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Jleekue — naubonee osnexaemulii 8 NAMOIOSUYECKUL NPOYECC OP2aH NpU UOUONAMUYECKUX 80CNATU-
menvHblX Muonamusx. B cmamve npedcmasnen ananuz numepamypul 3a 2011-2015 2e. o pacnpocmpanen-
HOCMU  UHMEPCMUYUATLHBIX 3a001e8aHULl J1e2KUX, dCCOYUUPOBAHHBIX C UOUONANUYECKUMU 80CNATUMENb-
oMy muonamusamu. Ilpeocmasneno nabniodenue, uniocmpupyiowue noaUoOp2anHoOCms nOpadicets npu

oepmamomuosume.

Kniouesvle cnosa: uouonamuueckue 80CHAIUMENbHbIE Muonamuu, UHmepcmuyualbHoe zabonesanue

JIeCKUX.

BBeaenne. Mnnonatnyueckie BOCaINTEIbHEIE
muonatuu (MBM) peakue, HO BcTpeyaeMble B TIOMY-
nsiyn 3a0oseBanus. UBM ompenernstor kak rpymimy
XPOHHUYECKMX UMMYHO- OTTIOCPE0BAaHHBIX CUCTEMHBIX
BOCIAJIMTENILHBIX 3a00/IEBAHUM, KOTOPBIE POSBIISAIOT-
cs1 pa3HOM crenenbro BocnaieHns Mol K UBM tpa-
JULUOHHO OTHOCAT J€PMAaTOMMO3UT, MOJIUMHO3MUT,
MHO3UT C BHYTPHUKJIETOUHBIMHU BKJIIOUEHUSIMU U HE-
KoTopble Apyrue. Ho30morn4yeckyro «CcyBEepeHHOCTh
Bcex BapuaHToB IBM onpenesnsitoT nopaxeHue MbIIIL]
1 KOKH. B TO e BpeMsi U3BECTHO, UTO BOCTIAJIUTEb-
HbI€ MHOIIATUHM MOTYT ObITh BTOPUYHBIMH 10 OTHOLIIE-
HUIO K 3JI0Ka4eCTBEHHBIM HOBOOOPA30BAHUSAM, TaK
Ha3bIBaEMbIE€ MMapaHEOoIIacCTUYECKHE MUonaTuu. B
1975 rony Bohan A. u Peter J.B. npeamoxunm nuar-
HocTHYeckue kputepun MIBM, koTopble MeaAUIIMHC-
KO€ COOOLIECTBO MPUMEHSIIO ISl MPAKTUYECKUX U
Hay4HbIX LIeJIed oUYTH Tpu AecsaTuiietus. Ha cospe-
MEHHOM 3Tarie MHOTHE UCCIIEeI0BaTeNIN OTAAI0T IIpeI-
MOYTEHHE JUarHocTHYecKuM kputepusim Miller F.M.,
2001 [1]. Bucnuepansusie nposisnenust UBM mpen-
CTaBJIEHBl BOBJICYEHHEM JIETKUX, CEPALIA, MUILEBaA-
puTenLHON cUCTeMBI U ip. Hanbomee yacThiM opraH-
HbIM nIopaxkeHueM rpu IBM nipu3HaHbl HHTEPCTULM-
anbHble 3a0oneBanus jerkux (U3J1). [Tpu UBM wmo-
ryT GOpPMHUPOBATHCA U IPYTUE JIETOYHbIE OCIIOKHE-
HUSL: aCIIMpallMOHHAasl THEBMOHMS, ONIIIOPTYHUCTHYEC-
KH€ pecrupaTopHble MH(EKIINHU, CIIOHTAHHBIN TTHEB-
MOMEIUACTUHYM, JIeroYHasi THIIePTEH3Us], HECOCTOsI-
TEJIBHOCTD JIBIXaTeIbHON MYCKYJIaTyphbl, IEKAPCTBEH-
HO-WHTyITUpPOBaHHBIE THEBMOHUTHI [2]. Ho mmenHo
N3J1 00yCcoBIMBAIOT TSHKECTh TEUEHUS 3a00JIeBaHUS
u netanbHOCTh ipu IBM. CBoeBpemMeHHast 1uarHo-
ctuka NU3JI oueHs BaxkHa, TaK KaKk CTaHIapTHas Tepa-
THs1 TITFOKOKOpTUKOcTeporiamu ripu M3J1 ObiBaet He-

appexTuBHON. TpeOyroTces Ooliee arpecCUBHBIE MO~
XOJIbl, UCTIOJIb30BaHNE KOMOMHALIMH TTTFOKOKOPTHKO-
CTEPOHUIOB M IUTOCTATHKOB, BHYTPHUBEHHOTO HMMY-
HOMIIOOYJIMHA, OMOJIOTMUECKUX areHToB. J{lnarnocru-
ka M3JI, o0CHOBBIBAsCh TOJBKO HAa KIMHUYECKHUX JIaH-
HBIX (OABIIIKA, Kalledb U Ap), 0e3ycloBHO Oyner
CITUIIKOM TT03HEH. ONTUMAaTbHBIM JUArHOCTHYECKUM
HMHCTPYMEHTOM IIpu nozpo3penuu Ha M3JI cuuraercs
KOMITBIOTEpHAsI TOMOTPA(HsI BBICOKOTO Pa3pelIeHus..
YyuteiBast JOCTYIHOCTb TAKOTO PO/Ia BU3yalTU3aINH
Ha COBPEMEHHOM JTalle, B JIUTEPaType BO3POCIO KO-
JIMYECTBO MmyOauKanui mo accouuanuu UBM u U3J1.
KakoBa >xe nctunnas pacrnpoctrpaneHHocts U3JI mpu
VIBM, kaxoBbI npeAuKTOphl hopmuposanus U3J1 npu
VBM?

Lenb: onpeaenuTs pacnpoCcTPaHEHHOCTb HHTEP-
CTHLIUATBHBIX 3a00JIEBaHUN JIETKUX Y MAIHUEHTOB C
UAMONIATUYECKHUMHU BOCTIATUTEIbHBIMU MUOTIATHSIMU
no nanHeM PubMed, Medline (2011-2015 rr.).

3anaum:

M3y4uTh CTaThu B 6azax PubMed, Medline,
onybnukoBanHele ¢ 2011 mo 2015 ron, comepxa-
ue KIrdeBble cioBa: dermatomiositis/polymiositis+
interstitial lung disease;

OTIPEIETUTH KOJIMYECTBO OIIMCAHHBIX CITy4a-
eB u yactory U3JI y naHHOM KaTeropuu nauyeHToB;

yTounuTh BapuaHTel U3JI y mamueHToB c
NBM.

Marepuan u Meroabl. B niccnenoBanne Obln
BKJIFOYEHBI CTaThH, COAEpXKAIIUE KIOYEeBbIE CIOBa
dermatomiositis/polymiositis u interstitial lung
disease, oryOIMKOBaHHBIE 32 TPEALIECTBYIOLIHE 5 IeT
B 2JIEKTPOHHBIX 0a3ax PubMed, Medline, roe moa-
0Op MalKMEeHTOB COOTBETCTBOBAI JUArHOCTUYECKUM
kputepusim  Miller, 2001. Kputepun uckito4eHus:
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FOBEHHJIBHBIN IEPMAaTOMHUO3UT/TIOTMMHUO3HUT; ITapaHe-
OIUIACTUYECKUI 1epPMAaTOMHUO3UT/ MONUMUO3MUT; TIepe-
KpECTHBIC CHHAPOMBI U ApyTrHe Ooyiee peKrue BUIBI
(TpaHy/IeMaTO3HBIH MHO3HT, 03UHOQUIBLHBIN MHO-
3WT, OpOUTATIBHBIN MUO3UT, (POKATBHBIH MHO3HT, OC-
cuuIUpyOMmuit MUO3UT).

Pesyabrartsl u o0cyxaenue. [Ipoanammsupona-
HBI pe3yJbTaThl UCCIIEOBaHUM, OMyOIMKOBAHHbIE B
17 moaHOTEKCTOBBIX cTaThix [3—19]. KomnuecTBo
MALUEHTOB, BKJIFOUEHHBIX B UCCIIEIOBAHUE, COCTABUIIO
1507 (n=1507). KnuHuueckue v peHTTeHOIOTHYEC-
kue npusHaku U3JI quarHocTupoBansl y 687 nanu-
eHTOB (45,5%). Ilpu 3TOM aTUIIYHEII AepMaTOMHO-
3uT accouunpoBan ¢ MU3J1 'y 84% naruenTos: 3 nosu-
HOTEKCTOBEIe cTaThi, n=104. B ucciemoBanusx, B
KOTOpBIE BKITIOUEHBI MAI[UEHTHI C JIEPMAaTOMHUO3UTOM
u nonmuMuo3utToM (n=1403) N3J1 koHCTaTUpOBaHbI Y
599 nanuenTos (42,6%).

OmnwcaHbl BapuaHThI OBICTPO TPOTPECCUPYIOIIe-
ro 3a00neBaHusl JIETKUX (OCTPOE/TIOJJOCTPOE) U XPO-
HUYeckoro. /s ocTporo mpormecca XapakTepHBIM
MIPU KOMIBIOTEPHOI TOMOTrpaduu BBICOKOTO paspe-
IICHUS TIPU3HACTCS MATTePH «KOHCOIUAAIIIY, UTO
OTpaXaeT 3al0JIHEHUE aJIbBEOJI MATOJIOTMYECKUM CO-
JIEP)KUMBIM B BUJIE JKUIKOCTH, KJIETOYHBIX JJIEMEH-
TOB, (huOpo3HON TKaHU U Apyroro cyocrpata. Ilpu
nojoctpoM TeueHnu M3J1 HabIronaroT naTTepH «Ma-
TOBOTO CTEKJIa», XapaKTEePU3YIOLUIUNHCS HE3HAUUTEb-
HBIM TTOBBIIIEHHEM IIOTHOCTH JIETOYHOH TKaHU TIPH
COXpaHEHUH BUIUMOCTHU COCYJOB U CTEHOK OPOHXOB
B 30HE MATOJIOTMYECKUX M3MEHEHWH. JInHelHas n
MeXbaJIbBEONIIpHAsl ceTda-
TOCTB aCCOLMMPOBAHA C XPO-
HUUYECKUM Bapuantom M3JI
1 BO3HHUKAET B pe3yibTare
YTOJIIEHHSI JIETOYHOTO HH-
TEPCTHULHS TP 3aII0JTHEHUT
€ro JKUJIKOCTBIO, KJIETOYHbI-
MH DIIeMEeHTaMH, prOpo3HOH
TKaHbBIO WU IPYTUM IaTOJIO-
THYECKUM CyOCTpPaToOM M CO-
MPOBOXKAAIO0 XPOHUYECKOE
teuenue W3J[—mnarrepH
«ceTuaTblil pucyHOK». Tep-
MHHAJIBHAS CTa Vs TIPEACTaB-
JI€HA NaTTEePHOM - «COTOBOE
nerkoey. Kaptuna hopmupy-
€TCsl B pe3yJIbTare 3aMelleHHs
HOPMAaJIbHOW JIETOYHOHW TKa-
HU KHUCTO3HBIMH TTOJIOCTSIMH
— pacImupeHHBIMH pecTrpa-
TOPHBIMH OpOHXHOJAMU [4,
8]. IIpu mMopdoioruueckom
HCCIIEI0OBAaHUU Y TIALUEHTOB

¢ BM-accommnpoBanabsivu M3J1 onmcans! Bce Ba-
PHAHTBI TIOBPEXIEHUS JIETKUX: TU(Py3HOE anbBeo-
JSIPHOE TIOBPEXKIICHHE — PABHOMEPHOE IIOBPEKICHUE
MapeHXHUMBI JIETKUX C allbBEOJIIPHBIMH Makpodara-
MH B IIPOCBETE aJbBEOJ M MUHHMAIBEHBIM TTOpake-
HUEM MHTEpPCTULUSA; OObIUHAA MHTEPCTULIMATIbHAS
ITHEBMOHHS — HApyIIICHNUE apXUTEKTYPhI JIETKHX, (Pro-
PO3 C «COTOBBIMMY» U3MEHEHUSIMHU, (hOKyChl HUOPOO-
JIaCTOB, HEOTHOPOIHOCTH TAHHBIX H3MEHEHUH B OHO-
nTate (BpeMeHHasl FeTepOreHHOCTb); Hecrenuduyec-
Kasi THTePCTUINATbHAS ITHEBMOHHS — OHOPOTHOE MH-
TEPCTULHATIBHOE BOCTIAJICHUE C OU€Hb PEIKUM BKITIO-
yeHreM (pUOpPOOIACTHUECKUX (POKYCOB; OOJUTEpH-
pyromuit GPOHXUOIUT C OPraHU3YIOIIEHCS THEBMO-
HUEW — ISITHUCTOE PACIPOCTPAHEHUE MTOJIUTTOBUIHOM
TPaHyNALMOHHON TKaH! B JMCTaJIbHBIX BO3TYXOHOC-
HBIX myTsX [3, 6, 19].

[IpeaukropamMu GBICTPONPOrPECCUPYIOILETO Ba-
puanTa U3J1 onpeneneHs ceponornueckue mpru3Ha-
K{ aHTHUCUHTETa3HOTO CHHJPOMA, aHTUTENIAa K MeJla-
HOMa- aCCOUMUPOBAHHOMY aHTUTEHY S, MIEHOTPOII-
HBII (pakTop pocTa nporpanyau, IL-18, noeien-
HBIH yPOBEHb (epPUTHHA, a TaK KE KIMHHYECKUE —
yepHas paca, Hanu4ue celmi [0TTpoHa, TMXopajka,
aprpanruu [3, 4, 8, 10, 13, 18].

Huckyccusi. Ml Habmonaem nanuenta ¢ UBM
B TeUeHHUeE 2 JIET U 3 MeCALEB ¢ AeOTOM 3a00eBa-
Hus B Buze U3J1. /luarnos ObLI BHICTABIEH B COOT-
BeTcTBUM ¢ kputepusmu Miller, 2001. IIporpamma
OHKOIOUCKA BKJII0YAa MYJIbTUCTIUPATIbHYIO KOMIIb-
IOTEpHYI0 TOMOTPa(UI0 OPraHOB TPYIHON KIIETKH,

Puc. 1. T'enwoTpomnHas ChIIb,
pPACTIOJIOKEHHASI, HAa  KOXE
JIMIA, HIWKHUX KOHEYHOCTEH,
ciuae. Chine HanbosIee SIPKO
Oblia BBIpaXKE€HA npu
[OCTYILUICHUM B CTALMOHAD
yracania 1o Mepe YITydIlIeHUs
COCTOSTHHUSI. Ha CHHUMKE
TIpeICTaBICH BapUaHT
yracarouiei cbImu.
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KOMIIBIOTEPHYIO TOMOTpa(UI0 OpraHoB OPIOILIHOM MOo-
JIOCTH, PHIOCKOMUYECKHIE HCCICIOBAHNUS BEPXHUX
OTJEIIOB JKEIYAOYHO-KHUIIEYHOTO TPaKTa U TOJICTOTO
KHIIEYHUKA, CEPONIOTHUECKUE «OHKOMapKepsD». [1pu
MYHKIIUOHHOI OMOTCHH yYacTKa KOXKH OOHAPYKSHBI
MEPUBACKYJISPHBIC TUM(POUTHBIE HHOWILTPATHI C y4a-
CTKaMH aKaHTO3a.

V namnuenta kpome 13J1 B Teuenne nepuoja Ha-
OJrOZIeHNUs OSTAIHO Pa3BUBAIUCH CIIETYIOLINE CUH-
JIPOMBI: TeITMOTPOITHAS ChITIb (pHC. 1), MHO3HT C BOB-
JICUCHUEM TIPOKCH-
MaJdbHBIX TPYII
MBIIII] ¥ TJIOTOY-
HBIX, PEIUINBUPY-
IolUe apTpairuy,
0YaroBBIM KapIu-
ockJyepo3 (puc.2),
JIeroYHasi TUTIePTEH-
3Usi, yMEpeHHOoe
CHIDKEHHE CKOPOC-
TH KJIyOOUYKOBOMH
(bunpTpanuu, mpu-
3HAKW MpaBOXKEy-
JIOYKOBOM HEOCTA-
touHocTr NYHA 11T
KJIacc.

[Tanuent nosny-
qaJl Teparuio TITro-
KOKOPTHKOCTEPOHU-
nmamu. Onaako, M3J1
HOCHJIO OBICTPO-
MPOTPECCUPYIOIIUI

Puc. 2. WccnemoBanme JTOKaIbLHOM
COKpPaTMMOCTH  MHOKapia  JIEBOro
Kenyaouka: (parMeHTbl ITPOTOKOJIOB
YJBTPa3BYKOBOI'O HCCIICIOBAHUSI
ceprma B nebtore 3abomeBanns (2a) n
cnycts 12 wMecsmeB oOT Haudana
3aboneBanusi  (20). B aunamuke
pasBWICSd  THIIOKHHE3  TEpEIHETo,
TepeaHe-TIeperopoIOYHOr0,  HIDKHE-
TIepeTOpOIOIHOTO, riepeHe-
BEpPXYIICYHOTO " BEPXYIICYHO-
MIEPETOPOIOYHOr0 CETMEHTOB  JICBOTO
HKEIYT0UKa.

XapakTep, o mosoay dero B teueHue 2013-2015
rojia ManyeHT ToCIuTanM3upoBaics 14 pas.

B HabmonaeMoM cityyae UMEJIHCh KIMHHYECKIE
MIPEAUKTOPBI HebmaronpustHoro Tedenns M3J1 (mm-
X0pajKa, apTpajruu), paauojornueckue (maTTepH
«KOHCOMMIaumn») (puc.3).

Kpome Toro KIIMHIYeCKHe COCTABIISFOLIHE aHTHCHH-
TETa3HOrO CHHIPOMA TAKsKe OBLTH OTMEUSHBI: PYKH «Me-
xaHHKay, penomen Peiino, M3J1, muonarus. Yceyryoms-
JI0 CHTYAIIUIO OTCYTCTBHE MPUBEPKEHHOCTH JICISHHIO.

Puc. 3. O0630pHas
peHTrerorpadus OpraHOB
TPYIHOM KJIETKH CITyCTs 2 Mecsna
or Havama 3a0omeBaHms. B
HIDKHHUX JIONSIX JIETKWX, OoIblie

cripaBa Y4acCTKH 04aroBo-
VHQUIBTPATUBHBIX M3MEHEHUH U
YYaCTKH KOHCOIUIAIAN

JIETOYHOM TKaHU CIlpaBa.
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3akmaouyenue. IBM penkue, HO BcTpeuaemble

B MOMyJsILKKU 3a0oneBanus. HeGnaronpusTHbIi mpo-

THO3 Y JaHHOM KaTerOpHUM MalHEeHTOB ONpeIeNsieT-

Csl BOBJICUEHHUEM JIETKUX, YTO HaOIIOMaeTCs y

42,6% manueHToB ¢ IepMaTOMHUO3UTOM/ TTOJIMMH-

03UTOM U 'y 84% c aMHUOIIaTUYECKUM JIEPMATOMHUO-

3uTOoM. HalOmrogaemMblii HAMH TTALIUEHT C JIEPMaTo-

MHUO3UTOM IPEICTaBUII KIMHUYECKUE IIPU3HAKY aH-

THCHHTETAa3HOTO CHHIPOMA, OBICTPO MPOTPECCUPY-

tomee M3J1, BoBieueHue cepana ¢ GopMupoBaHu-

€M KpPYIHOOYaroBOTO KapAHOCKIepo3a. beicTpoe

MPOrpeccUpoBaHUe TeUEHUs 3a00JI€BaHUS OTMEYe-

HO Ha ()OHE HETOJIHOTO OTBETA Ha NIFOKOKOPTHKOC-

TEPOUJbl U PEIUIUBOB IIPpU UX OTMEHe. B To xe

BpEMsI, YCIIEIIHOE JIeueHue nauueHTos ¢ IBM Bo3-

MOKHO IIPU COTPYIHUYECTBE MALlMEHTA U Bpaya C

MPUMEHEHHEM UTOCTATUYECKON TEPAIIUU B COOT-

BETCTBUU C KJIMHMYECKON CUTyalUMel U MpU MEXK-

JUCUUTIIMHAPHOM MOJIXOIE.
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