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B cmamve npusedenvt 0030p aumepamypvl U KAUHUYECKOe HAOAOOeHUe nayueHmKu ¢ daumenvHo mekyujeil 6oase3uvio Illeepena (BIII) 6
couemanuu co cnopaduteckum muozumom c¢ exarouenusmu (CMB). luaenos b1l ymeepoicden 6 coomeememeauu ¢ poccuiicKumu Kpumepusmuy
BII 2001 e., a maxxuce mexcdynapoonvimu kpumepusimu ACR 2012 e. u ACR/EULAR 2016 e. Jluaecnoz CMB 6vin yemanoenen Ha 0CHOBaHUU
XapakmepHoil KAUHUMEeCKOU KapmuHbl: pazeumue 3a004e8aHUs Y HceHUWUHbL nocae 50 nem ¢ Me0daeHHO npozpeccupyiouell acumMmempuuHol
MbLULEHHOU CAA00CMbIO U MUNUYHBIM PACHPeOeNeHUEeM, YMEPEHHOe NObluleHUe YPOSHS KpeamuHnpocpokunazwl (<10 Hopm 3a eco nepuod Ha-
0n100eHUs), HaauYue 2eHePaIu306aHHO0 NEPEUUHO-MbIUEHHO20 NPOUECca N0 OGHHBIM U20ABYAMOU SNeKMPOMUOPAPUL, MUNUMHOU KaAPMUHbL
NOpadceHust MblUll, N0 OAHHBIM MACHUMHO-DE30HAHCHOU MOMOSpaduu U HeadhgheKmUBHOCMU B8bICOKUX 003 2AHKOKOPMUKOUO08.
Omcymemeue 2ucmono2uuecko2o noomeepicoenus: He NPOMUBOpeHUm OUAeHO3Y, MAaK KaxK npu Mop@oaocuueckom Uccaeo8aHuu Molully y
601bHbIX ¢ Munu4HbLIM meueHuem 3abonresanus ¢ 20% cayuaes ne yoaemes obnapyycums xapakmephuie npusnaku CMB.

B nacmosuwee spems agppexmusnas namoeenemuuecxkas mepanus CMB omcymcemeyem. Tonumanue mexaruszmos pazsumus CMB nozeoaum
paspabomams OelicmeeHHble Memoobl €20 Ne4eHUs.
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The article presents a review of the literature and a clinical observation of a patient with long-term anamnesis of primary Sjogren's syndrome
(SS) in combination with sporadic inclusion body myositis (sIBM). The diagnosis of SS was confirmed in accordance with the Russian diagnostic
criteria for SS 2001, as well as with the ACR 2012 and ACR/EULAR 2016 criteria. The diagnosis of sSIBM was established on the basis of a char-
acteristic clinical picture: the development of the disease in a woman after 50 years of age with slowly progressive asymmetric muscle weakness
and a typical distribution, a moderate increase in the level of creatine phosphokinase (<10 norms for the entire observation period), the presence
of a generalized primary muscle process according to needle electromyography, a typical picture of muscle involvement according to magnetic
resonance imaging, and the ineffectiveness of high doses of glucocorticoids. The absence of histological confirmation does not contradict the di-
agnosis, since morphological examination of muscles in patients with a typical course of the disease fails to detect characteristic signs of sSIBM in
20% of cases.

Currently, there is no effective pathogenetic therapy for sSIBM. Understanding the mechanisms of sIBM development will allow to develop effective
methods of its treatment.
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Crniopaanyeckuii MUO3UT ¢ BKIoyeHussMmu (CMB) — 3a60- SIBJISIETCS MEJUIEHHO IPOTPECCUpYIolLeii CJ1ad0CThIO C BOBJICYEHUEM
JIeBaHUE U3 IPYIIITbl UIMONATUYECKUX BOCHATUTEIbHBIX MUOMATUI U MPOKCUMAJbHBIX, U AUCTATbHBIX OTAEIOB KOHEYHOCTE!, YTO
(MBM). CMB 3aHumaeT ocoboe MecTo cpeau Apyrux ¢hopm MPUBOAMT K MOCTENIEHHOU aTpodUM ONpeneeHHbIX TPYIIT MbILLILL
MBM, omiunyasch Kak MaToreHe30M, Tak U KJIMHUYECKOU Kap- [1, 2]. OcobenHocTbio CM B siBiisieTcst u30MpaTebHOCTh U ACUM-
TUHOM. 3aboJieBaHUe pa3BUBaeTCs y JTtonei crapie 50 jiet, mpo- METPUYHOCTH MBIIIIEYHOTO TTopaxkeHusi. C1abocTh OOJbIIe BbI-
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paxeHa Ha HeZOMWHUpYIOLIel cTtopoHe. [IpenmyIiiecTBeHHO
CTPafaloT YeThIPEXIIaBble MBIIILIbI Oeaep U ITyooKue crudaTenu
nanbueB pyk [1, 2]. ITarorene3 CMB nipencrasisier codoii coue-
TaHMe ayTOMMMYHHOT'O BOCTIAJICHUST K HEOOPATUMOM MBITIIEUHOI
nereHepaiuu [3]. B MbllliedHOM OUOIITATe BBISIBJSIOTCS MOHO-
HykieapHblie CD8-1mutorokcuueckue T-1uMpOIUTH 1 MaKpo-
¢aru, BHeApsIoIecs: B HCHEKPOTU3UPOBAHHBIE MBIILIEYHBIE BO-
JiokHa. B otinuue ot npyrux ¢dopm UBM, npu CMB muouuThl
WMEIOT MPU3HAKM JIeTeHepaluy B BUE MOSIBICHUS BaKyoslei u
BHYTPUMKJIETOYHBIX OTJIOKESHMI IeN03UTOB amutona. [1pu asek-
TPOHHOI MUKPOCKOIMHU OTpeesiioTcs: TyoyaoduiameHTsl (13—
18 HM) ¥ MaToOIOTUS MUTOXOHAPU |1, 2].

B 13—-24% cnyuyaeB CMB couveraetcsi ¢ ayTOMMMYHHBIMU
3abo0seBaHMsIMU, HanboJee yacto (B 10—12% ciy4yaeB) — ¢ CUH-
npomom/6osie3Hblo lerpena (BIL) [4].

Coueranne cuHapoma lllerpeHa W TUCTOJIOTMYECKU IO~
TBepxaeHHoro CMB Briepsbie Obu10 onucano B 1982 . D. Chad
M COaBT. [5].

Yacrota pazmuuHbIX hopm MuosuTa rpu bIL Bapsupyetcs, o
pa3HbIM gaHHbIM, oT 0,85 1o 14% [6—8]. B meTaananuse A. Meyer
U coaBT. [9] mokazaHo, uto pacrpoctpaHeHHOcTs CMB nipu BIII
B 500 pa3 Bbliiie, yeM B obuieit nomyssiuuu: 2,01 Ha 100 Thic. maru-
eHro-Jer (95% moseputenbHbIA MHTEPBaI 1,51—2,69). B 2002 r.
P. Kanellopoulos 1 coaBT. [§] peTpOCIIEKTUBHO OLIEHUIN KOTOPTY
u3 518 marmenTos ¢ B11I (HabpanHbix B mepuoz ¢ 1985 mo 2002 1),
6 13 HUX cOOTBEeTCTBOBAIM AruarHo3y CMB, KoTopslii moaTBep-
JKAAJICsl HaTUYMEM MEMJIEHHO TMPOTPECCUPYIOIEl MBIIIEYHON
¢1a00CTH U XapaKTEePHBIX TUCTOJIOTMYECKUX U3MEHEHUIA.

[To coobuieHusiM HopBexckux uccienosareneit G.C. Dobloug
u coaBT. [10], cpenu manmenToB ¢ CMB cunapowm ILllerpeHa BbI-
sBisietcst B 10% ciydaeB, aHtutena K Ro/SSA (antu-Ro/SSA) —
B 23%. Bruia uneHtuduiMpoBaHa o01asi reHeTUYeCcKast acco-
umanmst 3Tux 3abosesanuii ¢ rarutoruniom HLA-DR3 u reHotumnom
DQB 10201 [11, 12], KoTopas 4acTo BCTpEeUYaETCsl Y HOPBEXKIIEB.

B Hacrostiiee Bpemst OTCYTCTBYIOT 3(D(hEeKTUBHBIE METOIbI
negennst CM B. UMMyHoOCYTTpeccrBHAsT Teparivsi COMyTCTBYIOIICH
ayTOMMMYHHO1 TIATOJIOTMY HE TIPUBOIUT K 3aMeUIEHUIO PA3BUTHS
3a00y1eBaHMSI U HAPACTAHUIO MBIILIEYHON CUJIbI, a TPUMEHEHNE
BBICOKUX 103 NTIOKOKOpTUKOUA0B (I'K) MOXKeT ycKopuThb Tpo-
rpeccupoBaHue 00JIe3HH, BEPOSTHO, U3-3a pAHHETO BOZHUKHO-
BEHUS cTeporIHOM MyuonaTuu [13].

Kaunuueckoe nabarooenue

Ilayuenmka P., 63 aem, ¢ moarodoeco eo3pacma ommeuaem
npuweeynsiii kapuec. B 49 aem (2006—2007 ee.) nepenecaa dgy-
cmopoHHuil napomum. B meuenue 10 nem y Hee paszeusairacw
MeONeHHO NPOePeccUpyowasn MoluledHas crabocms 6 bedpax, 60nbule
BbIPANCEHHAS 8 160 HUICHEl KOHeUHOCMU (NayueHmKa npasuia);
nossuaucy cnonmannsle nadenus. Ilapanneavro napacmana cyxocms
60 pmy u enazax. Yepes 5 1em npucoedunuruce cumnmomol opogha-
PUHeeanvbHoll ducghaeuu (nayueHmxa cmana Ucnbimuleams 3ampyo-
HeHUs npu npo2Aambvl8aHuU NUWU, OMMe4and peoKue Nonepxueanus
acudkocmoio). Habarodarace y Heéponoeos, o0Hako 3abonesarue
He 0b110 duaenocmuposaro. Kaunuveckue cumnmomol MeoneHHO, HO
HeyKA0HHO npoepeccuposanu. B 2011 e. no nanpasenenuto peemamonoea
ObL1a npogedeHa Ouoncus 0eabmosuUoHoU Mblulybl. BoisererHble aum-
@oudnsie uHguLMPamol 8 Mmoaue NONEPeHHON0A0Camoll MycKyaa-
mypul ¢ popMUPOBAHUEM 04A208 MUONU3A ObIAU UHIMEPNPEMUPOBAHbI
Kak mopghonoeuneckas kapmuna noauomuozuma (IIM). [layuenmixa
eocnumanuzuposara ¢ ouazrnozom [IM, npu obcredosanuu obuguii
ananusz kposu (OAK), oowuit ananus mouu (OAM) 6biau 6 npedenax
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Hopmbl, 6 Ouoxumuueckom anarusze kposu (bBAK) — noeviuenue
ypoeHs kpeamungocgoxunazvl (KOK) do 400 ed/n (nopma 20—170
ed/n), ananunamunompancgepasot (AJAT) do 46 ed/n (nopma 0—40
ed/n), acnapmamamunompancghepasvl (ACT) do 58 ed/n (Hopma
0—38 ed/n), rakmamaoeeudpoeenasvr do 460 ed/n (nopma 130—220
ed/n), peemamoudrnoeo paxmopa (P®) do 411 MEJ/ma (Hopma O—
20 MEJ/mn), 6 ummyroba0me AHMUHYKACAPHBIX AHMUMEN BbIAGAEHBL
aumu-Ro/SSA, aumumena k La/SSB (anmu-La/SSB). boin naznauen
nepopanvHo memuanpednu3onon (MII) é doze 40 me/cym, Kkomopoiii
nayuenmka npuHumana 4 mec 6e3 A6H020 KAUHU4ecK020 3ghpekma,
Ho ¢ Obicmpoii Hopmanuzayueil yposus KOK. Hcnoavzosarue ébicokux
003 T'K npueeno k pazeumuro meduxamenmosnoeo cunopoma Huyen-
Ko— Kywunea, msjcenoeco ocmeonoposa ¢ KOMRPeCCUOHHbIMU nepe-
A0Mamu mes NO360HK08, ACENMUYECK020 HEKPO3d 201060K 0E0PeHHbIX
Kocmell u UHGeKUUOHHBIX 0CA0MCHEeHULL ((haeeMOHa MAKUX MKAHell).
H3-3a cmepoudnoi muonamuu nayuenmxa He moeaa 6CMasams ¢
nocmenu u camocmossmenbHo nepedgueamscs 6e3 NoCMopouHell no-
mowu. B meuenue nocaedyrowux 6 mec doza MII bviaa cHuxicena ¢
40 00 4 me, u mbiuteuras cuna Heckoavko yseauuuracs. Coxpansniocs
YMepeHHOe NogbluleHUe YPOBHS MAPKEPOB MbLULEHHO20 NOBPEHCOCHUS.
[lpumenenue memompexcama nodkoxcHo no 15 me/ned 6 meuenue
2 nem He dano pezyabmama. B nocaedyrowue eo0vl muonamus He-
YKA0HHO hpoepeccuposana. C 2017 e. nossuaace caradbocmv 8 MblUUAX
npeonaeuuil (6 ceubamensx 3ansicmuil u naivues), 6oavuie Gvipa-
JcenHas 6 aeeoil pyke. Cmano mpyoHo ydepacueams npeomemsl u
cobupams nanvysl 6 kyaak. llpoepeccuposana ducgaeus.

Bnepevie cocnumanusuposana ¢ OI'BHY « Hayuno-uccaedo-
eamenvcKuil uHcmumym peemamonoeuu um. B.A. Hacownoeoir»
(HUHUP um. B.A. Haconosoii) ¢ 2018 2. [Ipu ocmompe: KoxicHbie
NOKPOGbL vucmble, PUIUOL02UMECKOU OKPACKU, OKOAOYUIHbIE U
NOOHUJICHEUEACMHbLe CAIOHHbBIE JCeAe3bl He YBeAUYeHbl, KOHB-
IOHKMUBA He 2UNepeMUpO8aHd, peeUOHAAbHble AuMpamuyeckue
V316l He RAAbRUPYIOMCS, CAU3UCmas 000404KA NOAOCMU PMA
cyxas, KpacHas, uucmas, npullee4Holi kapuec, Xeilaum, c600600Has
carona ne onpedensemces. Iloxodka muonamuueckas, npu xodvoe
Habpodaemces nepepaszeubarue 6 KoneHHvix cycmagax. He moxcem
CaMoCmosmenbHo cecmy/6cmams ¢ KOpmouek, 6cmaem co cmyad
npu nOMOWU pyK, NpuU X0XdcOeHUu No HepoBHOU NOGePXHOCMU
nadaem. Bvipasicennas eunompoghus uemolpexenaswix moiuil, 6edep
u enybokux ceubameneil naavyes Kucmeil, 604bUle GbIPANCEHHAS
caeea (nayuenmka npasuia, puc. 1, a—e). Moiuweunas cuna cHudiceHa
6 Mmpexanasvix Mvluyax nieu 00 5 6a1108, 8 08yxerasvix — 0o 7, 6
ceubamensx weu — 0o 7, 8 pazeubamensx naivues — 0o 8, 6 ceu-
b6amensx naavyeé — 0o 4 caeea u do 5 chpasa, 6 N008300UHO-NO-
SACHUYHbIX MbIUYUAX — 00 7, 8 Hemblpexenaguix Mvluyax deopa —
do 1 cnpasa u cresa, 6 buyence 6edpa — do 7. [larvybl 6 Kyrax He
cobupaem u3-3a mvluieunoll caabocmu. Ilo ocmanvuvim opeanam
u cucmemam 6e3 ocobeHnocmell.

Ilpu obcaedosanuu OAK, OAM 6 nopme, 6 BAK obpawaem na
cebs eHumanue nogviuierue yposneii AJIT do 59,7 ed/a (nopma 0—
41 ed/n), ACT do 46,8 ed/n (nopma 0—38 ed/n), KDK do 566 ed/n
(nopma 24— 170 ed/n). B ummynonoeuneckom ananuze kposu CPb —
1,8 me/n (nopma 0—5 me/n), PO IgM <9,5 ME/ma (nopma 0—
15 ME/ma), anmu-Ro/SSA >200 ed/ma (nopma 0—25 ed/ma),
aumu-La/SSB >200 ed/ma (nopma 0—25 ed/mn), aHmuHyKAeapHblil
gaxkmop Hep2 — 1/640, ceeuenue eomocennoe + kpanuamoe
(nopma <1/160), C3 — 1,06 ¢/a (nopma 0,9—1,8 e/n), C4 —
0,18 2/n (nopma 0,1—0,4 /1), IgA — 1,9 ¢/a (nopma 0,7—4,02/a),
IgG — 9,5 o/a (nopma 7—16 e/n), IgM — 0,6 /2 (nopma 0,4—
2,3 e/a), aumumena k Jol — 1,7 ed/ma (nopma 0—25 ed/mn),
CD19+ B-aumepoyumor — 3,6%.
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Puc. 2. MPT mouuy 6edpa: a — na T1-BH onpedensiomes scuposas ungpuibmpayus u
2UNOMPOpUS MbLUIL, MAKCUMAALHO YemblpexeAasoil mvluiybl (m. vastus medialis, interme-
dius, lateralis; cmpeaxu); 6 — 6 pescume STIR ommeuaemcs ycusenue MP-cuenanra —
omeK uemvipexenagoti mvlulbl 6edpa (cmpenxu)

Fig. 2. MRI of the thigh muscles: a — T1-WI1 shows fatty infiltration and hypotrophy of the
muscles, maximally the quadriceps muscle (m. vastus medialis, intermedius, lateralis;
arrows); 6 — in the STIR mode, an increase in the MR signal is noted — swelling of the
quadriceps femoris muscle (arrows)

Puc. 3. MPT movtwy eonenu: a — na T1-BH eudnsr acuposas unguibmpayus u cunompo-
hus mvluy eoneHu, 6 boavulell cmenenu nPAgoil Kamobaro8udHol moiutysl (m. soleus;
cmpeaku); 6 — 6 pexcume STIR nabarooaemcs ycunenue MP-cuenanra — omex moiuy,

(cmpenku)
Fig. 3. MRI of the calf muscles: a — T1-WI1 shows fatty infiltration and hypotrophy of the calf
muscles, mostly of the right soleus muscle (m. soleus; arrows); 6 — in the STIR mode, an in-
crease in the MR signal is observed — swelling of the muscles (arrows)

Puc. 1. Ampogus moiuiy nepeduei no-
sepxHocmu 6edpa (cmpeaku, a), GHympeH-
Hell nogepxHocmu npeonaeuvs (cmpeaxu,
0) u carabocmo ceubameneil narvyes
(cmpeaku, 8)
Fig. 1. Atrophy of the muscles of the ante-
rior surface of the thigh (arrows, a), inner
surface of the forearm (arrows, 6) and we-
akness of the finger flexors (arrows, 8)

Ilocae cmumyaupogannoii cuaromempuu noayveno 0,8 ma
CAIOHBL, NPU cuanoepaguu 8 napeHxume sjcenessi onpedensemcs na-
DEHXUMAMO3HYLIL NApomum 6 gude 60AbUUX U HECKOAbKUX MEAKUX
noaocmeii ¢ ypogrem ycuokocmu. Ilpu ocmompe oxyaucmom u npo-
6edenuu npob 0ano 3aKaloveHue: CyXoil KepamoKOHBIOHKMUGUM
(3numenuanvras oucmpoghusi poeoguubl 1-ii cmeneHu, cUNOAAKPUMUSL
3-i cmenenu). I[lpu ueoavuamoii snexmpomuoepagpuu (uIMI)
8blsA6/1€H 2eHepaNU308aAHHbII NEPBUHHO-MbILUECHHbIII NPOUECC YMePEeHHOU
akmuerocmu. Tlpu Y3HU mviwy ceubameneii kucmu ¢ 08yx cmopor
— cummempuunasn ampous. Ilpu maeHumHo-pe30HancHol momo-
epaguu (MPT) npoxcumanvhbix mviuy, 6edep u 2oneneii (puc. 2, 3)
6 mviuyax eoneiu MP-cuenan na T1-836euieHubIX U300pajNceHUsX
(TI1-BH) uszmenen om m. soleus cnpasa, anHaroeu4Ho 6 pejcume
STIR; 6 mviuyax 6edpa MP-cuenan na TI1-BH usmenen om m.
vastus lateralis, m. vastus medialis u m. vastus intermedius, nodoomule
ace usmenenus 6 pexcume STIR, dannas M P-kapmuna mosxcem co-
0Meemcmensams MUO3UMY ¢ BKAUEHUAMU.

Yemanoeaen duaenos BIII, duaenosz IIM 6vin nepecmompen
na CMB. B meuenue Heckoabkux nocaedHUX aem NpoeoouUAOCh

JAevenue pumykcumadom. boin noayuen KAuHUKO-uMMyHOAOUHECKUTL
omeem ¢ denneyueti CDI19+ B-aumpoyumos, nosoxcumenvuoil
OUHAMUKOU QYHKYUOHANLHBIX NPOO CAIOHHBIX U CAE3HBIX Jicenes.
Odnako, necmomps Ha s3mo yayuuenue, CMB neykaonno npo-
epeccuposan — nosAeUAAct cAabocms aKkcudibHoOU MycKyaamypol
(puc. 4).

Obcyxnenne. B Hamem kimHUYIeckoM ciydae quarto3 B
YTBepXIeH B cooTBeTcTBUM ¢ Poccuiickumu kputepusimu B
HHWHWP um. B.A. Hacononoii 2001 1. [14], a Takke KpUTEepUSIMU
ACR (American College of Rheumatology) 2012 r. [15] u ACR/
EULAR (European Alliance of Associations for Rheumatology)
2016 . [16].

JuarHo3z CMB 6bL1 ycTaHOBJIEH HA OCHOBAaHUU XapaKTEPHO
KIMHUIECKON KapTWHBI (pa3BUTHE 3a00JIeBaHUS Y SKEHIIUHBI
nocie 50 JeT ¢ MeIIEeHHO MPOrPeCcCUPYIOIIeil aCUMMETPUYHOM
MBILIEYHO! €abOCThI0O M TUMMYHBIM pacIpeieeHrneM), yMe-
penHoro noBkiiieHns ypoBHsT KPK (<10 HopMm 3a Bech Mepuon
HaOJIIOICHNs), HAJTUYUST TeHepaTn30BaHHOTO MEePBUYHO-MBbI-
1LIEYHOTO Mpoliecca Mo JaHHBIM UDMI, TMITMYHOI KapTUHBI T10-
paxkeHUsT MBI 110 TaHHBIM M PT 1 Hea(h(heKTMBHOCTH BBICOKHMX
o3 'K [17]. OH cooTBeTCTBOBaJ KiIacCU(PUKALIMOHHBIM KPUTE-
pusim UBM EULAR/ACR 2017 . [18].

OTCyTCTBME TUCTOJOTMYECKOTO MOATBEPKIEHUS HE TPOTH-
BOPEUUT AMArHO3Y, TaK KaK IMPY MOPMOIOTMIECKOM UCCIIeNOBAaHUT
MBI Y OOJIBHBIX C TUITMYHBIM TeueHueM 3aboseBanus B 20%
CJTyyaeB He yiaeTcs 0OHapyXXUTh XxapakTepHble Tpu3Haku CMB,
YTO MOXET OBbITh CBS3aHO KaK C HEMpPaBUJIbHO BBHIOPAHHBIM
MEeCTOM MPOBEeNEeHUSI OUOTICUM, TAK U C JUTUTEILHOCTHIO 00JIe3HU
[4]. ITpu paHHeit craguu 60e3HU MOP(OJIOr MOXET He OOHApy-
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Puc. 4. Caabocmob mbiuiy, cnumut
Fig. 4. Weakness of the back muscles

KUTh BKITIOUEHUSI, TTPEO0IanaioT BOCTIAINTEIbHbIE N3MEHEHMST
MBIIIIEYHOTO OuomnTaTta. B mo3mHeli cTanuu B 3HAUUTENBHO TIO-
BPEXIEHHOM MBIIIIIE MTaTOTHOMOHUYHBIE TTpu3Haku CMB yxe
OTCYTCTBYIOT, TOCKOJIbKY IIPOUCXOTUT KUPOBOE 3aMeLIEHUE.
MPT wmbii 6eep v rojieHel UMeeT 00Jibllioe 3HaYeHUE B
nuarHoctrke CMB. G. Tasca u coasr. [19] ouenwir MPT mbliiig
y 17 maumeHToB ¢ noctoBepHbiM CMB, y 2 ¢ BepositHbiM CMB 1
y 118 ¢ npyrumu muonatussMu. BeITi BBISIBIEHBI OCOOEHHOCTH
nopaxeHus Muiii mpu CMB, cBUaETEIbCTBYOIIME O BHICOKOM

uHdopmatuBHocti MPT nipu 3T0M 32060/1€BaHUA. XapaKTepHbIii
MaTTepPH MOpaXkeHUsI — COYETaHUE BOCTIAJIMTEIbHBIX M3MEHEHUIA
(xotopble BbIsIBIISTIOTCA B peskrMe STIR) 1 MbliieyHoit nereHepanuu
C 3aMelleHUEeM MBILLIEYHOM TKaHu XupoBoii. CMB otiuyaercst
M30MpaTebHOCTHI0O U ACMMMETPUYHOCTBIO TTOpaXXeHUsT —
Ha TOMUHUPYIOIIEH CTOpOHe MbILILbI Oojiee coxpaHHbl. Haubosee
M3MEHEHHBIMH MblamMu mpu CMB sIBISIIOTCST YeThIpeXTiiaBast
MBIIIIA (32 UCKITIOYEHUEM OTHOCUTEJIBHO COXPaHHOM TPSIMOiA
MBIIIIIBI) Oeapa U MeauaabHas roJoBKa MKPOHOXKHON MBIIIIIIBI
[19, 20].

Tlpu mpoBeneHUM GMOIICHM Ba’kHO, YTOOBI MBIIIIIA UMeJa
TPU3HAKY aKTUBHOTO BOCTIaJIeHUsI (YCUJIEHE CUTHAJIA B PEXXKMe
STIR u omHOBpeMeHHO coxpaHeHHYIO CTpyKTypy B T1-BH), Tak
KaK TIpY BBIPAKCHHOM 3aMEIICHUM MBIIIIBI XXUPOM OMOTICUS
HenHdopmatusHa [20].

OaHMUM U3 BCIIOMOTaTeIbHbIX METOI0B AuarHoctuku CMB
SIBIISIETCSI OTIPeIe/ICHe aHTUTEI K IUTO30JIBHOM S'-HyKJIeoThIa3e
1A (cN1A). Onu Beicokocniennduanst (98%) mnst CMB u BbI-
spistiorest y 90—95% mnauwmenTos. [lpu apyrux dopmax MBM
(ITM, mepMaTOMMO3UTE) U HEPBHO-MBIIIEYHBIX 3a00JI€BAHUSIX
antutena K cN1A ompenensiores B 5—10% cinydaeB. OnHako
OblTa OOHApyKeHa UX 3HAYMTEIbHAsl paclpoCTPaHEHHOCTh MpU
CcHUCTeMHOI KpacHoii BomyaHke (0—20%) u cunapome Lllerpena
(0—36%) [1]. TIpoBeneHKEe JaHHOTO aHAJIM3a HEAOCTYITHO B Poc-
cuiickoii deneparuu.

BepositHo, CMB u BII moryT umeTh o01IMe maToreHeT-
YyecKue MeXaHu3Mbl. B 1Mos1b3y TaHHOTO MPEeNNnoa0XKEHUs CBUIC-
TEJbCTBYIOT HaJIMUKe aHTUTesl K CN1A U earHas reHeThuyeckast
npenpacnojoxeHHocth (Hanumune HLA-DR3) [21, 22].
B ommmcannom ciayuae BIII pa3Buiack y mMalMeHTKA B IETCKOM
BO3pacTe, a Yepe3 HeCKOJIbKO IECSTUIICTUI TTOCIie Havajia 00JIe3H!
MPUCOETUHWIACH HEYKJIOHHO IMPOrpecCHpyrolias MbIIIeUHas
cinaboctb. Panee cuuranoch, yTo CMB MoXeT ObITH MO3AHUM
ocioxHeHuem BIII [5].

3akmouenue. B HacTos1iee Bpemst OTCYyTCTBYET 2 heKTUBHAS
natoreHeTnueckas tepanust CMB [1, 23]. 'K, umMmyHocymnpec-
CaHTHI Y TCHHO-UHXXEHEPHbIC OMOJIOTMYECKHUE MperapaTthl He 3a-
MEIUISIIOT TIPOTPeCcCUpOBaHus 00JIe3HU. MHOTOYMCIeHHbIE KT -
HUYECKME MCIbITaHUs HE yBeHYaJIMCh ycriexoM. B mocnenHee
NeCATUIIETHE JOCTUTHYT MPOrPecc B U3yYEHUU MEXaHM3MOB pa3-
Butuss CMB. TloHumaHue natoreHesa 3a00J€BaHUST MO3BOJIUT
pa3paboTaTb 3((HEeKTUBHBIE METO/IbI €10 JICUECHUSI.
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HccnenoBaHue He UMeENIO CHOHCOpCKOfI NOIACPKKMU. KOH(l)J'II/IKT HMHTEPECOB OTCYTCTBYET. ABTOI)H HECYT IOJIHYIO OTBETCTBEHHOCTb
3a MpeaOCTaBJICHUE OKOHYaTEJIbHOMN BEPCHUM PYKOITMCH B I1€YAThb. Bce aBTOPLI IIpUHUMAJIN Yy4aCcTUC B pa3pa60TKe KOHIECIIIUU CTaTbU U
HalmMcCaHUU PYKOITMCH. OKoHYaTeIbHast BEPCHA PYKOITUCHU ObL1a 0ﬂ06peHa BCEMM aBTOpaMU.
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