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PE3IOME Odranbmonorua. 2022;19(4):719-726

B npeppbigyLien Yactu o63opa obeyHOanucb aKTyanbHbIE HIMHWYECHWE W OMarHOCTUYECKME acneKTbl HEKOTOPbIX HEVH(EHLIMOHHbIX
yBeuToB y BonbHLIX ¢ UMMyHOBOCManuTenbHbIMY 3abonesaHnAmy. B aTon vyactu BypeT npopom+eHo obcyspeHMe COBPEMEHHOro Co-
CTOAHWA BOMPOCA B OTHOLLEHUM rMasHbIX MaHWecTauun paga Apyrvx MMMYHOBOCTANWUTENbHbIX COCTOAHWA. [ToMVYMO YBEUTOB, acco-
LMVPOBaHHbBIX CO CMOHAWNOAPTPONaTVAMY, peBMaTouaHbIM apTputoM, BoneaHblo CTunna, BEHWUNbHBIM VAMOMNATUHECKUM apTPUTOM
W CUCTEMHBIM CApHOMA030M, OMWCAHHbLIX B MPEAbIAYLLEN Y4acTu, HEPEAHW TaKHe rMasHble NPOABMEHUA NPU CUCTEMHbIX BACKynMTax,
CUCTEMHOV HKpacHov Bon4vaHke, cvHppome Morta — HosHarm — Xapapa. HecmoTtpA Ha pa3paboTaHHble MHOrOYMCEHHbIE CXEeMbl
[OMarHoCTUKM 1 anropuTMbl TEPANUU, MHOrOE B NaTOreHese YBEUTOB, CBA3aHHbIX C MMMYHOBOCNaNUTeNbHbIMY 3aBoneBaHnAMK, OCTaeT-
CA HEU3y4eHHbIM. He TepAeT aKTyanbHOCTb HeoBXxoaMMocTb pa3paboTHY NepcoHanV3VPOBaHHBIX U MYNETUANCUMMIMHAPHBIX NOAXO[A0B
ONA NEYEHVA W OMarHOCTUKW HeWHMEHLMOHHBIX YBEUTOB MPW MHOMQYUCHEHHBIX CUCTEMHbLIX UMMYHOBOCMANUTENbHLIX 3aboneBaHuAX.
YrnybneHHoe MOHVWMaHVWE MEexaHW3MOB 3TVOMaToreHesa VIMMYHOBOCMANUTENbHBLIX MPOLECCOB MO3BONWT OMNPEfenTb HOBLIE MOAXOAb!
B NEYeHUn NaLUeHTOoB C yBEUTaMu.

KnioyeBble cnoBa: HevHDEKLMOHHBIN YBEWT, MMMyHOBOCManuTenbHele 3abonesanvA, BoneaHb Bexyeta, cucTeMHaA KpacHas BoI-
YyaHKa, cuHppom Morta — HoAHarn — Xapapa, ayToBocnanmTenbHLIE CUHAPOMbI

Ana umtupoBanuAa: [asbigosa [.A., JlncuubiHa T.A., Hosanesa J1.A., CoporkkuHa E.C., 3anueBa A.A., BaicaHryposa A.A.
HnuHnyeckve Bapvauuy yBEUTOB MNpU MMMyHOBOCNanuTenbHblx 3aboneBanusAx. 063op nutepatypbl. YacTe 2. OgpransmosnorvA.
2022;19(4):719-726. https://doi.org/10.18008/1816-5095-2022-4-719-726

Mpo3payHocTb uHaHcoBoM peATenbHocTn: Pabota BoimonHeHa B pamKkax HayyHon Tembl  per.  Ne HUOKTP
AAAA-A19-119021190151-3.

HoHdnuKT uHTepecoB oTcyTcTBYET

@)oo

G.A. Davydova, T.A. Lisitsyna, L.A. Hovaleva, E.S. Sorozhkina, A.A. Zaitseva, A.A. Baisangurova
Contact information: Davydova Galina A. e-mail: 6298685@mail.ru 719
Clinical Variations of Uveitis in Inmuno-Inflammatory Diseases. Review of the Literature. Part 2



Odpransmonorua/Ophthalmology in Russia

Clinical Variations of Uveitis in Immuno-Inflammatory Diseases.
Review of the Literature. Part 2

G.A. Davydova', T.A. Lisitsyna®, L.A. Hovaleva', E.S. Sorozhkina', A.A. Zaitseva', A.A. Baisangurova'

"Helmholtz National Medical Research Center of Eye Diseases
Sadovaya-Chernogryazskaya str., 14/19, Moscow, 105062, Russian Federation

2V.A. Nasonova Research Institute of Rheumatology
Hashirskoe highway, 34A, Moscow, 115522, Russian Federation

ABSTRACT Ophthalmology in Russia. 2022;19(4):719-726

In the previous part of the review clinical and diagnostic aspects of some non-infectious uveitis in patients with immunoinflammatory
diseases were discussed. In this part we proceed the discussion of ocular manifestations of a number of other immunoinflammatory
conditions. In addition to uveitis associated with spondyloarthropathies, rheumatoid arthritis, Still's disease, juvenile idiopathic arthritis
and systemic sarcoidosis described in the previous part, ocular manifestations are also common in systemic vasculitis, systemic lupus
erythematosus, Vogt—Hoyanagi—Harada syndrome. Despite the numerous diagnostic schemes and therapy algorithms developed
to date, much in the pathogenesis of uveitis associated with immuno-inflammatory diseases remains unclear. The need to develop
personalized and multidisciplinary approaches for the treatment and diagnosis of non-infectious uveitis in numerous systemic immuno-
inflammatory diseases remains relevant. In-depth understanding of etiopathogenetic mechanisms of immunoinflammatory processes
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will allow to develop new approaches in the treatment of patients with uveitis.
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anagi—Harada syndrome, autoinflammatory syndrome
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YBeut mpepcraBisieT co60i KIMHUYIECKM HOMUMOpPd-
HO€ BOCHAJMTENbHOE 3a00JeBaHMe, KOTOPOe, HauMHAsCh
C COCYZIOB XOPUOUJIEN, MOXKET PacIpOCTPAHUTBCS Ha Apyrue
CTPYKTYPBI I7Ia3a, TaKye KaK POrOBIUIIA, CKIePa, 3pUTe/IbHbII
HepB, ceTYaTKa I ee COCY/bL.

Muposas 3a60/1eBaeMOCTb yBeUTaMM KOTEH/IETCS B TIpe-
nemax ot 38 go 714 yenosex Ha 100 000 HacereHus, a B 00O1LIein
CTPyKType O(TaIbMOIOrNYecKrx 3ab0/meBaHMil HA OO
yBeuTOB Ipuxoputcsa oT 5 5o 15 % [1]. B CoepmHeHHBIX
IMrarax Amepuxu (CIIA) yBeut — opfHa 13 BefyIIUX IIPU-
YIH C/IETIOTHI, TOTa KaK B cTpaHax 3amagHoit EBpomsl cie-
ImoTra BCTIE[ICTBUE yBeuTa BosHMUKaeT y 15 %. Kpome Toro,
COITACHO MHOTOYMCIIEHHBIM MCC/TEOBAHNSM, OTMEYaeTCs
IIOCTOSIHHBII pOCT 3ab0/ieBaeMoCTy yBeutamu [2-5].

s knmaccudukanyuy yBeuToB Haubosee MUPOKO Uc-
II0JIb3YeMBIMU ABJIAIOTCA KIacCUPUKAIVA TPYIIBI 9KC-
meproB SUN (Standardization of Uveitis Nomenclature
Working Group) or 2005 roga u ymnpolujeHHas 3TUOJIO-
rudeckas Knaccuduranusa MexxyHapogHOI MCCIef0Ba-
TeTbCKOI TPYNIIBI 1o M3ydeHuto yBentos (International
Uveitis Study Group (IUSG)) ot 2008 ropa. CornacHo 1o-
CllefHell BbIeNAIT MHPEK[MOHHbIe, HeMH(DEKI[MOHHbIE
YBEUTHI, a TaK>Ke MMUTHUPYIOLIYEe YBEUT COCTOAHMS, TaK
Ha3bIBaeMble «MacKapagHble CMHApOMBI». OfHAaKO B 35-
40 % cnmydJaeB YyCTaHOBUTH IIPMYMHY YBEUTa He IIpef-
CTaBJIAETCA BO3MOXXHBIM, B TaKOM CJIy4ae YBEUT OTHO-
cutca K mpuomnaruyeckomy [2, 3]. HemHpekumoHHbIe
YBEUTBl BBIABIAIOTCA 4Yalle, 4YeM WH(QEKIMOHHBIE.
Cpenu HMX YBEUTBHI, aCCOMUPOBAHHbBIE C CUCTEMHBIMMU
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MMMYHOBOCIIA/INTEIBHBIMY 3200/IeBaHUsAMNU, COCTABIIA-
10T 25-30 %.

ITo aHAaTOMMYECKOJl JIOKAIM3aLUU BOCIAINTEILHOTO
IIpoliecca dallle BCero BCTPEYAIOTCS HepefHIe YBEeUTHI, KO-
TOPbIe COCTABAIT 37-62 %, pesxe — 3a/iHMe U TeHepann3o-
BaHHbIe (9-38 11 7-38 % cOOTBETCTBEHHO), Iepudepuryeckme
yBeUThl HabmonaT B 4-17 % cinydaeB. XpoHU3anus mpo-
1ecca HacTymaeT y 50-60 % manueHToB.

YBeUT MOXKeT pas3BUBATbCA KaK YacThb CUMIITOMOKOM-
IUIeKca IIPY TaKUX IMMYHOBOCIIQJINTEIbHBIX 3a00/IeBaHUAX,
Kak cioHaynoapTputhl (CoA), peakTuBHbIe apTpUTHI (PeA),
apTPUTBHI IIPU BOCIA/IUTENbHBIX 3a00/IeBaHMAX KUIICYHMKA
(B3K), roBeHnbHbI uanonarudeckuit aprput (FOMA), pes-
MaroupHb apTput (PA), cucTeMHbBIe BACKY/IUTBI, B Y4aCTHO-
cTi, 6one3Hb bexdera, ayTOBOCHAIUTENbHbIE CUHIPOMBI,
cungpom Porra — Kostnarm — Xapapa (OKX), cucremHas
kpacHaa BomyaHka (CKB), cumpgpoM TyOyIOMHTepCTUIN-
anpHoro Hedpura u yseura (TVIHY), paccesHHbIit ckiepo3s
[4]. B pane cmydyaes HUY MoxxeT IpOSBIATbCA KaK U30-
JIMPOBAHHBI BHYTPUIZIA3HOM BOCIIA/IMTE/IBHBIN IIPOLECC,
4yTO XapakTepHO A HLA-B27-accounmpoBaHHOTO yBENTa,
(bakoreHHOTo0, MVIOIATIYeCKOro, yBeuta dykca, IIayKoMo-
LUK/INTIYECKOTO KpU3a, cuMItaTndeckoir oprampmuu. HNY
MO>XKeT OBITb TaKoKe CNIeACTBMEM TPaBM, CaXapHOro ayabeTa
U pacrajia BHy TPUITIA3HON OITyXOJIN.

ITpeuMyLIeCTBEHHO IepefH:AA TOKaIM3aLnsA yBeuTa Xa-
pakTepHa A CHA (aKcUalbHBIN CIIOHAMIOAPTPUT (aKc-
CnA), ncopnarnyeckoro aprpura (IIcA)), B3K, capkonpo-
3a, cuapgpoma TUHY. Ilepudepudecknit oTmen cocyamucTon
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000/I0YKY YacTO IHOpaXKaeTcsA IpU CapKoujo3e M pacce-
SHHOM CKJepo3se. IlopakeHue 3aJHero OTHeNa C Pa3BUTU-
eM TeHepaIM30BaHHOIO YBEUTa XapaKTEPHO /IS CHUCTEM-
HBIX ayTOMMMYHHO-ayTOBOCIA/IMTENIBHBIX 3ab0IeBaHmIi,
B YacTHOCTM Jiag 6onmesum bexuera, cuHppoma QPorra —
Kositnarm — Xapaga, capkonpiosa. Kpome toro, nmpu npose-
mernu muddepeHnanbHOM AMArHOCTUKY Ba)KHO ITIOMHUTD
06 MHQEKIMOHHBIX IPUYMHAX YBEUTA U IPU HEOOXORMMO-
CTM MCKII0YATh MX. TaK, mepefHMil yBEUT YaCTO BBI3bIBAIOT
BUPYCHI TepIieca yenoseka (BI'Y): Bupyc mpocroro repreca
(BIII), nuromeranosupyc (LIMB), Bupyc Bapuienia-3ocrep
(VZV) [6, 7]; nepucepudeckuit: BUpychl repreca u Jlaim-
60ppennos; 3afHNI1 1 FeHepaIu30BaHHBIIL: TYOepKyJIe3, TOK-
COIIIa3MO3, IpUOKOBas 1 BUPYCHast MH(EKI.

VIMMyHHBle MeXaHN3Mbl, YYacTBYHOLYe B IIaTOTeHe3e
HIY, 3amyckaloTcss Kak 9K30T€HHBIMM, TaK Y SHIOT€HHBI-
Mu ¢axkTopamy. DK30reHHbIe (aKTOpbl BKIIOYAKT (aKTo-
PBl OKpY>Kalolllell Cpefibl, B YaCTHOCTM MH(EKIMM, TOKCHU-
HBI, JIeKapCTBEHHble CPENCTBa, TPaBMBI ITIA3HOTO s0JIOKA.
Ba>kHbIMU 9HIOTeHHBIMU (AKTOPAMY CYUTAIOTCS TEHETH-
YyecKas IpepaclonoXeHHOCTb — aHTUI'€HBbI ITTABHOTO KOM-
IJIeKca TUcTocoBMecTuMocTH denoBeka (Human Leukocyte
Antigens (HLA), I xnacc cBsizaH ¢ nmepegHuM yBeutom, II
KJIacC — C 3afHMM); CUCTeMa KOMILIEMEHTa; MOJIEKY/LIp-
Has MUMVKpUS; HapyIIeHWsI B CUCTEMe MMMYHHOII IIPUBY-
JIETYIPOBAHHOCTM I7Ia3a, YTO MOXKET IIPUBECTH K IIOfaBIIe-
HUI0 QYHKLMY PeryasaTOpHbIX T-mMMQOLNTOB, aKTUBALN
T-xennepos, npenmymecTBeHHO 1-ro n 17-ro Tuma, u mpo-
AYKLMY MY IIPOBOCII/INTE/IbHBIX [IUTOKMHOB.

AKTHUBALVsI T€X VIV MHBIX T-XelepHBIX CyOIIOmyIIsaIit
Y CHHTe3 COOTBETCTBYIOLIMX MMMYHOMEAMATOPOB, MpeX[e
Bcero uHTtepnerikuuos (IL-1, -2, -4, -5, -6, -7, -10, -13, -17,
-23), ¢axTopa Hekposa onyxonu anbgpa (PHO-a), onpepe-
ngeT KnuHMdecKyo gopmy HIMY n ocobeHHOCTM ero Te-
4eHnsl. VIMMYHOKOMIIETEHTHbIE KJIETKM WHQUIBTPUPYIOT
BHYTpeHHMe 0060/104ky r1asa fud¢ysHo (HerpaHyneMaros-
HBIJI TUII BOCIIAJIEHVSI) M/IM O4aroBo (IpaHy/eMaTO3HbII TUIL
BOCIIQJIEHVIS), BBI3bIBASA B IIOCNIEAYIOLIEM [IeCTPYKLIMIO TKaHU
¢ pasButyeM ¢pubpo3a, HeoaHIMoOreHe3a, arpodun [4].

Ba>kHO OTMeTUTDb, YTO IIPM HECBOEBPEMEHHOM Hauajie
Tepanmuy yBeUTa BbICOKA BEPOSTHOCTb 3HAYUTENBHOTO YXY/-
IIEeHVIsI 3PUTEIbHBIX (YHKLMIT BIUIOTH [{O IIOJIHOM IOTEPU
3pEHVsSI ¥ YXY/LIEHNs KadeCTBa XXI3HIL.

OCOBEHHOCTU YBEUTOB NMPU HEKOTOPbIX
MMMVYHOBOCHAJIUTEJIbHbIX SABOJIEBAHUAX

CucremMHbIe BaCKyINUTbI

CucTeMHBIe BACKYIUTBI — TeTepOreHHas TPyIna 3aboe-
BaHMII, OCHOBHBIM MOP(OTOTMYECKIM MTPU3HAKOM KOTOPBIX
ABJIAETCA BOCIIa/IeHMe COCYAMCTON CTEHKM, a KIMHUYECKME
HPOSB/IEHNUS 3aBUCAT OT TUIIA, KanuOpa, TOKaIU3aLuM 1I0-
Pa’KeHHBIX COCYOB U aKTUBHOCTY CUCTEMHOT'O BOCIIA/IEHNA.

IlopakeHre I7a3 BCTpeYaeTcd IPEUMYLIECTBEHHO
npu  AHIJA-accoummpoBaHHBIX BacKyIuTax: TpaHylle-
maros3e ¢ momuaHruutoM Berenepa (I'IIA Berenepa), s0-
3MHOQWIBHOM TpaHylZeMaTose ¢ mnonmanruuroMm (OITIA
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Yepmka — Crpoc), MUKPOCKONMYECKOM IIOJIMAHTUNTE,
y3enkosoM nonuaprepunrte (YII), 6onesun KaBacaku u pep-
KOM TMIIOKOMIIJIEMEHTEMUYECKOM YPTUKAPHOM BaCKYIUTE
(antn-Clq Backymr). OdTanbMonornyeckme IposBIeHN
IIpU CUCTEMHBIX BAaCKYIUTaX NPEACTaBIEHbl B OCHOBHOM
KOHBIOHKTUBUTOM, CKJIEpUTOM, anmcknepuTom, ITAK u yse-
ntoM. Oxono 20 % manuenTos ¢ YII nmerot IIAK, mynpTn-
(hoKaIbHBI PETMHOBACKY/IUT U ITepeqHmit yBeurt. Y 28-87 %
6ompHbIX I'TIA u OI'TIA BbIABIAETCA IpaHyIeMaTO3HOE I10-
paxeHue opoutsl, y 10-20 % — rpaHyneMaTo3HbI Iepef-
HUIT yBeuT (IIpeLUIUTATl CPeHEr0 U KPYIHOro pasMepa
Ha 3HJOTE/INM POTOBUIIBI, TPAHYTIEMBI PAYXXK/ — Y3€IKA
Kenmne u bycakka, sagHue cuHeXmm C yTOMIIEHNEM Pajly>K-
K1), y 5-12 % — 3agHMil YBEUT C KPOBOUSIUAHVAMMU B CET-
4aTKy. /11 MMKPOCKOIYeCKOTo ONMMaHIunTa 60Iee Xapak-
TePHBI CKIEPUT U SMUCK/IEPUT.

bone3snp bexuera

bonesub/cuappom bexdera (Bb) — cucTeMHBII BacKy-
JIUT HEM3BECTHOM STUONOTMUM, XapaKTEPUSYIOIUIICA IOpa-
>KEHMEM COCY/OB JII0O0ro TUIa U Kanubpa, MpOsIBILIOLNIL-
¢ peLUaMBaMM A3BEHHOTO IIpoliecca B POTOBOI IIONOCTU
U Ha TeHUTA/INAX, IOpXKeHNeM I7Ia3, CyCTaBOB, XKeMYLOuHO-
KMIIEYHOTO TPaKTa, LIEHTPAIbHOM HEPBHONM CUCTEMBI U [PY-
rux opraHos [8, 9]. V1 HapAmy ¢ mopakeHMeM IeHTpalTbHOM
HepPBHOI! CUCTeMBI, BJIsIeTCS Harbo/iee MHBAIMANSUPYIOIUM
M3-3a BBICOKOTO PUCKa CHIDKEHUs 3peHns 60mpHbIx [10-13].
B 6onbIIMHCTBe CTy4aeB I71a3a BOBIEKAIOTCS B IepBbIe 2 Tofja
6omesHy, a yepe3 5 JIeT PUCK Pa3BUTHUS YBEUTa CHIDKAETCS
[14]. B 10-20 % cny4aeB Bb ne6rotupyer ¢ yenra. Jame (83—
95 %) mopakeHue I7Ia3 BCTpeYaeTcsl Y MOIOABIX MY>XKIMH [15].
B 63-100 % cny4aeB BocnasieHue 6umatepanbHo [16-19].

M30nMpoBaHHbI IE€PENHMIT YBEUT ONUCHIBAIOT [O-
BOJIBHO pefiko [18]. BocmanurenbHas peakuus B IepenHen
KaMepe MMeeT HerpaHyJIeMaTO3HBIl xapakrep [15]. XoTa
nepegHuit yBeuT npy BB 0OBIYHO OMUCBHIBAIOT KaK OCTPBIil
YBEUT C TUIONMOHOM, 6OJiee YaCThIM IIPOSIBICHUEM SIBJIS-
eTCsl UPUAOLMKINT 6e3 TUIIONMOHA, KOTOPbIT Hab/TI0faeTCs
B IBYX TpeTsx cry4aes [20]. Ilepequnit yBent y 1ot rpyI-
bl OONBHBIX OOBIYHO BO3HUKAET OYEeHb OBICTPO M MOXKET
paspeliatbcsl CIHOHTaHHO, Jaxke 6e3 Tepamuu, IPUMEPHO
yepes 2-3 Hefenu. XpOHMYECKOE BOCHATIEHNE He XapaKTep-
HO JIs 3TOTO Iporecca [21].

Itnonuon Bcrpedaercs y 20-30 % 6omnbHbIx BB, 06p19HO
OH MaJIeHbKMIT M «CKONIb3KMUII», T.€. MEHSAET CBOE TIONIOKEHIE
IIpV HaK/IOHE T'OJIOBBI MallVieHTa [22], ¥ HepeKo coueTaeTcs
C TSDKeNIBIM Topa)keHyeM ceTyatky [23]. B xadecTBe Hau-
60/Iee YaCTBIX OC/IOKHEHUIT TIePEHET0 YBEUTA OMMCHIBAIOT
BO3HJKHOBEHNE IIepefHNX VM 3alHUX CHHEeXMil, BTOPUYHYIO
IJIayKOMY, KaTapaKTy I MaKy/IAPHBIN OTeK.

MeHee 4acTBIMU IIPOSB/ICHUAMY NTOPaYKeHNUA IepefHero
ot/ena r1a3a y 60n1bHbIX BB SBISAI0TCSH KOHBIOHKTUBNT, CUH-
IPOM CYXOTO I71a3a, SIMCK/IEPUT, CK/IePUT, KePaTUT, IIOpake-
HIe BeK J 3KCTPAOKY/LAPHBIX MbIIIL [24].

Y maunenToB ¢ BB Hanbosee 4acTO BBIABIIAIOT XPOHMYeE-
CKMIT VUIM PELMIVBUPYIOLIMI HETPpaHYIeMaTO3HbIN 3alHNI
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WIU TeHepanu3oBaHHbIA (B 40-60 %) mBycTOpoHHMIT (78—
95 %) yBeur [24-27].

OCHOBHBIMU TNIpPU3HAKAMM TeHepPaIM30BAHHOIO U/UIN
3aJIHETO yBeWTa ABIATCA AM(QY3HBIT BUTPEUT C IIO-
MYTHEHIEM CTEKIOBUIHOTO Tela Wiy 6e3 Hero, BaCKy/IuT
CeTYaTKW, OKK/IIO3VsI KPYIHBIX MM HepudepuvecKux BeH
CeTYaTKIU 1, peXKe, APTEPUOJI, IOBEPXHOCTHBIE/TTTyOOKIE NH-
GUIBTPATHl CeTYAaTKM, MAMV/IINT 3PUTEbHOTO HEpBa 1 Ma-
KY/ISIpHBIII KUCTOBUAHBIN OTeK [23, 28].

OuddysHsii BUTpent — 06s3aTeNbHBIN NPUSHAK MO-
pakeHMsI 3aJHEro cerMeHTa IMasa. [IoMyTHeHMe CTeKIOo-
BIUJJHOTO Te/la — IPU3HAK aKTUBHOTO BOCIIA/IEHNsI, KOTOPOe
Hanboree sIPKO IPOSB/IAETCS B Havase 0OOCTPeHUs U I1I0-
CTenmeHHO yMeHbImaetcs [19, 29]. ITo Mepe Toro kak Bocma-
JIeHVe CTEKIIOBU/JHOTO TeJId PErpeccupyeT, BOCIIATNTE/IbHbIE
KOHITIOMepaThl B CTEKIOBUJHOM Telle OPTaHM30BBIBAIOTCS,
IPVHUMAs BUJ| «CHE)KHBIX KOMKOB», ¥ MOTYT 00pa30BbIBaTh
HUTY, IOffOOHBIE )KEMUY)KHOMY O>KEPebl0, B HIDKHIX OTHie-
JIaX CTEKIOBUAHOTrO Tea [18, 23]. 910 ABIgeTC MaTOrHOMO-
HIYHBIM I YKa3bIBaeT Ha TO, YTO IPUCTYII HAYAJICS OKOJIO He-
ey Hasaf, U B HACTOsIee BpeMsl perpeccupyert. B ormmane
OT IIOMYTHEHMII THUIIA «CHEXXHBIX KOMKOB» IIPM HapCIUIaHN-
Te, OHJ MEHbIIIE 110 PasMepy, VMEIOT OpPraHN30BaHHOE pac-
THOJIOKEHYE, B OCHOBHOM BBIABJIAIOTCSA B HIDKHEBUCOYHOM
OT/ieTle U CIIOHTAHHO pe30opbupyroTcs 6es pybreBanus [30].

Hamnb6ornee yacto BcTpeyaromieecs ¥ IPOrHOCTIIECKH He-
6maronpusATHOE MPOsBIEHNUE 3aJHETO YBEUTa — OONUTEPH-
PYIOLINI HEKPOTU3UPYIOIINIT BACKYIUT, OOBIYHO COIPOBO-
JKAALiics petuHutoM [15, 28-31].

Benn! (mepu¢rebur) nmopaxarmTcs 60/bllle, 4eM apTe-
pun (mepumaprepumt). Ilepmaprepumt He paccMaTpuBa-
eTCsl M30NMMPOBAaHHO, OH BCEIfla CONPOBOXKIACTCA IepU-
¢dmebutom. YacTo Taxke BBIABAAETCA Kammwiaput [32].
[Tepudnebur mpn BB — skccymaTMBHBIN, OKKIIO3MPYIO-
W ¥ PEUUANBUPYIOIMIA IIPOLECC, KOTOPBII MOXKET BO-
BJIEKAaTh COCYABI MII060ro pasmepa u 060l TOKaIU3ALNNL.
OKK/TIO3UPYIOINIT BACKY/IUT MOXKET IIPUBORUTD K BOSHMK-
HOBEHIIO TeMOPPATHII I HOSIBIEHNIO «MSTKOTO» 3KCCyHaTa
Ha CeTYaTKe B OCTPOM Iepuope (PETUHUT CETIATKN), K OK-
K/TIO3UY BETBEN BeH CETYATKV WIN, PeXe, OKKITIO3UM LIeH-
TpPa/IbHOI BEHBI ceT4aTKu. [loc/ie cTMXaHMA BOCHAUTENb-
HOTO IpOLiecca BBIAB/IAIOTCA OKKIIO3MPOBaHHbIE COCY/BI
1 MOXKeT HabmopaTbcsa nmemusa cerdatku [30]. BosmoxxHo
IopakeH1e coCyIoB xopuongeu [33].

MaxkynAapHbIl OTeK CeTYaTKM NPUCYTCTBYyeT oOT 20
1o 75 % ciy4yaeB, IpM 3TOM 4acTO OH BBIABIAETCA TOITBKO
npu nposefieHMu (¢IoopeclieHTHON aHruorpagum [34],
AB/IAeTCsl Hambojee YaCTBIM HPU3HAKOM ¥ OCTIOKHEHMEM,
HPOABIAMINMCI B MaKy/[LApHOI obmacT mpu 6omesHn
BexdeTa, 1 MOXXeT IPUBECTH K HEOOPATHMOMY CHIDKEHUIO
OCTPOTHI 3peHNsI MALMEHTA 32 CYeT BOSHUKAIOIIVX BIOCTIEN-
CTBUU UIIEMUYECKIX U3MeHeH I [26, 34, 35].

3puTenbHbIN HEPB MOPaXKEH KaK MUHUMYM y YeTBEPTH
nanuenToB ¢ bb. OnTnueckas Heliponatua npu BB moxer
BO3HUKATh OTHEIBHO WIM COBMECTHO C JPYTMM IOpaXke-
Hiem ITHC, ObITb BTOPUYHOI M3-3a OPYTUX IHOpakKeHWit

2022;19(4):719-726

I71a33, TAKMX KaK YBEUT, OTEK IMCKA 3PUTEHHOTO HEPBA 13-
3a Tpomb03a IypanbHOTO CHHYCA, OONMUTEPUPYIOLIEro Ba-
CKY/IMTA CETYATKU MY BTOPUYHON ITIayKOMBI.

ITO COCTOsAHUE MOXKET MIPOABIATLCA MO0 B BUE U30MNU-
POBAHHOTO MAMWIINTA, MO0 B BUAe TPOMOO3a CarnTTalb-
HOTO CMHYCa IIPU HEBPOIOIMYeCKOM IopaxeHun [36-38].

MammnmuT ¢ TunepeMmelrt AUCKa 3pUTEIbHOTO HepBa
U «CTEPTOCTBIO» €r0 TPaHMI] — HayrbojIee YacThIil BapUAHT
MOpa)kKeHMs 3pUTENbHOro HepBa. OTeK J¥CKa 3pUTETbHOTO
HepBa MO)XeT BO3HMKHYTb B pe3y/lbTaTe MMKPOBACKYINTA
apTepuoN, ero KpOBOCHAOXAIOIMX. XOTs 9TO HpOsABIEHUE
BOCIIAJIVTE/IBHOTO IIpollecca Hab/IofjaeTcsa He OYeHb 4YacTo,
OHO MOXXeT IIPUBECTH K IIPOTpeccupyloLier arpoduu 3pu-
TENbHOTO HEPBa.

OCHOBHBIMI OCTIOKHEHUAMMU yBeuTa y 60/mbHbIX Bb 8-
JIIIOTCSA: HEOBACKY/LAPU3ALINs, OTC/IONKA CeTYATKM, KaTapak-
Ta ¥ BTOpMYHas rmaykoma [18, 39].

CucremHast KpacCcHas BOMTYaHKa

CucremHas kpacHas BomyaHka (CKB) — cucremHoe ay-
TOMMMYHHOE peBMaTuuecKoe 3aboneBaHIe HEN3BECTHOII
STUOJIOTUM, XapaKTepusylouleecsd TUIEPIPOSYKLMEN Op-
raHocrennpuIeckux ayTOaHTUTENT K Pa3IMYHBIM KOMIIO-
HEHTaM KJIETOYHOTO fifipa C pasBUTHEM MMMYHOBOCHAJIN-
TEJIbHOTO ITIOBPEX/IeHNA BHYTPEHHUX OPraHOB. B cTpaHax
EBporsl 3aboieBaHme BCTpEYaeTCst ¢ 4acToToit 39,2 cmydas,
B CIIIA — 241 na 100 000 HaceneHuA.

ITopaxkeHMme I71a3 KaK NPOsABJIeHIEe OCHOBHOTO 3a00/eBa-
HUA BCTpedaeTcs y 25-47 % manuentos ¢ CKB. Ilepenuuit
YBEUT Y 9TOJ I'PYIIIB OONbHBIX ONpefieNAeTCs PeKo, 3TO
HerpaHy/JIeMaTO3HOe BOCHajIieHNe, OOBIYHO IIpOTeKalollee
B JIeTKOIT ()opMe, HO B PEAKUX CTy4asX MOXKeT MPUBOLUTD
K YXYALIEHUIO 3peHns ¥ GOopMMUPOBaHMIO IMIOINOHA [40].

XapakTepHbIM TIPOSIB/IEHIEM BOB/IEYeHMs I71a3 § 60/b-
Hpix CKB saBnderca BomyaHOYHAs peTMHONATHUA B JIBYX
pasHOBMOHOCTAX. IlepBasd — peTMHONATNA, aHA/JIOTMYHAS
HnabeTMIecKoil M TUIIEPTOHMYECKON aHTMOPETHMHOIATHN,
KOTOpasi pasBUBAETCA C YacTOTONl 7-26 % y HauMeHTOB
c CKB [41-43].

PeTHOmaTMsA XapaKTepusyeTCs BO3HUKHOBEHUEM «Ba-
TOOOPa3HBIX» MHQWIBTPATOB Ha ceTYaTke (TMCTONOTMYe-
CKMf — LUTOMAHBIE TeNIbla), 0OPA3yIOIINXCs B pe3yibrare
JIOKa/IbHOJ MIIEMUM BCIECTBME OKKIIO3MM MEJIKMX apTe-
PMON ceTYaTKV MHOUIBTPUPYOIVIMU BOCIAIATETbHBIMU
KIeTKamu. «BatoobpasHsie» MHPUIBTPAT 0TATBMOCKO-
MUPYIOTCS NPEVMYIIeCTBEHHO B 3aJJHEM IIOJIIOCE CEeTYATKM
" B 06/macTu fyicKa 3putenpbHoro Hepsa [43]. K mposiieHunsiM
perunonatuy npu CKB Takke OTHOCAT MOABJIEHME MHTPA-
PeTVHAIbHBIX TeMOpparuil B BUfie TOYeK, IATeH M II/IaMeo-
OpasHBIX, IPEPETUHAIBHBIX [eMOPPArnii, MUKPOAHEBPU3M,
(OKaNbHBIX CYXEHMII PETMHANIBHBIX COCYHOB, apTepuasb-
HBIX OKK/II03ui1 (B ToM uncie okkmosusa [JAC mim ee Bet-
Beil), OKK/TIO3UM BeH CeTYaTKM (B TOM 4ncie okkmosus IIBC
mnn ee BeTBeit). OCIOXXHEHMAMM 3TOTO MPOLecca CYUTAIOT-
Cs1 HEOBACKY/APM3aLMsA CeTYATKY, TPAKIMOHHAA OTCIOMKA
ceTyaTKy, reMoTanbM, Backymut JJ3H, unremus nepegHero
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OTfeNa TJlasa C PasBUTUEM BTOPUYHON INIAYKOMBI U JP.
(B TOM 4UCITe HEOBACKYILAPHOIL) [44].

Bropas pasHOBUIZHOCTb — PETMHOBACKY/INT, BOCIIA/TEHIe
apTepyoJI VI BEHYIT CETYATKM, KOTOPBIN, KaK IPaBUIO, IPO-
SIBIIETCS B OCTPOIL popMe, 0(PTaTbMOCKOIMYECKH IKCCY/A-
IMeil o XORy COCYJOB, Jy4llle BUAMMON IPU HpPOBeNeHUN
¢moopecuentHoit aHruorpagum [45]. IlopakeHue xopuo-
U[IeU OMMCBHIBAIOT PERKO [46], Tak >ke KaK 1 M30MMPOBaHHbII
OIITMYECKUIT HeBPUT, BO3HMKaroumit Ha pone CKB [47].

HexoTopble aBTOpBI COOOIIAIOT O BOMYAHOUYHOIN
XOPUOUAOMATUM U IEHTPAIbHOI CEepO3HOI XOPMOpPETH-
Homatuu [48, 49].

ITopakeHne 3puTenpbHOro Heppa y manyueHToB ¢ CKB
MOXeT MPOSBIATLCA B POpMe HEBPUTA 3PUTEIBHOTO HEPBa,
MILIEMIYECKON ONTUYECKO HEBPOIIATUM M OTEKA JIVICKA 3pU-
TE/IbHOTO HEePBa, ¥ 3TO BCTpedaeTcs IpUMepHO Vv 1 % mary-
entos ¢ CKB [47, 50].

Omucannl Takxke npossneHns CKB B Bume cuHmpoma
JleBuKa (meMMETMHMU3UPYIOLUIT ONTUKOMMEINT, IPOSIBIIA-
IOIUIICS CEJIEKTUBHBIM IIOPAXKEHNMEM 3pPUTENBbHOTO HepBa
(ocTpplit M HOROCTPBIN HEBPUT) U IOPaXKeHMEM CIVHHOTO
Mos3ra (0OLIMPHBIIT IIoNepeYHbIil Muenut) [51-53].

Yacro npu CKB BbIAB/IAETCA CyXO0l KEPaTOKOHBIOHKTH-
BUT B paMKax CONMyTCTBymommero curapoma lllerpena [54],
a TaK>Ke SMUCKIIEPUT U CKeput [55, 56], keparut [50, 57].

Cunppom Porra — Kosgnaru — Xapapa

Cungpom ®orra — Kosnarn — Xapapga (OKX) mnn yse-
OMEHUHT€a/IbHBI CUHAPOM — 3TO PefKOe MY/IbTUCUCTEM-
Hoe 3a00/eBaHIle, IIOpa)kalolilee OPraHbl, COLEPrKallie Me-
JIAHOLIMTBI, TaKMe KaK I71a3, [leHTpaibHasi HepBHas CUCTeMa,
BHYTpeHHee yX0 1 KoXKa. 3abojeBaHme 4alle BCTpedaeTcs
y JIofieit ¢ 60/Iee TeMHOJ MUTMeHTanelt Koxu. bornerot mpe-
MIMYIIECTBEHHO YXEHIMHBI B BospacTe oT 20 1o 50 ner.

IIpuumna cungpoma @OKX ocTaeTca HeM3BeCTHOI,
HO CYMTAETCH, YTO OOIe3Hb ABJAETCH Pe3y/IbTaTOM OIOCpe-
ToBaHHOTO T-KIeTKaMu ay TOMMMYHHOTO IIpoLiecca, HallpaBs-
JIEHHOTO IpOTMB MenaHouutos [58, 59]. HLA DRB1*0405
SIBNIAETCS. Hanboee pacIpoOCTPAHEHHBIM aJljIeNieM, aCCOL-
upyromumcs ¢ curgpomom OKX [60].

B 2007 ropy npepio>KeHbl efyiHble KPUTEPUM JI7IA TOCTa-
HOBKU uarnosa 6omesuu Oorra — Kosaaru — Xapapga [61].

Cungpom ®orra — Kosnaru — Xapaga — sto Thl-
ayTOMMMYHHOe 3abo/ieBaHIe, HAILIPAaBIEHHOE MPOTUB Me-
JIaHVH-CBSI3aHHBIX GE/IKOB B MEIAHOLMTAX CTPOMBI XOPHO-
upen. IlepBuduHas BOCHanMUTeNbHAS pPEAKIMUSA MPOUCXONUT
UCKTIOYUTEIPHO B COCYAUCTON 060/04ke (B 4YacTHOCTH,
B XOpuoupee).

Knaccuueckoe KIMHMYECKOe TedeHUe 3a00jeBaHMs
MOXXHO Pas3[elnTb Ha 4 CTafiuu: IPOAPOMAJIbHYIO, OCTPYIO
YBEAIbHYI0, CTaAMI0 PEKOHBAIeCLeHIMI (BBI3ZOPOBTIEHMS
WM OOPaTHOTO pasBUTHA) U XPOHMUYECKYIO pelUIUBUPYIO-
myio [62].

IlepBast mayu mpofgpoManbHas CTafusl BKIIOYAET TaKue
CUMIITOMBI, KaK TOJIOBHas 0O/b, MUXOpajfika U CBETO6O-
SI3Hb, MOXKET VIMUTHMPOBATb BUPYCHYIO MHGEKLNIO, TIPOLecC
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B Xopuoujee paspupaercs 6eccumMnToMHo. [lepBuyHo nopa-
KAIOTCA MeTTaHOLUTBI CTPOMBI XOPMOUJIEH, YTO MOXKET OBITH
BBISIBJICHO TOJIBKO C IOMOIIIbIO aHTHOrpaduy ¢ MHAOLMAHNH-
3eneHbIM [63]. Bropas wm rasHas cTagyma — 3KCCYAaTUB-
Has. Ha 9TOM arame MaccuBHasi MHPUIBTPALIUS XOPUOVEN
BBI3BIBAET M30BITOYHOE, OOBIYHO «B3PBIBHOE», BOCIIATIEHNE
B IPUMBIKAIOIVX CTPYKTypax, HallpuMep B ceTdaTke. ITO
BTOPMYHOE BOCIAJIEHNE IPOSBIACTCSA KaK TSDKEbII JBY-
cropoHHuUt udQysHbII TpaHyTeMaTO3HBI TeHepanmuso-
BaHHBII YBEUT, OOBIYHO IIPOSBIIAIONINIICA ABYCTOPOHHEI!
CEepO3HO 3KCCYAATUBHOI OTCIOMKOI ceTYaTKM (dallie My/Ib-
TU(OKAIbHOI), NAIM/UINTOM, BO3HUKHOBEHMEM Y3€/IKOB
Janena — ®yxkca (He6ONBIINX OTTPaHMYEHHBIX TOYEYHBIX
y4acTKoB arpo¢uy Ha Hepudepuyt ceTyaTky), HepefHUM
yBeutoM. B ocTpoit ¢ase nepemHuil yBeut, HabIOfaeMblii
Yy HEKOTOPBIX NAIIMEeHTOB, YaCTO NPOsB/IAETCA KaK HerpaHy-
JIeMaTO3HBIII IIpoliecc [64, 65]. Ta cTafusa CONPOBOXKAAETCS
BHEITIA3HBIMY IPOSABIEHUAMM: [IBYyCTOPOHHE! HellpoceH-
COPHOI! TYTOYXOCTbIO, MEHUHTUTOM, IUIEOLIUTO30M CIIMHHO-
MO3TOBOH XUAKOCTU. TpeTbsA XpoHMYecKas CTafuA MOXKET
IpOSBIAThCA IBYM: BapuaHTaMy. Crajys 3a — ¢ OCTpBIMU
pelManuBaMM, KOTOpasi BHIIJIAMUT TaK e, KaK 9KCCYaTuB-
Has CTafusA, HO C Pa3BUTHUEM IIEpPefHEro JBYCTOPOHHEro
TPaHyJIeMaTO3HOTO YBEUTa, MaHM(PECTHOTO WM CKPBITOTO
peluuBa B 3aJHEM IIONIOCE, TXKENbIM MOpaXKeHNMeM 3a-
IHero momoca rmasa — fudysHoit aTpodueit MUTMEHTHO-
TO SMNUTeNNA ceT4aTky (I7Ia3HOe [HO IO TUILY «3aXopdllee
conHIle»), pybuoB or ysenkos Hamena — ®Pykca, skcTpa-
OKY/IIPHBIX IpPOSBIEHUI (BUTWINIO/aIOIeIs/IONN03).
Ecnu nevyenne okasbiBaetcs HeabdeKTUBHBIM, 3a00/1eBaHMe
HepeXOINUT B MENIEHHO Iporpeccupymomyn craguio (3b)
U 4-10 CTaIMIO0 «BBDKXKEHHONM 3€MIIN»: BANOTEKYIIMIA XOPK-
OVJUT, IJIA3HOE JIHO II0 TUIY «3aXOJSILEro COMHLA», PyOLbl
ot y3enkoB [lanena — Pykca, 13 9KCTPAOKY/LAPHBIX IPOSB-
JIEHUIT — BUTWUJIATO, a/IOTELs, IT0/I103 [65].

B ocrpoit ¢ase mepenHuiT yBeut, HaOMIOfAEMBIil Y He-
KOTOPBIX HAL[IeHTOB, OOBIYHO IIPOABJIAETCA KaK CyOaKTUB-
HBII HETrpaHy/leMaTO3HbIl BOCIIAIUTENbHBIN  IIPOLECC.
PerpupyuBupyloiue snu3onbl IPaHylIeMaTO3HOTO IepefHero
yBeUTa XapaKTepHBI J/I1 XPOHMYECKON peluANBUpYIOLIel
¢dassL

O6octpenust cuappoma OKX 06BI9HO MIPOSBISAIOTCA
B BUJE PeLMAMBUPYIOLIETO IIEPeHEr0 YBeUTa C BOBJIEYe-
HueM Wi 6e3 BOB/IEUEHNMs 3a[JHETO OTpe3Ka I71asa [66, 67].
ITpuynHa BO3HMKHOBEHMS PELUIMBOB OCTACTCSA HEM3BECT-
HOJi, HO OHa He MOXXeT OBITb OfJHO3HAYHO OTpPakKeHMeM pe-
aKTMBAIMU CUHJIPOMA, IOCKOTBbKY COCYAMCTas 060I0vYKa
U ceTyaTKa B KaKIOM CIy4Yae OCTAIOTCA He 3a/leliCTBOBaH-
HBIMIL. PAp mccmenoBarenell mpefnonaraeT, YT0 3T0 MOXKET
OBITh BTOPMYHOE MMMYHHOe COObITHe. BBUIO BBICKa3saHO
IIpefIIoIOKe e, YTO pas3pylLIeHNe TKaHY CeTYATKM MOXKeT
BBICBOOOXK[IATh aHTUT€H, KOTOPDI MHIIMUPYeT MMMYHHBbII
OTBET TKaHMU IV1a3a [66, 68, 69].

OcnoxxHenusa sagHero ysemta npu cuHpgpoMe OKX
BK/IIOYAIOT ONTHMYECKYI0 HeMpONaTMio M IpomvdepaTy-
Hylo peTuHomaruio. IIpomudepanus MoxeT HpPOABIATHCA
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B PasHBIX KIVHUYECKNX POpMax — KaK pPOCT HOBOOOpa-
30BaHHBIX cocyfgoB Ha [I3H m kak HeoBacKymrspusanus
ceryaTkn. IIponmdeparuBHad peTMHOIATHA y NALVMEHTOB
YKasbIBaeT Ha CTOMKOE HEKOHTPOIMPYEMOE TeYEHNE BOCIIA-
JUTeNbHOrO Tporiecca. [IpaBunbHO MOJOOPAHHOI Teparmnm
yBeUTa B pAfie CTy4aeB JIOCTAaTOYHO J/IA JOCTVDKEHMA pe-
rpecca HeOBaCKyAApU3aLuy ceTdaTkn [70].

AyTOBOCl’IaTII/ITeJIbeIC CUHIPOMBI

AyToBOCHanMTeNTbHbIE 3200/TeBaHN/CUHAPOMBI Ye/IoBe-
ka (Human Autoinflammatory Disease) — ABC/HAIDS —
reTepOreHHas TpyNIa PefKUX TeHeTUYeCKU JeTepMUHU-
POBAaHHBIX, HACNE[ICTBEHHO OOYC/IOB/IEHHBIX COCTOSHMI,
XapaKTepU3YIOMIMXCA MepHOSYecKUMY IPUCTYIIaMI BOC-
IajieHusa ¥ MaHM(eCTUPYOUNX TUXOPafKON M KIMHUYe-
CKOJl CHMIITOMATMKOM, VMMUTUPYIOIIe peBMaTU4ecKyIo,
IPY OTCYTCTBUM QY TOMMMYHHbIX WM MH(EKIVIOHHBIX IPH-
4yH. BormpuHCTBO 3a60/1eBaHMIL, OTHOCHMBIX Ceifdac K ay-
TOBOCHA/IMTEIbHBIM, MMeeT HAac/efICTBEHHOE MOHOT€HHOe
IPONCXOXKTEHIE.

ABC yarrie Bcero ie0I0TUPYIOT B IeTCKOM BO3pacTe, MHOITA
Ha IIepBOM TOJY XKV3HU, U1 SBJIIOTCS B OCHOBHOM IIEMaTpy-
Jeckol mpobneMoit. B To >xe Bpems Tu 3a60IeBaHNUs MOTYT
HA4YVHATBCS U Y B3POC/IBIX VI, ieOI0TUPYS Y AeTell, COPOBO-
XKJIaTb OONILHOTO Ha IPOTSDKEHNY MHOTYIX JIeT KU3HIL.

[TopakeHne I71a3 IO TUIIy YBeUTa XapaKTepHO, IIpe-
XKJie BCEro A TaKUX KPMOIVPMH-aCCOLMMPOBAHHBIX IIe-
propmdeckux cunapomos (Cryopyrin Assotiated Periodic
Syndromes — CAPS), kak XpOHMYeCKMil MIafjeHuecKuit
HEepBHO-KOXKHO-apTUKY/LIPHBI CUHAPOM / MIIafieHuecKoe
My/IBTUCUCTEMHOE BOCIIaNUTenbHOe 3aboneBanne (Chronic
Infantile Onset Neurologic Cutneous Articular / Neonatal
Onset Multisystem Inflammatory Disease — CINCA/NOMID)
n cuHgpoM Maxma — Yanca (Muckle—Wells Syndrome —
MWS), pasBuTue KOTOpBIX OOYC/IOBJIEHO MyTalyeyl TIeHa
CIAS1, pacrionoyxeHHOTo Ha JIMHHOM Iijiede 1-if mapbl Xpo-
MOCOM U KOfMpYollero 6enok xpuomuput. Ilepedrciennsie
CUHJIPOMBI XapaKTepU3yIOTC PaHHMM HadaoM (KaK IIpaBU-
710, Ha TIEPBOM TOZY >KM3HM), PELUANBUPYIOLIENl MU IIepCH-
CTUPYIOLIE JMXOPAJKOil, YPTUKAPHONM CBIIbIO, IIMPOKUM
CIIEKTPOM MOP@XEHNA CYCTaBOB OT apTpPalruil O peLyuau-
BUPYIOILETO U NIePCUCTUPYIOLIEro apTpHUTa IPY TSKENbIX Ba-
PMaHTaX, a TAKKe IOpaKeHVeM LieHTpajIbHOI 1 Niepudepnde-
CKoiT HepBHOII cucTeMbl. OdTaTbMOIOrYecKyie IpOsBIeHNA
cunzipoma CINCA/NOMID BKm0Yar0T KOHBIOHKTUBHUT, II€-
penuuit (50 %) mmm saguuit (20 %) yBenut, OTeK 1 aTpoduio
3pUTEZIbHOTO HEPBAa, IPUBONALIYI0O K CHIDKEHUIO 3PEHI
y 25 % ¥ C/IenoTe Y IOIOBYMHBI ITALeHTOB [58].

Y 6ompubix ¢ MWS mopaxeHue I71a3 HpPOSBIAETCS
KOHBIOHKTVBNITOM, SIMCKICPUTOM WIA UPUFOLUKINTOM.
OdranpMonornyecknue MPOABIEHUSA IO TUIY KOHBIOH-
KTMBUTA, MEPUOPONTATIBHOTO OTeKa, peXke — MepefHero
yBeNTa ONMCAHBI IPU TEPUOANYECKOM CHHPOME, acco-
LMYPOBaHHOM ¢ MyTanuei reHa penenropa ®HO-a (TNF
(TNF-receptor associated periodic syndrome — TRAPS)).
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Eme omaumm ABC, xapakrepusyromumca HOpakKeHUeM
I7a3, ABIAETCA CMHApPOM brmay mam capkompos ¢ paHHUM
HauasioM (Blau Syndrome) (CB) — moHorenHoe Hacmen-
CTBEHHOe 3ab0/eBaHMe, BO3HMKaIOLIee BCIENCTBIE MYyTa-
MM B TeHe INaTTepH-pacnosHawpuiero penentopa NOD2/
CARDI15, peHOTUIIMIECKN TIPOSIBIIAIOLIEECS TPUALONL B BUJE
TpaHy/l1eMaTO3HOTO IONMApTPUTa, [epMaTUTa U YBeuTa.
OcHoBoi1 gna guarHoctuku Cb, Kak 1 capkouzosa B 11e7I0M,
siBnsieTcst Mopdornornyeckoe uccnenosanue. [Ipu Cb BbLaB-
JISIIOTCS SMUTETNONHOK/IETOYHbIe TPaHy/IeMbl 63 HEKpO3a,
HanoMuHammye capkougHele. Y 60-80 % maunuentos ¢ Cb
B BO3pacTe 4 JIeT U CTapllle JUarHOCTUPYETCSA YBEUT, KOTO-
Pblii, KaK IIPaBUJIO, sABJAETCA JBYCTOPOHHMUM, IIpefCTaBlIeH
TpaHy/neMaTO3HbIM VPUTOLVKINTOM B COYETAHUM C 3alHUM
YBEUTOM, B IOC/IEAYIOLIEM 3BOMIOLVIOHNPYET B TSAXKEbII 11a-
HYBEUT C MynbTU(OKaNbHBIM xoprouputom. [Ipu 6yomu-
KPOCKOIIM I71a3a BBIAB/ISETCS Y3€NKOBbII epudepuiecKuit
KepaTuT ¢ mpeyunuraramu B obmactu nmmba, HoKanbHbe
CUHEXUY, MOTYT BBIAB/IATDHCA Y3€/IKN B pafyXKe. B ormmdne
oT yBeuta npu IOVA, KoTopblil TOYTK BCErfa OrpaHNYMBa-
eTcs IepeHUM oTpe3koM, i Cb xapakTepHO BOBIeUeHNE
BCETO yBe€a/JbHOTO TpaKTa C pa3sBUTHEM IaHyBeura B 75 %
crydaeB. JacTo B IAaTONMOTMYECKUII MpoOLiecC BOBEKaeTcA
CTEKJIOBUTHOE TENO, M BUTPEUT MOXKET IePCUCTUPOBATDH
B Te€4EHUe JINTE/IbHOTO BpeMeHN. Y TPeTy MAIMIeHTOB pa3s-
BMBAIOTCA OC/IO>KHEHUA B BUJe JIEHTOBUIHOIN JereHepalnn
POTOBMIIBI, ITIAYKOMBI, KaTapaKThl, aTpOQuu 3pUTENLHOTO
HepBa, OTeKa MAKYJIbl, OTC/IONKM CeTYATKIL.

3AKJNTIONMEHUE

HecmoTps Ha u3yyeHHOCTD yBenTa mpyu MHorux VB3, ta-
KMX KaK CIIOHAM/IOApTPUTHI, CUCTeMHBIe BacKymnThl, IOVIA,
cunppoM KX, ocTaeTcs akTya/lbHBIM JajbHelllee U3yde-
HUe 0COOEHHOCTel! I/Ia3HBIX IPOSIBIEHNIT C LIe/IbI0 OIpeie-
JIeHUs1 U pa3pabOTKy HOBBIX TEPANEBTMYECKUX MIUIIEHE,
dbopMMpoBaHNs EPCOHAMU3UPOBAHHBIX TePAIeBTUIECKNX
nozxopoB. Kpajine BaxHbIM 1 nanyentos ¢ HUY nHa ¢pone
VIB3 saBngercsa TakXKe pasBUTHE MYIbTUAVCLUIIIMHAPHO-
O TIOXOf, TPeOYIOLIero TeCHOr0 COTPYAHMYECTBA LIe/IOT0
pAfa CIlenyanaucToB.

Yrny6neHHOe  IIOHMMaHMe  MMMYHOIIATOJIOTMYeCKUX
MeXaHM3MOB, KaK JeXalnx B ocHoBe VIB3, Tak u Bamsaio-
IMX Ha MaHMU(eCTAlNIO CO CTOPOHBI I71a3, IIO3BOIUT MHaYe
B3I/IAHYTb Ha IpVMeEHseMble TepaneBTUYeCKUe IIOXOHbI
U B psifie C/Ty4aeB OTKA3aThCsI OT HU3KOI((EKTUBHBIX U BbI-
COKOTOKCUYHBIX areHTOB, a TaK>Xe JMCIIO/Ib30BaTh B NEPBOIL
JIVHVM TIpenapaThl, 0OBIYHO Ha3HAYAIOLIMeCA TONbKO B ped-
PaKTepHBIX CTyJasx.

VYACTUE ABTOPOB:

JaBpigoBa ILA. — c6op AaHHBIX, aHA/M3 U MHTEPIpeTAlA JAHHbBIX, HAMMCAHUE
TEKCTa.

JIncuupina T.A. — IOArOTOBKA M HAYYHOE PEAAKTUPOBAHME CTATHI.

Kopanesa JI.A. — IOArOTOBKa ¥ HAy4HOE PEAAKTMPOBAHME CTATHU, OpOpMIeHNE 61~
6morpadmm.

Coposxkna E.C. — HayuHOe peflakTipoBaHue cTathi, ohopmieHne 6ubmorpadmm.
3arieBa A.A. — c60p faHHBIX, opopmteHe 6ubmmorpadum.

Baiicanryposa A.A. — c60p faHHBIX, opopmterne 6ubnmorpadmmn.
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