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PE3IOME

Permansupyromuit moanxouapur (PII) — peakoe ayroummyHHOe 3a60AeBaHNe, XapaKTEPUIYIOLIEECS PELAN-
BUPYIOLMM BOCIIAAEHNMEM XPSIIEBOI i APYINX, GOTaThIX IPOTEOTAUKAHOM TKaHel opranusMa. Comyrcrsyompye
3a60A€BaHNs, B YACTHOCTH MUEAOAMCIAA3MS AN CUCTEMHBIE ayTOMMMYHHBIE 3a00A€BaHNs, MOTYT ObITH OOHa-
pyskeHsl y opHOM Tpery marmenTos ¢ PII. B otamune ot B3pocasix y aereit PII peske acconumposas ¢ Apyrimu
ayTouMMyHHbIMK 3a6oreBarnsamu. Amarnos PII ycranasamsaercs ¢ mcmoab3osammem kpurepues Mc Adam
(1976) uan Damiani (1979).

Ocrogoi matorenesa PII fBadgerca ayTomMMmyHHas peakuusd, KOTOpas NMepBOHAYAABHO HAIpaBA€HA IPOTHB
XpAIja 1 AaAee pacIpocTpaHAeTcs Ha Hexpsmessle TRauu. OpruM 13 3BeHbeB matorenesa PII aagerca mexa-
HI4eCKas TPaBMa XpAIa, IPUBOATIAS K BBICBOGOKAECHMIO IPOBOCIAAMTEABHBIX IUTOKMHOB ((pakTOp HEKPO3a
onyxoan-o,, uurepdepon-y, IL-8 u makpodararbHblil BocmarnTeAbHbl GeA0K 1) M AOKaABHOMY BOCHAAEHMIO
¢ mocaepyomuM 06pa3oBaHyeM ayTOAHTHTEA Y NALyeHTa C TeHeTHIeCKOH IPeAPaCIOAOKEHHOCThI0. B Aeve-
uuu PII UCIOAB3YIOT CTEPOUADL, HECTEPOUAHBIE MPOTUBOBOCIAAUTEABHBIE NIPENAPAThl, KOAXUIUVH M, €CAY OHU
HeaERTUBHBI, TO HA3HAYAIT UMMyHOAENpeccanTbl. Hamboree apheKTHBHBIMK AHTUIUTOKMHOBBIMMA TpeNa-
paramu, ucnoAb3yeMbimMu B Aederyyt PII, sBASIOTCS MHIMOUTOPBI (PAaKTOPA HEKPO3A ONMYXOAU-0,, AHTATOHNMCTHI
peuerropa IL-1, uHrM6MTOp RO-CTUMYAMPYIOWETO TYTH AKTUBALMK T-AMM(ONUTOB, MOHOKAOHAABHbIE AHTHTE-
Aa mpotus penentopa IL-6. VautsiBas CAOKHOCTD BeA€HMS TAKMX NALUEHTOB, LEABI0 AAHHOTO 0030pa 6bIA0
OCBETUTb MOCACAHME AAHHBIC O IIATOT€HETUYECKUX OCHOBAX aHTMHMTOKMHOBOIZ Tepanmn PII.

Karouessie caroBa: peLU/IAI/IBI/IpyIOI.LU/IIZ MIOAMXOHAPHUT, KAMHMKAE, ITNONATOTEHES, 61oAOTMYECKAS Tepannd.

BBEAEHUE

Pennausupyromuit moanxouapur (PII) — 310 pea-
KO€ ayTOMMMYyHHOe 3a60AeBaHVe, B OCHOBHOM mOpa-
JKaouee TMaAMHOBbIE, IAACTHIHbIE U GUOPO3HBIE XPsi-
mesble TkaHu [1-5]. Taxske MoskeT mpuUCYTCTBOBATH
BOCIaAGHME APYIMX OPraHOB, B YbMX TKAHAX COAEp-
SKUTCS MHOTO IIPOTEOTAMKAHA, TAKMX KaK TAa3a, CepPA-
Ile, KPOBEHOCHBIE COCYAbI, BHYTPEHHEE YXO M HOYKM.

P< Hobux I'ennaduii Auisuxobuu, e-mail: ga_novik@mail.ru.

Oana tpers manuentoB ¢ PII umeroT comyrcrsyoiee
3a60AeBaHMe, BKAKOYAs CUCTEMHbI BACKYAUT, AepMa-
TOAOTMYECKME VAN TeMaTOAOTMYECKUe 3a60AeBaAHMUA
M APYTME CHUCTEMHbIE peBMaTMyeckue 6OAe3HU (puc.).
O1tn 3a60AeBaHMS MOTYT NMPEALIECTBOBATH MAM OAHO-
BpeMeHHO mpucytcTBoBats mpu PII.
Peumansupyromyit TIOAMXOHAPUT He ¥MeeT maTo-
THOMOHWMYHBIX KAMHMYECKUX, PEHTTeHOAOTHIECKUX,
¥ TUCTONATOAOTMYECKMX IPM3HAKOB, M AMArHo3
yCTaHAaBAMBAETCH Ha OCHOBAHMM KOMIAEKCA KAMHH-
9eCKMX MPOABAEHMI, Aa6OPATOPHBIX U PAAMOAOTH-
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9eCKMX AAHHBIX, a TaK)Ke OMOICUM XPALIEBON TKaHM.
V3BeCTHBIMM AMATHOCTUYECKUMM KPUTEPUIMU SIBAA-
I0TCS OpMUTVMHAABHBIE TaK Ha3biBaeMble Makaasm-(Mc
Adam) xpurepun. Aas mocranoskm Amasuosza PII

JKerypouHo-kuumeuHble 3a60reBaHMs:
BOCIIaAMTeAbHOE 3a60AeBaHMe KMIIEYHUKA,)
[ePBUYHBIA GMAMAPHBIA LUPPO3

T'emaToAormyeckne 3a6oAeBanus:
MUEAOAMCIAACTHYECKII CHHAPOM,
Anmdoma

Apyrue BocnaanteAbHsle 3260AeBaHMs:
peTpomnepuTOHeaAbHblt Gpu6pPos, ayTo-
VIMMYyHHbIE 3a60A€BaHN WUTOBUAHO

JKeAe3bl, CAPKOUAO3, MEHMHTO3HIearNT,

cemeitHas CPeAN3EMHOMOPCKAsA AMXOPAAKA

HEOOXOAMMO TPy 1 60Aee KAMHMYECKUX TPU3HAKA, a
J.M. Damiani u coasrt. (1979) aAomoaHuAM 3TH KpW-
TepUM, BKAIOYMB TUCTOAOTMYECKOE IOATBEPSKAEHMUE
¥ OTBeT Ha Tepamuio (Tabanua).

3a6oAeBaHMS COEAMHUTEABHO TKAHMU:
CHCTeMHAs KpacHas BOAYAHKA, CUHADOM

Ilerpena, cucTeMHBIN CKAEPO3, PeBMATOMAHBIN

apTPUT, IOBEHMABHBIN MAMONATUYECKIIA aPTPUT

AepmaTonorudeckue 3a6oreBaHus:
cuuapom Ceura, repretindopMHbI
AepMaTHUT, ICOpHa3

CucreMHbIe BaCKYAMUTHI:
ANCA-accounnpoBaHHbI BACKYAUT,
aprepunt Takascy, y3eAKOBBbIi
[IOAMAPTEPUUT, KPUOTAOGYAVHEMUS

Pucynox. Accouuanusa penuaAMBUPYIONIErO IOAMXOHAPUTA C CHCTEMHBIMM 3a60A€BaHMAMM

Figure. Systemic diseases associated with relapsing polychondritis

Ans pnranocturu PIT y aerelt Takske MCIIOAB3YIOT-
ca kputepun Damiani. Hecmorps Ha TO 4TO y AeTeint
PII Bcrpeuaercs peako, omncano 6oaee 44 caydaes B
AHTAOS3BIYHONM AuTepaType. B aAercTBe Ham6OAbmYIO
TSSKECTDb MPEACTABASET IOPAKEHNE ABIXATEABHBIX TIy-
Teit (Tpaxes, roprans). DHAOTpaxearbHas MHTYOALNA,

OPOHXOCKOMMS M GUOICHUS MOTYT IOCAYKUTh TPUITE-
pamu 3a6oreBanus. Takske B AuTepaType OTMEYEHO,
9T0 Ae6I0T 3a60A€BAHNS B A€TCTBE Yalje BCTPEYAETCs
Y A€BOYEK, 9Y€EM Y MAABIUKOB. B OTANYME OT BSPOCAI)IX
y Aeteit PII peske accomympoBaH ¢ APYTUMHU ayTOUM-
MyHHBbIMYU 3a60AeBanusamMu [6—8].

Ta6annga
Table

Kpurepunu AMarHoCTHRM PeLMAMBUPYIOIIETO MOAMXOHAPUTA

Criteria for diagnosing relapsing polychondritis

Asrop
Author

Kpurepun
Criteria

L.P. McAdam et al.

Penyansupyomuii XOHAPUT 0Genx yUIHbIX PaKOBUH
Hespo3uBHBIIT BOCIAAUTEABHBI TOAMAPTPUT
XOHAPUT HOCOBBIX Xpslein
BocnaaeHne TAa3HbIX CTPYKTYpP: KOHBIOHKTUBUT, KEPATUT, CKAEPUT, YBEUT
XOHADHUT ABIXaTEABHBIX IyTeN: TOPTAHHbIE, TPAXEAABHbIE XPSILN
Koxaeapusle u (uAn) BecTUOYASLPHbIE MOBPESKAEHNUA: HEMPOCEHCOPHAA IIOTEPS CAyXa, UIYM B YIIAX,
TOAOBOKPYIKEHNUE
Relapsing chondritis of both auricles
Non erodible inflammatory polyarthritis
Chondritis of nasal cartilages
Eye inflammation: conjunctivitis, keratitis, scleritis, uveitis
Chondritis of respiratory passages: laryngeal, tracheal cartilage
Cochlear or vestibular damages: sensory neural hearing loss, ringing in the ears, dizziness

L.P. McAdam et al.

(9]

Tpu u3 mecTy KPUTEPUEB AL AMATHOCTHUKY
Three out of six criteria are necessary for a diagnostic assessment

J. M. Damiani et
al. [10]

168

Tpu n3 wectu kpurepues Mc Adam et al. [9]
MAM OAMH 13 mecty kputepues McAdam et al. [9] u monrOKUTEABHOE IUCTOAOTHIECKOE OATBEPIKAE-
Hye
uan ABa u3 wectu kpurepues McAdam et al. [9] u oTBeT Ha KOPTUROCTEPOUA MAM AALICOH
Three out of six McAdam et al. [9] criteria or
one out of six McAdam et al. [9] criteria and positive histological confirmation or
two out of six McAdam et al. [9] criteria and the response to corticosteroid or dapsone
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0O630pbl U eKLUK

NMATOPU3UO/NOTUA

ITaroduanonrorus PII po cux nop ocraercsa auc-
KyTaGeAbHON. BocmaamreabHblif MHPUABTPAT NPK
PIT B mopaskeHHOJ TKaHM ABAAETCA MOAUMOP(HBIM
¥ COCTOUT U3 AMMGONUTOB (B OCHOBHOM T-KaeTOk
CD4+), makpodaros, HeNTPODUAOB U MAA3MATHIE-
CKMX KAeTOK. VIHuABTpamya TKaHe!l pPa3AMIHBIMMU
KAETOYHBIMY JM TYMOPAAbHBIMM (pakTOpamu IpH-
BOAUT K BBICBOOOJKAEHMIO (DEPMEHTOB, TaKMX Kak
MeTaAAONPOTENMHA33a MEXKKACTOYHOTO BeIecTBa, M
aKTUBHBIX (DOPM KUCAOPOAA (C MOMOIIBIO BOCIAAK-
TEABHBIX KAETOK ¥ XOHAPOLMTOB), YTO, B KOHEYHOM
cyeTe, MPMBOAUT K Pa3pyLIeHMIO XPAMA M APYTUX
nporeoraukan-6orateix TkaHen. OCHOBHOI rumore-
301 B nmarodusmorornu PII aBaserca ayTrommmys-
Has peaknyd, KOTopas NepBOHAYaAbHO HAIpaBAEHA
IPOTUB XpAlla ¥ AaAee PacHPOCTPaHAETCA HA HeX-
paumessre Tkauu [11].

3TUONATOrIEHE3

Oruonarorenes PIT npeacraBasier co6oit KoMOu-
HAIMIO0 HECKOABKMX (PAKTOPOB, BKAIOYAIOIMX B Ce6s
TeHeTHYEeCKYI0 HIPEAPACIOAOKEHHOCTh, TPUITEPHBIN
daxkTOp M HaAMYMe ayTOMMMyHMTeTa. 1purrepHsre
(akTOpPBl MOTYT OBITH XMMUYECKUMM, TOKCHUIHBIMU ¥
MH(EKIMOHHBIMY areHTaMu uAu busndeckumy (nIpsa-
mas Tpasma). HepaBHo coo6marock o cayuasx PIT
[12] mocae TpaBmbl ymHO¥ pakoBuHbl u [13] BHYTpH-
BEHHOTO BBEAEHMS GMOAOTMYECKY aKTHBHBIX BEIECTB
(HampuMep, XOHAPOUTHHA U TAIOKO3aMMHA), KOTOpbIe
MOTYT OKa3bIBaTh IPSAMOE TOKCUYECKOE AEJICTBME Ha
XpsAi,. JTO TOBOPUT O TOM, YTO CYLIECTBYeT mpsamas
CBSI3b MEKAY TpPaBMOJ M HAa4aAOM ayTOMMMYHHBIX
nporneccos. C.A. Canas u coasr. [14] nposeau uc-
caepoBanne nanuenTos ¢ PII u nokasaan, 4to y ma-
IIMEHTOB C TPABMOIl XPsAIIA B aHAMHE3€e GBIAO GOAbIIE
IPU3HAKOB AYTOMMMYHHBIX 3a60A€BaHMIL, Y€M Y TeX,
y Koro He 65120 TpaBmbl. CAeAOBaTEABHO, BO3MOK-
uele Mexaunu3msl PIT BkaloyaoT B ce6s BBICBOGOKAE-
HJe KPUITOTEHHOTO aHTMUIeHa, paclO3HaBaHMe IaTo-
TeHHOJ CTPYKTYPbI M MeTaboAMYeCKye M3MEHEHNs,
BbI3BaHHbIe TpaBMoil [15]. V aeteit onmucanb AeGOTHI
3a00A€BAHMA IIOCAE NPOBEAEHMA OPOHXOCKOUMU U
JHAOTpAxXearbHON MHTYOAIMM, KOTOPblE MOTYT IO-
CAYKUTH Tpurrepom [6].

BoBaeuenne B maToAOTMYECKHMII IPOLECC XpAlje-
BBIX CTPYKTYp, 60orateix mporeoramkanom, mpu PII
00bACHAETCA aKTMBALMeNl TYMOPAABHOTO 3BEHA MM-
MYHHOM cucTeMbl. VIcmoAb3ys MeTOA HempAMON UM-
myHOdAyopecneHuuy, y nanuentos ¢ PII [16—18]
OBIAM BBIABAEHBI LMPKYAUPYIOLIME ¥ TKaHEBbIe aH-
Tutera npotuB koararena tuma II, IX n XI. Uc-

CAEAOBaHMA IOKAa3aAM, YTO MOBBIEHHBI YPOBEHb
crenu@uyeckoro AAS XpAma IpoTerHa MaTpPUAKH-]1
B CHIBOPOTKE KPOBM MOJKET ObITh OOGHAPYSKEH y ma-
umentos ¢ PII, oco6enHo B akTuBHOI daze [19, 20].
OaHako HNM aHTHUTeAA AHTMKOAAATEHOBOTO THIA (B
ocHoBHoM Tina II, Bkarouas apyrue tunsl — IX, X u
XI), Hu anTMTEAa HPOTMB MaTpuAnHA-1 He o6rapa-
I0T 3HAYUTEABHON YYBCTBUTEABHOCTHIO AAS MCIOAB-
30BaHMA B AMATHOCTMYECKUX LEASX, TOCKOABKY OHM
OOHapY>KMBAIOTCA y OlPAHMYEHHOTO KOAMYECTBA
MaIMEeHTOB ¥ He ABASAIOTCA CHeUU(UIECKUMU AAL
PII. Hanpumep, CBIBOPOTOYHBIE aHTUTEAA KOAAAre-
Ha ina II, koropsie 06HAPY KEHBI IPUOAUBUTEABHO
y 30% mnanuentos ¢ PII, Takske MoryT ObITh Aua-
THOCTUPOBAHBI OIPK peBMaTouAHOM aptpure [21, 22].
VpOBHU CHIBOPOTOYHOTO XEMOATTPAKTAHTHOTO Ger-
ka 1 (MCP-1), makpodararbHOro BOCIAAUTEABHOTO
Geaka Gera-1 (MIP-1beta) n IL-8 yBeanunsarorcs Bo
BpeMA aKTUBHON (pa3bl 3a60AeBaHNUSA, MOAYEPKIMBAL
pOAb MOHOLMTOB ¥ Makpo(aroB ¥ MX BOBAEYEHMUE B
nospeskAeHHble Tkauu [23].

ITomuMo aHTMTEA ¥ TYMOPAABHOTO MMMYHMTE-
Ta, KOTOpPblE UIPAIOT POAb B IaroreHede 6OAe3HH,
KAETOYHBI} VIMMYHUTET MOKET NMOAAEPKUBATH BOC-
narenne B xpsame [24-26]. briao moxaszano, 4TO
akTuBammsa T-KAETOK NPMBOAUT K OOpPa30BaHMUIO
T-xeanmepusix 1 (Thl) purokmuOB, coaepskamux
(daxTOp HEKpO3a ONmyXoAM-0, MHTepdepon-y, IL-8
¥ MaxkpodararbHbIii BOCIHaAUTEAbHBIT Gerok 1 [27,
28]. MOKHO IPEAIOAOKNUTD, YTO IIOBPEKAEHME XPSI-
Ia, COAEp3Kallero XOHAPOLUTAapHbIe SMMUTOINBI, PH-
BOAMT K BBICBOGOJKAEHUIO IUTOKMHOB U AOKAABHOMY
BOCIIAAEHMIO C MOCAEAYIOIMM 06pa3oBaHMEM ayToO-
AHTHTEA Y HaIMeHTa C TeHeTHUYEeCKOi IPeAPACIOAO-
SKeHHOCThIO [28].

®APMAKOTEPAINHAUA BO/IbHbIX C P

M3-3a OTCyTCTBMA KAMHMYECKOTO MPOTOKOAA Ae-
yenue PII ocraercs amMnupudyeckum, rAaBHOM IEAbIO
KOTOPOTO fBASETCH yMEHbIIEHME YaCTOTHI ¥ MHTEH-
CMBHOCTM OGOCTpeHus 3a6OAeBaHMs, a TaKKe Tpe-
AOTBpalleHye Pa3BUTUSA HEOOPATUMBIX TOCAEACTBHIL.
Tpyano onernts 3GHEKTUBHOCTD ACUEHNS 13-3a He-
IPeACKa3yeMOTo XapaKkTepa U CIIOHTAHHOIO TeYeHNU I
3a60A€eBaHNS.

B 3aBucuMOCTM OT KAMHMYECKON KapTHHbL (ap-
MaKOAOTMYECKME BapUAHTbl, BBIOPAHHBIE AAA Ae-
genusa PII, cocToAT u3 cTepomMAOB, HeCTEepPOMAHBIX
IPOTUBOBOCIAAUTEABHBIX IPENapaToB, KOAXMIIMHA
U, ecAu OHM Hed((@eKTUBHBI, TO HA3HAYAIOT UMMY-
HOAENPEeCCaHThl, TaKye KaK METOTPeKCaT, IMKAO-
dochamua, azaTHMONpPMH, AANCOH, IMKAOCIOPHUH,
murodenorar moderna [1, 3]. B meamarpuyeckoit
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npakTuKe B OGOABIIMHCTBE ONMCAHHBIX CAYdYaeB Ia-
IMEeHTHI TOAYYAAM AedeHMEe B BUAE KOMOMHALMM He-
CTEPOMAHBIX NPOTUBOBOCIAAUTEABHBIX IPENapaToB,
creponpoB u metorpekcara [7]. Hecmorps Ha 6oab-
II0e KOAMYECTBO NPenapaToB, MCIOAB3YEMBIX AAS
Aegenns PII, B AaHHOJ cTaThe paccMOTpeHa TOABKO
AHTUIUTOKMHOBAA Tepamusa AL 60apHbIX ¢ PII.
Unzubumopor  paxmopa mnexpoza onyxoau-o.
CooGutaercs, 4To 3Ta rpynna GMOAOTMYECKUX IIpe-
nmapaToB Hamboaee 4acto Obira 3ddexTuBHA IpH
PII. Beirno omy6amkosano mnpumepro 50 RAmHM-
9eCKMX CAy4aeB, B OCHOBHOM C NpVMMEHEHVeM WH-
dankcumaba ¥ B MEHbILIEN CTENEeHNU dTaHeplenTa u
aparnmymaba. Vapankcumab — 37O XMMEpPHOE MO-
HorAOoHaAbHOE aHTuTero (AT). Ero mpumenenue B
aro3e 3—10 mr/kr xasxable 6—8 Hea IPUBEAO K 4a-
CTUYHON MAM HOAHO¥ 3G PEeRTUBHOCTH B GOAee deM
50% cAydaeB npu AeYEHUM aPTPUTA, AYPUKYAAPHOTO
XOHAPHUTA, XOHAPUTA HOCOBOJ IEePETOPOAKH, AdPHH-
TOTPaxeaAbHOTO XOHAPHUTA, IMUCKAEPUTA, CKAEPUTA,
BKAIOYAA HEKPOTH3UPYIOWMI CKAEPUT, SA3BEHHBIN
KepaTuT, KOKHBI BACKYAUT, MEHVHIUT, dHIe(haAUT
M aopTuUT C yMeHbueHyueM ypoBHA C-peakTMBHOrO
G6eaka [26—36]. Hauaro aeiicTBust 6BIAO OTMEYEHO
B TeyeHne 1 mec ¢ xopomeii 6e30MaCHOCTHIO, 32 UC-
KAIOYEHVEeM OAHOJ CMEPTM B pe3yAbTaTe Celcuca
[29]. DdderTnBrOCTS MHPANKCUMAbA COXpaHAETCA
B cpeanem oT 9 mec A0 3 aer [29]. Anarormumbiit
npodurb 3PPEKTUBHOCTM ¥ TOAEPAHTHOCTH ObIA
obHapysKeH y 3TaHepuenta (mpemapar, CoueTalomui
B CBOENl CTPYKType ABa Geaka: perentop daxropa
HeKpo3a OmyXoAu deroBeka M Fc-yyacTox dearoBe-
4eckoro mMmmyHorao6yamsa G1) mpu npumeHeHUn
50 mr/Hea M AAS apaAMMyMa6a — PEKOMOUHAHTHOTO
MOHOKAOHAABHOTO aHTUTEAR, TENTHAHAA IOCAEAOBA-
TEABHOCTh KOTOPOTO MAEHTHYHA MMMYHOTAOGYAMHY
G1 uearosexa [29-30, 34-38]. nTepecHo OoTMETHTS,
9TO B ONMCAHHBIX CAy4Yafx CpPeAM AeTell Ipy Npu-
MeHeHMM MHPAUKCHMAOA BO3HUKAAM OCAOSKHEHMS
(udYy3MOHHBIE OCAOKHEHWS, AHTMOHEBPOTUIECKNMI
OTeK), BCAEACTBME ITOTO IIPOBOAMAACH 3aMeHa Ha
3TaHepIenT, ¥ y GOABIIMHCTBA NALMEHTOB IOAYYEH
xopounit TepaneBTudeckuit apdext [8].
Anmazonucm peyenmopa IL-1 anaxunpa. Anraro-
rncr penentopa IL-1 (IL-1RA) npeacraBasier co6oi
6eAOK, KOTOPbI CBA3BIBAETCA C KAETOYHON NMOBEPX-
HocThio pernentopa IL-1 (IL-1R) u mpepoTBpamaer
akTuBaumio KAeTku. Ony6AMKOBaHO IPUOAUUTEABHO
10 xAmHMYECKMX CAydaeB O IpPMMEHEHMM aHAKMHPA
B pexxume 100 mr/cyr ars aewemms PIT [29-30, 37,
39-43]. Oror mpemapar MCIOAB30BAACHA HPU OTCYT-
crBun addexra Ha antu-OHOw-Tepanmuio.
Anakunpa GblAa YaCTMYHO MAM MOAHOCTBIO 3-
¢dextuBHa B Goree yeM 50% cayuaeB AASL AedeHMs

HEKPOTU3UPYIOL[ETO KOJXKHOTO BACKYAMTA, apTpu-
Ta, ayPUKYASAPHOTO XOHAPHUTA, XOHAPUTA HOCOBOI
IIEPETOPOAKH, AAPMHTOTPAXEaAbHOTO XOHAPUTA W
HECKOABKMX  O(TAaAbMOAOTMYECKMX  3ab60AeBaHMI
[29-30, 37, 39-41, 43]. OaHakO B MCCAEAOBaHUM,
ony6ankoBanHoM G. Moulis u coasr., aHakuHpa
6bira HeapderTnBHA ¥ ABYX manueHTtos [30].
Unezubumop ro-cmumyaupyrowezo cuznarvro-
20 nymu axmubayuu T-aumpouumob abamayenm.
Ab6arauent npeactaBaser co60i pacTBOPUMBIL Ge-
AOK, COCTOSIIMI M3 BHEKAETOYHOTO AOMEHAa aHTU-
rera 4-urororcudeckux T-anmdonuros (CTLA-4),
COeAMHEHHOTO ¢ MoAuduumposaHubiM Fe-dparmen-
oM nmmyHorao6yauna G1 verosexka. OH cBiA3bIBa-
erca ¢ moarekyaamu CD80 u CD86 n mpeaorspamaer
aktuBammio T-kaeTok. OnyOGAMKOBaHO TPM KAMHU-
geckux caydag PII ¢ wactuunoit mam noaHon ag-
(dexTuBHOCTHIO abaranenta nmo AanueiM G. Moulis u
coasr. [30, 44]. Coscem neaaBuo S.L. Peng u coasr.
COOOWIMAM O CBOEM OIBITe HpuMeHeHMs abaraienta
B OTKPBITOM IPOCIEKTHBHOM MCCAEAOBAaHUM C yda-
ctuem derbipex manuentoB ¢ PIT [45]. AGaranent
IpuMeHAACH B A03e 125 MI IOAKOJKHO esKeHeAeAbHO
Ha OpOTsKeHuu 24 Hep, OAHAKO ABa IALMEHTa Ipe-
KpaTuAY AedeHMe AO OKOHYaHMSA Kypca: OAMH HaIm-
€HT NPeKPaTMA Tepammio ¥3-3a YXYALUIEHNUS Aerod-
HOTO ¥ HEBPOAOTMYECKOTO 3a60AeBaHNMS, & BTOPOI —
M3-32 YXYALIEHNUS AETOYHOTrO 3a60AeBaHUA U OpOK-
TaAbHOM nceBpoonyxoan [45]. Tem He menee Tpu u3
JeThipex INalieHTOB IIPOAEMOHCTPUPOBAAK YAYY-
LIeH)e KAMHMYECKOJ) KapTMHBI XOHAPUTA MO AaH-
HBIM OLI€HKM C UCIOAB30BaHMEM GAAABHONM CUCTEMBI.
Ab6aranent Xopomwo HepeHOCUACS, OAHAKO Hanbo-
Aee PacIpOCTPaHEHHBIM HeXKEeAATEAbHBIM SBACHUEM
Obira peakums Ha Mecte uHbekuuu. Hecmorps na
OTPaHMYEHHOCTh ITUX AAHHBIX, YieHble IIPEAlOAaTa-
0T, 9TO abaranent MoskeT ObITh 9(DPEKTUBHBIM, O
MeHblIe)l Mepe, AASL XOHAPUTA ¥ BOCIAAUTEABHOTO
aprpura npu PII. Heo6xoanms! pAaapHelmme uccae-
AoBaHus atoro npenapara npu PII npu nckaroyeHun
[AIMEeHTOB C A€TOYHBIM mopaskeHuem [45].
Anmu-unmeprerikun-6 peyenmop MOHOKAOHAAY-
nozo AT moyurusyma6. Touuansyma6 (8 mr/kr/
MeC) mpeACTaBAseT cO00¥ T'YMaHM3MPOBAHHOE MO-
HorkaonarbHoe AT mportus pernentopa IL-6 (IL-6R).
On meitrparnsyer aktuBaocts 1L-6. Ilpumepro 10
KAMHMYECKMX CAy4YaeB ONYOAMKOBAHO O IPMMEHEHUN
tounandymaba arsa aedenns PIT [30, 46-51]. Dror
npenapat ObiA 3dderTuBen npu pedparTepHOM
PII-acconuupoBanHOM apTpute, HOCOBOM XOHADPM-
Te, aYPUKYAIPHOM XOHAPUTE, AdPUHTOTPAXeaAbHOM
XOHApPUTE, BOCHAAMTEABHBIX 3a00AE€BAHMAX TAA3 U
aopture [30, 46—51]. B ny6ankauunu Z.S. Wallace u
COAaBT. BBIABMHYTA TMIIOTE3a, YTO KAIOY K BO3MO3K-
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HOJ TepameBTNYeCKON 3PPEKTHBHOCTU TOLUAUIY-
maba — 3TO OOHapysKeHMe YPE3BbIYANHO BHICOKOIN
koHneHTpanuyu IL-6 B ChIBOPOTKE KPOBW, M OH Kak
uHrUOuTOp OyAer Goaee adexrTuBeH, YeM Apyrue
6norornyeckue mnpenapatel [48]. Aarpueimme uc-
caepoBarns 6a0kaabl IL-6R mpu PIT nomoryt naen-
THUIMPOBATH HOATPYIIBI GOAE3HEN, KOTOPBIE CMO-
TYT pearupoBaTh Ha A€YEHNUE TOLMAMIYMAOOM.
B-xaemounas mepanus: pumyxcumab. Puryrcu-
mMa6 — 3T0 xuMepHOe MOHOKAOHaAbHOe AT mporus
6eaka CD20, xotropoe croco6CTByeT Ausucy B-kae-
tok. ITocae myGamkammy ABYX KAMHMYECKMX CAydYa-
€B yYeHble NMPEANIOAOKUAM, YTO PUTYKCHMMAO MOSKET
ObITh 3(PPEKTUBHBIM IPU XOHAPUTE M AOPTHUTE, CBA-
3anHoM ¢ PII y manmenTos, pedpakTepHbIM K Tepanuu
autu-OHO-a [52, 53]. Oanako purykcumab He ObIA
3G (EeRTUBHBIM B PETPOCIEKTHBHOM MCCAEAOBAHMUIA,
COCTOAIEM M3 AEBATH HalMeHTOB. VIM IpPOBOAMAOCH
AAMTEABHOE AedeHMe BBICOKMMM AO3aMM CTEPOMAOB,
¥ TMALMEHTH He OTBETMAM, IO KpaifHell Mepe, Ha ABa
UMMyHOAenpeccanTa. KamHudeckas kapTuHa mamu-
€HTOB HE3HAYMTEABHO YAYYIIMAACH NIPY MCIOAB30Ba-
Hnu puryrcumaba [54]. B aureparype onucan cayuait
npumeHennsa purykcumaba y pebGernka ¢ PIT. B xope
AAHHOTO HaGAIOAEHMA ObIA MOAYYEH MOAOKUTEAbHbIN
adderT B pe3yabTaTe AedeHMS, YTO AOKA3bIBAeT He-
06XOAMMOCTb TIPOBEAEHMS uccAepoBarmit [55].

3AR/IIOMEHUE

BasxHO OTMeTHTb, 4TO IpUMEHEHME AHTUIUTOKU-
HOBbIX IpenapaTos npu PII mo-npeskHemy orpanmnye-
HO M OTAMYaeTCd pa3AnuHbIM 3ddertom. Kannnge-
ckue npoduan nanuentos ¢ PII, BkAOYEHHBIX B 9TH
nyGAMRALMY, Pa3AMYAIOTCA MEXKAY MCCAEAOBAHUAMIM.
Hanpumep, B cepun KAMHMYECKUX CAY4YaeB, OMyOAM-
xoBaHHbIX G. Leroux m coaBT., manueHTsl, IOAyYaB-
wye puTykcumal, GbIAY HEBOCIPUMMIMBBIMA K BBICO-
KJM AO3aM CTepPOMAOB M He PearupoBaAl, 10 MEHbIIEN
Mepe, Ha ABa MMMYHOAEIPECCAHTa, B TO BPeMA KaK B
ny6aukamuu G. Moulis u coasr. 6uororndeckue npe-
ImapaTsl 4YacTO Ha3HAYaAMCh B KadyeCTBE MMMYHOAE-
npeccanra nepsoit Ananu [30, 54]. Koneunsie Toukn
AedeHNUs TaKKe OTAMYAIOTCA OT OAHOM MYOAMKALMY K
Apyroil. Caep0BaTeAbHO, HEBO3MOJKHO CAeAATh OIpe-
A€AEHHBI BBIBOA 06 9 (PEKTUBHOCTHI UCIIOAB30BAHNSA
6noaormdeckux npenaparos npu PII.

Amarnoctura PIT y aereit 3aTpyaHeHa, ¢ OA-
HOJ CTOPOHBI, B CBS3U C OCOOEHHOCTSIMY 3BOAIOLUN
KAMHMYECKONM KapTHHBI, & C APYTO}M CTOpPOHBI, Ha-
AMYMEM Pa3AMYHBIX (PEHOTHUIIOB ¥ IHAOTHUIOB 3a60-
A€BaHNUA, OTAMYAIONIMXCA OT B3POCAON HONYAALUM.
CoBpeMeHHble TeHHOMHIKEHEPHbIE OUOAOTMYECKIE
npenapaTsl 3 PEeKTUBHO IOAABAAIOT ayTOMMMYHHOE

BOCIIaA€HMe, OAHAKO TMOAHOCTBIO 3aMEHUTh IUTOCTA-
TUYeCKYIO Tepanuio y 60abHbIX ¢ PII He moryt. Ayu-
nlee IMOHMMAaHME ITHOMATOTEHe3a 3ITON GOAe3HM U
CO3AaHNEe MEXAYHapPOAHOTO MEXKAMUCIMIAMHAPHOTO
COTPYAHMYECTBA GYAYT CIIOCOGCTBOBATH IPOBEAEHMIO
6OABIIETO KOAMYECTBA KOHTPOAMPYEMBIX MCCAEAOBA-
HMI1, HEOOXOAUMBIX AASL OATOTOBKYM PEKOMEHAALMI
A€YeHMA PeLUAMBUPYIOIErO NOAMXOHAPUTA.

KOH®/IMKT MHTEPECOB

ABTOpBI AEKAAPUPYIOT OTCYTCTBUE ABHBIX M NOTEHIMAAD-
HBIX KOH(PAMKTOB MHTEPECOB, CBA3aHHBIX C MyOAMKaLuel Ha-
CTOAIIEN CTAThU.

MCTOYHUK PUHAHCUPOBAHUA

ABTODBI 3aBASIOT 06 OTCYTCTBUM (DMHAHCUPOBAHUSA MPH
IPOBEACHUI MCCACAOBAHNA.
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ABSTRACT

Relapsing polychondritis (RPC) is an autoimmune disease characterized by the inflammation of cartilaginous
tissues and other proteoglycan rich tissues. A concomitant disease, particularly myelodysplasia or systemic
autoimmune disease can be detected in one-third of the patients with RPC. Unlike adults in children, RPC is
less often associated with other autoimmune diseases. The diagnosis of RPC is established using the criteria
of Mc Adam (1976) or Damiani (1979). The basis of the pathogenesis of RPC is an autoimmune reaction,
which is initially directed against cartilage and then spreads to non-cartilaginous tissues. One of the elements
in the pathogenesis of RPC is the mechanical trauma of cartilage, resulting in the release of pro-inflammatory
cytokines (tumor necrosis factor alpha, interferon-y, interleukin-8, and macrophage inflammatory protein
1) and local inflammation followed by the formation of autoantibodies in a patient with a genetic predisposition.
In the treatment of RPC, steroids, non-steroidal anti-inflammatory drugs, colchicine are used and, if they are
ineffective, immunosuppressants are prescribed. The most effective anti-cytokine drugs used in the treatment
of RPC are tumor necrosis factor-alpha (TNF-a) inhibitors, IL-1 receptor antagonists, an inhibitor of the co-
stimulatory pathway of T-lymphocyte activation, monoclonal antibodies against the IL-6 receptor. Given the
fact that management of these patients is very complex, the aim of the study is to review available data on
pathogenetic mechanisms of biological agents in managing of relapsing polychondritis.

Key words: relapsing polychondritis, clinics, etiopathogenesis, biological agents.

CONFLICT OF INTEREST SOURCE OF FINANCING
The authors declare the absence of obvious and potential The authors state that there is no funding for the
conflicts of interest related to the publication of this article. study.

Received 29.03.2018
Accepted 24.04.2018

Khaleva Ekaterina G., Assistant, Department of Paediatrics, Saint-Petersburg State Pediatric Medical University, Saint-
Petersburg, Russian Federation.

Novik Gennadiy A., DM, Professor, Head of the Department of Paediatrics, Saint-Petersburg State Pediatric Medical
University, Saint-Petersburg, Russian Federation.

Rokhlina Faina V., Assistant, Department of Paediatrics, Saint-Petersburg State Pediatric Medical University; Rheumatologist,
Research Children’s Orthopedic Institute named after G.I. Turner, Saint-Petersburg, Russian Federation.

(<) Novik Gennadiy A., e-mail: ga_novik@mail.ru.

174 Bulletin of Siberian Medicine. 2018; 17 (2): 167-174



