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CucremMHble MPOSIBJIEHUS BOCHAIUTEIBHBIX 3200/IeBAHNI KHIIEYHUKA
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AnHoTauus

B cTaTbe npuBeaeHbl CBeAEHMs O NaToreHese, KAaCCMUKaLIMM M YacToTe BHEKMILEYHbIX NposiBAeHni (BKIT) BocnaAnTeAbHbIX 3a60AeBaHMit
kuweununka (B3K). PaccmoTpeHbl ABa nyTh natoreHesa BKI1, 0AMH 13 KOTOPbIX OCYILECTBASIETCS MOCPEACTBOM aHTUIeH-CNeUnpUIHOro
MMMYHHOTO OTBETa M3 KMWEYHUKA B Apyrne opraHbl. Bropon nyth BKI sBAseTca He3aBMCMMbIM BOCMAAMTEAbHBIM MPOLIECCOM, KOTOPbIN
MHULIMMPYETCS MAM MOAAEPKMBAETCS HaaMuMem B3K man nmeet obLume dhakTopbl pUcka reHETUHECKOM NPEAPACTOAOKEHHOCTH 1 OKpPY>KaloLLen
CPeAbl. DTN MEXaHWU3Mbl HE MCKAIOYAIOT APYT APYra M MOTYT BHOCUTbL CBOM BKAAA B pasAnyHble nposiBaeHmns BKIT. PanHss anarnoctrka BKI
HeoOX0AMMA AASt PEAOTBPALLEHUS MHBAAMAM3ALIMK NaLmeHTOB ¢ B3K 1 noBbilweHMs KauecTsa UX KU3HU. AAst peaan3aLiim AQHHOTO MOAXOAQ
HEOOXOAMMO TECHOE B3aMMOAEICTBME Bpayel PasAUUHbIX CMELIMAAbHOCTEN, KOTOpblie B CBOE MOBCEAHEBHOM MPAKTUKE MOTYT HabAIOAATb
NOAOGHbIX GOAbHBIX. HEOGXOAMMBI AaAbHETLLME MCCAEAOBAHMS MO OLIEHKE MPOrHOCTUHECKMX MapKepPOB U NMpeAnKTopos passutis BKI B3K,
a TaKXKe BAUSAHMSA Ha HUX PA3AUHYHbBIX METOAOB Tepanuu.
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Systemic manifestations of inflammatory bowel diseases

A.l. Parfenov, O.V. Knyazev, A.V. Kagramanova
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The article is devoted to the current data regarding the pathogenesis, classification and frequency of extraintestinal manifestations (EIMs) in
inflammatory bowel diseases. We discuss two distinct theories of EIMs pathogenesis. First, EIMs arise from an extension of antigen-specific
immune responses from the intestine to non-intestinal sites. Second, EIMs are independent inflammatory events initiated or perpetuated by
the presence of IBD or by shared genetic or environmental risk factors in the host. These mechanisms are not mutually exclusive and may
contribute to varying degrees in different EIMs. Early diagnosis of EIMs contributes to prevention disability and enhancement of quality
of life of IBD patients. It is concluded that treatment of extraintestinal manifestations should be carried out taking into account the course
of the IBD and the multidisciplinary approach, which requires close cooperation of doctors of various specialties. Assessment of prognostic

markers and predictors for EIM in IBD will be part of a future investigation.
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AC — aHKWJIO3UPYIOLMIT CTIOHAUITAT

BK - 6o5ne3ub Kpona

B3K — BocnanuresbHble 3a0071€BaHNs KULICYHUKA
BKII — BHeKuIIEYHbIE NPOSIBIICHUS

T'KI'C — rnaBHbIi1 KOMIUIEKC TMCTOCOBMECTUMOCTH
I'TI — ranrpeHo3Hast nuogepMust

KKT - >kemyouHO-KHUILIEUHbII TPAKT

NI — uHTepaeinkuH

JITIC — nunonoamcaxapuyibl

TICX — nepBuYHBIi CKIEPO3UPYIOLLMIT XONAHTUT

CnA — cnoHuI0apTpOnaTHs

Y3 — y3noBarasi apuTeMa

®HO — akTop HEKpo3a OMyXoJu

SIK — s13BeHHBII KOJIUT

ASAS — MexayHapojiHOe 0GLLECTBO MO U3YYEHHIO CIIOHIUIOAPTPUTOB
CCL25 — upTokuH, npuHajexkaiuil Kk cemeiictsy CC XeMOKMHOB
GWAS — N0JTHOre HOMHBII TIOMCK ACCOLUALINI

MAdACAM-1 — monekyna are3un IMM¢OouIHbIX 00pa30BaHuUil B CJIN-
3UCTBIX 000IOUKAX

[TpuMepHO y MOJIOBUHBI MTAUMEHTOB C SI3BEHHbIM KOJIMTOM
(SK) u 6onesnpto Kpona (BK) B pasHble nepuosbl 60se3H1
MO>KHO HAaOJIIOAATh KIMHUYECKNEe MaHU(PECTAlMK, BBIXOAISIINE
3a npeyiesibl KUIIEYHO! CUMITOMATUKU. BOJIbIIMHCTBO BHEKH-
weyHbIX nposieaeHuit (BKII) HocaT cucTeMHblil XapakTep
1 OKa3bIBAIOT BIIMSIHME HA KAY€CTBO >KU3HU OOJILHOTO, TeYeHNE
60me3uu 1 mporHo3. BKII vare na6moparorcst npu BK, nexemn
y 6omnbubIX AK. Y 6onpumucTBa u3 Hux BKII nporekaror na-
palienbHO ¢ 0G0CTPEHNEM BOCHIAIMTEIILHOTO 3a00JIeBaHUsI K1-
meynuka (B3K), Ho HekoTopble, HanpUMep aHKUIIO3UPY FOLLUI
cnoaqunt (AC), yBeuT u Jip., IPHOOPETAIOT CAMOCTOSTEITLHOE
TEUYEeHUE U BIUSIIOT HAa NporHo3. MccnenoBaHue naroreHeTnye-
ckux nmyteit pazsutust BKIT 3aTpyaHsieTcst OTCYyTCTBUEM YETKUX
KPUTEPUEB AUATHOCTUKU, CIOKHOCTIMU U depeHInanbHOn
AUAarHOCTUKH C JieKapcTBeHHO-uHAypoBanubivu BKIT. B To

4

K€ BpeMsl ajIeKBaTHasl OLIEHKA CUCTEMHbIX MaHUecTaluii sB-
JISIleTCsl BAXKHBIM aCIEKTOM cTpaTeruu BefeHus 6osbHbIx B3K,
TaK Kak MOMOTaeT BbIOPATh ONTUMAIILHYIO TEPAIio, BIIUSIO-
LIYIO HA MHBAJIMHOCTb U TIPOTHO3.

B HacTosiem 0630pe crucTeMaTU3MpOBaHbl I PACCMOTPEHBI
ocHoBHble cBefieHnst 0 BKII y manpenTos ¢ BK u SIK.

OnpeaeAeHne u kaaccucprkauns BKIT B3K

Hepasuo rpynna skcnepros (C.R.H. Hedin u coast.) npen-
JIOXKWUJIa ATOTeHeTHYeCKn 060cHOBaHHYIO feunuimio BKIT
npu B3K: «Bocnanurensubie 3a6oneBanust y 6onbHbix B3K,
KOTOPbIE JIOKAIM30BaHbI 32 NPefie/IaMy XKeJTyJOUHO-KULLIEYHOrO
Tpakta (KKT) 1 natoreHe3 KOTOpPbIX MOXKET ObIThb CBSI3aH
C PacIpOCTPaHEHUEM/TPAHCIOKALUEN IMMYHHOIO OTBETA U3 KU-
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CucremHsble TNPOoOsiIBA€HNSI BOCMAAUTEAbHbIX 3a60AeBaHMi KMLLIEYHUKA

LIEYHUKA WM TIPEJICTABIATH COOO0I HE3aBUCHUMBII BOCTIAIIUTEb-
HBII Tpouecc, KoTopblil nopaepkuBaetcss B3K nmu nmeer
o01iye PakTOpbl FeHETUYECKON NPEPACTIONIOKEHHOCTU U OKPY-
>karorueit cpenibl» [1]. [Ipenyaraemoe onpejeneHre 0OCHOBaHO Ha
ABYX MYyTSIX MATOreHe3a, KOTOPhIMU MOXKHO OObSICHUTD NEPCH-
CTEHLMIO BOCMIAIMTEJILHOTO MPOLECcca B CTEHKE KUILIEYHUKA U
Apyrux cuctemax u opranax. Ilepsbiii myTh naToreneza BKII
OCYILLECTBIISIETCS IOCPEJICTBOM aHTUI€H-CIIEUM(PUIHOTO UIMMYH-
HOrO OTBETa M3 KHUILEYHUKA B Jpyrue opranbl. Bropoit myTh
BKIT siBnsieTcst He3aBUCHMBIM BOCTIAJIUTENILHBIM MPOLIECCOM,, KO-
TOPBI UHULMUPYETCS WU TojiepxkuBaeTcs Hannuuem B3K
WM UMeeT o01e (hakTOpbl PUCKA FEHETHUECKON Npepaco-
JIOKEHHOCTH M OKPYXKAloLIe cpefibl. DTH MEXaHU3MbI HE MC-
KJIIOYAIOT IPYT JIpyra ¥ MOTYT BHOCUTb CBOH BKJIa/] B Pa3/IMYHbIC
nposinenust BKII, nokazanubie Ha puc. 1 (cM. Ha LBETHOM
BKJIEHKE).

Hawmu B 2009 r. 66110 nipepmnosxkeno noapaszensts BKIT na
Tpu rpynmbl: 1) natorenetnyuecku cBsizanublie ¢ B3K u ve Tpe-
Oyrollye CrelyaIbHOro JeueHus: (apTpuThl, apTO3HBINA CTOMA-
TUT, MUCKJIEPUT, y3JI0BaTast apuTeMa — YD — U FaHrPEHO3HAs
muopiepmusi — [ITI); 2) reHeTHMYeCKHM acCOLMUPOBAHHbIE
¢ HLA-B27 (AC, cakpounmur, yBEeUT, IEPBUYHbBIN CKIEPO3U-
PYIOLIMI XOJIAHTUT), TpeOyIolye CNeluanbHOrO JIeUeHUs;
3) cBsI3aHHbIE C HapylICHHEM BcachbIBaHMS (MOYEKaMEHHast
1 >KeJTYHOKaMEHHasi G0JIe3HN, aHeMusl, Hapy1lIeHNe CBEPThIBAHMUS
KPOBH 1 JIp.), KOTOPbIE TaK>Ke TPEOYIOT CIeUUATLHOTO JISYeHNUSs!
[2]. B Hacrosiee Bpemsi B KauecTBe 00513aTeILHOTO YCIIOBHUS
KJIacCU(PUKALMOHHOTO MOJIXO/Ia MpejIaraeTcs o0s3aTebHoe
pasrpannuenue «ucTuHHbIX» BKII 1 ocnoxxHennii, He cBs3aH-
HBIX C IMMYHHBIM BocniasienueM [ 1]. I[omo6Hast kimaccudukanyst
NpeficTaBjIeHa B TadauLe. BHekuieuHble mposiBIeHus, yKa3aH-
Hble B KOJIOHKE A, SIBJISIFOTCS] «MCTUHHBIMU» MYJIbTH(OKAIb-
ueiMu BKII. B kononke B nepeuncnenst ocnoxuenus B3K,
B TOM UHCIIe CBsI3aHHbIE C JieueHneM. B kononke C yka3aHbl co-
crosinusi, accouumpoBanHble ¢ B3K, marorene3 KoTtopbix He
sCeH. DTN 3a00/1eBaHNsI MOTYT NEPEKPEIIMBATHCS U ONpefieie-
HUE UX MOXET ObITb HETOYHBIM, MO3TOMY IpPU MOSIBICHUN
HOBBIX JlaHHbIX O natoreHe3e BKII HekoTOpble U3 HUX MOTYT
OBITH KITaCCU(PUIMPOBAHBI TOBTOPHO.

[eHeTMyeckne NPeAUKTOPBDI
B natoreHese BKI1

B opHoit u3 Teopuit narorene3za BKII npepnomnaraercs, uto
causucTasi obosouka Kuueynuka npu B3K moxker 3anyckarb
VIMMYHHBII OTBET B J[PYTUX OpraHax BCJEACTBUE OOIIUX 3MUTO-
noB. K HUM OTHOCATCS KulleuHble 6aKTEPUM U CUHOBUAJIbHAS
obounouka [3, 4]. [ToBpex/eHne KUIIeyHoro 6apbepa crnocoo-
CTBYET TPAaHCJIOKAMU OAaKTEPUil M aKTUBALMU aJIalITUBHON VM-
MYHHOI CUCTeMBbI. B pe3ynbTare pa3BUBIIYIOCS BOCTIAIUTENb-
HYIO PeakUi0 HEeBO3MOXHO OTHECTH HM K OaKTepuaabHbIM
3MUTOMNAM, HH K 3MUTONaM CYCTaBOB MJIM KOXHU. Tpurrepsl ayTo-
MMMYHHOT'O OTBETA B OT/IC/IbHBIX OpraHax HaXOASTCs MOJL BIMS-
HueMm reretndeckux aktopos. [Ipn B3K u BKII cymecTsyer
NEePEeKPeCT JIOKYCOB F'€HETUYECKOro pucka, ocodenHo npu AC
[5]. [Toka3zana cyiecTBeHHasi B3auMocBsi3b HLA-B*27 ¢ pa3Bu-
teM AC 1, xotst HLA-B*27 cam 1o ce6e MaJloBepOsITHO CBSI3aH
¢ B3K, nanuume aroro mapkepa o6HapyxusatoT y 50-90%
6osbHLIX ¢ B3K [6].

Csedenus 006 asmopax:
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B MeTaaHan3e 1aHHBIX MOJHONEHOMHOI'O MOMCKA aCcCOoLMa-
it (GWAS) nokazano, uyto konkoppranTHocTh BKIT otmeua-
ercst y 70% cemeii, B KOTOPbIX OOJIEH OJIMH B3POCIbIN U OfIUH pe-
6eHOK, 1 'y 84% ceMelHbIX nap, rae O60JbHbI POAHbIE OPaThs
u cecTpbl [7]. DTO yKa3bIBaeT HA BaXKHYIO POJIb FEHOTHUIA (11U
(hpaKTOPOB OKpY>KAOIEH CPefibl B paHHUE MEPHUOfbl YKU3HN)
B pazsutu BKII. Bonee Toro, Bo3nukHoBenue ogHoro BKIT mo-
BbILIAET BeposiTHOCTD pa3BuTusi ipyrux BKII [8]. [TokazaHo, uyro
red NOD2, cBsi3aHHbII C NOBBILIEHHbIM PUCKOM pa3BuTusi BK,
TaK>Ke aCCOLMMPOBAH C PA3BUTHEM CAKPOMJIMUTA U YBEUTA. DTO
MOAITBEP>KAAET reHeTuuecKyto reoputo natoreneza B3K u BKIT
[9, 10]. HexoTopsle renst HLA n HLA-He3aBUCUMBIE JIOKYChI
cBs13aHbl ¢ HamureM BKII. Buekuieunsie nposisienus npu bK
yacTo HabmrogaroTcss y manmueHtoB ¢ HLA-A2, HLA-DRI
u HLA-DQwS5, Torpa kak BKII npu SIK nan6onee qacto Bo3HU-
kator npu redorune HLA-DR103 [11]. OtienbHble KOMIIEKChI
HILA accouumpoBanbl ¢ otaensibiMu BKIT. HLA-BS/DR3 cBsizan
¢ BicoknM puckoM [ICX npu K, Torma kak HLA-DRBI1*0103,
HLA-B*27 n HLA-B*58 cBsi3aHbl C MOpaXK€HHEM CyCTaBOB,
KOKHM ¥ TJ1a3 COOTBETCTBEHHO y mauyueHToB ¢ B3K [12, 13].
MHorue reHsl BOCIPUYMYMBOCTH y4acTBYIOT B maToreHe3e BKIT
u B3K, oiHako ocTaeTcst HeSICHBIM, BCE JIM JIOKYChI BHOCSIT BKJIaJ]
B BOCIAJIMTENbHBIN npouecc npu paznuyunbix BKII, nnm cyiue-
CTBYIOT I'€Hbl, KOTOpbIE 3aIlyCKalOT CUCTEMHYIO BOCTIAJIUTEINb-
HYIO peakMio, He OrPaHMYMBAIOLIYIOCS KAKMM-JIMOO OpraHoM
uim cucteMoil. Bapnanum B reHeTMYECKOM Npocpuie YaCTUIHO
OMpEIETISIIOT TeTeporeHHoCTh KimHnueckux popm BKIT, opHako
BKII BcTpeuatoTcst TakKe y 007bHbIX ¢ oTcyTcTBIeM B3K, uto
TOBOPUT O CJIOSKHOM B3aMMOJICICTBUM OOLIMX M HE3aBUCUMbBIX
nokycoB B natorene3e BKIT u B3K. OrcyrctBue BKIT y 60716-
HbIx B3K, BeposiTHO, TOBOPUT O TOM, UTO NP HATUYIUM OfIMHA-
KOBOI'O FeHETMUYECKOI'0 PUCKA CYLLECTBYIOT JIONIOIHUTENBHbIE 3a-
HIMTHBIE (PAKTOPBI, MPEIOTBPAILAIOLINE PA3BUTHE TTOPASKEHUI
APYTHX OPraHoB U cucTeM [5, 14].

[ToHnmaHne nNaTOreHeTMYeCKUX MEXaHU3MOB, KOTOpbIe
BEYyT K BO3HMKHOBEHMIO MMMYyHoomnocpefoBaHHbix BKII
M K Pa3BUTHUIO MO3[JHUX OCJIOKHEHMI, B OyJyIIeM MOMOXET
CTpaTU(ULIMPOBATH MALMEHTOB B TPYIIIbI HA OCHOBAHUHU OT/IEIIb-
HBIX OMOJIOTMUECKUX MyTel 1 mporHo3uposath pa3sutie BKII,
a Takxke pa3paboTaTh CHelMaJbHble MPOTOKOJbl CKPUHUHIA
OIpEJENIEHHBIX 3a00JIEBaHNIA.

Ot naroreHe3a BKI1 k BbiGopy
reHHO-MHXXeHePHbIX OMOAOTMYECKMX
npenaparos

JlanHble 06 3h(PeKTUBHOCTH OUONIOTMYECKOIl Tepanuu npu
neyenn BKIT MoryT noMoub packpbITh HEM3BECTHBIE paHee
aTalbl UX narorenesa. M3pecTHo, uro aHTu-®PHO-npenapatsl
YCHEIIHO NPUMEHSIOTCS [JIsl JIEUEHUS] KOXKHBIX, CYCTaBHBIX
u odpranbMonoruueckux nposisiaenuit B3K, uto rosoput o Bo-
BieueHnn PHO-3aBucUMOro MexaHusMa B NaTO(U3NOJIOTUI0
BKII [15, 16]. Opgnako antu-®HO-npenapathbl MOTyT BbI3bIBATh
JIEKapCTBEHHO-UH/YLIUPOBAHHbIE 3a00/1€BaHUS KOXKU, KOTOPbIE
HEPEJIKO OLIMOOYHO TPAKTYIOT KaK ayTOMMMYHHbIE IIOPaKEHUS
koxku npu B3K. ®akropamu pucka Bo3HUKHOBeHuUs anTu-PHO-
UH[IyUUPOBAHHbIX NOPA>KEHUI KOXMU SIBJISIFOTCS XKEHCKUI 110J1
U HaJIM4YMe B aHAMHE3€ BOCHANUTEIIbHbIX 3a00J1€BaHUI KOXU.
DTO yKa3bIBAET HA BEPOSITHYIO I€HETUUYECKYIO IPEAPACcHoIo-
>KEHHOCTb B OTHOLLEHUU X BO3HUKHOBEHUSI B CBSI3U C IPUMEHE-
HueM aHTU-PHO-npenapatos [17]. [IpoTuBOoBOCHIANIUTEIbHAS
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A.N. INapgpeHos n coasr.

Kaaccudpmkauns BKIT y 60abHbIX B3K [1]

A. BKII C. Bone3nn,
Cucrema (MynbTU(OKATBHOE B. Ocnoxuenust B3K u nevyenns accouunpoBannbie ¢ B3K,
BOCTIANIEHNE) MaToreHe3 KOTOPbIX He SICEH
KoctHo-Mbiieynast ~ CoHAMIOapTpUT Metabonnyeckue 3a601eBaHUs HesocnanurenbHble
KOCTeJ1/0CTe0nopo3 — IEKapCTBEHHO- I apTpaIruu
HYTPUTUBHO-00YCJIOBJIEHHbII
I'naza YBeuT, aMUCKIIEPUT, JlexapcTBEHHO-MHAYMPOBAHHAs KaTapakTa 1
CKJIEpUT [pyrue JeKapCTBEHHO- U HY TPUTUBHO-
00YyCIIOBIIEHHBIE 3a00JIEBAHNSI TT1a3
OTOpPHHONIAPUHTO- BK poroBoii nonoctu CeHcoHeBpalibHAs
JIorus OpodanuanbHbIil TYTOyXOCThb
rpaHyJIeMaTo3
Meracratuyeckas bK
Koxa NC) JlekapcTBEHHO-MHAYIUPOBAHHbIE OPAXKEHUS Burtunuro
Im koxu (Hanpumep, PHO-ungynupoBaHHbIi Icopuas
Cunppom Cauta TICOpMa3 WM KpPAacHasi BOTYaHKa) Ok3ema
Meracrtatuyeckass BK  Pak koxu BynnesHslil snuaepmoni3
Y3e/KO0BBIil NepUapTepuuT
CynmypaTHBHBIN THAPAICHAT
Mouenonopast Meracratnueckass K Hedponurnas, amunonjios, 1eKkapcTBEHHO-
MHYLUMPOBAHHbIN TYOYJOUHTEPCTULMATLHbII
HedpuT
I'enaTo6unuapHas cx Tpom603 nopTanbLHON BEHbI, AMUIIOUI03 TIEYEHH AyTOUMMYHHBI renaTuT
JIEKapCTBEHHO-NH/YIMPOBAHHOE MOpPasKeHne I'panynemaro3Hblil renaTut
NeyeHn AyYTONMMYHHBII ITAHKPEATHUT
HepsHuas [epucepuyeckas neiiponatust (JIeKapCTBEHHO- JemuenuHusupytouiee
VHyLMPOBaHHAsl UM Hy TPUTUBHAS) 3a060J1eBaHNe LEHTPAJIbHOM
Tpom603 BEHO3HOTO CUHYCa HEPBHOW CUCTEMBbI
OcTpoe HapyllIeHre MO3rOBOT0 KPOBOOOPALICHNUS
CeppnieuHo- HMiemnyeckast 601e3Hb ceppla
cocyaucTas Lepe6poBackysipHasi 60J1e3Hb, ME3eHTEpUATIbHAS
WIIeMHUsT
Jlerkue JlekapCTBEHHO-MHAYIMPOBAHHbIN (pUOPO3 Nerkux  BocnamurensHoe
3a060J1eBaHle OPOHXOB
1 MAPEHXMMBI JIETKUX (acTMa,
OPOHXO03KTa3bl
1 MHTEPCTULMATIbHAS
ITHEBMOHWUST)
Cucrema BeHnosHas TpoM603M601st

CBEPTHIBAHUS KPOBU

OHIOKpUHHAS

Wudekuun

JlexapCTBEHHO-UH/Y IUPOBAHHBII CUHPOM
Kynmzra u 6one3Hb AjjiucoHa
JlekapCTBEHHO-MHYIMPOBAHHbI I1a0eT

AyToumMMyHHOe 3a00J1eBaHNe
IIUTOBUIHON KeNe3bl
ua6et 1-ro Tuna

CucTeMHbIe 1 MECTHbBIC BTOPUYHbIE I/IHq)eKIII/II/I

BCJIEICTBIE NMMYHOCYTIPECCUN
CenTHUyecKkye OCIOXKHEHNs!, ACCOLUIPOBAHHbIE
¢ B3K nnm onepaTUBHbIM JleueHUEM

Ilpumeuanue. A. 3a60neBaHusl, IPU KOTOPbIX €CTb IaHHbIE O NMATOIEHETUYECKON CBS3M MEXKAy HUMU, COOTBETCTBYIOT IMOHSTUIO
«nctunHble» BKII. B. [Ipyrue 3a6oneBanusi, KOTOpble BO3HUKAIOT y 6051bHLIX B3K 1 SBASAIOTCS OCIOXKHEHUSIMU XUPYPIUUECKOro U1
¢papmakonornueckoro nedenusi. C. 3aboneBansi, YacTo Bo3HUKaromue y 60nbHbIXx B3K, KoTOpble He MOTyT CUMTAThCS OCIIOXKHEHUSIMUI
WY ACCOLMMPOBAHHBIMYU C HUMU COCTOSIHUSIMU. UacThb U3 HUX NPU BbISICHEHNUM NTATOTEHETUYECKOr0 MEXaH!3Ma B JAJIbHENILIEM, BEPOSITHO,
OynyT otHeceHbl K rpynne A. PHO — ¢akTop Hekpo3sa onyxonu, [ICX — nepBrUHbIi CKIEPO3UPYIOLLMIT XOTAHTUT.

aKTUBHOCTH Befonm3zymada, 2KKT-cenekTuBHOro aHTUMHTEr py-
HoBoro mnpemnapara, orpanmueHa 2KKT, Tak kak Oenok
MAdCAMI1 He 3krcnpeccupyeTcst B IPYrUX OpraHax U TKaHsIX
yesioBeKa. Pe3ynbrarhl uccieoBaHuil BIUSIHUS Beon3ymada
Ha TeuyeHre BKII npoTrBopeumBbI: pH aHANIN3€e UCCIIEJOBAHUI
CJIy4ail-KOHTPOJIb HE TMOKa3aHO MOJIOXKUTEILHOro 3gdekTa,
TOI/Ia KaK B HElaBHEM MCCIIE[JOBAaHNUH, TPOBEJIeHHOM BO PpaH-
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MU, MOJYUYEHbI MOJIOKUTENbHbIE Pe3yJbTaTbl B OTHOLLEHUU
BimsiHUA Befonm3zymata Ha BKII, HO Tak>ke BBbISIBIIEHBI CITy4yan
apTpuTa de novo M mapagoKCaIbHbBIX KOKHBIX peakiyil, maTore-
HETUYECKUI MEXaHU3M KOTOPBIX OcTaeTcs HesicHbM [18, 19].
BeposiTHO, 3TOT (heHOMEH MOKET OOBSICHUTH KOMIIEHCATOPHAS
aKcnaHcust T-KIIeTok 3a npefiesibl KUileyHuKa (Mojlo6HO aHTH-
OHO-nHynMpoBaHHBIM TIOpaXkeHusiM Koxu). C Ipyroi cTto-
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PpoHbl, 3¢ppekTUBHOCTD Beonm3ymada B jgeyennn BKIT moxkHO
00BsICHUTH TeM, 4To B3aumopeiicteue adf7 — MAdCAMI1
obecneynBaeT aKTUBALMIO JIMM(OUUTOB B KMIIEYHUKE U 3aTEM
NPOHMKHOBEHHE JUM(pOLUUTOB MO 04 7-He3aBUCUMOMY IyTH
B OpraHbl M TKaHU 3a npefjenamu kuievynuka [20, 21]. Bepo-
SITHO, TPUMEHEHNE BeJloJIn3yMaba B JAJIbHENIIEM MOKET CIO-
COOCTBOBATD BbISICHEHUIO HEKOTOPBIX NATOreHETUYECKUX My Tel
npu BKIT.

JlaHHbIE O BIMSIHUM APYTMX OGMOIIOMMYECKUX MPEenapaToB Ma-
JIOYNCTIEHHBI. B HacTos1ee BpeMst HeT MH(opMaLUK O BIMSIHUN
aHTUTeNa K UHTepJeiKuny-12/unrepneiikuny-23 (aHtu-
NJI-12/1J1-23) ycrekunyma6a Ha TeueHue BKII. D dexTus-
HOCTb yCTeKMHyMa0a nokasaHa npu neyenuu aHtu-®PHO-unpy-
LMPOBAHHBIX TMOPAXXEHUI KOXM, MPU 3ITOM €CTh OINNUCAHKE
pa3BUTHS MyCTYJISIPHOTO Mcopua3a Ha (hoHe Tepanuu 6JI0KaTo-
pamu WJI-12/MJ1-23. TakKe OTCYTCTBYIOT [aHHbIE O BIUSIHUN
unruéutopos JAK na rteyenne BKII, Ho perynsuust mytu
STAT3 npu Y2 u I'T] o6bsicusieT a¢ppeKTUBHOCTE MHTMOUTOPOB
JAK u Bo3moxknoe yuyactue myt JAK-STAT B narorenese Kox-
HbIx BKIT.

Anarnocruka u moHuTopuHr BKI1

ITpu B3K B narosiornyeckuil NpoLecc MoXeT BOBJIEKATbCs
MPAKTUYECKU JIFOO0N OpraH, I03TOMY CIIEKTP 3a00JI€BaHMUI, CBSI-
3anHbIX ¢ SIK u BK, noctarouno paznoo6pazen. Bpauam pas-
HBIX CHeLMaNIbHOCTEN (IepMaToJioraM, peBMaTOJIOraM, OKYJI1-
craMm, WH(EKUMOHUCTAaM, IenarojoraMm, XUpypram u mp.)
MPUXOJIUTCS CcTalKMBaThesl ¢ GonbHbiMM B3K wame Bcero
WMEHHO Torfa, Korna Hecnenuduyueckue BKII Bo3HukaroT B fe-
6rore B3K, mpepiuecTByst KIaCCMUECKUM KUILEYHBIM CUMIITO-
Mam AK 1 BK. MHOrorpaHHOCTb KIIMHUYECKO KapTUHBI, CJIOK-
HOCTb JMAarHOCTUKM, OTCYTCTBUE HACTOPOXKEHHOCTH Bpayeit
o6meil mpakTuku oTHocuTenbHO faHHbIX BKII mpuBopsT
K OOJIbIIOMY YHUCIY JMAarHOCTUYECKUX OLIMOOK W, CleoBa-
TEJIbHO, K TIOTEPE PAroleHHOr0 BPEMEHH JIJIsl HA3HAUCHUS ajIeK-
BaTHOrO JeyeHus . [Toaromy KIMHULMCTAM HEOOXOAMMO 3HAThH
BCe MHOT00Opa3ne BHeKUIIeUHbIX cumnToMoB B3K.

nOpa)KEHMﬂ KOCTHO-MbIWIE€YHOM CUCTEMbI

Bbonu B cycraBax (apTpuUThl M apTpairuu), CBsI3aHHbIE
¢ B3K, M0oxxHO pa3ienuTh Ha BOCHANIUTENbHbIE U HEBOCHANN-
TeabHble [22]. Bocnanutensuble aprponatuu npu B3K ss-
nsr0Tcsl Hambosiee pacnpoctpaHeHHbIMU BKII 1 oTHOCSTCSA
K rpynmne cnonpunoaptponaruii (CnA). [Ipu aTom akcnansHoe
Bocnasnenue ormevaercs B 20-50%, a nepucpepuueckue apt-
puthbl — B 5-20% cayvaes [23, 24]. MexjryHapojiHOe 00IIECTBO
110 U3y4YEHUIO CIOHAUN0apTpUToB (ASAS) paszpadorano Kpure-
PUM IMATHOCTUKU /U1l BOCTIAJIMTENbHBIX aKCUANIBHBIX W NMEPU-
¢epuyeckux nopaxkeHumit cyctraBoB [25]. Y Goabnbix B3K
¢ xanob6amu Ha 6onu B criHe kputepun ASAS umeroT 6onee
BBICOKYIO YYBCTBUTEIILHOCTb, HO HU3KYIO CIIeUU(PUYHOCTb, He-
ke y 6ombpHbIX 6e3 B3K [26]. Huzkas cnenmugpraHoCcTs Kpu-
TepueB ASAS MoxeT ObITh cBsi3aHa ¢ Bkmouenuem B3K B ne-
peueHb kputepues akcuanbHoil CnA. B Hacrosiee Bpemsi
B KQUeCTBe «30JI0TOr0 CTaHAAPTa» JIJIsi MOHUTOPUHTA 3(hheK-
THBHOCTY JIeUeHUs 1 NCXofIoB akcuanbHol CiA ASAS mpenio-
>KWJIa MCTONb30BaTh UHIEKC ASDAS, KOTOpbIii O3BOIISIET OLe-
HUTb AKTHBHOCTb 3a0oJieBaHUsl UM  CTPaTU(UUUPOBATH
NaLKeHToB B pasHble rpynnbl [27]. Kpurepun ASDAS He noa-
XOJISIT /17151 IPUMEHEHMs] Y TAIMEHTOB C neprepuyecKuMU apT-
putamu, Tak kak y 5-20% 6onbubix B3K ¢ nepudgepuueckumn
apTPUTAMU OTCYTCTBYET TaKON OCHOBHOW KPUTEPUIi, Kak 0011
B CIIMHE. ABTOPbI PaHIOMU3UPOBAHHOTO KOHTPOJIMPYEMOTO UC-
cienoBanus 3(pPeKTUBHOCTH ajaliMyMada y MalMeHToB C He-
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ncopuaruyeckum nepucgepuueckum CnA pa3padoranu Kpure-
pum otBeta Ha Tepanmto (PsARC), onpenensiembie uepe3 12 Hen
nocJie Hayana tepanuu [28].

B3K-accouunpoBaHHblit nepugepuyeckuil apTpuT He00X0-
Mo g pepeHIMpoBaTh OT apTPalrMu, KOTOpas MOKET
OCIIOKHSITH OTMeHY Tepanuu TirokokopTukocTepouaamu (I'KC),
OCTEOHEKPO3a, cBsizaHHOTO ¢ puemoM I'KC BomyaHouHOMOM06-
HOT'O CHHJIPOMa, ACCOLIMMPOBAHHOTO C NPUMEHEHNEM UH(IINKCHU-
Mmaba [29]. Dure3onarun n pakTunTel npu B3K u3ydeHs! maso.
[Ipu sHTE3WTE MAIMEeHTHI KATYIOTCS Ha 6OJb, CITA00CTh U OTeK,
YTO OTPaskaeT BOCMAIEHNE B MECTE NMPUKPEIUICHUS CyXOXKUITIS
K KOCTH, KOTOPOE MPUBOJUT K 3PO3UPOBAHUIO U Tpospepanyn
KOCTHOW TKaHu (06pa3zoBaHue 1mopkbl). [lakTUIUT (CocucKomno-
noGHOe OomyXaHWe TMajbleB PYK WM HOT), XapaKTepPHBINA JJIst
CnA, Bctpeuaetcs y 2—4% 6onbubix B3K [30, 31].

B nesom nporuo3 3aboneBaHus npu nepugepuieckom apT-
pute xopoumit. JInib y HeOONBIIOro YMclia MAUUeHTOB OH
MOKeT MPUOOPECTH XPOHNIECKUI 1 3PO3UBHBII XapakTep. [Ipn
MOpaskeHNH OCEBOT0 CKeJleTa MPOrHo3 MeHee OIIaronpusTHBIN,
Tak Kak AC sBISIeTCSl MPOrPeCCUPYIOIIUM COCTOSHUEM CO
CTPYKTYPHBIMU NOPASKEHUSIMU 1 HAPYLICHUEM JIBVKEHHUS, KOTO-
pble HEraTWBHO BIMSIFOT Ha KAYeCTBO SKU3HU MALEHTOB. PaHHsIst
JIMarHOCTUKA OCEBOr0 MOpakeHWs CKeJieTa MpU OTCYTCTBUM
PEHTIEHOJIOTMYECKMX U3MEHEHUI MOXKET MPe0TBPATUTh MPO-
rpeccupopanue oceoil CnA, koropast Habmopaercst y 10-20%
MAIMEHTOB C MOBBIIIEHHBIM C-peakTUBHBIM GEJIKOM WMJIN aKTHB-
HBIM BOCIIAJIEHUEM MO [JAHHLIM MarHUTHO-PE30HAHCHOI TOMOTpa-
¢un uepes 2 roga ot Havana 3a6onesanus [32]. CnegyeT oT™e-
TUTb, 4TO, 10 JAHHLIM CPABHUTEIILHOrO MeTaaHam3a 15 GWAS
WCCIIeNIOBaHMI, OlleHnBatolero 6onee 75 Toic. ciydaeB B3K,
8 u3 11 nokycoB, cs3aHHbIX ¢ AC, TakKe ObLIM aCCOLMUPOBAHBI
¢ B3K: UJI-23R, NJI-12B, STAT3, u PTGER4, cBsizaHHbIi
c nyrem TH17; CARDO, cs3annblit ¢ nytem NF-kB, u ILR2
n ORMDDL3, oTrBeuarommue 3a UMMYyHHBII OTBeT [33].

B Tepanuu oceBoit CnA appeKTUBHO NpUMeHeHne (hu3no-
TEpaneBTUYECKUX METOJIOB JIeYeHHsI U1 KOPOTKUX KYpPCOB HecTe-
POMJIHBIX IPOTUBOBOCHANUTENBHBIX Npenaparos [34]. Cynbga-
caJla3uH 1 METOTPEKCaT NMEIOT OrPaHITIeHHYTO 3(P(PEeKTUBHOCTD.
Pannee Ha3HaueHre 6GMONOrMYECKUX MPENapaToB SIBISIETCS Tepa-
nuei BbIOOpa /ISl MAlMeHTOB C COYETaHHON MMMYHOBOCTAJIH-
TEJILHOI MaTOJIOTUEH.

O(#)TaAbMOAOI'M‘IeCKMe MPOABA€HUA

BocnanuresnbHble 3a601eBaHus 17143 (3MUCKIIEPUT, CKIIEPUT,
YBEWT) CBSI3aHbBI C aKTUBALMEN 1 MHWILTPAIEN KIETOK BPOK-
JIGHHO! ¥ afJaTUBHON NMMYHHBIX CUCTEM B TKAHSIX UM BHYTPU-
INIa3HbIX CTPYKTYpax. B HEKOTOPBIX cilyyasix 9T0 MOXKeT ObITh
CB$SI3aHO CO CKJIEPUTOM, (PUOPHHOUIHBIM HEKPO30M U BACKYJIU-
ToM. ['eHeTHUIeCKIe acconualyy, MOITBEP3KIAIOIINE AKTUBAIIUIO
BPO>K/IEHHOI1 IMMYHHOI1 CUCTEMBbI IIPU YBEUTE, BKIIIOUAIOT B3au-
Mocasizb ¢ myTauuein NOD2 n I'KI'C knacc I nonunentup-cBsi-
3aHHas nociaeposareabHocTh A (MICA) [10]. CambiM pacnipo-
CTpaHeHHBIM MopaskeHueM ria3 y 6ombHbix B3K sBrsroTcs
SMUCKIIEPUT U mepefHuil yBeut. CKIepuT, a TakKe 3aHUN WIN
NPOMEXKYTOUHBII YBEUT BCTPEUAIOTCS peske, HO XapaKTepu-
3yI0TCs1 60J1ee BHICOKUM PUCKOM noTepH 3penust. Ha puc. 2 06-
0O0IIeHbI CaMble PaCTPOCTPaHEHHbIE BOCMANIUTEILHbIE 3a00I1e-
BaHMsI I71a3, a Tak>Ke o ranbMonorniyeckue ocnoxHenus B3K
U TIOCJIC/ICTBUSI JICUESHUSI.

J171s1 IMarHOCTUKM U KJlacCU(pUKalMK yBEUTa, a Tak>Ke MOo-
HUTOPVHT A IPOTPECCUPOBaHNST 32a00JIeBaHNS IPUMEHSIETCST ME3K-
nyHapopHast knaccugukamyst SUN [35]. YBeut mozkeT npeie-
CTBOBaTh J1eOIOTY 3a00/ieBaHMs KHUIIEYHUKA W BO3HMKAET
He3aBuCHMO OT akTBHOCTH B3K, B TO Bpemst Kak 3M1CKIepuT
acCOILMMUPOBaH ¢ 060CTpeHneM 3a60JIeBaHus KuIeyHnKa [36].
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A.N. INapgpeHos n coasr.

| 3a6oneBanus rna3 npu B3K (4-12% nauyeHTOB) |

Y

OcoXXHeHust
B3K

Y

BocnanurenbHbie
3a00JIeBaHNS 123

Y Y

* Cyxoii rna3
e KarapaxTa (XpoHnueckoe
Bocnanenue uim 'KC)

Bocnanenune napy>xHoi

Bocnanenne
BHYTPEHHUX
CTPYKTYP Iiaza

000JI0YKHM IJ1a3a

OTKpBITOYTrOJIbHAsS [IIAyKOMa
(xpoHnueckoe Bocnanenue un I'KC)

Y Y Y

¢ JlekapCTBEHHO-MHYIMPOBAHHbII
yBeuT (MHpmkcenmat, aganumymao,
STaHEepLEeNnT)

¢ Huxranonus (nepuuur BUTamMuHa A,
MababcopOLust)

¢ Kpaesoil UH(UIBTPAT POrOBULbI DNUCKNEPUT Ckneput Ysent (0,5-3,5%
(amammymad) (2-5% 6onBHBIX (<1% 60mBHBIX 6osbHBIX B3K)

* Huddysuas perunHonarus B3K), koppenupyer B3K), puc. 4, cm. +
(aamimymao) ¢ akTUBHOCTBIO B3K Ha IBETHOM

¢ Tpom0603 BeH ceTyaTku (puc. 3, cm. Ha BKJIeliKe IIpu AK He cBsizan
(nHcprmkcnmad) LBETHOIT BKJIEITKe) ¢ o6ocTpennem B3K

e Heiiponarusi 3puTeaLHOrO HepBa ITpu BK
(LMKIIOCTIOPHH) KOppeaupyeTr

¢ akTuBHOCTHIO B3K

Puc. 2. 3aboaeBanus raa3 y 60AbHbIX B3K.

Jleuenue 60nbHbIX B3K ¢ odranbMosornueckumu nposisiie-
HUSIMU JIOJKHO BCErja MPOBOJUTHCS C ydyacTUEM O(TaIbMO-
JI0ra, U py pepakTEPHOM K JI€UEHUIO BOCIIAIUTEILHOM 3a00-
JIEBAHUU IJ1a3 CJIEAYET B PAHHUE CPOKU PACCMOTPETH BOIPOC
0 Ha3HAYEHUH OMoslornyeckon Tepanuu [37].

MopaxeHuns Koxu

IMopasxenust Koxxu Haodmopatorest y 2—34% 6onbHbix B3K.
[uarno3 koxHbIx BKII ocHOBaH Ha AaHHBIX KIIMHUYECKOIO
0CMOTpa MauyeHTa. B cirydyae aTunyHoro TeyeHust Heooxoxuma
6uoncust Koxxu. OCHOBHBIMU KOXKHBIMU NTPOSIBIIEHUSIMU Y 00JIb-
Hbix B3K siBnsitorest Y3 u I'TI, KoTopble onpepessitoTes Kak pe-
aKTHBHbIE M3MeHeHus1 (MMmyHoonocpenoBantblie BKIT) [38]. [Tpu
ncopuase M 3k3eMe pa3paboTaHbl ClielUalbHbIe MHAEKCHI IS
00BEKTUBHOI OLEHKM aKTUBHOCTH U CTENEHU PACHPOCTPAHEHUs
nopakeHust Koxku (Hanpumep, PASI — nnpexkc pacnpocTpaHeHHO-
cTH U TskecTH nicopuasa 1 EAST — nnaekc pacnpocTpaHeHHOCTH
1 TSDKECTH 9K3eMbl). OfJHAKO OTCYTCTBYIOT CTaHAAPTU3MPOBAH-
Hble MHAEKCHI 1711 otleHKH KoxkHbIX BKIT npu ¥Y2 u I'TI.

ITpu Y3 yalne nopakaroTcst HU>KHUE KOHEUHOCTH, OJIHAKO
OMKCaHbI Cllyyar BOSHUKHOBEHUSI YD Ha TYJIOBUIIE U BEPXHUX
KOHEYHOCT$IX . [I1arHo3 yCTaHaBIMBAETCS] HA OCHOBAHUM KIIMHU-
yeckux fanHbIxX [39]. Tepanust, kak npaBuso, OCHOBaHA Ha Jieue-
Huu o6ocTpenust B3K. B TskenbIx ciyyasix He0OX0aUMO Npu-
MmeHsiTb  cuctemHble  ['KC. Tlpu  peuupuBupyroux
1 PE3UCTEHTHBIX (popMax cleflyeT Ha3Ha4YaTh MMMYHOCYIIpec-
copsl umu autu-PHO-npenapatsi.

Y3 (puc. 5), Kak MpaBUiI0, KOPPEIUPYET C 060CTPEHUEM
B3K, HO He Bcerpa ¢ TskecThio ero Teuenus [40]. YD vamie
Bcrpevaercs npu BK u y skenmmn [40, 41]. Dtronorust ee He-
M3BECTHA, OIHAKO UMEIOTCS CBEIEHUs1 O TECHOM CBSA3U C onpeie-
nenHbiMu HLA-ntokycamu 6-i1 xpomocomsl (HLA-B). ITatore-
He3 pa3BuUTHs YD 10 KOHLA He siceH. [Ipeanonaraior, 4To OHO
MOXET ObITh CBSI3aHO C peakiyeil I'MNnep4yyBCTBUTEIbHOCTU
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IV Tuna, noromy uro npaxktuiecku y 40% nauueHToB MOTyT
ObITh UJICHTU(ULMPOBAHBI TPUTTEPHI [42].

[To mamapM mocnenuux mny6mmkamuii, [T BcTpedaercs
y 1-10% 6oabubix AK — vame, yuem npu BK [43, 44]. T'TI
MOKET BO3HMKATh Ha JIIOOOM yyacTKe TeJja, BKIoYasi FeHUTa-
JIK, HO Yalle Bcero nopaskatorcsi rojienu [41]. ITaropusnoino-
TS HEM3BECTHA, HO cunTaeTcst, uto npu ['T1 HapymeHa (pyHkips
HEUTPOUIIOB U KJIeTOUHOro MMYyHuTeTa [45]. HacTo namene-
HMSI KOXKM BO3HMKAIOT Mociie TpaBMbl (mareprust) [46]. Mexxuy
II" u axTuBHOCTHIO B3K cyliecTByeT oOpaTHast B3aUMOCBSI3b,
Tak Kak [1I" MoxeT npoTtekars mapanenbHo o6ocTpennio B3K
nm He3aBucumo. Takske T1I" nmeeT TeHAEHIMIO peluInBUPO-
BaTh MOCJE YCNEUIHOro JieueHus: 6omee yeM B 25% ciiyudaes,
4acTo B TOM XK€ MECTe, IJie BO3HUKaa Briepsble [47]. Tepanus
I'TI Bkmouaet npumenenne cucteMubix ' KC, nagamnkcumada
WM afanuMymaba mubo TOMMYECKUX WU MepopabHbIX MHTU-
OGUTOPOB KablMHEBpUHA [48].

B paHoMU3MpOBaHHOM KOHTPOJMPYEMOM MCCJIEIOBAaHUI
nevyennst BKIT y 6ombpabix B3K (achdexkTrBHOCTS MHDIMKCH-
Maba st neyenus I'T1) oneHmBanmach mepBUYHAS KOHEUHas!
TOYKA KJIMHUYECKOTO YJYUIICHUsS Ha 2-11 Hefielie JIeYeHUsl, UYTO
OTIPEJIEIISITIOCH 110 KIMHUYECKOMY OCMOTPY U YMEHBLICHHIO pa3-
Mepa u Ty O6uHbI s13BbI. [lokazaHo, 9To nprMeHeHne NH(INKCH-
Maba apexTrBHEE MIane60, 0COOEHHO Y MALMEHTOB C JJU-
TEJILHOCTBIO 3a0osieBanust MeHee 3 Mec [49]. Ha puc. 6 u 7
MIPEJICTABIIEHbI PE3YJIbTAThI 3aXKMBIICHUS SI3BbI FOJICHU Y TTaly-
entku ¢ SIK u I'Tl Ha cpone Tepanum nHparkcnmadom (co6CT-
BEHHbIE JIAHHBIE).

Cunppom Cauta (puc. 8) oTHOCUTCS K IpYNIE OCTPBIX Hell-
TpOUIBLHBIX IEpMaTO30B, BKItovatowen ['Tl, Ho oTnmyaeTcst
BHEIITHAM BHJIOM OYaroB, PacCpOCTPaHEHNEeM W TMCTOJIOTHYIe-
ckumu nposiBrieHusiMu. Cunapom CBUTA HEJaBHO CTalM OTHO-
cutb K BKIT npu B3K, oH yaliie BcTpeyaeTcsl y >KeHILVH 1 Y Ha-
LMEHTOB C MOPAasKEHNEM TOJICTON KUIIKH, & TAKXKE TP HATMYUN
apyrux BKIT [50].
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Cunapom CBuTa XapaKTEpU3YeTCs MOSIBICHUEM IJIOTHBIX
GOJIe3HEHHBIX KPACHBIX BOCTIAJINTENBHBIX OJISIILIEK,, Y3EJIKOB MU
namnyJi, OObIYHO MOPAKAIOIMX BEPXHUE KOHEUHOCTH, JIMLO WU
wiero. [TosiBneHne BbIChINAHUIA YaCTO COMPOBOXK/AETCS JIMXOPaJI-
KOI1 1 JISWKOLMTO30M B NiepreprIecKoil KpoBH, KaK MPaBuiio,
CBSI3aHO C aKTMBHOCTBIO 3a00J1eBaHysl KUIeyHnKa. [Ipu rucro-
JIOTUYECKOM MCCIIEI0OBAHUN MOPAXKEHHBIX Y4aCTKOB OOHAPYKH-
BAETCs BbIPAa>KEHHAsl EPUBACKYJISIPHAs UH(PUILTPALMS TTOJIU-
MOPCHOSIEPHBIMYA TPaHYJIOLHUTAMU 6€3 TIPU3HAKOB BACKYJIUTA.

B Tepamuu cungpoma Ceura adpdpextusnbl cuctemunie ['KC.
Ipy pe3UCTEHTHBIX MM YaCTO PELMANBUPYIOIIMX CIIyvasiX BO3-
MO>KHO NPUMEHEHNE UMMYHOCYNpeccopoB [51].

lMopaxenune neyenm
M XKEAYEBbIBOAAIMX MyTeH

Y 30% 6onbabIX B3K HaOmomaroTCest MaToIOrMUecKre n3Me-
HeHWsI IeYeHOUHbIX (pepmeHToB KposH [52]. [To panuemv A T'pu-
ropbeBoii, [ICX cocrabun 6onee nonosunsl (67,7%) Bcex BKIT
U onpefesisil HebnaronpusTHbli nporuo3 Tevenust B3K [53], npu
3TOM CllefyeT 00513aTeNIbHO MPOBOAUTD u(hhepeHIUAbHYIO [U-
arHocTuky mexxy [1CX, nekapcTBeHHO-MHIYIMPOBAHHBIM MOPa-
SKEHHUEM TeYEHU U IPYTMMU 3a00/IeBaHUSMU NIEYEHH, HE CBsI3aH-
HbiMi ¢ B3K. HezaBucumMo ot Hanmumst KIIMHUYECKUX CUMITTOMOB
XOIIeCTa3a, B CIy4ae COXPAHSIOLMXCS] HEOOBSICHUMBIX N3MEHEHUI
OGMOXMMMUYECKMX NEYSHOYHbIX MoKa3aTesell He0OXOAMMO MPOBe-
JIeHMe MarHUTHO-PE30HAHCHOI XOJ1aHrnorpaduu.

Hau6onee pacnpoctpanennsbivM BKIT siBnsiercs [ICX, oH Ha-
6mopnaetcst y 4—5% 607bHbIX. IIpy HOpMaNIbHBIX OKA3aTENAX
MarHuTHO-PE30HAHCHON Xosanrnorpacdun y nanueHToB ¢ B3K
n nopo3pernn Ha [1CX HeoOXoguMo mnpoBefeHue Ouoncun
neuenu st tuarHoctuku [TICX manbix nporokos. [ICX cBszaH
¢ 4-KpaTHbBIM TOBBILIEHUEM PUCKA PAa3BUTHS KOJOPEKTAILHON
Heora3nu (qucruia3us u pak) y nanuentoB ¢ B3K kak fo, Tak
u nocne TpacmiaaHTauuu nedenu [54]. Ipu nammumm [ICX
y 60abHbIX B3K 006s13aTe/1bHO ClielyeT BbINOIHATL KOJIOHOCKO-
mto 1 pa3 B 1-2 ropa.

[Tpy Hanu4uKM NPU3HAKOB a2y TOMMMYHHOT'O TeNaTUTA, CUMII-
TOMaMHU KOTOPOTO SIBJISIFOTCS NMOBBILLIEHUE COIEP>KAHUS TPaHC-
aMKHa3, BICOKUI ypoBeHb IgG, noBbllieHne ypoBHEN ayTo-
nmmyHHbIX aHTUTen (ANA, SMA, LKM), y GonbHbix TICX
peKoMeHayeTCsl POBOANTD MyHKIMOHYIO GHOTICHIO NieueHu [55].
Heob6xogumo yuutsiBath pazsutue 1gG4-accouunpoBaHHOTO
CKJIEPO3UPYIOLIEro X0oJIaHruTa npu nosbiennu IgG4 u/umu co-
otHowenust 1gG4/1gG.

[Tpu I[1CX He cymecTByeT JOKA3aHHOW Tepanuu, KOTOpast
Morua 6bl OTCPOUYUTH TPAHCIUIAHTALMIO NIEYEHU, PA3BUTHE XO-
JIAHTMOKAPLUMHOMBI U JIETATILHOIO UCXOfA. XOTsI NpenapaThbl
YPCOJIE30KCUXO0NIEBOI KUCIIOTbI B 103€ 15-20 MI/KI yMEHbIIAOT
MoKa3aTeNn X0JIecTas3a, HeOOXOIMMO 130eraTb Ha3HAUSHNST NX
B BBICOKHX JI03aX. Y NalEHTOB C MPU3HAKAMU Ay TOUMMYHHOTO
renaTuTa ciejlyeT pacCMOTPETh BO3MOXKHOCTh HasHaueHust [ KC
1/UI UIMMYHOCYIIPECCOPOB [56].

Momumo [ICX, y marmenToB ¢ B3K mMoryT pa3Buthcs He-
aJIKOTOJIbHAS XKMPOBast 60JIe3Hb EUYEHU, IeKaApPCTBEHHO-UH/Y -
LUUPOBAHHOE MOpa)KeHUe MeYeHU, TPOMOO3 MOPTAILHON
1 IeYEHOYHOI1 BeH, abClLiecc NeveHn, aMUIIoN/103 IeUeH! U rpa-
HYJIeMaTO3HbII FenaTuT.

«AeyeHne A0 AOCTHIKEHHUS LeAU» —
BaXHas cTparerns tepanum B3K u BKI1

Jleuenne BKII nomskHO MpoOBOAUTLCS € YUETOM TEUYEHMS
B3K u BKitoYaTh MyJIbTUAUCUMITIMHAPHBIIA nojixof. HecMoTpst
Ha To 4yTO y 60abHbIX B3K vacTo nabmopatorcst BKIT, nannbie
0 JICYeHNH 3THX MalMEeHTOB MaJIOUMCIICHHbI. B marorenese mo-
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pakeHusl KuIleYHUKa 1 pyrux opranos npu B3K urpaet Bax-
Hyto ponb PHO-a-3aBucumbiit Mexanusm. [loaTomy MoxkHO
MPEANONIOXKUTh, uTo anTuTena K PHO nmeroT 6aronpusiTHbIN
acpdext B Tepanuu B3K n B3K-accouuuposannbix BKII. Cy-
LIECTBEHHAs JJ0Ka3aTebHas 6a3a B MOJb3y NPUMEHEHUsS! MH-
¢mukcumaba n agamumymaba npu gedennu B3K u BKIT noa-
TBEPKJAaeT OOOCHOBAHHOCTb MNPUMEHEHUS] WHTUOMTOPOB
PHO-0 B knmuHnyeckoii npaktuke [41]. Bbuo gokazaHo, 4to
BHezipeHue HenTpanusytonmx @PHO-o-aHTUTeN B KITMHUYECKYIO
NPAKTHUKY SIBJISETCS CAMbIM 3HAaYMMbIM JIOCTH>KEHHEM B Jieue-
Huu naguentToB B3K, Tak xak nH(pauKcuMab 1 aganumymad
OBICTPO BOLLIM B cxeMy JieyeHus: kak B3K, Tak ¥ KOXKHbBIX,
CKeJIETHO-MblIIIeUHbIX, opTanbmonoruyeckux BKII. Dddex-
TUBHOCTb NPUMEHEHMS IPYTMX TapreTHbIX OMOJOrMYECKHX
areHTOB, HAIIPUMEP MOHOKJIOHAJIbHBIX aHTUTEN K OeJIKY MHTer-
pun 0437 (Benonu3zymad), 1 ux BiusiHue Ha Tedenne BKIT, kak
YKa3aHO BbILIE, TPYAHOIPEACKA3yeMbl 1 TPEOYIOT JATIbHEHIIIEro
U3yYEeHUSI.

Crpaterusi «JjieueHue J10 JOCTUKEHUs LeIn» NPUMEHSIeTCs
BO MHOTMX OOJIACTSIX MEJIULMHBI, IPU 9TOM MCXOJIbl JICUSHUS
OTPENIETISIIOTCS. KOHKPETHBIMU LEJISIMU ¥ KOHEYHBIMU TOYKAMU.
B pamkax crpaTterun «jie4yeHue 10 JOCTHXKEHUs Len» ONTUMU-
3alKs Tepanun JOJKHA MPOBOAUTHCS 10 TeX MOP, 0Ka OCHOB-
Hasl 11eJ1b JIeYeHUs He Oy/IeT JOCTUIHYTa, YTO B KOHEUHOM MTOTre
NPUBEIET K YMEHBIIEHUIO CTPYKTYPHOT'O MOBPEXK/ICHUS OpraHa.
Hanpumep, npu peBMaTOMHOM apTpUTe TPUMEHSIETCS IIKala
DAS-28, c nomol1p10 KOTOPO#i OLIEHNBAETCS €r0 aKTUBHOCTb.
JlaHHBII NOJXO1 TAKXKE YCNELIHO MPUMEHSIETCS B 3HIOKPUHOJIO-
I'MU, 0COOEHHO TPU JIEYEHUN caxapHOro juadera. B HacTosiee
BpeMsl TIPOBOJISITCSI MCCIIEIOBAHUS, IEIIbI0 KOTOPbBIX SIBJISIETCS
pa3paboTka nopobHoit ctpareruu y 6oabHbix B3K [57]. Ipu
JICUSHUHN MALEHTOB C XPOHNYECKUMU 3200JICBaHNSIMU B HACTOSI-
1iee BpeMsl MCTIOJIb3YOTCS 3aM0JIHsIeMble MalUeHTaMu ONpocC-
nukn (PROMs — Patient-Reported Outcome Measures), KOTo-
pble MOMOTAlOT MOHSTh, KaK JIeYEHUE BIIUSIET HA T€ UCXO[bI,
KOTOpbIe BaxKHbI s nagueHTa. PROMs moryT ObITh crienu-
uyHBbI 7 ONpeJieIeHHbIX 3a00JIeBaHuil, Kak, Hampumep,
OTIPOCHWKHY, OIEHMBAIOIINE KadecTBO Ku3HM 60ibHBIX B3K
(IBDQ-32, IBDQOL), onpocHMK NMPOAYKTUBHOCTU PabOThI 1
Hapy1uenuil aesireasHocT npu BK (WPAIL:CD). OnHako npu-
meHenue PROMs, pa3paGoTaHHbIX AJIs1 OUEHKU BOCIAIUATENb-
HOT'O TIpoliecca B OfIHOM CHCTeMe UM OpraHe, y MalyeHToB C Co-
YETaHHON  MMMYHOBOCHAIMTENBHON  NATOJIOTMENd  UMeeT
OYEBU/IHbIC HEJOCTATKM, TAaK KaK HE YUUTHIBAET BaXKHbIC
ACMEeKThI COCTOSIHUS 3710pOBbst 6osbHOTO [58].

BbrsiBrieHre MEXaHN3MOB, KOTOpPbIE 3aIyCKatOT KacKajl BOCIa-
JIUTENBHBIX Peaklil B OJHOM MIIM HECKOJIBKMX OpraHax y nmaiu-
€HTOB, OCTAETCS] 3arajIkoN, peLLieHUe KOTOPOI MOKET Pa3bSICHUTh
HOBbIe aToreHetnyeckue myt pa3sutus BKII u oTKpbITh Mu-
LIEHU /ISl TepaneBTUYECKOro Bo3encTsusi. B cBsizu ¢ pocryn-
HOCTBIO JIEKAPCTBEHHBbIX IMPEnapaToB Pa3jiMYHOrO MeXaHHW3Ma
AENCTBUSl paHee NMPUMEHsSIEMbIl OpraHocneuugUUHbIA TOAXO/
K JISYEHHIO BOCTIAJIMTEIIHHBIX 3a00JIEBAaHUIT MOXKET ObITh HEJl0CTa-
TOYEH /|15l KOHTPOJISI COYETAHHBIX MMMYHOBOCHAJIMTENBHBIX 3a-
6oneBanuil. LlenocTHbIil MOIXO/ K AMArHOCTUKE M MOHUTOPUHTY
B3K mokeT cpopMupoBaTh NEPCOHANM3UPOBAHHYIO CTPATETUIO
JIeYeHust, KOTopasi Oy/ieT KOHTPOJIMPOBATH BOCTIAJIUTEIBHBII MPO-
LeCC He TOJIbKO B KMILEYHUKE, HO U B JIPyrUX opraHax. [1ys co-
BepIIeHCTBOBaHMSI HabmoieHust 1 nevenust 6ombHbIX B3K ¢ BKIT
HEOOXO/IMMO pa3pabaThIBAThL U BHE/IPSITH HOBbIE METO/IbI MOHUTO-
PpVHra NalyeHTOB ¢ MYJIbTU(OKAIBHBIM BOCTIAJICHHAEM.

3akAloueHue

TiaTeabHOE BBISIBIICHUE U CBOEBPEMEHHAs! IMArHOCTHKA
BKII neo6xoaumbl Ajsi MpeOTBPAILEHNsT WHBATUAN3ALNN
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naupenToB ¢ B3K. Ynyuluenue quarnoctuku u judpepeHum-
anbHoM pauarHoctuku BKII u, ciegoBaTellbHO, KAK MOXKHO
6oJiee paHHee Ha3HAYEHME aIeKBATHON Tepanuy MOXKEeT Mpefi-
YIPEAUTD PA3BUTHUE TSIPKEJIBIX OCJIOKHEHNUI U MOBBICUTD Kaye-
CTBO XXKU3HU OOJILHBLIX B LIEJIOM.

[ns peanuzanuy [aHHOTO TIOAXOAa HEOOXOAWMO elle
Gosiee TecHOe B3aMMOJICHICTBHME Bpauell Pa3iMUHBbIX CHElu-
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K cratbe A.U. Ilapghenosa u coasm. «CucteMHbie MPOSIBJI€HUS] BOCTIAJUTEIHHBIX 3a001€BaAHNI
KHIIeYHUKA»

ITponunaemMocTs
CIIM3UCTON
000710YK1

MeTabonuTeI

Puc. 1. Asa nytu natorenesa BKIT B3K.

A. PacnipocTpaHeHe IMMYHHOTO OTBETA U3 KUILIEUYHMKA: | — MepeKpecTHasl peaKTUBHOCTh MUKPOOHBIX aHTUI'€HOB, T. €. MOJICKYJISIpHAS
MHUMHKPUS MEXKY KULIEYHbIMU OAKTEPUSIMU M Ay TOAHTUTEHOM, TIPE/ICTABICHHBIM MOJIEKYJIaMH TTABHOTO KOMIIJIEKCAa TUCTOCOBMECTH-
MocTu (IKT'C) x03smHa; 2 — aKTOonMYecKast 3KCIpeccust MOJIEKYJ1 ajire3un U XeMOKMHOB, HAllpUMep KTONMNYECKast IKCIPECCUst MOJIEKYJT
ajre3uu JUMQOUIHBIX 00pa3oBaHuii B camu3ucTbIX 060104kax (MAACAM-1) u uurokuHa, npuHagexaulero K cemeiictsy CC xemo-
kuHOB (CCL25) B sHOTENNMY COCY/IOB MOPTAILHOIO TPAKTA; 3 — TPAHCIOKALMS MUKPOOHBIX aHTUT€HOB, HATIPUMEP Yepe3 NOpTallbHble
TPaKThl; 4 — MUPKYJMPYIOLIUE aHTUTENA, KOTOPbIE MOTYT CBSI3bIBATH SMUTOIIbI, OOIIUE /1715 KNIIEYHNKA 1 BHEKUIIICYHbIX TKaHel; 5 — ne-
pemettienre T-KJIETOK NOjT yNpaBJIeHneM HecnieubUIeCKUX MOJIEKYJT afir€31H , HATIPUMED (t4[37-HE3aBUCUMOE CBSI3bIBAHKE JICHKOIMTOR
C CHHOBHMAJIbHOM MEeMOPaHO#1 ¢ MOMOILBIO PsAfia MOJIEKYJT are3un. Hecneumduyeckue B3aMOJIEICTBISI MOTY T 3aITyCKaThCs B Pe3yJibTaTe
HE3HAYNTEJILHOIO BOCMAIUTENLHOIO MPOLIECCa, MOBPEKICHMUS MIIM MEXAaHUUECKOro cTpecca.

B. BKII kax He3aBUCHMBIe BOCHATMTEIBHBIE 3a00JIeBaHNs: 6 — CJIBUT BOCHAINTEIILHOTO TPOUIIS TOJ| BIMSHUEM I'eHEeTHIEeCKNX (hak-
TOPOB, (PAKTOPOB OKPY>KAIOLLEH cpefibl (MUKPOOHBIX areHTOB MM MEMATOPOB CUCTEMHOI'O BOCTIAJIEHHS); 7 — CUCTEMHbIE U3MEHEHUS!
BPO>K/IEHHO! MIMMYHHOI1 CUCTEMbI, HApUMEp NpaiiMUHT (MPeJaK TUBUPOBAHHOCTD) HEUTPO(UIIOB; 8 — MUKPOIIOpa KMILIEUHUKA YIIPaB-
JISIeT BOCIAJIUTENLHBIM MTPOLIECCOM UCTAHIMOHHO TMOCPEICTBOM TAKMX MUKPOOHBIX MPOAYKTOB, Kak sunonosucaxapuasl (JIIIC) u me-
TabONNThI, BbIpadaTbiBaeMble MUKPO(IIOPOl, BIUSIOLIME HAa TPOHULAEMOCTb KUILIEUHNKA; 9 — U3MEHEHHEe TeMaTono33a Mojl Bo3Jeii-
crBueM B3K, cucTeMHBIX NPOBOCHAIMTENbHBIX LUTOKUHOB, MOBBILIEHHON NMPOHULAEMOCTH KHUIUEYHHMKA, AUCOMO03a U NPOAYKTOB
MHKPOOHOTO METab0IM3Ma.

Puc. 3. Inuckaeput y 60AbHOrO H., 47 Aert. Puc. 4. Ckaeput y 60AbHOTO A., 35 AeT.



K cratee A.U. [lapghenosa u coasm. «CucreMHble NPOSIBIIEHNS] BOCTAIMTEIbHBIX 32001eBaHUM
KHMIIeYHUKa»

Puc. 5. Y3y 60abHOM C., 33 Aer.

Puc. 7. TT1 y 60AbHOI 3., 49 AeT, nocAe AeyeHust aHTU-OHO-
npenaparammu (COGCTBEHHbIE AAHHbIE).

Puc. 6. TT1y 6oAbHOM 3., 49 AeT, A0 AeueHust (COOCTBEHHbIE  Pyc, 8. Cunapom Ceura.
AaHHbIE). OObsICHEHNE B TEKCTE.
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