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AHHOMayun

Vavonarnyeckre BOCIAINTEIbHbIE MUOIIATHH IIPE/ICTABIIAIOT cOOO0 TPYIIITY PEAKUX IeTePOreHHbIX 3a00JIeBaHII COeIMHUTEILHOM TKAaHU, Xa-
PaKTepUBYIOIIUXCA BOCIIAJIEHNEM CKeJIeTHBIX MBIIII. YeTbIpe OCHOBHBIE (POPMBI HIMONATHYECKUX BOCIATUTEIBHBIX MUOIIATHH — 3TO JIepMaTo-
MHO3UT, IOJTUMUO3UT, MUO3UT € BKJIIIOUEHHBIMH TeJIbIIaMH U HEKPOTH3UPYIOIas UMMyHOOIIOCpeZioBaHHaA MuonaTusa. Kaxaasa ¢popma Muosura,
KpOMe MHO3MTA C BKIIOUEHHBIMH TeJIbLIaMU, MOKET ObITh CBA3aHA C IOPAXKEHHEM MHOTMX OPTaHOB, BKJIIOYAs JIETKHE, CeP/Ie, CYCTAaBbl U KOXKY.
Hawub6oJtee uacTo HabJII0/1a€TCs TOPAYKEHNE JIETOYHOU TKAHU C PAa3BUTHEM MHTEPCTUIUATIBHOM 00JIe3HHU JIETKHX, BOBHUKAOLIEeH Ha (poHe MUO3H-
Ta uiu 6e3 Hero. TsrKecTh TeUeHUs BADbUPYET OT JIETKOM /10 TSKEJIOH, ¢ OBICTPHIM Pa3BUTHEM JIbIXaTeIbHOU HEZOCTATOUHOCTH. VIHTEpCTUIHAb-
Hble 00JIe3HHU JIETKUX MOTYT CTaTh IPUYMHOM CMEPTH y MAIUEHTOB C MHO3UTOM, II09TOMY HEOOXOZMMO IIPOBOAUTD OLIEHKY ITOPAXKEHUs JIETOYHOH
TKaHY HA PAaHHUX CTAJUAX Pa3BUTUA 32a00J1€BaHUAA.
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Abstract

The idiopathic inflammatory myopathies are a group of rare, heterogeneous connective tissue disorders characterized by skeletal muscle inflam-
mation. The four main forms of idiopathic inflammatory myopathies are dermatomyositis, polymyositis, inclusion body myositis, and necrotizing
immune-mediated myopathy. Each form of myositis, other than inclusion body myositis, can be associated with damage to many organs, includ-
ing the lungs, heart, joints, and skin. The most often observed damage to the lung tissue with the development of interstitial lung disease, which
occurs with or without myositis. The severity of the course varies from mild to severe, with rapid development of respiratory failure. Interstitial
lung disease can be fatal in patients with myositis, therefore, it is necessary to assess the damage to the lung tissue in the early stages of the dis-
ease.
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H onmumuosutr (IIM) u nepmaromuosut (M) oTHO-
cATCA K CHUCTEMHBIM 3a00JI€BaHUAM, CBA3AHHBIM C
IIOpaKeHHeM KOXKH U CKEJIETHBIX MBIIII] B BUZIE BOCIIAJIH-
TeJIPHOM, IIPeNMyIIeCTBEHHO JTUMQPOIUTAPHON, WHPUIIBT-
paruu [1]. [ToBpexeHre MBI IPUBOJUT K IIOTEPE HOP-
MaJIBHOU CTPYKTYPHO-(PYHKIMOHaJIBPHOW OpTaHU3AIUU
MBIIIEYHBIX BOJIOKOH, IIPU IIPUCOEIMHEHUH K MUOIATHUU
KOXKHBIX IOpakeHU# 3aboJsieBaHUWe NpUOOpeTaer INpU-
3Haku /IM.

3abosieBaHye HEPEAKO HE TUATHOCTUPYETCS BCJIE/ICTBHE
MHOroo6pasus KJIMHUYECKUX [IPOSBJIEHUN U 9aCTOTHI Cy0-
KJIMHUYECKUX BapUaHTOB TeueHus [2]. Yarie 3a6oseBatoT
JKEHIIVHBI B CPEHEM U II0KUJIOM Bo3pacTe. I3BecTHBHI ce-
MeHHbIe cirydaun 6oe3Hu [1].

[Matorene3 IIM//IM CBsI3bIBAIOT C IOSIBJIEHUEM AHTH-
CHHTETa3HbIX aHTUTEJ. AHTHCUHTETAa3HbIH CHHAPOM — 3TO
ayTOMMMYyHHOe 3a060JIeBaHUe, XapaKTePHU3Yoleecs ayTo-
aHTHTeJIaMH IIPOTUB OJHON M3 MHorux curerad PHK-

Tpancmuccun amuuoanmwia (TPHK) ¢ ximHHUYeCcKUMU
MIpU3HAKaMU, KOTOPbIe MOTYT BKJIIOYATh MHTEPCTUIINAIb-
Hoe 3abosieBanue Jyierkux (MIBJI), HESpO3UBHBINA apTPHT,
MHO3UT, peHoMeH PeliHO, HEOOBACHUMYIO JIHUXOPAAKY
U/WIN «pPyKU MexaHuKa». Y maruentoB ¢ [IM//IM Gbutn
ONMCAHbl PA3JIMYHBbIE MUO3UT-CIENUPUIECKIE U aCCo-
OUUPOBAaHHBIE AYTOAHTHUTEJA, KOTOPbIE YaCTO TECTHU-
pytorcst ipu orelke nanonatuyeckux UBJI [3]. Otauuu-
TeJIbHON 4epTO¥ aHTHUCUHTETA3HOTO CHH/APOMA SIBJIAETCS
HaJIMYWe aHTHUCUHTETA3HbBIX aHTUTEJ, CIENU(PUIHBIX I
Muo3uTa. I3 aHTUTEN MPOTUB CHHTETA3bl Yalle BCETrO
UIeHTUPUIUPYIOT aHTH-J0-1, aHTH-TUCTHANI-TPHK-cuH-
TeTasy. MeHee pacrpocTpaHeHHbIE AaHTUCHUHTETa3HbIE aH-
TUTEJIA BKJIIOYAIOT aHTU-TpeoHm (antu-PL7), anTH-ama-
Hu (aatu-PL12), amtu-usoneinun (antu-OJ) u aHTH-
ruui (autu-EJ), a Takike pyrue, KOTOpPble HEYACTO Te-
CTUPYIOT B KJINHUYECKUX YCIOBUSAX, HO O HUX COOOIIAeTCst

B siutepatype [4].
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Puc. 1. bonbHas P. iuarHos: nitepctuumnanbHas 6051e3Hb erkux —
nonumunosut, KOK - no 845 Ea/n (Hopma - go 190 Ea/n),
AHTUHYKNeapHbIl pakTop - 640 Ea, pyHKUMA BHELIHEro AbIXaHWA:
»KN3HEHHasA eMKOCTb Jierknx - 69,2%, o6bem popcrpoBaHHOro
BblAoxa 3a 1 ¢ - 73%, uHaekc TuddHo - 85,7%, CHMKeHUne Bcex
BEHTUIALNOHHbIX NoKa3aTtenei. MynbTucnmpanbHas
KOMMbloTepHasi Tomorpadus: ynjioTHeHNs Nno TUMny «<MaToBOro
cTeK1a», U3BMEHEHNE NHTePCTULNA MO TUMY «COTOBOTO JIEFKOro».

Fig. 1. Female patient R., Diagnosis: interstitial lung disease - polymyositis,
CPK level - up to 845 U/L (normal level is under 190), ANA level - 640 U, pul-
monary function test: VC — 69.2%, FEV1 - 73%, FEV1/FVC ratio - 85.7%, de-
creased ventilation MSCT - ground-glass opacities, interstitial changes
(honeycombing).

Illllllllll

[MopakeHre JIETKUX MPU AHTUCHHTETA3HOM CHH/[POME
MIPEJ/ICTABJIEHO TIPEK/E BCETO MHTEPCTUI[UAIBHBIM BOCIIA-
nenueM B Buze MCKT-marrepHa «MaToOBOro crexkyia» H
TPAKIIMOHHBIX OPOHX03KTa30B (puc. 1) [5].

B TunuuHbIX cydasx 0OJIe3HH IOSBIISETCS ¢1aboCTh B
MBIIII[AX Ta30BOTO U IIEYEBOTO Tosica. JKasoObl, BO3HU-
Kalolye y O0JIbHBIX, PEK/Ie BCEro 00YCIOBIIEHBI TPY/IHO-
CTSIMU TIPH IO/TbE€ME TI0 JIECTHHUIIE, IPUYECHIBAHUH, O/IeBa-
HUM, GOJIBHBIM TPYAHO BBIOPATHCS U3 BAHHBI, IPUCECTH U
BCTaTh C COTHYTHIX KOJIEH, TO/IHATHCS CO CTyJIa. Y 4acTH ma-
I[EHTOB BO3HUKAET C1ab0CTh ME€PETHIX MBIIIII] IIIeH, JTUC-
dyHKIMSA OpodapUHTeaTbHBIX MBIIIII, YTO IIPUBOJUT K ac-
nupanud, [ucdaruu U AUCTOHUU [6], BO3BMOKHO Hapylie-
HUe MOTOPDHUKH IMHIleBozia. Kpome Toro, mHorjaa HabIIio-
JIAl0TCSI HAPYIIIEHUsI PUTMa CEP/ILA, CBU/IETEILCTBYOIIHE O
mopaskeHuu Muokapa [7].

[Tpu Tsxesoit popme 60s1e3HU OBICTPO PA3BUBAETCS MaC-
CUBHAs JIECTPYKIIUS MBIIIII, MHUOTJIOOMHOIATHS, MHUOTJIO-
OUHYpHSs, TsKeJIble HapylieHust GYHKIUU mouek. ['ubens
BO3MO>KHA B TeUEHME HEeCKOJIbKUX Hemensb [8].

[Tpu yierkux BapuaHTaxX 3a00JI€BAHUS KJIUHUYECKUE IIPO-
SIBJIEHUSI BBIPA’KEHBI HACTOJIBKO €1a00, YTO HEe BOCIIPUHU-
MaroTCs Kak 00JIE3Hb U PACHEHUBAIOTCSA KaK HOCIIE/ICTBUSA
HEeZIOCTaTOYHOU (dusndeckol akTuBHocTU. C Apyro# cro-
POHBI, ITpu amuonaTtudeckor popme ITM//IM MokeT ObITH
U TSIPKEJI0e TEUEHVE 3a CUET BUCIEPAJIbHBIX TOPAYKEHUH.

N3 j1abopaTOPHBIX MPOSBIEHUHN CJIeAyeT OTMETUTH I0-
Beimenre COD, mocruramoinee y 1/2 OOJbHBIX 3HAYEHUH

6osiee 60—70 MM/4. [IOBBILIIEHNE CHIBOPOTOYHOH KpeaTH-
HuHGochokuHazsl (KOK) oTHOCHTCA K KIIIOYEBBIM IIPH-
3HaKaM 3abosieBaHuA U BMecTe ¢ yBeauyeHneM COI kop-
peJIIpYeT ¢ aKTUBHOCTBIO 0osie3HU. OmpeziesieHre IpyTrux
(epmeHTOB — asbz0s1a3kl, JIAKTAT/AETH/IPOTeHA3bI, TPAHC-
aMMHA3bl — UCIIOJIB3YETCs /LA TUHAMHYECKOT0 HabIro/e-
HuA 3a 607pHBIMH. YpoBeHb KOK noporo mpessiiaeT HOp-
MaJIbHBIE NTOKa3aTeJu B 80—100 pa3. Huskue noxasaresnu
KOK BerpeuaroTes IpH BsJIOTEKYIUX BApUaHTaX 00JIe3HH,
HO CYIIIeCTBYET MHEHHE, YTO OTCYTCTBHE SH3UMOIIATUH IIPU
BBIPAKEHHBIX KJIMHUYECKUX IPOABJIEHHUAX COIPSIKEHO C
HeOJIarOIPUATHBIM IIPOTHO30M [9]. Diextpomuorpadus
nosBosger guddepennuposats [IM ot ciaboctu, 00-
YCJIOBJIEHHOH IOpakeHueM IepudepriecKux MOTOHEUPO-
HOB, WJIN MBIIIEYHOU AucTpoduu. BakHyo nHGOpMauo
IT03BOJIAET HOJIYIUTh OUOTICHSA MBIIIII.

MopaxeHunsa nerknx npu MM/OM

OZHUMU U3 NEPBBIX TAKEJYI0 MBIIIEYHYIO CI1ab0CcTh y
60osibHOTO ¢ HebaKTepHaJIbHONW MHEBMOHHEN OIUCAIN
E.S. Mills u W.H. Mathews B 1956 r. B K IMHHYECKHX HCCIe-
JIOBaHUSX, IIPOBEEHHBIX B KOHI[E IIPOLIIOTO BeKa C IIpU-
ByieueHrEeM OoJIbiux rpyin 60sbHbIX [IM//IM U UCIOIb-
30BaHHEM DYTHHHBIX PEHTTEHOJIOIMYECKUX METOJIOB, U3-
MEHEHUsI B JIETKUX OOHAPYKUBAIHUCHh ¥ 10—15% OGOJIBHBIX
[10]. ITo Gosiee mo3aHUM JaHHBIM, QYHKIMOHAIbHbIE HA-
pyuenus u KTBP-npusnaku BocnaseHus u ¢pubposa B UH-
TEPCTHUINH JIETKUX BBIABJISUINCH 0OJiee YeM Y ITOJIOBUHBI
6osbHBIX ITM/TM [11].

ITyckoBoii atuosoruueckuii dpaxrop [IM/IM ocraercs
HeusBecTHBIM. OIpesiesIeHHBIM apryMEeHTOM B II0JIb3Yy HH-
(exnuu cykuT yacroe oOHapy:KeHHUE aHTUTEN K TOKCO-
mwiazme mpu [IM [12]. IIM//IM-110/100HbIe pEeaKI[Uu BCTpe-
4aloTeA y OOJIBHBIX ¢ BUPYCHBIM remnartutoM. ITpu Bupyc-
HOM renatuTe C BHEIIEUEHOUYHbIE IPOSBJIEHUA C MHUOIA-
THEH, KOKHBIMH MOPAKEHUsIMHU, GUOPO3UPYIOMINM aJb-
BeostutoM (DA) pa3BUBAIOTCA HA MOYBE BAaCKysauTa, 00-
YCJIOBJIEHHOTO Kpuorio0yaunamu [13].

Bupyc renmatuta C cTUMyJIUpyeT MOHO- WJIM OJIUTOKJIO-
HIBHYIO Tposudepanuio B-1mMdonuToB u pasindHbe
nuMdornposindepaTUBHbIE COCTOSIHUSI, 0003HAYaEMble KaK
«MOHOTUIIYECKHe JuMbonposrdepaTHBHbIE HAPYIIEHH
HeyTouHeHHOTO 3HaueHus» (lymphoproliferative disorders
of undetermined significance — MLDUS), B paMKax KOTOPBIX
IIPOUCXOANT 00pa3oBaHNEe UMMYHHBIX KOMIUIEKCOB, COZIEP-
JKaIUX KPUOIIOOYJINHBI, PEBMaTOU/THBIH (aKTOP U OpraHo-
cnernudryeckue u Hecrenudmyeckue anTuTesna. IIpossie-
HUsl, YKJIazpiBatomuecs: B kaptuny [IM/JIM, muarHoctu-
pytores y O0JIbHBIX, HHQHUIIMPOBAHHBIX BUPYCAMH TDYIIIBI
reprieca, aZieHOBUPYCaMH, BHPYCOM HMMYHOJeQUITa Ye-
J0BeKa [14]. 3amMeueHo, YTO MUOTIATUYECKHH CHH/IPOM U Jie-
royHblll (puObpPoO3 MoOryT HaAGJIIO/IATHCSA TOCJIE OIepaIiui
TpPaHCIUIAHTAIIMK OPraHoB [15]. IMMyHOKOMILJIEKCHOE TIO-
paxxenue npu IIM//IM HepeAKo 3aTParvBaeT COCYZHCTOE
pyco [16]. OcobeHHO YacTo IPU3HAKU ACCOIUUPOBAHHOTO C
ITM//IM Backysinta OGHAPYKUBAIOTCA y AeTel [17].

[TosBIeHNE MBIIIIEYHOH C71A00CTH B COYETAHUU C CHCTEM-
HBIMH IIPOSABJIEHUSAMH MOKET OBITh M OCJIOKHEHHEM
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JIEKaPCTBEHHOU Tepanvi KMMYHOCYIIPECCUBHBIMH IIPera-
pataMu. ITU PacCTPOMCTBA, MPUBOJAIINE K TSKETBIM Ha-
PYLIEHUAM JIETOYHBIX (PYHKITUH € TPYAHO KYIIUPYEeMOH JbI-
XaTeJIbHON HEZI0CTATOYHOCTHIO, IIOPOIO U OIIPEIEIISIIOT IIPO-
rHo3 6oJie3Hu [18].

KnnHnueckan KapTUHa

IMpu ob6cinenoBannu G6osabHBIX [IM//IM BBISBIISETCSA
CHUMIITOMOKOMILJIEKC, CBU/IETEIHCTBYIOIIUN O HOPAKEHUH
JIETOYHOTO WHTEPCTUIUs. Y OOJIbHBIX HAOJIOAAIOTCS Ka-
IIIeJTh, O/IBIIIKA. TSKECTh IbIXaTeTbHBIX PACCTPONCTB YaCcTO
ompesiesisieTcss HapacTaloled MBIIIEYHON ¢1ab0CThI0, KO-
Topasi MOXKeT cama 1o cebe MPUBOJAUTH K YCHUJIEHUIO
ojpitiky. Bopiieuenue sierkux npu [IM//IM B GOsIbIIMH-
CTBE CJIy4yaeB CTAHOBUTCS BEAYI[AM KJIMHUYECKHUM IIPO-
siByienneM 6osie3nu. Cpenu 70 601pHBIX [IM//IM, HaGIIIO-
nmasmuxes B kimHuKke uM. E.M. Tapeesa, y 55% 65110 3ape-
TUCTPUPOBAHO HopakeHue yierkux npu [IM/IM, mpudem y
48% anbBeOJIUT OB BEYIIIUM U €J[HHCTBEHHBIM IIPOSIBIIE-
HueM 00JIe3HH, OTIEPEKAIONUM MBIIIEUHY0 c1abocTh [19].
¥ MHOTHUX 60JIBHBIX 3a00JIEBAHUIO [TPE/IIIIECTBOBAJIA BUPYC-
Hble UHQEKIINH, IBE MOJIO/IbIE JIEBYIIIKY CBI3BIBAIH 3a60-
JIeBaHHE C MBIIIEYHON HArpy3KOH BO BpeMs TaHIIEB.
VY 48-71eTHETO MY’KUYMHBI, BEYIIIET0 MAJIOTIOBUKHBIN 00-
pa3 JKU3HU, pe3Kas MblIllledyHas cj1aboCTh, MbBIIIEYHbIE
60111, MHOTOKpaTHBIN nogbeM KOK, sinmxopasaka, MHOXKe-
CTBeHHbIe MH(MUWIBTPATHI B JIETKUX TOSBUJIUCH TIOC/IE WH-
TEHCUBHOU UTrpHI B pyTOOII U ITOcemeHus cayHsl. [Ipu mop-
(dostoruueckoM uccaeOBAHUU B JIETKUX OOHAPYKEHBI
MHQWIBTPATHI, PACIIOIATAIOIINECS B UHTEPCTUIIUN, TPAHY-
JIEMBI, COJIEpKaIIlyie KJIETKU MHOPO/IHBIX TeJI, & B MBIIIIIAX —
suMdonuTapHas HHQMWIbTpanus, nogobnas IIM. Paspe-
IIIeHWe BHYTPUTPY/IHBIX U3MEHEHUN 1 OOpaTHOE Pa3BUTHE
MHUOIATUU IPOUBOIIIO B Pe3yJIbTaTe HHTEHCUBHOTO Jieye-
HUSI KOPTUKOCTEPOUIAMU B PEIKMME BBICOKHUX JI03.

WBJI npu UBJI-IIM//IM KJIUHUYECKHA UMeeT HEKOTOPhIE
ocobenHoctr. MHOTHE OOJIbHBIE TOHAYANY YKa3bIBAIOT,
YTO UM TSIKEJIO JIBIIIATh U3-32 (PUBNUECKUX YCUIUU, CBSI-
3aHHBIX C IIOABJIEHHEM 00JIel B TPYZAHOMN KJIETKE Ha BIOXE
(«ommyiieHue MaHUUPs»), B JAJIbHEHIIEM IOSBJISIETCS
OJIBIIIIKA, CBSI3aHHAS C 3aTPYHEHUEM BJIOXa IIPU IJIy6OKOM
JIbIXaHUM, HO 6e3 MbIleuHol cyabocru. Kpome Muonatuu
y 6opHBIX OA-ITM//IM Tak:ke HaOJIIOJAIOTCS U3MEHEHMUS
Ha Koxke («pyka MexaHuKa», nsaTHa [orrpona). ITapaop6u-
TaJIbHbIE OTEKHU XOTS U OTHOCST K TUITUYHOMY IIPOSIBIIEHUIO
M, Ho ipu UBJI Habr0/1al0TCsT HEe y BeeX OOJIBHBIX.

Bospiioe 3HaueHVe B PECHUPATOPHBIX PACCTPOMCTBAX
“MeeT AUCHYHKIUs MBI TPYAHOU KJIETKHU U Jua-
dparmsl. ¥ 80% 6ospHBIX U3 00meid rpynmsl IIM/IM,
MPOCJIEKEHHBIX B HAIllel KJIMHUKe, HabJII0/jalach PUTHII-
HOCTb TPY/IHOU KJIETKH, BBICOKOE CTOstHUE irnadparMbl, a y
7 MaIMeHTOB — CUMIITOMBI C/IaBJIEHHOro Jierkoro (shrink-
ing-lung). AyckyapTaTUBHbIE H3MEHEHUs XapaKTePH30Ba-
JIVCh KECTKUM JIbIXaHHEM, MHOXKECTBEHHBIMU XPHUIIAMU,
YacTO MACKHDPYIOIIUMU KPENUTaIui. 3BYKOBbIE (heHO-
MeHBI B Jierkux npu [IM//IM BO MHOTOM OIIpeJesIsAIUCh
IIpUCcOeUHEHNEM OPOHXOJIErOYHOM HH(EKIUU BCIEA-
CTBHE aCIIUPAIIHH.

[Tuano3 HabiIomaeTcs yalle IPU OCTPOM TedeHUu 06o-
JIe3HU, KOT/Ia BOBHUKAIOT Ts>KeJIble MBIIIIeYHble PAaCCTPOM-
crBa. JTO OOBACHAETCA W TeM, YTO (GUOpPOIUIACTHYECKA
¢opma wHTepcTHIMANTPHOW NTHEBMOHMH, HabJomaemas
HaIlpUMep IIPU CHCTEMHOHN CKJIEPOJIEPMUH, OOHAPY:KHUBaA-
ercs ipu IIM//IM KpaiiHe penxo.

IMopaxenus snerkux npu [IM/IM BKIIOYAIOT OpraHH-
3YIONIyIOCs ITHEBMOHUIO, uddy3HbIE abBEOJISIPHBbIE Te-
Mopparuy, HecrenuduiecKyo HHTEPCTUINAIBHYIO ITHEB-
MOHHUIO, ACHHPAMOHHYI0 WM TUIOCTATHYECKYI0 ITHEBMO-
HUIO, JIETOYHYI0 T'HIIEPTOHUIO, JIEKAPCTBEHHBIN ITHEBMO-
HUT.

IMueBmomnartusi, obHapykuBaemasi npu [IM/IM, umeer
CBOM OCOOEHHOCTH, CBSI3AHHBIE C PA3BUTHEM MMMYHOKOM-
IJIEKCHOTO MOBPEXK/IEHHUs JIETKUX, OOYyCJIOBJIEHHOTO IIO-
apiaenreM aHTu-Jo-aHTUTEN [20]. YV GOJBIIHHCTBA 0OJIb-
HBIX, IIOJIOXKUTEJIBHBIX II0 aHTH-JO-aHTUTesaM, HabJIio-
JlaloTCsl u3MeHeHus B Jerkux. Kpome Toro, IIM//IM c
aHTU-JO-aHTHUTeJAMH B OTJIMYHE OT UMMYyHOHETaTUBHOTO
ITM/IM xapakrepusyeTcs OCTPBHIM HAYaJIOM C JILXOPaJ-
KOU, MBIMIEYHOH ¢abOCThIO, apTPUTAMH, CHUHIPOMOM
Pefino. [ls1 aToM OPMBI TaK)Ke XapaKTEPHO MOpPa’KeHUe
KOXKU B BUJIE «PYKH MeXaHHKa», TOI/Ia KaK spuTeMa Ha
KOXKe IIeH, JIeKOJIbTe, IapaopOuTaibHble OTEKH BCTpe-
yaioTea pexe (cM. Tabsuiy). Y BceX OOJBHBIX PETHUCTPU-
pYIOTCA BBIpasKeHHOe najieHue 1udGy3HoHHOH cr1ocoOHO-
ctu jerkux U KT-nposiBieHns WHTEPCTUNNATBHOU ITHEB-
mouuu. Penxoe npu UBJI-IIM//IM ociokHeHUE B BUE
PpecnupaTopHOTO JMCTPECC-CUHJIPOMA BCTPEYaeTcss B OC-
HOBHOM y OOJIBHBIX C aHTU-Jo-aHTUTEIaMU. BMecTe ¢ TeM
6ospHbIe [IM//TM, accoruUpOBAaHHBIM C aHTH-JO-aHTUTE-
JIaMH, JIydIlle OTB€YAIOT Ha KOPTUKOCTEPOUHYIO TEPAIIUIO.

B psane ciydaeB B MMMYHOJIOTHYECKOM CIEKTPE aHTH-
CHHTETa3HbIE AHTUTEJIA IIPUCYTCTBYIOT BMECTE C AHTUHYK-
seapHbIMU dakTopamu. [Tprmyem kosebaHMe ypoOBHA aHTHU-
HyKJIeapHOro ¢akTopa KOppeJHPYeT C pacHpoCTpaHeH-
HOCTBIO DEHTI'€HOJIOTUYECKUX M KJIMHUYECKUX IIPOsBIIe-
HUM.

Penrtrenonorudeckue Haxonku npu [IM//IM goctaTogHO
cKyznHble. VI3MeHeHHs pacrioyiaraiorcesi B 6a3aIbHBIX OTZe-
JIax JIETKUX U IIPe/ICTaBJIeHbl B OCHOBHOM ceT4aToi edop-
Maruel JIeroYHOTO0 PUCYHKA, MHOXKECTBEHHBIMH MEJTKUMH
0YaroBBIMH 3aTEMHEHUSMH, BO3MOXKHO IOsIBJIeHHEe (eHO-
MeHa «MaTOBOTO CTeKsIa». «COTOBOE JIerKoe» Pa3BUBAETCS
y GOJIBHBIX C JUINTEIBHBIM aHaMHe30M 00JIE3HH, BCTpeva-
eTcsA PeIK0 W He CBSA3AHO C MMMYHOJIOTMYECKON aKTHB-
HOCTBIO [11].

B Teuenue 5 JieT Mbl Habs071aeM 6osibHy0 UBJI-TIM /JIM
C TUIWYHBIMH IPOSBJIEHUAMM AHTHUCHUHTETA3HOTO CHH-
JipoMa B siebtore Gosie3nu (cm. puc. 1) . HauaTtoe yieuenue
KOPTHKOCTEPOUAMH OBICTPO IPUBEJIO K CTOHKOH peMuc-
CHM CHCTEMHBIX 3a00JIeBAHUM COENUHUTETLHON TKaHM.
OnHako B HacToslee BpeMs y GOJIbHON HaOII0IAI0TCA T10-
CTelleHHOe IporpeccupoBanye (GpuUOPO3HBIX U3MEHEHUH B
JIETKUX B BH/IE YYaCTKOB KMCTO3HOH filehopMaIiiu, yMepeH-
Hoe cHmkeHue Dlgg. dnexrpomuorpaduueckue Imoxasa-
TEJIM COXPAHAIOTCA B IIPe/ieIax HOPMBI.
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KnuHuko-na6opatopHblie npusHaku NMV/AM, No3UTUBHOIO 1 HEraTVBHOMO B OTHOLWIEHUW aHTU-Jo-aHTuUTen
Clinical and laboratory signs of PM/DM, positive and negative for anti-Jo antibody

MpusHak YactoTa npusHaka, % »
aHTu-Jo-aHTUTENa «+» (N=22) aHTu-Jo-aHTUTENa «-» (N=27)

N 70 55 <0,05
M 30 45 <0,05
ManocnmnTomMHOE UNn XpoHNYecKoe TeyeHne 20 78 <0,05
Jlnxopapgka 80 22 <0,05
Hanuuue ce3oHHbIX 060CTpeHMi 60 34 <0,05
ApTpuTb 920 30 <0,05
CuHgpom PeliHo 100 25 <0,05
«PyKa mexaHUKa» 80 72 H/A
SpwuTtema, napaopbuTtanbHbie OTeKn 20 50 <0,05
BN 100 45 <0,05
CHuxxeHne OXKES 80 65 H/A
CHuxeHme Dlcg 100 33 <0,05
JNumdouutos B BAJ 80 35 <0,05
«CoToBoe nerkoe» Ha KT 15 32 <0,05
«MaToBoe cTekno» Ha KT 60 30 <0,05
Xopolunii oTBET Ha Tepanuio 100 50 <0,05

Mpumeyanne. OXKEJT - popcrpoBaHHan XK1M3HeHHaA eMKOCTb Nierkux, KT — KomnbloTepHaa Tomorpadus, H/f — HeLOCTOBEPHO.

[ToxTBepIK/ieHHE [HArHO3a CTAHOBUTCA BO3MOXXHBIM
TOJIBKO B Pe3yJIbTaTe COIOCTABJIEHUS KJINHUYECKUX U UH-
CTPYMEHTAJIBHBIX JIAHHBIX, IUTOMOP(OJIOTHYECKUE U3Me-
HeHusi B Jierkux npu VUBJI-TIM//IM BO MHOTOM HeCIEIH-
¢uunpl. Mopdosornueckre NpU3HAKA OpPraHU3YIOIIENCcs
nHTepcTunranbHou mueBMoHun (OpWII) BBIABISAIOTCS J10-
CTaTOYHO YaCTO, WJWOIATHYECKAas, WJIW KPHUIITOTE€HHAasd,
¢opma ocTpoii UHTEPCTUITNATIBHON THEBMOHUH OTHOCHUTCS
K penkuM cocrogHuaM. C apyroii croponsi, OpUII moxer
pa3BUBAThCA IIPU BUPYCHBIX U OaKTepUaIbHBIX HH(EK-
nusax. S. Prahalad B 2005 r. onncan peGeHKa ¢ IOBEHUIBHON
dopmoit IM ¢ zuTesspbHO HepaspellaBIieiicss THEBMOHH-
yecKoW uHGUIbTpanueld B Jierkux. IIpm mopdosornue-
CKOM HCCJIEJIOBAHUM H3MEHEHHS B JIETKUX HMEJH IIPU-
3Haku OpUII ¢ snemeHTaMu GUOPUHOZHOTO BOCHIAIEHHUS.

OpHUII BeTpedaeTcss Kak BHENEYEHOYHOE IIPOSBJICHUE
XpOHUYeCKuX 3ab0sieBaHUl TTeYeHu [21], oOHapy:KUBaeTCst
TaK’Ke ITPU XPOHUYECKUX BOCIIATIUTENIFHBIX 3a60J1€BaHUAX
KHUIlIeYHKa (sI3BeHHOM Kosute, 6ose3nu Kpona), muesio-
nposudepaTuBHBIX 3a00JIEBAHUAX, OIYXOJIAX, 0O0JIe3HU
[lerpeHa, cUCTEMHBIX rpaHyseMaTo3ax [22]. MHoro jguar-
HOCTHYECKUX 3aTPyJHEHIIH BO3HUKAET [P JIEKAPCTBEHHO-
obycnopyenHoi OpHII (BbI3BaHHOU IIpHEMOM 0JI€OMHU-
I[MHA, NMPOTHBOBUPYCHBIX IIPErapaToB, aHTUOWOTHKOB U
T.JI.), IIOCKOJIBKY B 9THX CJIy4asax 3a00ieBaHHe MOXKET HMU-
THPOBATh OITyX0JIEBOE IIOPAKEHHUE JIETKUX, CPESHEI0JIEBOH
cunzipom [23]. Bmecre ¢ Tem nipu IIM//IM peHTreHOIOTH-
YecKHe U3MEHEHHUs B JIETKUX YaCTO OLUTHOO0YHO TPAKTYIOTCSA
Kak OaHa/ibHAs ITHEBMOHUS, YTO BJIeUeT 3a COOOU MU30BI-
TOYHOE Ha3HAYeHUe aHTUOWOTHUKOB. IIOBBINIEHHBIA PHCK
0aKTepHaIbHBIX OCIOXKHEHHUH BCJIEJICTBUE aCIIUPAIUU IPU
IIM//IM Kak apryMeHT B IIOJIb3Y JITUTEJILHOM Tepaluy aH-
THOMOTHKAMU IIPEZICTABJIAETCA HECOMHEHHBIM, HO ITI0Ka3a-

HUA U1 aHTHOAKTEPUAJIBHOM Tepanuu, B OCOOEHHOCTH
ex juvantbus, 07KHBI OBITH TIATEIBHO IIPOAYMAHBI.

IMpu IIM/IM w™opdosoruueckue HU3MeHEHUS THIIA
OpUII obHapykuUBaIOTCsA ¥ 30% OOJBHBIX U COUETAIOTCS C
BaCKyJIUTaAMH U IIPU3HAKAMH BBIPQXKEHHOTI'O aHTHOTe€He3a,
CKJIEDOTHYECKUMU U3MEHEHHUAMU B CTEHKax cocynoB. Pe-
MOJIEJTUPOBAHUE COCYJIUCTOTO Pycja JIETKHMX BO MHOTOM
WJEHTUYHO HAOII0JaeMOMY IIPH JIPYTHUX CHCTEMHBIX 3a00-
JIEBAHUAX COEIUHUTETBHOH TKAaHH, COIPOBOXKIAIOIINXCSA
JIETOYHOU THUIlepTeH3HeH, CTPYKTYPHO-(PYHKIIMOHAIbHBIE
IIPUBHAKU KOTOPOH IIPEZCTaBJIEHBI ITOBPEXK/IEHUEM SH/IO-
TEeJIUA JIETOYHBIX COCYZIOB, YCUJIEHHEM SKCIPECCUU afire-
3UBHBIX MOJIEKYJI, B KyJbType JIErOYHBIX (pubpobiiacTos,
ITOJIyYEHHBIX OT TAKHX OOJIBHBIX, OTMEUYAETCs IOBBIIIEHHASA
npoaykiusa GaxTopos pocra [24].

B kuakoctu OGpoHXOasbBeossspHOro JjaBaxka (BAJI)
y 6ospHBIX [IM//IM naxke B OTCYyTCTBHE PEHTTEHOJIOTAYE-
CKUX U3MEHEHUH B JIETKUX HaOJII0/1aeTcs HEKOTOPOE yBe-
JudeHue ypoBHA auMdonuToB. Jyisa mopdosorngecku
aktupHoro VBJI-IIM/IM TunudyeH HEUTPOQUIBHO-THM-
orurapusiii coctas BAJI [25]. [Ipy THNHpPOBaHUY JIHM-
(onnTOB BHIABIAETCA TeTEPOreHHOCTh JUMQOIUTAPHOH
nonyssinuu ¢ npeobsnananviem C/I8+-benorunos (I. Ya-
madori u coasr., 2001).

MporHos 6onbHbIX UBJ1-MM/OM

ITpucoenunenue WBJI, HeCOMHEHHO, ycyryOJserT Ipo-
rHo3 60sibHBIX ¢ [IM/JIM. IIpoio/KUTEIHHOCTD 3a60IeBa-
HUsI COCTABJISIET B cpefiHeM 6 jiet [21]. ITo JaHHBIM TOCIH-
Tasist Mayo, 5-JIeTHsIsl BBIKHBAeMOCTb JIocTUraeT 60% [26].
¥ GOJIBHBIX C BHICOKOM aKTHBHOCTHIO NMMYHOBOCIIAJIUTE -
HBIX PEAKIUH B JIETKHUX, JIJAOOPATOPHBIMU ITPU3HAKAMU MHO-
natuu (moBeieHue akTuBHOCTH KOK, MHOrIOGHMHYpWSI)
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Puc. 2. AKTBHOCTb anbBeonnTa (OTHOCUTENbHOE CcofiepKaHne
HelTpodunos 1 numoounTtos B xKugkoctu BAJT) B 3aBUCMOCTY
OT YpOBHA cbiBopoTouHoro KOK npu MM/AM.

Fig. 2. Alveolitis activity (BAL fluid neutrophil and lymphocyte counts)
depending on the serum CPK levels in PM/DM.
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OTBET Ha Tepaluio ¥ Iporuo3 6osee GiaronpusarHeie. [To-
Ka3aHO, YTO B HAaUOOJIbIIEH CTEIIEHH IIPU3HAKH MOPQOJIO-
TUYECKOHM aKTHBHOCTH BOCIIAJIEHHS B HHTEPCTUIINH JIETKUX
(aspBeosIMTA) TIPEZICTABIIEHBI Y GOBHBIX C HU3KOU aKTHUB-
Hocthio KOK; puc. 2 (1.B. Boniapenko, 2007).

Cpenyi HOBBIX IIPOTHOCTHYECKH 3HAYHUMBIX (DAKTOPOB
CJIeZlyeT OTMETUTH U CBIBOPOTOYHBIN YPOBEHD IUTOKEPATH-
HOB 19, OTPAXKAIOIIINH CTETIeHb JIeCTPYKTUBHBIX U3MEHEHNH
B BIIUTEINU OPOHXOB.

ITo mporuoctryeckoi 3Haunmocty pu UBJI-IIM/IM c
MHTEPCTUNHAIBHBIME IIOPAXKEHUAMH JIETKHUX KOHKYDH-
pyioT HHGEKIUOHHBIE OCIOXKHEHUA [21]. YTOYHUTH pUCK
acIUpanyy MOKHO IIPY ITOMOIIM SHOCKOITMYECKUX METO-
JIOB HCCJIEJIOBAHUSA WJIM IIyT€M PEHTTEHOKOHTPACTHBIX HC-
cienoBaHuil numeBoxa. Cienyer OTMETUTh, YTO IIPU
IIM/IM Tak ke, kak u upu CREST-cunmpome, HabIIo-
JIAI0TCA PEHTI'eHOJIOTUYECKYe IPU3HAKY axayla3uyl IHIIe-
BOJIa M perypruTarusa 6apueBoy B3BECH.

K rtepanuu UBJI-IIM/JIM HeoOX0auM KOMILJIEKCHBIH
IIOIXO7], ¢ HA3HAYEHUEM IIPENapaToB, BOCCTAHABIMBAIOIINX
JIPEHKHYI0 QYHKIHMIO OPOHXOB, PA3KUIKAIOIIUX MOKPOTY,
a Taxke (U3NOTEPANEBTUYECKUX IIPOLETYD, HAIllpaBJIeH-
HBIX Ha BOCCTAQHOBJIEHUE IIO/IBIKHOCTU TPYJHOU KJIETKU
[27].

HauGosnpmuii onbiT B aedenun [IM//IM kacaercss KOp-
THUKOCTEPOHU/IOB. YOEIUTEIbHOTO OATBEPKAEHNA 3 dek-
THUBHOCTH IIUTOCTaTUKOB HeT. IlokazaHueM K WX Ha3Haye-
HUIO fBJIAETCS TsDKeJIoe IIporpeccupymoliee TedueHue 60-
se3Hu. IlosBjieHME NPU3HAKOB ITHEBMOIATHH IIPH
IIM/IM Tak»Ke CIy»KUT MOKa3aHMeM K Ha3HAUEHUIO [IUTO-
CTaTUKOB. PasBepHyTas KapTuHa JjeroyHoro ¢ubposa c
dbopmupoBanuemM «cotoBoro jerxkoro» mpu IIM/IM Ha-
6JIE0/1a€TCSI PEZKO.

B nocieguue roapl yoenuteapbHbId 3G@EKT MOIydeH OT
narubutopos T-mumdonuros [28]. HemaBHo HeGobIIOE
PaHIOMU3UPOBAHHOE OTKPBITOE HCCJIEZIOBAHHE ITOKA3JI0
BO3MOJKHOE BJIMSIHUE BHYTPUBEHHBIX HHQY3UH HHTUOUTO-
poB T-1uMGOIUTOB HA MBIIIEYHYIO €J1a00CTh Y PE3UCTEHT-
HBIX K JIEUeHHIO nanueHTos ¢ IIM win IM [29].

Xota dakrop Hekposa omyxosu (PHO) a MmoxeT Urpathb
posib B marorenese IIM/J/IM, jieueHue MaliieHTOB AHTU-
®HO-a faso mpoTUBOpedYuBbIe Pe3ysabTaThl. Jlaxke eciau
HEKOTOPbIE aBTOPHI COOOIIIIIN O BO3MOKHOU POJTH JAHHBIX
npenapatoB npu M [30], To apyrue ucciemoBaHus He
IIOJITBEPAIIH 3TO HAOJIIOIeHNE, U Y HEKOTOPBIX ITAIIIEHTOB
COCTOSIHHE YXYZIIWIOCh. bosiee TOro, HEKOTOpPbIE aBTOPBI
coobmmiiy, yto Tepanusa aHTH-PHO-a MOKeT BBI3BIBATH
MMO3UT y TAaIIIEHTOB ¢ PEBMATOU/THBIM aPTPUTOM, IICOPHA-
TUYECKUM apTPUTOM M IicopuaszoM. Takum obpasom, 6J10-
katopbl ®PHO-a 06pIYHO HE pEKOMEH/IYIOTCS B3POCIIBIM I1a-
nuenTaMm c¢ IIM, u ux ciesyeT UCIOIb30BaTh TOJIBKO TOT/A,
KOT/Ia ZIpyrue MeTO/IbI JJeuenus: HeadbeKTuBHbI [31].

OtnenbHy0 mpobsieMy cocraBiaooT ¢opmsl [IM/IM,
pas3BHUBAIOIIUeECS IPU 3JI0KAa4eCTBEHHBIX OIyXxosax. Kak
JM, tak u IIM cBs3aHBI C IOBBIIIEHHBIM PUCKOM 3JI0Kade-
CTBEHHBIX HOBOOOpa3oBaHU, HO JIM 6GoJiblile CBA3aH C JIIO-
OBIM THIIOM paka, 4eM IIOJMMHO3UT. HecMOTps Ha IPOTH-
BOOITYXO0JIEBYIO TEPAIIHNIO, BBIXKUBAEMOCTD ITAIIIEHTOB C OH-
KOACCOIIMUPOBAHHBIMU 3JIOKAYECTBEHHBIMU 00pa3oBa-
HUAMU ObLTa OYeHb HI3KOU. BEKHBAEMOCTD B IpyTIIIE ITep-
BuyHBIX IIM u JIM 4yepe3 5 jieT Gbly1a 3HAYUTEIFHO BBIIIE
(100% 1 100%) 110 CpaBHEHHIO C TPYIIION IAIIEHTOB C OH-
KOACCOITMUPOBAHHBIM MHO3UTOM, I7le BBI)KHBAEMOCTH CO-
craBuia 15,4% piia IIM u 27,5% s IM. XoTA puck paka
y nanuenToB ¢ IIM HuKe, BEpOATHOCTD JIJTUTETHHOTO BBI-
JKMBaHUA MeHbIlle. UTo KacaeTcss MPOTHBOMHO3UTHOH Te-
panuy, UMMYHOJIEIIPECCAHTHI y IAIMEHTOB C OHKOACCO-
IUUPOBAHHBIM MUO3UTOM IIPUMEHSUINCH PeKe, 94eM y Ia-
[IMEeHTOB C IPOCTBIM MHO3UTOM. HecMOTps Ha IIMPOKO
HU3y4YEeHHYIO0 CBf3b MeEXK/1y MHO3UTOM W PAKOM, JIydIlas
CTpaTerus JMATHOCTUKHU W JIEYeHHA paka y HAIUeHTOB C
ITM orcyrerByer [32]

Tszkectp mapaHeomiactuueckoro IIM/IM He Bcerma
OIIpeiesIseTcsl aKTUBHOCTBIO OILyX0JIeBOTO Imponecca. Omy-
XOJIH, JlaxKke HeOOJIbIINe, MOTYT CTaHOBUTHCSA IPUYUHOU
SAPKOHN KapTWHBI MUONATHH U KOXKHBIX N3MeHeHuH. Brico-
Kas 9acToTa IapaHeOIUIACTUYECKHUX PeakIHWH ¢ BOBJeue-
HueM Jierkux u IIM/IM nHaGiomaercs IPU OIyXOJIAX
MOJIOYHOU JKeJIe3bl, JKeJyJI0OYHO-KUIIEeYHOTO TpaKTa
(B.B. Forster, 1990; H. Kondo, 2005). K.M. Kee u coasr.
(2004 r.) Habmoa11 HCV-uHUIMpoBaHHOTO 60JIBHOTO C
TopaskeHueM KO>KH, MHOIIATUYeCKUM CHHZ[POMOM U U3Me-
HEHUAMH B JIETKHUX, 0YarOBBIMH 00Opa30BaHUAMY B II€YEHH.
ITpu obciieoBaHUK BBIABJIEH BBICOKUN ypPOBEHBb anbda-
(ertomporernHa, TUPKYIUPYIOIIUX HMMYHHBIX KOMILIEK-
coB. Yacrora nopaskeHus jierkux IIM/IM mpu OmyXoJisax
MOJIOYHOH >KeJIe3bl JJOCTUTaeT 30% W BO MHOTHUX CJIydasx
IIpe/IIIecTByeT Pa3BEePHYTON CTAJMU OILyXOJIEBOTO IIPO-
necca. ITapaneomtactudeckuil BapUaHT HMOPA’KEHUS JIer-
kux 1 [IM/JIM ycTOMYHBO COYETAIOTCA JIPYT C IPYTOM, TaK
9TO y OOJIBHBIX B IIEPBYIO OYepesb CJIEAyeT MpeIpHHU-
MaTh AUATHOCTHYECKHE MEDONPUATHUSA, NMEOIINe IeJIbI0
BBIBJIEHUE HanboJIee YacTO BCTPEYAIOIINXCS OITyXO0JIeH.

Konauxm unmepecos. ABTOPbI 3asBJIAIOT 00 OTCYTCTBUM KOH(MJIMKTA HHTEPECOB.
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