-
peHus MPoONCXOAAT B TOW Xe nokanm3auum n conpo-
BOXAAKOTCA AaNbHelLMM MOopaxeHnemM XpsALLLeBO
TKaHW, YTO MPUBOAWUT K MOCTEMNeHHOW WHBanuamsa-
LMK Uan gaxe notepe GyHKLUMN (Cnyxa, 3peHUs, roso-
Ca, OCTPbIM CEPAEYHO-COCYANCTBIM COObITUAM) BMJIOTb
[0 CMepTe/IbHOro Ncxoja.

PakTopbl HEGNAroNMpPUATHOrO MPOrHO3a, BbIABAEH-
Hble B pPa3HbIX NCC/IeA0BaHMSAX, CYLLLECTBEHHO pa3anya-
nnck [11, 17, 29]. TaxecTb COCTOSHMA NaUmMeHToB ¢ PIMX
TaKXe YCUINBAKOT OCNOXHEHUSI CTEPOUAHON Tepanuu.

AKTMBHOCTb 60M1€3HM 06bIYHO OLEHMBAETCs Ha
OCHOBaHWM >anob M CUMNTOMOB, MOBbLILLIEHWS YPOB-
Hel OCTPOBOCMNaNUTEeNIbHbIX MapKepoB, AaHHbIX B/3ya-
N3NpYOLWMX 06Cef0BaHUNG — NapPUHIOCKOMNN,
cumHTUrpadumm, KT nnm MPT Tpaxen. 3HaveHme reHeTu-
yecknx GakTopOoB, a Takxke psga 3KCneprMeHTaNbHbIX
611OMapKepoB B KPOBM 11 MOYe TpebyeT yTOUHEHNS.

B 2012 r. paspaboTtaH uHAeKC akTmBHOCTWU PIIX
Relapsing Polychondritis Disease Activity Index [30],
KOTOPbLIV SIBNSETCH MepBOM KOHCEHCYCHOW LUKanom
ANS OLLeHKW 6onesHu.

JaHHble CBUAETEeNbCTBYHOT 06 yBeNnYeHU obLuel
BbDKMBAaeMOCTU nauneHTtoB ¢ PIMX: 5- n 10-neTHaa
BbIXMBAeMoCTb Bo3pocsia ¢ 74 un 55% [27] 40 net
Hazag Ao 95 n 91% B 2012 r. [29]. CxoaHblE ONTW-
MUCTUYHbIE pe3ynbTaTbl MOJyYeHbl U B APYrux
nccnegoBaHuax [17, 31]. ECTb oCHOBaHUA monaraTb,



4YTO COBEpLUEHCTBOBAHME XUPYPrnUyecknux TexXHUK
MO3BOJINT YMEHbLUNTL CMEePTHOCTL OT PIIX.

Ha HacTodwmin AeHb He cyliecTByeT KIUHUYe-
CKUX pekoMeHAaLMin No nedeHnto naumneHToB ¢ PIX.
PenkocTe 3aboneBaHusi, reTepOreHHOCTb KAMHUYeC-
KOV KapTWUHbI W HenpejcKka3yemoCTb 060CTpeHun
YaCTUYHO OBBACHAIT C/IOXKHOCTU C MPOBeAeHVEeM
KAVHNYECKUX UCCNef0BaHUA Ans oueHKn 3ddekTmBs-
HOCTKM K 6e3onacHoOCTU Tepanuu. Takmm o06pasom,
B HacTosLlee BpeMs WCMONb3YeTca SMMNPUYECKNi
NOAXOA K SieyeHuto, 6a3npyroLMncs Ha OTAe/bHbIX
HabnoaeHusx [1-5, 32].

HecmoTps Ha oTCyTCTBME KIIMHUYECKUX UccneioBa-
HWI AN BaNVANPOBaHHbLIX peKOMeHAaLNIA, TFKOKOP-
Tnkoctepoungbl (FKC) asnaroTca eAnNHCTBEHHLIMU Mnpe-
napaTamMmu, NOBCEMECTHO UCMONb3YeMbIMU B SIeYeHUN
PMX 1, 2]. OHY nokasaHbl 419 Tepannu Bcex nposse-
HW BONE3HN Ha BCeX ee CTaAusaX U MO3BONSOT 06UTb-
€S PEMNCCNN Y HEKOTOPbIX 60MbHBIX. VIHOraa TpebyeTcs
NeyeHune BblcokUMU go3aMn TKC mnnm BHyTpUBEHHas
nyfbc-Tepanns C Lenblo KynMpoBaHUN TsXKenbIX 060-
CTPEHNIA, a TaKXKe B Clyvae yrpoXatoLLMx XN3HW nopa-
KeHVI. B 3aBMCMMOCTI OT JIOKaNM3aLMm NopakKeHnin
BO3MOXHO VCMOJIb30BaHME VHIaNAUMNOHHbIX, TOoMnmyec-
knx TKC nan mx nHbekumn B bapabaHHyrO MOM0CTb
B C/lydae HelpoCceHCopHOM TyroyxocTtu [33].

O6bivHO 03y KC cHuxatoT mocsie AOCTUXEHUS
peMmnccnn, OAHako OGOMBLUMHCTBO GOMBbHbIX HyXAa-
FOTCS B MOCTOSIHHOW MOAAep>XXMBatoLLEen A0O3e ropMo-
Ha/IbHbIX NMpernapaTos.

CTepona-3aBUCMOE WX PE3UNCTEHTHOE TeueHue
60/1e3HM, @ TaKXKe HaIn4KMe YrPOXXarOLLMX KN3HM OC/I0X-
HEeHWI — NoKa3aHus AN Havana npriema ctepona-coe-
peratowmx npenapatoB [1-5]. K Takum npenapartam
OTHOCATCA KONXWLUMH, JArcoH, MeToTpekcaT, LMK/Io-
docdamung, LMKNOCMOPUH, XT0paMByLIAA, a3aTUOMpPYH,
MukodeHonata MopeTu, BHYTPUBEHHbIA MMMYHOM10-
O6YNNH, MUHOLUMKAVH 1 nepayHOMKA, KOTOpble OKasa-
nncb 3pPeKTUBHBIMU Y HEKOTOPbIX 60BHbIX [3].

SddekTmBHOCTL gancoHa [26, 34-36] onucaHa
y NaumMeHToB 6e3 NopaxkeHWst AblIXaTeIbHOW UK cep-
[eYHO-COCYANCTON CUCTeM, OAHAKO ero MCroab30-

BaHMe COMPSXXEeHO C 6O0AbLIMM YUCAOM MOBOYHBLIX
s¢dexToB [5]. Ha OCHOBaHUW KAVHWYECKUX Habsto-
AEHNI B OTCYTCTBME KOHTPOAMPYEMbIX MWCCNefoBa-
HWI MeToTepkcaT aBnAeTca Hanbonee 3pPeKTUBHbLIM
NMMyHOZenpeccaHToM 1 obnajaet Hanbonee Bbipa-
XXEeHHbIM cTepona-cbeperatowimm apdpektom [5].

BHyTpmBeHHOe BBegeHMe uuknodochammaa v naas-
Madepes 3ddekTVBHbI B C/lydae pPasBUTUS XKU3He-
YrPOXatoLLX COCTOAHUI NN TSXENbIX BUCLePanbHbIX
nopaxeHWr, B TOM Ymcie 06CTPYKLMU AbIXaTeNbHbIX
nyTein, NOPaxXeHWs OpraHa 3peHus WUAK rIoMepyo-
HedpuTa [1, 37-39].

AyTOMMMYyHHas npupoaa 3aboneBaHus CTana
OCHOBHbIM apryMeHTOM /15 UCMO/b30BaHNS TapreT-
HOM 6nonornyeckon Tepanum y nauymeHToB c PIIX,
pedpakTepHbIM K CTaHAApPTHbIM WMMYyHOZernpec-
caHTaMm. [loBbIWIEHME 3KCMPeccMn LUTOKMHOB MpuU
PMX (®HO-a, NN-1, NN-6), ocobeHHO Npwu obocTpe-
H1K [40, 41], 060CHOBBIBaNO MPUMeHeHMe crieynduye-
CKUX MHTMBUTOPOB AaHHbIX LUNTOKMHOB. Tem He MeHe
HeT KIMHNYeCKNX NCceZloBaHni, KOTOpble MOr/n bbl
npesocTaBnTb JOKa3aTesbHY0 6a3sy A8 NCNob30Ba-
HUSA TFeHHO-UHXEeHepHbIX 6uonornyeckx npenapa-
ToB (TMBIT) npwn PIIX.

C 2000-x rogoB Hadanacb Bo/AHa MNybauvkauuii 06
adpdekTmBHOCTM TUBM npwm PMX. MHoOrve nauueHThbl
noJslydann neveHme aHakmHpown, aHTU-PHO-a npena-
patamMu (MHPANKCMMABOM, STaHepLEenToOM, aganmMmyma-
60M, LiepToM3ymaba Naronom), abataLenTom, pUTykcu-
Mabom u Tounnamnsymabom. B ob63ope nutepatypebl [32]
aBTOpbl 0606LWAT OnbIT NedyeHns PIMX npum nomo-
wmn VB, roBopsa O C/NOXHOCTAX CTaHAapTM3aLMn
OTBeTa Ha Tepanuio, OrpaHUYeHHOM Yuncsie Habawge-
HUIA, Pa3INUYHON MPOAOMKUTENBHOCTU HAbAAEHMS.
MpeacTaBnseTcs BaXHOW U nies o TOM, UYTO B peaslb-
HOCTW Yncno ciy4vaeB HeadpdekTBHOCTY TVBI BhIlwe,
MOCKONBKY Takue ciiydanm nybnnkytotca pexe. He Hai-
ZeHbl npeukTopbl 3GGeKTMBHOCTY ledeHuns. [JaHHble
no otaensHbIM [BIN 0606LLeHbI B mabauye.

Nmetomecs fjaHHbIe, KOHEYHO, TpebytoT 06HOBe-
HUA. Tem He MeHe, CyAsd MO KOAMYeCcTBY MAaLMEHTOB,
nonyyarowmx MBI, MOXHO 3aK/H0UNTbL, YTO NHTEpeC

Ta6bnuuya
OPdeKTMBHOCTb FEHHO-VHXEHEPHbIX BMON0rMYecKnii NpenapaToB NPy peunanBupyoLLem
nonnxoHapuTe (AaHHble 2017 1.) [42], Uncno 60nbHbIX
Mpenapat EcTb oTBeT YacTnuHbIA oTBET HeT oTBeTa Bcero
2012 2017 2012 2017 2012 2017 2012 2017
WNH$nmkcmab 14 26 4 16 13 15 31 57
STaHepuenT 5 7 0 9 3 3 8 19
Azannmymab 2 12 0 17 2 3 4 32
Fronnmyma6b 0 2 0 2 0 0 0 4
LlepTonnsymab 0 0 0 0 0 0 1
Putykcnumab 0 2 7 9 9 11 18
AHaKVHpa 4 0 8 1 1 5 18
Toumnnsymab 2 14 0 14 0 0 2 28
AbaTauenTt 1 3 0 4 0 1 1 8
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K bronornyeckmM npenapatam npu PMNX Tonbko pac-
TeT. Yncno 6onbHblx, noaydaswmx BN npu PMNX
yBennymnocb ¢ 62 B 2012 r. go 185 k mato 2017 r.
(MpeaBapuTenbHble faHHble) [42]. KpaliHe xenaTenb-
HO 1 Jaxe HeobxoAnMo cobmpaTtb 1 aHanM3MpoBaTb
JaHHbIE Pa3NNYHBIX KINHUWYECKUX LEeHTPOB, VMes
CTaHAAPTU30BAHHYI CUCTEMY OLIEHKW aKTUBHOCTW
60ne3HM 1 OTBeTa Ha JfleyeHue. [poBegeHVe paH-
AOMU3MPOBAHHbLIX nccnefoBaHuii npu PIX Bce elye
npeAcTaBiAeTCcAa MasoBEPOATHLIM.

C y4yeTOM OrpaHVYeHuin, NpUCYLLUMX OTAENbHbIM
KAVHNYECKNM HabnogeHnaM, TpaHcnaaHTauns opra-
HOB MOXeT OKa3aTbCs 06HajeXMBaLLMM CMOCoboM
MOMOLLM 3TUM 60/bHbIM. AyTOJIOTMYHAas TpaHCMIaH-
TaumMs CTBOJIOBbIX KNeTOK WAW afiioreHHas TpaHCc-
nAaHTaumsa KOCTHOro MO3ra y HeKOTOpbIX nauyeH-
TOB MO3BOMNAN AOOUTLCA KAVHUYECKOrO Yay4dLleHUs
VAN MOAHOW peMuccmn. TpaHCnaaHTauusa remaTtorno-
3TNYECKMX KNeTOK MOXeT o6/1agaTb 1eyebHbIM MoTeH-
umanom npu PrX [43-46].

HekoTopblM MnaumeHTam TpebyrtoTcs WHBAa3VBHble
BMellaTenscTBa. [llponanc Tpaxew, ee CTPUKTypa
WX CTEHO3 MOryT noTpeboBaTb TpaxeoctoMuu [3, 5,
11, 25]. B panbHelwemMm BO3MOXHO WCMONb30BaHMe
TeXHWK Annataunn Tpaxew, ee CTeHTUPOBaHUE Wan
PEeKOHCTPYKTMBHbIE ornepauun B Clydae pacnpocTpa-
HEHHbIX MopaxeHWi. MNMpu HeNPOCEeHCOPHOW Tyroyxo-
CTV MOXHO WCMNONb30BaTb KOXJieapHble WMMAAHTHI.
CeanoBuaHyto gepopmMano HOCa MOXHO NCAPaBUTb
C MOMOLLbK PEKOHCTPYKTUBHbBIX ONepaLmii ¢ NCnosb-
30BaHMeM KOCTHOrO TpaHCM/iaHTata 13 rpebHs noa-
B340LUHOM KOCTW.

AyTOMMMYHHaa npupoja 3aboneBaHUs WUCKAOYa-
eT npuMeHeHune XpsLlia B KayecTBe TpaHCniaHTarta
B CBHA3W C €ro oxujaemon gectpykuueri [47]. B psge
HabNtoAeHNI onncaHa 3amMeHa K/lanaHoB cepaLa nau
BMeLLaTe/IbCTBa MO NOBOAY aHeBpu3Mbl aopTsl [3].

KnunHnyeckoe Ha6mop,e|-||/|e

MprBOAUM KNMHUYeCKOe HabnogeHue naumeHTKn
C PIX, pe3ncTteHTHbIM K Pas/inyHbIM LUTOCTaTUYECKM
npenapaTam, CTOMKOro yay4dlleHust y KOTOPOI yAanochb
L0BUTLCS Moc/ie Havana neveHust TOpaLnTUHNOOM.

bonsbHaa b., 1979 roza poxaeHus, cumTaeT cebs
6onbHOM € 2012 1. (33 roaa), kor4a Bnepsble oTMeTUIa
nosiB/ieHNe 313008 HOCOBbLIX KPOBOTEYeHWI. B anpe-
ne 2013 r. BbiABneHa nepdopalms HOCOBOW Mepero-
POZKW, B CEHTAOpE OHa 3aMeTWNa, YTo MeHsieTcs dopma
Hoca (cegnoBuaHas gedopmaLiys), KOHCYIbTUPOBanach
C Nop-BpayvYoM. Hanpas/ieHa K peBMaTonory 415 UCKJIHo-
YeHMs peBMaTUYeCKMX MPUYMH 3a601eBaHNS.

K aTOMy BpemMeHV naumeHTKa mepeHecna Hernpo-
AO/DKUTENbHBIV apTPUT Mex$anaHroBoro CycTaBa,
Nno AaHHbIM peHTreHorpadum KuUcTen pyk, 6es cylue-
CTBEHHbIX U3MeHeHWl, Tepanus HINBI gana apdekT.

Mpn obcnefoBaHNM BbIABNEHO MOBbILIEHNE peB-
MaTonAHOro ¢akTopa, 06CyAanocb Hannye peema-
TOVAHOrO apTpuTa, OAHAKO B 3TO Xe Bpems BrepBble
pa3Bunacb MHbeKUUs cknep (pacueHeHa opranbmo-
floramu Kak 3MmcknepuT), BO3HWUKAA 601b B rnasy,
B CBSA3M C YeM 60JibHast KOHCYbTUPOBanacb C OKyAU-
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cToM. lMpoBogunack nokanbHaa tepanna KC, B ToM
yncne UHbBEKUUW, OAHAKO MNPU MOMbITKaXx OTMEHb!
y MauueHTKn peumamempoBann odTasbMOAornyec-
KVie HapyLLeHus.

B cepesuHe oOKTS6pA MOABUANCHL MOCTOAHHbIN
Kallesb, OCUMJIOCTb FO/I0Ca, leyeHne y Iop-BpaYer
He fJano cyulectBeHHOro a¢dekTa. MNporpeccmpoBana
06Las cnabocTb, NoABUAACL IOMOTA, 60 BO BTOPOM
rnasy. C Havana Hosi6ps — NoBbILLEHME TemnepaTypbl
L0 cybdebpunbHbIX 3HaYeHUn. B Hosbpe BnepBble
3aMeTunna CHUXeHne ciyxa. C y4eToM Hanuumsa npu-
3HaKOB MOPaXeHUs JIOP-OpraHoB K 3TOMY MOMEHTY
y 60nbHOW 06CYyXAanoCb Hanuyne rpaHynemarosa
C noavaHrmmtom, ogHako AHLIA npu wnccnesoBaHnn
oKasanucb B npejenax pepepeHCHbIX 3HaYeHUi,
B CBSA3M C YeM H60JIbHOI peKkoMeHoBaHa broncus cau-
31CTOIM HOCa, KoTopasi okasasnack HenHboOpMaTUBHOM.

C sTOoro BpeMeHW Temrepartypa Tefia MOCTOSAHHO
6b11a NOBbILLEHHOM A0 37,6°C, COXPaHANNCL BblpaXeH-
Hble apTpanrnm, OCUMAOCTb FON0CA, CHUXANCA CyX.

NlabopaTopHO OTMeYanncCb MOBbILEHNE YPOBHS
CPB pgo 21 mr/n, CO3 — po 46 MMm/4, nerkaa aHemMus
(ypoBeHb remornobuHa — 107 r/n). C y4eToM BbICO-
KO aKTWBHOCTM 6ONe3HN M ee MpPOrpeccrpyroLLero
XapakTepa C MopaXeHWeM JI0p-OpraHoB U pasBuUTU-
eM QYHKLMOHaIbHbIX OrPaHUYeHUi (CHUXXeHWS Cnyxa,
NIXOPaAKKW, MOCTOSTHHOMO KallHsA 1 AncGOoHUN, Bbipa-
XXEHHOW cnabocTn 1 60MeBOr0 CUHAPOMA, MOPAXKEHUS
OpraHa 3peHust) COCTOSIHME pacLieHeHO Kak T0KabHbI
BapVaHT rpaHysnemartosa C NoAVaHrmmnmToMm (rpaHynema-
To3a BereHepa), 1, HecmoTps Ha oTcyTcTBME MOPGO-
JIOTNYECKO WA MMMYHONOrMYeckor Bepudumkaumm
[AMarHo3a, HavaTo fieyeHne rrKOKOPTUKOUAAMN.

C cepeaunHbl fekabpsa 2013 r. nauveHTka nony4vana
npeaHn30/10H (M3) B go3e 30 Mr/cyT, 3aTemM NpucoeyHeH
MeTOTpeKcaT C NoBblLLeHVieM A0 A03bl 15 mr/Hea. OTeeT
Ha Tepanuto NKC oTMeueH B NepBbli Xe JeHb npremMa
CTOIKO HOpManv3oBanacb TemrnepaTtypa Tena, nocre-
MeHHO YMeHbLLWINCL CycTaBHble 601, PerpeccnpoBany
1N OCTanbHble Xanobbl: MpekpaTUaCa Kallenb, ncyesna
OCUMOCTb r010Ca, HOPMaN30BasCs CyX.

Jo anpena 2014 r. cocTosHWe nNauyeHTKN ocTa-
BanoCb YAOBNETBOPUTEbHbBIM, BOCMaANTeNbHOAs
aKTUBHOCTb OTCyTCTBOBana (ypoBeHb CPB — 2,4-
4,7 mr/n). NocTteneHHO cHMXanacb ao3a KC. BecHol
2014 r. 6onbHas nepeHecsa HeCKOAbKO 3MU3040B
KaLLis, oCUNA0CTY ronoca, cybdebpunumreta, Kotopble
BHayane paccMmaTpuBananCb Kak Hecneunduyeckmne
NHPEeKUMN, OJHAKO MOC/ae MOosBAeHUA MOCTOSHHOro
Kawns un cybdebpunmteta obcyxanocb obocTpeHmne
Backy/mTa Ha poHe CHmXeHns Ao3bl MKC.

BriepBble nmaumeHTKa rocnuTanmUsampoBaHa B Ku-
HUKY B Mmae 2014 r. Mpu NOCTynIeHUN >Kanobbl
Ha MOCTOSHHbIM Kalesb C He6ONbLUNM KOJIMYECTBOM
MOKPOTbI, MOBbILLEHME TeMnepaTypbl Tena. C yyeTom
NopaxeHNsa BEPXHUX AbIXaTeNbHbIX nyTen 1 sbdekTa
FHOKOKOPTUKONAOB B AebtoTe 3aboneBaHus Auar-
HO3 He nepecmaTpmsancs. Mo pesynbTaTam obcne-
[JOBaHWVS BblsiB/ieHa BbICOKAas aKTMBHOCTb 3aboseBa-
HUA (noBbiweHne CO3 go 53 mm/y, cybdebpunntert,
Kallenb) 1 oTpuuaTesbHaa AVHaMUKa, MO JaHHbIM
KT (yBennueHune pasmepoB neppopaumy B MOAOCTU
Hoca). AHLIA ocTtaBanncb oTpuLaTebHbIMU.



B cBS13M C aKTMBHOCTbLIO BacKy/INTa MPOBeJeH ceaHc
nynbc-Tepannn MeTUINpPesHN3010HOM B go3e 500 mr
Ne 3, A03a MeToTpekcaTta yeBenuyeHa Ao 20 Mmr/Heg.
B pesynbTate neyeHWs HOpManuMsoBanacb Temrnepa-
Typa Tena, YMeHbLUWICA Kalenb, cHu3unacs CO3.
Mpw BbInNucke gosa N3 — 7,5 mr/cyr.

Mocne BbINMCKM B0NbHAs MPOAOXKaNa pPeKkoMeH-
AOBaHHOe neveHue. B TeveHne 2014 r. coxpaHsinacb
«TaeroLas» akTMBHOCTb 6onesHun, B epane 2015 r.
NosiBUANCL Xanobbl Ha remopparnyeckoe oTthense-
MOEe M3 MOI0CTY HOCA, WYM (XpUn) Npu BAOXE U BbILO-
Xe, Ha OAbILLIKY B MOJOXEHUWN nexa U npu Hebonb-
Lo Gpun3nyeckon Harpyske, 6011 B rpyaHON KneTke,
a Takxke TOWHOTY. MeToTpekcaT OTMeHeH B CBA3U
C TOLLUHOTOM, OTCYTCTBMEM SIBHOTO BANAHNSA Ha akTUB-
HOCTb 60JIeE3HN 1 BO3MOXHOW MpoBOKaLen BTopuny-
HbIX MHPEKLNOHHbIX OCI0XHEeHW. COXpaHSncs Takxke
CyCTaBHOW CUHAPOM.

Obpalyano Ha cebs BHMMaHME HeTUMNYHOe Teye-
HVe npeAnosiaraBLUErocs rpaHynemMaTosa ¢ NoanaHu-
rMUTOM — MOPaXeHMe BEPXHUX AbIXaTeNlbHbIX NyTel
6b1710 NpeACcTaBNeHo B OCHOBHOM nepdopaLimein Hoco-
BOW neperopoaku, AeboT 6onesHn ¢ 6011 B opbuTax
N runepemmn cknep 6e3 Haan4ymMa MNCeBAOOMYXOW,
He OTMeYa/lNCb BbIPaXeHHble CUHYCUTLI, MPY 3TOM
nocTeneHHo NpuUcoesHUANCE 6o B 0bnacTn xps-
LLieBbIX YacTel pebep 1 NPU3HaKM NOPaxKeHNs Tpaxeu
B BWAE XPUMOB U ABAEHUA TpaxeobpOHXMaNbHOM
AVNCKNHE3NN 6e3 NOACKNAZA0UHOr0 NapuHrnTa.

Habntogancs otyeTnueblin 3$GdekT rntoKoKOPTUKOU-
ZI0B MpW OTCYTCTBUM 04eBUAHOMO 3dpdexTa meToTpekca-
Ta. BnepBble BbICKa3aHO NpPeAnosioXXeHne O HaaNdmm
PIMX ¢ nopaxeHwneMm xpsiLLiein Hoca, pebep, Tpaxewn, anu-
CcknepuTtoM B fAebroTe n popmMMpoBaHMEM COOTBETCT-
BYIOLLMX KIVHUYECKNX MPOsiBAeHWI. [INA yTOUHEHUS
AMarHo3a NpUHATO peLLeHn O BbinosiHeHun MN3T-KT.

Mo fJaHHbBIM 06C/ef0BaHVA: MOBbILLEHHOe HaKo-
nneHve pagvnodapmnpenapata yMepeHHON WHTeH-
CUBHOCTU B YTOJILLEHHOM N UCKPUBAEHHOM HOCOBOM
neperopojke, B MbILLILAX M XPALLLAX rOPTaHW, B yTOS-
LLLleHHO Tpaxee, MpenMyLLeCTBEHHO B BEPHEeN 1 cpes-
Hel TpeTn, MO XO4y JIeBOro r1aBHOro 6pOHXa, a Takxe
B MPOeKumn 6pOHXOMYyAbMOHa bHbIX AMMPOY310B
c obenx cTopoH (puc. 1, 2).

PucyHok 1

MopaxeHue XpsiLLei ropTaHu y NaLMeHTKM
C pPeLnAVBUPYIOLLM MOIUXOHAPUTOM.
3zecb 1 fjanee UANKOCTPALUN aBTOPOB

Cy4eToM cTorkoro otcyTcTBus AHLIA, nokanmsaymm
BOCManeHus B XpALLEBbIX CTPYKTYpaX, a Takxe KANHU-
Yecknx OCObeHHOCTel 60sie3HUN (MHBbeKUMs ckaep
B AebroTe — BEepOATHbIN 3NncknepuT, 601 B 061aCTu
XpsLLEBbIX YacTeli pebep) AMarHo3 n3meHeH Ha PIIX.
Jo3a N3 ysenndyeHa go 20 mr/cyT. Noc/e noBblLLEeHUS
f03bl [KC cTOMKO HOpMmanu3oBanack TemnepaTtypa
Tena, perpeccmpoBanu apTpanrum n 6onm B 06nactu
pebep, He OTMeYannucb MPU3HAKM MOPaXeHnsa opra-
Ha 3peHus. BocnanutenbHOM akTUBHOCTU He 6bino,
HayaTo MeasieHHoe CHKeHne ao3bl MKC.

C nrons 2015 r. K neyeHuto gobasneH a3aTUOMNpPUH
B fo03e 150 mr/cyT, B oKTA6pe noTpeboBanack 0TMeHa
npenapaTta B CBS3M C nelikoneHvei. losa M3 cHuxe-
Ha 3a neto 2015 r. go 10 Mr/cyT, 4YTO COMPOBOXAA-
NIOCb  yXyALlleHveM CamMo4yBCTBUS B BUAe HapacTta-
HUS OAbILKW, 3aTPYAHEHUS AbIXaHWSA, TOWHOTLI, C1a-
6octn. B KadecTBe 6asmMcHOro npenapaTa peLleHo
NpUMeHATb AarncoH, npuem 3 npogomkeH B fo3e
10 mr/cyr.

C aHBapsa 2016 r. 6onbHaa nosy4vana AarncoH c
OTYeTNMBbIM 3hbekToM — yAanocb CHU3UTbL A03y 13,
OTCYTCTBOBANN K/VHNYECKNe MPU3HAKN aKTUBHOCTU
6onesHn. Ans fanbHeliwero 6e30MNacHoOro CHYKeH s
fo3sbl TKC pgo3a gancoHa Kk mapty 2016 r. yBennyeHa
20 150 Mr B cyTKu, Ha pOHe Yero y naumeHTK NosaBu-
nacb 6eccoHHuua. B anpene 2016 r. — BblpaxeHHas
o6Laa cnabocTb, akpouMaHo3, MOBbILIEeHME MyabCa
Ao 100-110 B MUH, oAblLLKA B NOKOe, 6/iefHble KOX-
Hble MOKPOBbI; 1abopaToOpHO 3aPpUKCUPOBaHbI BbIpa-
XeHHas nerikoneHuns n aHemms. COCTOAHME pacLeHe-
HO KakK OC/IOXHEHVe Tepanwuu JancoHoM, npenapat
OTMeHeH, HayaTo neyeHve GoNVeBoOV KNCIOTOMN.

B TeueHve 2 Hepgenb nocsie OTMeHbl AarcoHa yKa-
3aHHble Xanobbl perpeccnpoBasy, B aHaansax — pas-
peLLeHe NenKoneHnu, NoBbILLEeHKE YPOBHSA reMorsio-
6uHa. CoszepxaHue CPB, CO3 B Hopme. C yyeToM
OTYETINBOro KAnHU4Yeckoro a¢dekTa fancoHa peLue-
HO MpVem JaHHOro mpenapaTa BO306HOBUTb, OJHa-
KO f03y ymMeHbWwUTb f0 50 Mr/cyT m3-3a BbICOKOrO
pricka TOKCUYHOCTU. K coxaneHuto, peayLmpoBaHHas

PucyHok 2

MopaxkeHVe NeBoro rnaBHOro 6poHxa
y NaLUMEHTKM C PeLnanBUPYHOLLIM
NONNXOHAPUTOM




[i03a He NMo3BOo/INIa NOAAEPXaTb PEMUCCUIO 6ONE3HN
M MPOAOSIXNTL CHUXeHWe Ao3bl [KC.

OceHbto 2016 r. NPOM30LLIO MOBbILLEHNE YPOBHA
CPB po 24,1 mr/n, pubpunHoreHa — fo 4,53 r/n; peuu-
ANBNPOBaN KINHUYECKMNEe NPOABAEHUS aKTUBHOCTU
6onesHn — 60/7b B MPOeKLUMN XPsLLEeBbIX 4acTel
pebep, anu3oabl cybpebpunmteTa, Hapocna ocu-
naoctb ronoca. CoxpaHAannce OTAeNeHne KPOBAHW-
CTbIX KOPOYeK K3 MOJIOCTN HOCa, Nepuogmnyeckn —
NaroLLUA Kallensb.

B aekabpe 2016 r. nayMeHTKy NMOBTOPHO rocnmTa-
NIN3NpoBann, NoATBEPXAEHa BbICOKAA aKTVMBHOCTb
6onesHn — oTAeneHne KOpoyek 13 MOAOCTU HOCa,
cyb6pebpunmnTeT, XOHAPaNrum, Kallenb, a Takxe Bblpa-
XeHHoe noBbilweHne CO3 (47 MM/Y), KOHLIeHTpaLui
CPE (43,1 mr/n), ¢ubpuHoreHa (5,4 r/n). Mo pe3ynbTa-
Tam KT, 3adurKcrpoBaHa oTpuLaTenbHasa AMHAMUKA:
yBenn4yeHne pasMepoB JedeKkTa B Meperopojke Hoca,
BOBJ/IeYEHVe HOBbIX XPsLLeil B rOPTaHW, NepcMcTnpo-
BaHVe MaTo/JorMyeckoro npouecca B Tpaxee (yTos-
weHne creHok). Mo gaHHbiM ®B/Jl, Brnepsble BbiAB-
JIeHO CyLLeCTBEHHOEe HapylleHue ANHAMWKM MOoTOKa
Ha YPOBHE BEpPXHUX AbIXaTeNbHbIX MNyTen, 3a Bpems
HabnAeHVs B KNHMKe caTypauunsa 02 86-94%, Bnep-
Bble 3ap1KCNMPOBAHa AblXaTe/lbHad HeJ0CTaTOUHOCTb.

Takum 06pa3oM, HeCMOTPS Ha AUTENbHYH Tepa-
MU0 PasNYHbIMK 6a3nCHbBIMK Npenapatamu, oTyeT-
nvBbIn 3¢dekT oTMeyancs TOAbKO OT CTepPOUAHON
Tepanuu, Ha ¢oHe yBennyeHusa fo3bl NKC Bocnanu-
TeNbHasg aKTUBHOCTM M Xanobbl yMeHbLUAANCh, Npw
3TOM JanbHelillee NCNoAb30BaHne cpegHmx fo3 MKC
NpeACTaBAANOCb COMPSXKEHHbIM C BbICOKVM PUCKOM
OCNOXHeHUn. OTtyeTnnBoro sddekta OT 6a3nCHbIX
npenapaToB He bbifo.

Y nauneHTKY, HeCMOTPS Ha AJINTENbHYI0 Tepannto
C WCMNOJIb30BaHNEM Pa3INYHbIX UMMYyHOZAernpeccaH-
TOB, OTMeYanocb nporpeccnpoBaHne 3aboneBaHUA
C paspyLleHVeM CTPYKTYp FropTaHu U Tpaxeu, Tsaxe-
non pedopmaumein Hoca, HapacTaHVeM AbiXxaTebHO
HeZOoCTaTOYHOCTN W BblPaXeHHbIM KOCMEeTUYeCKUM
fedektoM. C Lenblo NogaBneHns akTUBHOCTU MPO-
Llecca NpUHATO pelleHve O Tepanuu npenapatamu
BTOPOro psifa, KOJNernaabHO B COCTaBe KOHCUIMYMaA
CNeuUmnancToB MPUHATO peLleHne HayaTb fleyeHue
TodaUNTUHNOOM.

C anpensa 2017 r. 6onbHasa ctana NpUHMUMaTb Toda-
UMTUHMG B f03e 10 Mr/cyT, NepeHOCMMOCTb eYeHUs
yaosnersoputensHaa. flosa 3 Ha MOMeHT Hauana
neyenuns — 15 mr/cyT. K ntoHIo cTana BugHa otyeTan-
Bas MONOXUTENbHaA AMHaMVKa: TeMnepaTtypa Tena
CTOMNKO HOpManmM3oBanacb, He OTMeyanucb 60au
B MPOEeKLMM XpsiLLeBbIX 4acTeil pebep, OCMMIOCTb
rosoca, /IOMOTa, Kawenb 6bIA peako. JSlabopaTtopHO
BCe OCTPOda30Bble MOKa3aTen COXPaHAINCL CTOMKO
B HopMe(yposBeHb CPE — 3,4 mr/n, CO3 — 15 mMm/u).
3adrKCMPOBAHO AOCTVKEHME KaK KITUHUYECKON, TaK U
nabopaTtopHol pemmuccnm Ha GoHe Tepanuu Todauu-
TUHNG0M, f03a M3 cHUxeHa Ao 10 Mr/cyT.

OceHbro 2017 r. nayMeHTKa npogosnkana npuem
TodaunTHMOa B MpexHen A031POBKe, MOCTEeNeHHO
CHmxXanacb fosa M3, KAnHMKo-nabopaTopHble npu-
3HaKM aKTMBHOCTU 3aboneBaHUs He BbISBASANCDH.
Mo pgaHHbIM KT roptaHn, oTMeYeHa MonoXuTebHas
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anHamuka. K aHusapro 2018 r. ctepougHas Ttepanus
6blla NpeKkpalleHa MOJIHOCTbIO, MPY 3TOM >Kanobbl
He peumnansmposann, CO3, yposHu CPB, ¢nbpunHo-
reHa COXPaHsINCb CTOMKO B HOpMe (ypoBeHb CPB —
2,7 mr/n, CO3 — 11 mMMm/u).

PekoMeHZOBaHO MPOAO/MKMTL Tepanuio Todauu-
TUHNOOM, OCYLLEeCcTBAATE ANHAMUYECKNIA KOHTPO/b
nabopaTopHbIX NokasaTenein 1 faHHbIX KT. B HacTos-
wee Bpemsa (Hayano 2023 r.) 6onbHasaA npojonxaet
Tepanuto TodauNTUHNOOM, f03a YMEHbLUEHa A0 5 Mr
B CBSA3M C 3NmM304aMu nenkoneHumn (Ao 3,4 TbiC/MKN),
COXpaHsAeTCs CTolKas peMmnccnst 6onesHu.

O6cyxaeHne

[JaHHoe HabnogeHe feMOHCTPUPYeT paj TUNnY-
HbIX Ans PMX ocobeHHocTeln. Obcyxaas AebtoT, Heob-
XOA4VMO OTMEeTUTb AOCTaTOYHO XapakTepHoe nocTe-
NneHHoe MosB/ieHe CUMNTOMOB 3a60/1eBaHMA, HauN-
Has OT A/INTENIbHO CKPbITO MPOTEKaoLLEero XoHapuTa
HOCOBOW MeperopoAkn C NoCAesyolWwmM Nocnes0Ba-
TeNbHbIM MPUCOeAVHEHNEM aPTPUTOB, MOPAaXeHUS
AblXaTeNbHbIX MNyTel, opraHa 3peHus. B 3ToMm Xxe
N cocTosiNa TPYAHOCTb AMArHOCTUMKW: Ha MOMEHT
AebtoTa 3aboneBaHVA KAMHMYeECKas KapTuHa 6Oblia
KpaWHe cnyTaHHOM. HecMoTps Ha oWnbKy B AMarHoc-
TVIKe KOHKPEeTHOV HO30/0TMW, B LEe/IoOM MOHVMaHue
nNaTos0rM4yeckoro npoLlecca oKasanoCb BepHbIM:
ayTOMMMYyHHOe 3aboneBaHue, TpebyroLliee MMMYHO-
cynpeccuBHOV Tepanuu. [pyn 3TOM, TeEM He MeHee,
LOMONHUTENIbHOE BHMMaHWe CTOUT yAenAaTb BapuaH-
Tam AHLIA-HeraTyBHbIX BaCKy/NTOB, AOOMBAasCbL MOp-
donornueckor BepudumkaLmm 1 NCKAOYas BCe rema-
TonponuepatrBHble, MHGEKLIMOHHBIE N ApYyrie peB-
MaTunyeckne 3aboseBaHus.

Bbicokas akTMBHOCTb 3aboneBaHns B AebtoTe, Npo-
SABNSABLUAACS INXOPALKOM M BblpaXeHHOM acTeHuen,
nopaxeHnem opraHa 3peHus, HeCMOTPSA Ha COMHWU-
TeNbHble pe3ynbTaTbl 6uoncun, AMKTOBasa Heobxo-
AVIMOCTb /le4eHuns, KOTOPOe 0Ka3aoChb BbICOKO3Iddek-
TVBHbIM, YTO, B CBOIO O4Yepesb, OTOABWHYNO0 YCTaHOB-
NleHVe NpaBWAbHOrO AnarHo3a.

MNoTpeboBanocb AOCTAaTOYHO MPOAO/IKUTENIbHOE
BpemMsl, 4TObbl BHUMaHWE KAVHULMCTOB MPUBAEKIN
KpaliHe pe3nCTeHTHbIM K Pa3NyHbIM LIUTOCTaTUKaM,
PeLNANBUPYIOLLNI XapaKTep «BacKy/iuTa», a Takxke
HOBble HeTUMUYHble Xanobbl, KOTOpble CTanu Beay-
LMK B KNIMHNYECKOV KapTUHe. NepecMoTp AnarHosa
No3BO/INN 06beAVHUTL B pamMkax PMX HesposnBHbIe
apTpuThl, MOpaxeHue rpyaMHO-pebepHbIX couseHe-
HUIA, Tpaxen (a He NMOACKNAAKOBbIA CTEHO3), OpraHa
cyxa 1 rnas B gebtoTe 6onesHn. CTano Takxe noHAT-
HbIM OTCYTCTBME BbIPaXXeHHbIX CMHYCMTOB, KOTOpPble
6611 6bl 3aKOHOMEpHblI B C/lydae rpaHynemartosa
C MOJINAHTNNTOM.

C yyeToM MHBA3MBHOCTW Buoncum n HenHdbopma-
TVMBHOrO ee XapakTepa npu UCCiefoBaHUK B AebtoTe
3aboseBaHMA pelleHo BbINOAHUTL M3T-KT ¢ pac-
4YeTOM BbISIBNEHNS BOCMANEHHOM XPALLEBON TKaHWU.
JnarHoctnyecknin noxoA onpasgan cebs, AnarHos
6611 noaTBepXAeH (cMm. puc. 1, 2). B uenom, kak
OTMeYanocb Bbllle, MPOCAeXMBAETCH AOCTaTOUHO



ONTUMUCTUYHOE OTHOLLEeHWe K 3T Ans AnarHoCTUKN
M OLEeHKM akTuBHOCTM PIMX, n B JaHHOM Habnwoae-
HVM Haw OMbIT COBMan C MHEHWeM JApYyrnx aBTo-
pos [19-22].

CMmeHa fJuarHosa pacwupuaa TepaneBTuyeckue
BO3MOXHOCTM, XOTS MPOBOAMBLLEECA paHee iedeHne
He MpOTMBOPEYMI0 HOBOMY AMarHosy. [ancoH oka-
3a1ca JOCTaTOUHO 3PdEeKTUBHBIM Y AAaHHO 60NbHOM,
OZIHaKO MpreM TepaneBTUYECKOW A03bl MPUBEN K pas-
BUTUIO Cepbe3HbIX Mo60oYHbIX 3ddekToB. C yyeToM
HaKOMIEeHHbIX 33 BPeMsi IeYeHWs rItOKOKOPTUKONAA-
MU MOBOYHBIX 3PPeKTOB 1 YrpoXaroLLero Xxmpypri-
YeCcKMM BMeLLATeNbCTBOM MOPAaXeHUs Tpaxen crana
HeobxoaMMoO cTepoun-cbeperatoLLas Tepanus.

Bbibop npenapata 060CHOBbLIBaICA MpepbiBaHMEM
CUTHaNbHBIX MyTel Ha paHHeM 3Tare, 4YTo CNocobCTBy-
eT BO34elCTBUIO NHTMBUTOPOB SAAHYC-K1HAa3bl Ha MHO-
KeCcTBO HOo30/10rMi. He mocnegHow ponb B Bbibope
CpeACTBa lIeYeH s Cbirpan HayYHbI a3apT: Ha MOMEeHT
HasHauyeHWs npenapata HW OAHOro HabnAeHUs
NCMONb30BaHVA TopaunTUHMbGa He 6b110 Ony6aNKO-
BaHO, NPV NMOAroTOBKe MybanKaumm K neyatt nogo6-
Hble HabNAEHNS TakKe He HalAeHbl.

OddekT OoT NMpOBOAMMOI Tepanuu BnevaTnsdeT:
y NaLUMeHTKM yAanock KynmpoBaTe 60AbLLIVHCTBO CUM-
NTOMOB 3a60/1eBaHWs, CBA3AHHbIX C ero akTUBHOCTbHO,
MOMIHOCTBIO MpeKkpaTUTb MpPUEM IHOKOKOPTUKOWUAOB,
OHa Aaxe noxyzena Ha 8 Kr, Ipy 3TOM MepeHOCMMOCTb
NleyeHVs 6blna yAOBNETBOPUTENbHON. [JOCTUTHYyTa
nabopatopHas pemwuccus, 1 npu KT roptaHu oTme-
yeHa MONOXUTENbHAsA AVMHAMWKA, OAHAKO B AAHHO

CUTYyaLMM XOYeTCs BCe Xe n3bexaTtb U3INLLHEro onTu-
MM3Ma: N3BECTHbI C/Ty4an MPOrpeccnpoBaHnsa XOHAPW-
Ta NpY KAMHUKO-NabopaTOPHON pemMuccum, a Takxke
HabNOAEHUST «yCKONb3aHWs» 3ddekTa OT AAnUTENb-
HOro JsieyeHusi. Kpome TOro, MMMyHOCympeccrBHas
Tepanusa cama rno cebe conpsikeHa ¢ 60s1ee BbICOKNM
PUCKOM NHGPEKLIMOHHBIX OC/IOXHEHWNTA.

TakuM 06pa3oM, Ha CEeroAHSALLIHUA AeHb AOCTUTHYT
OYeBWUAHbI pe3ynbTaTt NeveHns, 04HaKo He Bbi3blBa-
eT COMHEHWIA, YTo MaumeHTKe noTpebyeTcs Npojon-
XUTeNbHas Tepanus C NOCTOSAHHOM OLIeHKOW aKTUB-
HOCTWK 60one3Hn 1 6e30NacHOCTY eYeHus.

3akn4yeHume

Peunansrpyownii NOANXOHAPUT — pejkoe 3a60-
NeBaHve, koTopoe 3a 100 net BCe TaK Xe coxpaHsaeT
MHOXeCTBO TaliH 1 Bonpocos. OcTaetcs 6onbLloe
KOJINYECTBO C/IOXHOCTEN, CBA3AHHbIX C MOHUMaHMUEM
natodmnsnNonorum 1 paHHen ANArHOCTUKOM, OLeH-
KOW aKTMBHOCTM U MPOrHO3a U, KOHEYHO, IeYeHNEeM.
PelueHMO ykasaHHbIX Mpobnem 6ygeT CnocobCTBO-
BaTb ObbejMHeHVe JaHHbIX U3 PasNNYHbIX LEeHTPOB
BCEro Mmpa. Torga, BO3MOXHO, yAacTCA NMPOABUHYTHCS
Briepes K Ay4yliemy NoHVMaHWIO MeXaH1U3MOB pasBu-
TV, pa3paboTke HOBbIX AMarHOCTUYECKMX KpUTEPUEB,
nporHocTnyecknx ¢paktopos. bonee Toro, Heobxoau-
MO MpoBeJjeHne paHAOMU3MPOBAHHBIX KANHNYECKNX
nccnefoBaHWn AN CO3JaHUA AOKasaTeNlbHbIX Peko-
MeHAALUWI MO IeYEeHUIO.

NuTepaTtypa

1. Mathian A., Miyara M., Cohen-Aubart F., Haroche }J.
et al. Relapsing polychondritis: a 2016 update on clinical
features, diagnostic tools, treatment and biological drug
use. Best Pract. Res. Clin. Rheumatol. 2016; 30(2): 316-33.
DOI: 10.1016/j.berh.2016.08.001

2. Longo L. Greco A, Rea A, Lo Vasco V.R. et al. Relapsing
polychondritis: a clinical update. Autoimmun Rev. 2016;
15(6): 539-43. DOI: 10.1016/j.autrev.2016.02.013

3. Sharma A., Gnanapandithan K., Sharma K. Sharma S.
Relapsing polychondritis: a review. Clin. Rheumatol. 2013;
32(11): 1575-83. DOI: 10.1007/510067-013-2328-x

4. Letko E., Zafirakis P., Baltatzis S., Voudouri A. et al.
Relapsing polychondritis: a clinical review. Semin. Arthritis
Rheum. 2002; 31(6): 384-95. DOI: 10.1053/sarh.2002.32586

5. Trentham D.E., Le C.H. Relapsing polychondritis. Ann. Intern.
Med. 1998; 129(2): 114-22. DOI: 10.1055/5-2002-25303

6. Jaksch-Wartenhorst R. Polychondropathia. Wien Arch. F Inn.
Med. 1923; 6: 93-100.

7. Pearson C.M., Kline H.M., Newcomer V.D. Relapsing
polychondritis. N. Engl. J. Med. 1960; 263: 51-8. DOI:
10.1056/NEJM196007142630201

8. UYepHsak B.W., Casenbes A.W., Morpomos A.ll., MeHbLIN-
koBa W.B. un gp. PeungumBupyrowmnii MNOAUXOHAPUT.
KnuHuyeckas meduyuHa. 2014; 92(11): 22-8. [Chernyak V..,
Savelyev A.l, Pogromov A.P., Menshikova V. et al.
Relapsing polychondritis. Clinical Medicine. 2014; 92(11):
22-8. (in Russian)]

9. YepHsk B.N., Casenbes A.N., MeHbwnkosa W.B,,
MorpomoB A.M. [MopaxeHVe HepBHOW CUCTEMbl MpuU
peLnaVBMpYIOLLEM MONUXOHAPUTE. KauHuveckas Meou-
yuHa. 2016; 94(2): 108-13. [Chernyak V.I., Savelyev All,
Menshikova V., Pogromov A.P. Nervous system lesions

Becri TEPATIEGIA

associated with relapsing polychondritis: analysis of
original observations. Clinical Medicine. 2016; 94(2): 108-13.
(in Russian)]. DOI 10.18821/0023-2149-2016-94-2-108-113

10. Fukuda K., Mizobuchi T., Nakajima I., Kishimoto T. et al.
Ocular involvement in relapsing polychondritis. J. Clin. Med.
2021; 10(21): 4970. DOI: 10.3390/JCM 10214970

11. Dion J., Costedoat-Chalumeau N., Séne D., Cohen-Bittan J.
et al. Relapsing polychondritis can be characterized by
3 different clinical phenotypes: analysis of a series of
142 patients. Arthritis Rheumatol. 2016; 68(12): 2992-3001.
DOI: 10.1002/art.39790

12. File 1., Trinn C., Matyus Z., Ujhelyi L. et al. Relapsing
polychondritis with p-ANCA associated vasculitis: which
triggers the other? World J. Clin. Cases. 2014; 2(12): 912-7.
DOI: 10.12998/wjcc.v2.i12.912

13. Pruthi P., Munganda H., Bangia A., Rani U. et al. Leprosy
with atypical skin lesions masquerading as relapsing
polychondritis. Case Rep. Infect. Dis. 2016; 2016: 7802423.
DOI: 10.1155/2016/7802423

14. Ypcon H.b., Tapactok M.W., 3akpesckas B.A. KnuHunyeckuit
cnyyar peunavBUPYIOLLEro MOANXOHAPUTA. YKpauHCKul
mepanesmuyeckull xypHan. 2015; 44(1): 102-6. [Ursol N.B.,
Tarasyuk M.l., Zakrevskaya V.A. A clinical case of relapsing
polychondritis. Ukrainian Therapeutic Journal. 2015; 44(1):
102-6. (in Russian)]

15. 3aurposa H.K., Jlazapesa O.FO., [JonxeHkoBa E.A.
KnuHnyecknin cnyyan peumamBrpyroLLLero noanXoHApU-
Ta y 60/bHOro cybnerikeMmyeckuMm MUeno3oM. 3emckull
epay. 2015; 25(1): 59-62. [Zaigrova N.K., Lazareva O.Yu.,
Dolzhenkova E.A. Clinical case of relapsing polychondritis
in patient with subleukemic mielosis. Zemsky Doctor. 2015;
25(1): 59-62. (in Russian)]



16.

17.
18.

19.
20.
21.

22.

23.

24,

25.

26.

27.
28.

29.
30.

31.

Becri TEPATIEGIA

MonoTkosa C.A., Monotkos A.O., JinteuHoBa W.A,
basnHa W.B. n Ap. PeBmartosiornyeckne nposiBneHns
OCTPOro MnenobaacTHOro Nerikosa: cayyar 13 NPakTUKM.
BecmHuk CmoneHckol 2ocydapcmaeeHHol MeduyuHCcKol aka-
demuu. 2017; 16(1): 71-6. [Molotkova S.A., Molotkov A.O.,
Litvinova I.A., Bazina |.B. et al. Rheumatological
manifestations of acute nonlymphoblastic leukemia: case
in clinical practice. Vestnik of the Smolensk State Medical
Academy. 2017; 16(1): 71-6. (in Russian)]

Hazra N., Dregan A., Charlton )., Gulliford M.C. et al.
Incidence and mortality of relapsing polychondritis in
the UK: a population-based cohort study. Rheumatology
(Oxford). 2015; 54(12): 2181-7. DOI: 10.1093/rheumatology/
kev240

Nakano K., Aritomi T., Ohkubo N., Tanaka Y. Relapsing
polychondritis diagnosed by fusion images of gallium-67
uptake on computed tomography and single-photon-
emission computed tomography. Arthritis Rheumatol.
2017; 69(12): 2406. DOI: 10.1002/art.40234

Lei W., Zeng H., Zeng D.X., Zhang B. et al. (18)F-FDG PET-
CT: a powerful tool for the diagnosis and treatment of
relapsing polychondritis. Br. J. Radiol. 2016; 89(1057):
20150695. DOI: 10.1259/bjr.20150695

Wang J., Li S., Zeng Y., Chen P. et al. 18F-FDG PET/CT is
a valuable tool for relapsing polychondritis diagnose and
therapeutic response monitoring. Ann. Nucl. Med. 2014;
28(3): 276-84. DOI: 10.1007/512149-014-0805-1

Wang J., Liu X,, Pu C., Chen Y. 18F-FDG PET/CT is an ideal
imaging modality for the early diagnosis of relapsing
polychondritis. Medicine (Baltimore). 2017; 96(30): e7503.
DOI: 10.1097/MD.0000000000007503

Zhou H., Su M., Li L. 18F-FDG PET/CT imaging of relapsing
polychondritis: A case report. Medicine (Baltimore). 2016;
95(33): e4496. DOI: 10.1097/MD.0000000000004496

lkeda S., Arita M., Ikeo S., Nishiyama A. et al. Chronological
assessment of airway lesions in relapsing polychondritis
by positron emission tomography. Intern. Med. 2015; 54(9):
1099-102. DOI: 10.2169/internalmedicine.54.3775
OrHepy6oB H.A., AHTunosa T.C. BoamoxHoctn M3T/
KT B AmarHoctuke n oueHke Tepanuu peunanBupyto-
Lero MOANXOHAPUTA: CayYan W3 MNpakTUKW. BecmHuk
Tambosckozo yHusepcumema. Cepus: EcmecmeeHHble u mex-
Huyeckue Hayku. 2017; 22(6-2): 1422-30. [Ognerubov N.A.,
Antipova T.S. PET/CT capabilities in the diagnostics and
estimation of therapy of generalized chondromalacia:
practice cases. Tambov University Reports. Series of
Natural and Technical Sciences. 2017; 22(6-2): 1422-30. (in
Russian)]

McAdam L.P., O'Hanlan M.A., Bluestone R., Pearson C.M.
Relapsing polychondritis: prospective study of 23 patients
and a review of the literature. Med. 1976; 55(3): 193-215.
Damiani J.M., Levine H.L. Relapsing polychondritis —
report of ten cases. Laryngoscope. 1979; 89(6 Pt1): 929-46.
Michet CJ., McKenna C.H., Luthra H.S., O'Fallon W.M.
Relapsing polychondritis: Survival and predictive role
of early disease manifestations. Ann. Intern. Med. 1986;
104(1): 74-8. DOI: 10.7326/0003-4819-104-1-74

Thaiss W.M., Nikolaou K., Spengler W., Spira D. et al. Imaging
diagnosis in relapsing polychondritis and correlation with
clinical and serological data. Skeletal Radiol. 2016; 45(3):
339-46. DOI: 10.1007/s00256-015-2270-x

Lin D.F, Yang W.Q., Zhang P.P.,, Lv Q. et al. Clinical
and prognostic characteristics of 158 cases of relapsing
polychondritis in China and review of the literature.
Rheumatol. Int. 2016; 36(7): 1003-9. DOI: 10.1007/s00296-
016-3449-8

Arnaud L., Devilliers H., Peng S.L., Mathian A. et al.
The Relapsing Polychondritis Disease Activity Index:
development of a disease activity score for relapsing
polychondritis. Autoimmun. Rev. 2012; 12(2): 204-9. DOI:
10.1016/j.autrev.2012.06.005

Horvath A., Pall N., Molnar K., Kovats T. et al. A nationwide
study of the epidemiology of relapsing polychondritis. Clin.
Epidemiol. 2016; 8: 211-30. DOI: 10.2147/CLEP.S91439

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

45,

46.

47.

Kemta Lekpa F., Kraus V.B., Chevalier X. Biologics in
relapsing polychondritis: a literature review. Semin.
Arthritis Rheum. 2012; 41(5): 712-19. DOI: 10.1016/j.
semarthrit.2011.08.006

Wasano K., Tomisato S., Yamamoto S., Suzuki N. et al.
Successful continual intratympanic steroid injection
therapy in a patient with refractory sensorineural hearing
loss accompanied by relapsing polychondritis. Auris Nasus
Larynx. 2017; 44(4): 489-92. DOI: 10.1016/j.anl.2016.07.019
Martin J., Roenigk H.H., Lynch W., Tingwald F.R. Relapsing
polychondritis treated with dapsone. Arch. Dermatol. 1976;
112(9): 1272-4.

Barranco V.P., Minor D.B., Solomon H. Treatment of
relapsing polychondritis with dapsone. Arch. Dermatol.
1976; 112(9): 1286-8.

Lu P.H., Lin Y.C.,, Wu Y.H. Relapsing polychondritis
complicated with Sweet's syndrome and normolipemic
neutrophilic xanthomatosis successfully treated by
dapsone. Int. J. Dermatol. 2011; 50(2): 212-14. DOI:
10.1111/j.1365-4632.2010.04477 .x

Belot A., Collardeau-Frachon S., Bellil D., Descours G. et al.
It sounds like a relapsing polychondritis. Lancet Infect. Dis.
2013; 13(7): 638. DOI: 10.1016/51473-3099(13)70114-2
Almackenzie M., Alharbi A., Alhassan S., Cook E. et al.
Successful treatment of central nervous system
vasculitis associated with relapsing polychondritis with
cyclophosphamide. Am. J. Med. Sci. 2017; 353(5): 495-7.
DOI: 10.1016/j.amjms.2016.11.023

Sainz-De-La-Maza M., Molina N., Gonzalez-Gonzalez L.A.,
Doctor P.P. et al. Scleritis associated with relapsing
polychondritis. Br. J. Ophthalmol. 2016; 100(9): 1290-4.
DOI: 10.1136/bjophthalmol-2015-306902

Yang C.L., Brinckmann J., Rui H.F., Vehring K.H. et al.
Autoantibodies to cartilage collagens in relapsing
polychondritis. Arch. Dermatol. Res. 1993; 285(5): 245-9.
DOI: 10.1007/BF00371591

Hansson A.S. Heinegard D., Piette J.C., Burkhardt H.
et al. The occurrence of autoantibodies to matrilin 1
reflects a tissue-specific response to cartilage of
the respiratory tract in patients with relapsing
polychondritis. Arthritis Rheum. 2001; 44(10): 2402-12.
DOI: 10.1002/1529-0131(200110)44:10<2402::AlD-
ART405>3.0.CO;2-L

Kemta Lekpa F. Chevalier X. Refractory relapsing
polychondritis: challenges and solutions. Open Access
Rheumatol. Res. Rev. 2018; 10: 1-11. DOI: 10.2147/OARRR.
5142892

Tomomatsu J.,, Hamano Y., Ando J., Komatsu N. et al.
Non-myeloablative allogenic BMT for myelodysplastic
syndrome successfully controlled accompanying relapsing
polychondritis. Bone Marrow Transplant. 2012; 47(5): 742-3.
DOI: 10.1038/bmt.2011.159

Daikeler T., Kotter I, Tyndall C.B., Apperley J. et al.
Haematopoietic stem cell transplantation for vasculitis
including Behget's disease and polychondritis: a
retrospective analysis of patients recorded in the European
Bone Marrow Transplantation and European League
Against Rheumatism databases and a review. Ann. Rheum.
Dis. 2007; 66(2): 202-7. DOI: 10.1136/ard.2006.056630
Kotter 1., Daikeler T. Amberger C., Tyndall A. et al.
Autologous stem cell transplantation of treatment-
resistant systemic vasculitis — a single center experience
and review of the literature. Clin. Nephrol. 2005; 64(6):
485-9. DOI: 10.5414/cnp64485

Rosen O., Thiel A., Massenkeil G., Hiepe F. et al. Autologous
stem-cell transplantation in refractory autoimmune
diseases after in vivo immunoablation and ex vivo
depletion of mononuclear cells. Arthritis Res. 2000; 2(4):
327-36. DOI: 10.1186/ar107

Haug M.D., Witt P., Kalbermatten F.D., Rieger U.M. et al.
Severe respiratory dysfunction in a patient with relapsing
polychondritis: should we treat the saddle nose deformity?
J. Plast. Reconstr. Aesthetic Surg. 2009; 62(2): e7-10. DOI:
10.1016/j.bjps.2008.05.012 W



