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Jleekue — naubonee 608neKaemvlli 8 NAMONO2UYECKUTI NPOYecC opeaH Npu UOUONAMUYECKUX 60CNANU-
menvHbIX Muonamusx. B cmamve npeocmasnen ananuz numepamypel 3a 2011-2015 2e. o pacnpocmpanen-
HOCMU UHMEPCMUYUATBbHBIX 3a00Ae8aHULl Te2KUX, ACCOYUUPOBANHBIX C UOUONAMUYECKUMU 80CNANUMENb-
HolMu muonamusmu. Ilpedcmasneno HabrodeHue, UIIIOCMPUpYiowue NOTUOP2AHHOCMY NOPAJICEHUS NPU

oepmamomuosume.

Knrouesvle cnosa: uouonamuyeckue 60CRAIUmMebHble Muonamuu, UHmepCcmuyuailbHoe 3abonesanue

JecKuXx.

Beexenne. Mauonaruueckue BOCHIAIUTENbHBIC
muonatuu (MBM) penkue, HO BCTpedaeMBbIe B TIOMY-
nauuu 3aboneBanus. UBM onpenensior kak rpymnimy
XPOHHYECKUX HIMMYHO- OMIOCPETOBAHHBIX CUCTEMHBIX
BOCHAJIUTENbHBIX 3a00JIeBaHHii, KOTOPEIE IPOSBIISIOT-
cs pa3HoH cTernenbto BocnianeHus Mo, K UBM Tpa-
AMLIUOHHO OTHOCAT JE€pMaTOMHO3UT, NMOJIUMHO3MT,
MHO3UT C BHYTPHUKJIETOYHBIMU BKJIIOUEHUSIMHU U He-
xoTopele Apyrue. Hozomoruueckyio «CyBepeHHOCTbY
Bcex BapuanToB UBM onpenensior nopaxeHHe MBI
¥ KOXH. B TO ke BpeMs N3BECTHO, 4TO BOCTIAIUTENb-
HBIE MUOIIATUHM MOTYT OBITh BTOPHYHBIMH I10 OTHOLLIE-
HHUIO K 3JI0Ka4YeCTBEHHBIM HOBOOOpA30BaHHUAM, TaK
Ha3bIBAEMBIE NIapaHeoIlJJaCTUYECKUe MHoMaTuu. B
1975 rogy Bohan A. u Peter J.B. npeamoxunn quar-
HocTuueckue kputepuu UBM, koTtopele MequIMHC-
KO€ cOOOIIECTBO MPUMEHSIIO AJS NPAKTHYECKUX U
Hay4YHBIX LI€JICH NOYTH TpH AecaTtuneTus. Ha coBpe-
MEHHOM 3Tale MHOTUE UCCIIEA0BATENN OTAAIOT NIPEA-
NOYTEHHE AUArHOCTHUECKUM KputepusMm Miller F.M.,
2001 [1]. Bucuepanbhbie nposiBnenns UBM mnpen-
CTaBJICHBI BOBJIICYEHHEM JIETKUX, cEpala, NUIEBa-
pHTENBHOM cUCTEMBI U Ap. Hanbosee yacTbiM opraH-
HBIM NopaxeHueM rpu UBM rnipu3HaHbl HHTEPCTULIU-
anpHble 3aboneBanus jgerkux (MU3J1). [Tpu UBM mo-
ryT (OPMUPOBATLCSA U IPYTHE JIETOYHBIE OCIOXKHE-
HHSL: aCMTUPALMOHHAs THEBMOHUSL, ONIIOPTYHUCTHYEC-
KHE PECIIMPATOPHEIC HH(PEKLINH, CTOHTAHHBIN TTHEB-
MOMEIMACTUHYM, JIETOYHAs THIIEPTEH3HS, HECOCTOS-
TENBHOCTD ABIXaTEIbHONU MyCKYJaTypbl, JIEKAPCTBEH-
HO-MHAYLMPOBaHHbIE MTHEBMOHUTHI [2]. Ho uMeHHO
U3JT 06ycnoBMBaloT TSHKECTh TEUEHHS 3a00JIeBaHUS
u netanbHocTh pu UBM. CBoeBpeMeHHast TMarHo-
cruka U3JI oueHp BaXkHa, TaK KaK CTaHAapTHAs Tepa-
A DIIOKOKOpTUKOcTepouaaMu rpu U3J1 6riBaeT He-

s dextuBHOU. TpebytoTcs Golee arpecCUBHBIE MOA-
XOJIBI, UCTIOJIb30BaHNE KOMOWHANNH TIIFOKOKOPTHKO-
CTEPOHUIOB ¥ LIUTOCTATUKOB, BHYTPUBEHHOTO UMMY-
HOMTOOY/THHA, OMOJOrMYECKHX areHToB. /[narsoctu-
kxa M3JI, ocHOBBIBasACh TOJBKO Ha KITMHUYECKUX AaH-
HBIX (OIBIIIKA, Kalieab U 1p), 6e3ycnoBHO Oyner
CITIIKOM N031HeH . ONTUMATBHBIM JUAarHOCTUUECKUM
HHCTPYMEHTOM IpH nogo3penun Ha U3J1 cunraercs
KOMITBIOTEpHAs TOMOTpadust BBICOKOTO pa3peleHUs..
YupTEIBas JOCTYMHOCTh TAKOTO POJa BH3YaJIN3aluu
Ha COBPEMEHHOM 3TaIle, B JIUTepaType BO3pOCIIO KO-
IMYeCTBO MyOnukanuit no acconuanuu MUBM n U3JL
KakoBa e uctuHHas pacripoctpaneHHocTs U3J1 npu
NBM, kakoBbI npequkTopbl opmupoBanus M3J1 npu
VIBM?

Leas: onpenenuTs pacpoCcTpaHEHHOCTb HHTEP-
CTHUIIHATILHBIX 3a00JIeBaHUH JIETKUX Y MalUEHTOB C
HAMOTIATHYECKUMH BOCTIAIUTENBHBIMA MUONATHAMHU
no ganHeiM PubMed, Medline (2011-2015 rr).

3amaun:

U3y4YUTh CTaThu B 6a3ax PubMed, Medline,
onyomukoBanHeie ¢ 2011 no 2015 ron, conepxa-
1ue KodeBrlie cioBa: dermatomiositis/polymtositis+
mterstitial lung disease;

OIPEIETUTh KOJIUIECTBO ONMUCAHHBIX CIy4Ya-
eB 1 yactoty M3J1 y naHHOMH kaTeropuu NauueHTOB;

yTouHuTh BapuaHTsl U3JI y manueHToB C
VBM.

Marepnas n Metoabl. B uccienosanue Obliu
BKJIFOUEHBI CTAaThbH, COAEpIKALLUE KIIIOYEBBIE CIIOBA
dermatomiositis/polymiositis u 1nterstitial lung
disease, ormyOJIIMKOBaHHBIE 3a [TPELIECTBYIOLIHE S JIET
B 3JIeKTpOoHHBIX 0azax PubMed, Medline, rae noa-
60p MalUeHTOB COOTBETCTBOBAJN THATHOCTUYECKUM
kputepusm Miller, 2001. Kputepuu uckmodeHus:
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I0BEHWJIbHBIA JIEPMAaTOMUO3UT/IOIMMHO3UT; apaHe-
OIJIaCTUYECKUH JepMaTOMHO3UT/ IOJMMHUO3UT; IIepe-
KpPECTHBIE CHHAPOMEBI U JIpyrue Ooyiee peaKue BHIbI
(rpaHyneMaTo3HbIii MHO3HUT, 303UHOPHIBHBIH MHO-
3UT, OpOUTaNbHBIH MUO3UT, (OKANbHBIH MHO3HMT, OC-
CUPULIUPYIOMUH MHO3UT).

Pe3yabTathl M 06cy:xaenne. [IpoaHanusuposa-
Hbl pe3yJbTaThl UCCIENOBaHUMN, OMyOIMKOBaHHBIE B
17 nonHorexkcToBbix crarhsix [3—19]. KonuuectBo
NALMEHTOB, BKIIOYEHHBIX B UCCIIEIOBAHHE, COCTABHJIIO
1507 (n=1507). KnuHnyeckue U peHTreHOJI0rHYeC-
kue npusHaku M3JI puarHoctupoBansl y 687 mauu-
eHTOB (45,5%). [Ipn 5TOM aTUNIMYHBIHA IEPMATOMHO-
3ut accouuupoBad ¢ M3J1 y 84% nauueHToB: 3 no-
HOTEKCTOBBIE cTaTbu, n=104. B ucciaemoBanusax, B
KOTOpBI€ BKJIIOYEHBI AIIUEHTHI C IEPMATOMHO3UTOM
u nonumuosutoM (n=1403) U3JI xoHcTarupoBaHsl y
599 nauuentos (42,6%).

OnucaHbl BapMaHThl OBICTPO MPOTrPECCUPYIOLIIE-
ro 3abosieBaHUs JIETKUX (OCTPOE/MOIOCTPOE) M XPO-
Huyeckoro. Jlyis ocTporo mpouecca XxapakTepHbIM
IIpU KOMIBIOTEPHOH TOMOrpaduu BBICOKOTO pa3pe-
LI€HUs TPU3HAETCS MATTEPH «KOHCONHUIALMHY, YTO
OTpaXkaeT 3allOJIHEHHUE AJIbBEOJ TATOJIOTHYECKHM CO-
JEPKUMBIM B BHUJIE KUIKOCTH, KIETOYHBIX 3JIEMEH-
TOB, HpUOpPO3HOH TKaHU U Apyroro cybcrpara. [lpu
nonoctpom teueHur M3J1 HabmonaoT narTepH «Ma-
TOBOTO CTEKJIa», XapaKTEPU3YIOIUICs HE3HAUYUTEb-
HBIM MOBBILIEHUEM IIJIOTHOCTH JIETOYHOH TKaHU MPHU
COXPaHEHUH BHIUMOCTH COCYIOB U CTEHOK OPOHXOB
B 30HE NATOJIOTHYECKUX HM3MeHeHHH. JluHeliHas u
MeXBbabBeOJIApHas ceTdya-

TOCTb aCCOLIMMPOBAHA C XPO-
HU4YeckuM BapuantoM WM3JI
U BO3HHMKAET B pe3yjbTare
YTOJILIEHUS JIETOYHOTO HH-
TEPCTULIMSA NPH 3a[I0JHEHUH
€ro >KUJKOCTbIO, KJIETOYHBI-
MU 3JIeMeHTaMH, GUOPO3HOH
TKaHBIO WM IPYTUM MaTOJO-
THYECKUM CYOCTPaTOM M CO-
MPOBOXAAIO XPOHHYECKOE
teueHue W3Jl—narrepH
«ceryaTelii pucyHok». Tep-
MHHaJIbHAasl CTaAus [IPEICTaB-
JIeHa NaTTEPHOM - «COTOBOE
nerkoe». Kapruna popmupy-
€TCsl B pe3ynbTaTe 3aMeLEeHHs
HOPMaJIbHOH JIErOYHO# TKa-
HHU KHCTO3HBIMHU TOJOCTAMH
— pacUIMPEeHHBIMHU peCIUpa-
TOpPHBIMU OpoHXHONaMu [4,
8]. IIpn mMopdonoruyeckom
HCCJIEJOBAaHUH Y MAL[UEHTOB

¢ UBM-accouuupoBanHsiMu M3J1 omucaHs! Bee Ba-
PHaHTBI MOBPEXIeHHs JerkuX: auddy3Hoe anbseo-
JISIpHOE MOBPEXICHUE — PABHOMEPHOE MOBPEXKICHHE
MapeHXMMBI JIETKHUX C allbBEOJIAPHBIMH Makpodara-
MH B NPOCBETE ajJbBEOJ U MUHHUMAJIbHBIM NOpaXe-
HHEM HWHTEPCTHULIMS;, OOBIYHAS WHTEPCTHIHMANbHAS
[IHEBMOHMA — HAPYLIIEHHUE APXMTEKTYPBI JIETKHUX, Q-
PO3 C «COTOBBIMH» M3MEHEHHUMH, GoKychl (rOpob-
JIaCTOB, HEOJHOPOAHOCTH JAHHBIX H3MEHEHHH B OHO-
nrate (BpeMEHHasi reTeporeHHOCTb); Hecrenupuyec-
Kasi MFHTEPCTHLHAIbHAS THEBMOHHS1 — OTHOPOIHOE HH-
TEPCTHLHANBHOE BOCTIAIEHHE C OYEHb PEKHUM BKIIO-
yeHueM (puOpobIacTU4ecKux (OKycOB; OOIHTEDH:-
pPYIOIMKA OPOHXHOIUT C OPraHU3YIOLIEHCs THEBMO-
HHEH — ITHUCTOE PaclpoCTPaHEHUE TONTHIOBUHO
IPaHy/ISAIIMOHHON TKaHU B TUCTAJIBHBIX BO3LYXOHOC-
HBIX MyTAX [3, 6, 19].

[IpeauxkTopamMu OBICTPONPOrPECCUPYIOILEr0 Ba-
puanTta U3JI onpeneneHsl CepOIOrHYECKHE MPH3Ha-
KM @aHTHUCHHTETAa3HOTO CHHIPOMA, aHTHTEIa K Mela-
HOMa- aCCOLMMPOBaHHOMY aHTUTEHY 5, IIeH0Tpon-
HBIH (aKToOp poCTa NpOrpaHyauH, 1L-18, nosbiuex-
HBIH ypoBeHb (DeppUTHHA, a TAK XKE KIHHUYECKHE -
YyepHas paca, HaJlMuue ChInM [OTTpOHa, THXO0pajKs,
aptpanruu [3, 4, 8, 10, 13, 18].

Juckyccusn. Mbl Habmronaem nanuenrta ¢ M1BM
B TEYEHHME 2 JIET U 3 MECIALIEB C 1eOI0TOM 3a00ieBa-
Hus B Buae M3J1. JlnarHo3 ObLI BBICTABIEH B COOT-
BeTcTBHU ¢ Kputepusimu Miller, 2001. ITporpamma
OHKOIIOMCKA BKJIFOYaa MYJIBTHCIIUPAIBHYIO KOMIb-
IOTEPHYI0 TOMOrpagui0 OPraHoB I'PYAHOH KIETKH,

Puc. 1. I'enmoTpomnHas Chili,
pacrioioKEHHas, Ha  KOKe
JIMLA, HIWKHUX KOHEYHOCTEH,
cnuHe. Chinb Haubomee ApKo
6bL1a BBIDAXEHA  [IpH
NOCTYIJICHUH B CTalOHAp H
yracajia no Mepe YmydlleHus
cocrossHus.  Ha  cHuMke
npencTaBieH BapHaHT
yracaroLues ChlInu.
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KOMITBIOTEPHYIO TOMOTpadHr0 OpraHoB OpIOLIHOM MO-
JOCTH, YHAOCKOIMYECKHE HCCIICIOBAHUS BEPXHHX
OT/IEJIOB JKENYAOYHO-KHLIEYHOTO TPAKTa M TOJICTOrO
KMILEYHHKA, CEPOIOTHYECKHE KOHKOMapKeps. [Ipu
MYHKIIMOHHOM OMONCHH y4acTKa KOXXH OOHaPYKEHBI
NEPUBACKYJIAPHBIE TUM(OUIHBIE HHOHIBTPATHI C y4a-
CTKaMH aKaHTO3a.

VY nanuenTta kpome U3J1 B TeueHue nepuoja Ha-

OMFOCHHUS TOJTATHO Pa3BUBAJIMCH CIIEAYIOLIHE CHH-
ApPOMBI: F€JIMOTPONHAs ChINb (pHC. 1), MUHO3UT C BOB-
Je4eHHUEM IPOKCH-
MaJIBHBIX TPy
MBILIL ¥ TJIOTOY-
HBIX, PELUAUBHPY-
I0IIHEe apTpaJiTuu,
O04aroBbIH Kapau-
ockiepo3 (puc.2),
Jero4Hast TuIepTeH-
3Usl, YMEpEeHHOe
CHMXXEHHE CKOpOC-
TH KJI1yOO4YKOBOM
(GuneTpanuu, npu-
3HAKU NPaBOXKENy-
JO4YKOBOM HEJOCTa-
touHocTd NYHA 111
KJacc.

[TaupeHT mosny-
Yaj Tepamnuio Iio-
KOKOPTHKOCTEPOHU-
namu. Ongunako, U3J1
HOCHUJIO OBICTpPO-
NIPOrpeECCUPYIOIUN

Puc. 2. MHccnenoBanuwe nokanbHON
COKpPaTUMOCTH ~ MHOKapaa  JIEBOTO
JKenynodka: (parMeHThl MPOTOKOJIOB
YIBTPa3BYKOBOT'O HCCIIEIOBaHUS
cepnua B nebrore 3aboneBanus (2a)
cmycts 12 MecsueB OT Hayala
3aboneBanus  (20). B nauHaMuke
pa3BWICA  TUIOKHHE3  MEPEIHEro,
nepeaHe-NMeperopofouHoro,  HIDKHe-
MEePEropoIO4HOTO, nepeziHe-
BEPXYLUEYHOTO u BEPXYILIEYHO-
NIEPErOpOIOYHOr0 CETMEHTOB JIEBOTO
JKEJTYIOo4Ka.

xapakrtep, o nopony uero B teuenue 2013-2015
roJia MalUeHT rocnuTaau3upoBaics 14 pas.

B HabnromaemMoM cityyae MMeNTUCh KIMHUYECKHE
npeauKTOphl HeOnaronpusTHoro Teyenuss U3J1 (yiu-
XOpajJika, apTpajrii), paadoyioruieckue (marTepH
«KoHCONMUmauuu») (puc.3).

Kpome Toro KIIMHHYEeCKHEe COCTaBIISIIOIIME aHTUCHH-
TETa3HOrO CHHAPOMA TaKKe OBUIH OTMEYEHBL: PYKH «Me-
xaHHuKay, peromeH Peitno, M3J1, muonarus. Ycyryois-
JIO CHTYAIUIO OTCYTCTBHE IPUBEPIKEHHOCTH JIEUEHHIO.

Puc. 3. 0O630pHas
peHTreHorpagus OpraHoB
IPYOHON KJIETKH CITyCTA 2 Mecsla
or Hayaja 3aboneBaHus. B
HIDKHUX JOJSX JIETKUX, OoJblue
crpasa Y4aCTKH 04aroBo-
UHOUIBTPATUBHBIX W3MEHEHUH U
Y4YacTKH KOHCOJIM/AALMU
JIETOYHOM TKaHU CIpaBa.
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3akiouenne. UBM penkue, Ho BcTpedyaeMble

B nonynsuuy 3abosieBanus. HebnaronpustHeI# npo-

THO3 y JaHHOM KaTerOpHH MallHeHTOB ONpeAeIseT-

Csl BOBJICUEHHUEM JIETKHX, YTO Habmiogaercsa y

42,6% nauHMeHTOB C JEPMAaTOMHO3HUTOM/ MOJHMH-

03UTOM U 'y 84% Cc aMHONAaTHYECKUM JEPMATOMHUO-

3uToM. HabniogaeMblii HaMH NalMEeHT ¢ JepMaTo-

MHO3HTOM IIPEACTABUII KIMHUYECKUE IPU3HAKHU aH-

THUCHUHTETa3HOr0 CHHAPOMa, OBICTPO NPOrpeccUupy-

ouee U3J1, BoBneueHune cepaua ¢ GOpMUPOBaHHU-

€M KpPyIHOO4YaroBoro Kapauockieposa. beicTpoe

IpOrpecCcUpOBaHHUE TeYCHHUs 3a00JIEBaHUS OTMEUe-

HO Ha (pOHE HEMOIHOrO OTBETA HAa IMIOKOKOPTHKOC-

TEPOUIBl U PELIUIUBOB NPH UX OTMEHE. B TO xe

BpeMsi, yCrienHoe JieueHue nauueHTos ¢ MBM Bo3-

MOXHO IIPU COTPYAHUYECTBE NMAaIUEHTA U Bpayda C

MPUMEHEHUEM LIUTOCTaTUUYECKOM TEpaAruu B COOT-

BETCTBHH C KIUHHUYECKOH CHUTyallUeH U MPH MEX-

JUCLMIIMHAPHOM NOAXOE.
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