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Houonamuuecxue éocnaaumeavnvie muonamuu (MBM) — pedxue aymoummyHHbie 3a001€6aHUS, XAPAKMEPUYIOULUECS BOCNAAUMEAbHBIM
nopasiceHuem ckeaemuoil myckyramypul. K naubonee pacnpocmpanentoim UBM omruocam: noaumuosum (IIM), depmamomuozum (/IM), ko-
mopble XapaKkmepuzymcs KAUHUKO-UMMYHON02UHeCKOU He0OHOPOOHOCMbIO U PA3AUYHbIM 0meemom Ha aevenue. Hauboaee wacmo écmpeua-
rowumes cucmemHoim nposigaenuem npu IIM/JIM seasiemes nopascerue dvixamenvHoil cucmemst. Pazeusarouwjuecs npu 3mom pechupamop-
Hble HApYWeHUsl 8eCbMa PA3HO00PA3HbL U MOYN ONEPENCamb CUMNMOMbL MbLUEHHOU NAMOAORUU.

Karouesnie caosa: uduonamuueckue ocnaiumensHvle MUONAMUU; NOAUMUOIUM,; 0ePMAMOMUOIUM,; AHMUCUHMEMA3HbII CUHOPOM; 2AH0KO-
KOpMuKouobl.

Konmaxmeot: Onvea Anexceesna Anmenasa; antelavao@gmail.com

Jas ccotaku: Aumenasa OA, bondapenko Ub, Yuuacosa HB, Haconos EJI. Pecnupamophbie HapyuieHus npu noAUMUO3UMe/0epMamomuo-
sume. Coepemennas pesmamonoeus. 2014;(1):31-38.

Respiratory disorders in patients with polymyositis/dermatomyositis
0.A. Antelava’, I.B. Bondarenko’, N.V. Chichasova’, E.L. Nasonov"’

! Division of Rheumatology, Faculty of Postgraduate Professional Training of Physicians; *Division of Therapy and Occupational Diseases,
1.M. Sechenov First Moscow State Medical University, Ministry of Healthcare of the Russian Federation, Moscow, Russia; ’V.A. Nasonova
Research Institute of Rheumatology, Russian Academy of Medical Sciences, Moscow, Russia
"Trubetskaya ul. 8/2, Moscow, 119048 Russia; ’Kashirskoye shosse 344, Moscow, 115522 Russia

Idiopathic inflammatory myopathies (IIM) are rare disorders characterized by inflammatory lesions in skeletal muscles. These diseases include
polymyositis (PM), dermatomyositis (DM), and inclusion body myositis, which exhibit clinico-immunological heterogeneity and give different
response to therapy. The most frequent manifestation in PM/DM patients is respiratory system dysfunction. The developing respiratory disor-
ders are varied and may outpace the presentation of muscle pathology.
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WNnuonatnyeckne BocnanutenbHble muonatuu (MBM) — OCHOBHBIMU J1A0OPATOPHO-UHCTPYMEHTAIBHBIMU XapaKTepU-
XPOHUYECKUE ayTOUMMYHHBIE 3a00JIeBaHUS CKEJIETHOW MYCKY- CTUKaMU, OTPAXKAIOITUMU BBIPAXKEHHOCTh MBIIIIEYHOTO TTOBPEX-
JIaTypbl HEM3BECTHOM 3THOJIOTUM, OTHOCSIIIMECS K CUCTEMHBIM IIEHMSI, SBISIIOTCS: ypoBeHb KpeaTuHdpochokuHaszpl (KPK) B
3200JIeBaHUSIM COEIMHUTEbHOM TKaHU, XapaKTePU3yIOTCsI BOC- CHIBOPOTKE KPOBH, CIIOHTaHHAsl aKTUBHOCTb MPU MPOBEAECHUU
MaJUTEIbHBIM MOPaXXeHUEeM CKeJeTHOI Myckynatypsl. Ha oc- WTObYATON aeKTpoMuorpaduu, HEKpo3 U JUMGOTUCTUOLU-
HOBaHWU KIIMHUYECKUX, TUICTOMATOJIOTMYECKUX M1 UMMYHOJIOT M~ TapHast ”HQUIBTPALYSI B MBIIIEYHOM OUOTITATE.

YECKNX OCOOCHHOCTEU BBIIEISIOT TPW OCHOBHBIX TOITHUTIA HecMoTpst Ha MHOXeCTBO pa3pabOTaHHBIX duazHocmude-
MBM: nomumuosur (I1M), nepmaromuosut (IM) u Muosur c ckux kpumepuee UBM, o0611enpU3HAHHBIMU U HauboJiee yacTo
BritoueHnsIMU. K MUBM Takske OTHOCST IepeKpecTHbIe CUHAPO- LIMTUPYeMBbIMU ocTatoTcsi kputepuu A. Bohan um J.B. Peter
Mbl MMO3HUTA C IPYTMMU 3a007€BaHUSIMU COSMHUTEIbHOM TKa- (1975) [2]. TMosxke mpemnoxeHsl kputepun M.C. Dalakas u
HU (overlap-CUHAPOMBI) U MUO3UT, COYETAIOIIUIACS CO 3JI0KaYe- R. Hohlfeld (2003) [3], ocHOBaHHbIE HA UMMYHOTUCTOXUMUYE-
CTBEHHBIMU OIYXOJsSIMU. B mociieqHue roasl B 3Ty TPYIITY Bce ckux ocobeHHocTssXx UBM. OTKpbiTHE MUO3UT-CIIELU(UUECKUX
qale BKIIYAl0T KITMHUIeCKUT aMUOTTIaTUIECKUIA IEPMaTOMUO- ayTOAHTUTEJ ITOCITYKMJIO OCHOBAaHUEM TSI BKITIOUECHUSI VX B TN -
3uT (clinically amyopathic dermatomyositis — CADM), nst xo- arHOCTUYECKNE KPUTEPUH U BBIIEICHUS KIMHUKO-CEPOJIOTHIE-
TOPOTO XapaKTepHbl TUMMYHbBIC M1 JIM KoXHbIe M3MEHEHUS CKUX CUHAPOMOB [4, 5].
0e3 MbllIeyHoM naToyioruu [1]. MBM oTHocsITCS K peakuM 3a00JieBaHMSIM, MX 4YacToTa
Beodywumu xaunuueckumu cundpomamu nipu [IM/JAM sBns- BapbUPYeT B Pa3IUYHbIX MOMYJSIUUSIX — OT 2 10 10 HOBBIX Ciy-
FOTCST: MBIIIIEUHBII (CIa0OCTh TIPOKCUMATBHBIX OTIEIOB BEPXHUX yaeB Ha | MJTH KaBKa3oua0B B roa. OMHaKo JaHHbBIE O PAacIpo-
Y HIDKHUX KOHEYHOCTEeW 1 MBIIIII IIIeW) U KOXKHBIN (IpuTeMa Ha CTPaHEHHOCTHU U 3a00JIeBAEMOCTH MOTYT BO3pPacCTaTh IPHU YIIyd-
JILIe, TPYIU, TUTeYax, CIIMHE, KOXe ThITbHOM TTOBEPXHOCTH TISICT- IIEHWU OCBENOMJIEHHOCTH Bpayeil M paclIiMpeHun BO3MOXHO-
HO-(alaHrOBbBIX, TTPOKCUMAJIBLHBIX MeX(haTaHTOBBIX, JTOKTEBbIX cTeit 1TabopaTOpHBIX MccaenoBaHuii. 3adoneBaemocts [ITM/[IM
U KOJIEHHBIX CYCTaBOB, MApaOPOUTAIbHBIN FeTMOTPOITHBIN OTEK). “MeeT OMMOJalIbHOe BO3pAacCTHOE pacrpelesieHrue ¢ MUKaMu B
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Puc. 1. Penmeenoepamma epyonoii kaemrku 601bH020 ¢ OCHPbIM
Hauanom muosum-accoyuuposannozo U3J1, nozumuenozo no
anti-Jo 1. Onpedensromes 08ycmoporHue 6a3anbHble ANbEe0ND-
Hble 3amemuenus [1]

Bo3pacte 5—15 u 45—55 nert, xors UBM moxeT HaO01aThCS B
J1060M Bo3pacTe. COOTHOIIEHUE XEHIIMH U MYXKUUH COCTaBIsI-
et 1,5:1,0 coorBercTBeHHO [6—10].

Hmmynonamoeenes HUBM TIOTHOCTBIO He paciiMppOBaH.
Opnako Haymuue T- u B-KJ1eTok B OMorrare MbILIEYHOM TKaHU,
ayTOAHTUTENl B ChIBOPOTKE KPOBU y OOJIbILIMHCTBA MAIlMEHTOB,
MPU3HAKOB MUO3UTA ITPU APYTMX ayTOMMMYHHBIX 3a00JIeBaHMSIX
TTOITBEPKIAI0T UMMYHO-OITOCPEIOBAaHHBIN TeHe3 3a00JIeBaHMSs
y JIUII C TEHETUICCKOM TpeIpacIiookeHHOCThI0. HemaBHme mc-
CJIeIOBaHNs, BRISIBUBILNE 3HAUUTEIbHbBIE KOPPEJISILIMY TarIOTH -
noB HLA xnacca Il ¢ kaIMHUYecKOl KapTUHOM U CepoJiornye-
cKUMU npoduisiMu B koropte naureHToB [IM/JIM 6enoii pa-
CBI, TTO3BOJISIIOT OOCYKIaTh TeHETUUECKNI KOMITOHEHT B UMMY-
HormatoreHede Muosuta. OTpeesieHHYI0 POJIb TaKXKe WUTPAIoT
BHeITHKME (PaKTOPhI (MHCOSIIINS, MHGEKINU, BUpYChI) [11—13].

Tucronoruueckas kaptuHa I1M npencraBieHa MOHOHYKJIE-
apHoit nHuinsrpaumnein CD8+ T-kjieTkaMu He-HEeKPOTU3UPO-
BaHHbIX MUOGUOpUIUIL. [IprcyTcTBHE HA 3TUX BOJIOKHAX IJIaBHO-
TO KOMILIEKCa TUCTOCOBMECTUMOCTH | Kitacca mo3BoJIsieT mpej-
TOJIOXKUTh, YTO MUOHeKpo3 mipu [IM orocpemyeTcs: HaTUIueM
Ha MUOGUOPUIUIAX TIOBEPXHOCTHOTO aHTUTeHA aHTUTCH-CITCII -
¢uueckux T-knerok. [1pu JIM npeobiagaroT ryMopaibHbIe Me-
XaHU3MbI, © UMMYHOJIOTMYECKON MMIIIEHBIO SIBISIIOTCS KpOBE-
HocHbIe cocyabl. Tak, JIM mpencrasisier co00ii KOMITJIEMEHT-

Tabnuua 1. Pecnupamopnvie nopancenus npu IIM/JIM [1]
PecnupatopHbie Bo3mokHbIe U3MEHEHNS

NOpaKeHust

l-[apCHXI/IMaTO:SHLIC ACHI/IpaL[I/IOHHaH ITHEBMOHUA

WHbexkimoHHast MTHEBMOHMS
M3
JlekapcTBeHHO-UHAYIIMpoBaHHOe M 3J1
JlerouHasi TUTIEpTEH3UST
Huddy3Hble aTbBeosIpHbIC TeMOpPpParuu
ITHeBMOMeTMACTUHYM
TTHeBMOTOpaKC

HenapeHxumaro3Hbie Jlp1xaTeabHasi HeIOCTaTOYHOCTh

Pacnpocrpanensocts, %

3aBMCUMYI0O MUKPOAHTHOMATHUIO, BEAYILYIO K Pa3pyLIeHUIO Ka-
MWLISIPOB, TOBBIIIIEHHON MHMWIBTPALIMN TJIa3MOI U BOCTIAJIM-
TEJIbHBIMU KJIETKaMU B TepudacIMKyIIPHBIX MTPOCTPAHCTBAX.
Tunepakcnpeccuss CD4+ T-u B-ki1eTok BMecTe ¢ aKTHUBaIuei
KOMIUIEMEHTA TMPUBOASIT K OTJIOXKEHUIO B MBIIIIEYHBIX KAMMJUISI-
pax MeMOpaH-aTaKyIolero KoMIuiekca.

K sxcmpamyckyaapuvim npossaenusam VIBM otHocsTes cyc-
maegHble (HEIPO3UMBHBIN PEBMATOUAOINOAOOHbIN MOJUAPTPUT),
KOHCMUMYUUoHAAbHble (JINXOPANKa, TOTEPsl MacChl TeJia), pexe —
cepdeuro-cocyoucmole TiopaxkeHus. OmHaKo Hawboyiee 4YacToit
NPUYMHON HEOJAronpusITHOrO TeueHusi u cMeptu npu UBM
SIBJISIETCSI MIOpaKeHUe IbIXaTebHo cuctembl (45—50%) [1, 14].
M3MeHeHUs1 opraHoB JAbIXaHUsI Pa3HOOOpPA3HbI, MPUBIEKAIOT
BHUMaHHE He TOJbKO PEBMATOJIOTOB, HO M ITyJTbMOHOJIOTOB, T10-
CKOJIbKY MOTYT OIlepexkaTb KapTUHY MBIIIEYHBIX PACCTPOUCTB
(ipu anTUCcHHTEeTa3HOM cuHIpome — ACC).

IlepBoe omrcanue acnmupalOHHO MTHEBMOHUHU Y OOJIbHBIX
M mnosBunock B 1940 . u npuHamiexutr P.A. O'Leary u
M. Waisman [15]. B nanbHeiiiem OblIM OMyOJUKOBaHbI COO0-
meHus [4, 16, 17] 1 o npyrux BapuaHTax IMOPasKeHUS TbIXaTeIb-
HOW CUCTEeMBI, KOTOPbIe MOTYT OBITh KaK HEMapeHXUMAaTO3HbI-
MU, CBSI3aHHBIMM CO CHIDKEHWEM BEHTWISIIIMM 32 CUeT MUO3WTA
nuadparMbl 1 MEXPEeOEPHBIX MBIIIILL, TAK ¥ TAPEHXUMATO3HBIMU —
MHTEepCcTUIIMaTbHOe 3abosneBaHue Jerkux — U3JT (puc. 1) u pe-
K€ — acnMpalMOHHas WU JIeKapCTBEHHO-UHAYLUUPOBAHHAS
nHeBMoHMs (Tadu. 1) [1].

M3J1 moxet HabMOAATHCS U IIPU OTCYTCTBUU SIBHBIX KJTMHU-
YECKMX TPU3HAKOB MBbIIIeYHoi cimadbocty mpu [IM/OM [18].
Cpenu Ipyrux BO3MOXHBIX HapyIIEHUH, CBSI3aHHBIX C MOpaxe-
HUeM JierouHol TKaHu, npu [TM/IIM BbIOENSIOT JIETOYHYIO TH-
nepTeH3uIo U 1uddy3Hble ATbBEOSIPHBIE TEMOPPAruy — PEAKUE,
HO TSDKeJTbIe OCJIOKHEHMS, TTOBBIIIAIONINE PUCK THOSTN GOTbHO-
ro [19]. B ciayuae 6picTpo Tiporpeccupyotiero M3J1 onrcano pas-
BUTHE ITHEBMOMEIMACTHYMA W ITHeBMOTOpakca [20, 21].

Tak, Henyavmononocuueckoil, uau HenapeHxXuMamosHoii, Tpyu-
YMHOM OJIBIIIKU MOXET CITYXXUTh AbIXaTeJIbHask HEI0CTAaTOYHOCTb,
oOyciioBlIeHHasT TopaxeHueM auadparMbl U MeXpeOepHbIX
MBI TIPYU OTCYTCTBUU TAPEHXMMATO3HOTO TOPaKEHUs, 4YTO
BCTpevaeTcst penko (Y 5% 60sbHbIX). OMUCaHO TOIBKO 4 MalieH-
Ta C OCTPOI IBIXaTeTbHOI HEJOCTATOYHOCTHIO Ha (hOHE HEeTToCpe-
CTBEHHO MUO3UTA AbIXaTeJIbHON MYCKYIaTypbl. XpOHUYECKasT TbI-
XaTeJIbHasl HeTOCTATOYHOCTb MOXET Pa3BUBAThCSl Y MALMEHTOB C
TSDKEJIBIM MUO3WUTOM U BBIDaKEHHOW OJBILIKONW B aHaMHe3e
[22—25]. A. Teixeira u coaBr. [26] orucaiy pa3BUTHE TSKEIION JTbI-
XaTeJTbHON HemocTaTouHocT Tipu JIM Ha dhoHe TTopaskeHUsT qua-
(parmbl. [IpixaTenbHas HENOCTATOYHOCTD, CBS3aHHASI CO Cabo-
CTbIO TradparMbl, MOXKET CITY>KUTb JOMTOTHUTENbHBIM (DaKTOpOM,
OTSITOLIAIOLINM COMaTUYECKOE U SMOLIMO-
HaJIbHOE COCTOSIHHE OOJIbHOTO, BIMSIO-
IIIUM Ha HapyllleHUe CHa.

Kapouonoeuueckas namoaoeus mipun
MBM, xak mnpaBwio, HaOgogaeTCs
17 kpaiiHe penko (SRP-muomnarus) wnn
MpoTeKaeT CyOKJIIMHUYeCKu. B To ke Bpe-
Ms TIPY OLIEHKE COMAaTU4YeCKOTO COCTOSI-
HMSI GOJTBHOTO, HEOOXOIMMO YUUTHIBATD,
YTO OMBIIITKA MOXET OBITh MPOSIBIEHUEM
He TOJIbKO JIbIXaTeTbHOM, HO U Cepaed-
HOW HEIOCTaTOYHOCTU. TaK, MUACTOJH-
<5 yeckast AMChYHKIHUS JIEBOTO XKeJTyI0uKa,

KOpOHapHasi HEAOCTaTOYHOCTb U apuUT-
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MMUSI TaKKe CITOCOOCTBYIOT MOSIBIIEHUIO OABILIKY. IMetoTcs eau-
HUYHBIE ONMMCAHUS Pa3BUTHUS MUOKapIWTa W/WIN KapauoOMHUO-
MaTuu, HapylIeHusT TTPOBOAMMOCTY M MeplaTeIbHON apuTMHUU
npu UBM [27, 28].

[lynvmononoeuveckue, uiu napeHXumamosHvlie, HapylIeHUS
npu [TM/JIM Becbma pazHooOpa3Hbl. MHDEKIIMOHHBIE OCIOX-
HEHUS, B TOM YMCJIe aclupalMOHHasl THEBMOHMUSI, BCTPEYalOTCs
GoJiee yeM y 26% MalMeHTOB, YTO, YUUTHIBass MMMYHOCYIIpEC-
CUBHYIO Teparuio, TPUBOIUT K YBEIUICHUIO CMEPTHOCTHU B Te-
yeHue nepsoro roga 6osyie3uu [1]. [To nanHbiM 1. Marie u coaBrT.
[29], ob6cnenoBaBimx 156 GonbHbIX [TM/JIM, pazBuTrie uHbeK-
LIMOHHBIX OCJIOXHEHUI BbIsiBIeHO Y 33% manueHToB. [1pu aToM
MepBOe MECTO 3aHUMAaJIU JierouHasi UHMEKIIUsT — MMHEBMOHUS, B
TOM 4Hucie acnupannoHHas (19%), onmopTyHUCTUYeCKUEe WH-
deximu (11,5%) u cencuc (2%). B 50% HabmoneHnin BbIsIBIIE-
HBI pneumocystis jiroveci v candida albicans, B TO BpeMsl KaK pseu-
domonas wn staphylococcus BcTpedanuch MPAKTUYECKU Y BCEX
0oJbHBIX MMHeBMOHMER [30]. PakTopamMu, YBEIWYMBAIOIIMMU
pucK pa3BuTUs MHeBMoHuM nipu [IM/IM, sBastoTcs aucda-
rust, TUMGOTICHUS, TUTIOIIPOTEMHEMHUSI, CJIab0CTh pecrpaTop-
HBIX MBILILL U IUTOCTaTUYeCKasl Teparnus [1].

MN3J1 — nambornee pacmpocTpaHEHHOE SKCTPaMYCKYJISIPHOE
nopaxeHue ipu [IM/JIM u B TOli UM MHOI CTETIEHN BbIPaKEH-
HOCTU HabJonaeTcs y 601bIMHCTBa (0K0J10 65%) matmeHToB [1].
Tsxkects M3J1 sBisieTcsl onpeAesiiolliM MPOTHOCTUYECKUM
dbakTopom Teuenuss [IM/AM. Ilo manusiM M. Fathi u
I.LE. Lundberg [31], u3 90 anti-Jo1-1103UTUBHBIX MALIMEHTOB 77
(86%) orBevanu KIMHUYECKUM U PEHTTEHOJOTMYECKIUM KPUTE-
pusm M3J1. Muosur-acconmupoBanHoe M3J1 moxeT mpeniie-
CTBOBAaTh KJIIMHWYECKOM KapTuHe muosuta (rnpu ACC) wim pas-
BUBaTbcs mo3aHee. KiMHMYECKM MMO3UT-acCOLUMMPOBAHHOE
M3J1 MoxeT npoTrekaTb OSCCUMIITOMHO WM UMETh XpOHUYE-
cKoe b0 ocTpoe OBICTPO MpoTrpeccupyloliee TeueHue. [1o naH-
HbIM 1. Marie u coast. [32], u3 36 nauuentos ¢ M3J1 y OoibIInH-
ctBa (57%) HabII01aI0Ch XPOHUYECKOE TeueHue, 26% He nmen
KJIMHUYeCKUX cumnTomMoB M3JI Ha MOMEHT yCTaHOBJICHUS IU-
arHo3sa, a y 17% npixatelibHast HEAOCTAaTOYHOCTD MPUCYTCTBOBA-
Ja B nebtote 3a6osieBanus. [1pu aTom y 42% GONBHBIX pa3BUTHE
M3JI Habnoganoch OJHOBPEMEHHO C KOXHOW WM MbIILIEUHOMN
CUMNTOMATUKOMN U 'y 19% TMpeiecTBOBaIO KIMHUIECKUM MPO-
spnenusiM [1M/[IM. HanbGonee pacmpocTpaHeHHBIMU CUMIITO-
MaMu ObUTM OfiblllIKa W Kaiuedb. [1o JaHHBIM pa3HBIX aBTOPOB,
octpoe paszButve M3JI BO3MOXHO KakK Ha (DOHE MBIIIEYHOIO
cMHIpoMa, Tak 1 0e3 Hero [33]. B mpocrnekTuBHOM MCCen0Ba-
Huu M. Fathi u coast. [34] npuszHaku U3JI o6HapyxeHbl y 11 u3
17 (65%) nauuenros ¢ [IM/IM, tipu stoM y 18% WM 3JI nipore-
Kajo CyoOKIMHUYeCKH. [1o MHEHIIO aBTOPOB, MUO3UT-aCCOLIMU -
poBanHoe M3JI ipu IM 0oJjiee pe3MCTEHTHO K JICUEHUIO, YEM
npu [1M, 1 yanie accouumupyeTcsi ¢ TMCTOJIOTMYEeCKON KapTUHOM
nuddy3Horo anbBeossipHoro noppexaeHus |1, 35].

He0naronpusaTHeIMH NPEAUKTOPAMH TeYeHHS] MHO3HT-ACCO-
muuposannoro U3J1 seasores [1, 36—40]:

* Hayimume anti -Jol-aHTuren;

® CYCTaBHOW CHHAPOM;

® aMUOIAaTUYECKUII BApUAHT TeUeHUsI O0JIE3HMU;

* Havayio 3a00JIeBaHUST B TIOKUIIOM BO3pacTe;

* MUKPOAHTUOTIATHS Y TUTUTATbHBIE MHDAPKTHI;

* HaJIM4ue OCTPOro (puOPO3UPYIOIIETO aTbBeOJNTa (10 TH-
my cuHapomMa XammeHa—Puya) B nebrore 3a001eBaHuS;

* CHIDKEHME (hOpCUPOBAHHOM XXU3HEHHOM EMKOCTH JIETKUX
MeHee yeM Ha 60—45% B HavaIbHBII ITepro] 60JIe3HM;

* Hainuue anti-Ro/SSA-ayToaHTUTEN B CBIBOPOTKE KPOBHU;

* HEUTPOMDMITBHBIN ATBBEOJIUT IO pe3yJIbraTaM OpOHX0ab-
BeoJisipHoro JaBaxa (bAJI);

°* THCTOJIOTMYECKast KapTHHA OOBIYHON MHTEPCTULIMAIBHOM
ITHEBMOHUU.

Hawubonee pacnpocmpanennsvim cucmoaocumeckum noomunom
HU3JI npu ITM/JIM siBIsieTCsT Hecneyuguueckas UHmepcmuyuanib-
Has nneemonus [1, 41], BbIACNSIIOT TaKXKe JPYrue TMCTOJIOrnye-
CKUE TIOATUITBI, BKIIIOYAIOIIUE O0ObIYHYI0 UHMEPCMULUANLHYIO
nHeemonuo, TUG@Y3HOE ANTbBEOJIPHOE TTOBPEXKICHUE U Opra-
HUBYIOIIYIOCS TTHeBMOHUS. JIMM@OIMTapHbIi MHTEPCTUIIMATb-
HbIii mTHeBMOHUT ipu [IM/JIM Habmonaetcs peaxo [42].

JlaHHbIE O PAcCIPOCTPAaHEHHOCTM JIETOYHOM TMMNEePTEH3UU
ripu [IM/IM masiourcieHHbI U3-3a OTPAaHUTISHHOTO YUCIIa MC-
caemoBanuii [43, 44]. Y maumenTon ¢ [IM/JIM, yaiie KeHIIWH,
Kak IpaBWIO, HAOIIOMAI0TCS OIBIIIKA ITPU (PU3MIECKOI HArpy3-
Ke, CHIDKeHME (PYHKIIMOHATbHOM OCTaTOYHOM €MKOCTH JIETKUX
WY U30JMPOBaHHOE CHIKeHUE (G dYy3MOHHOI eMKOCTHU Jier-
KUX U KapTMHA TMIepTpodUu JIETOYHOU apTepuu B ayTOINCUIA-
Hom matepuaie [45]. TTo muenuto M. Kalluri u C.V. Oddis [1],
IUTST YCTAaHOBJICHUST TWAarHo3a JIETOYHOUM TMTePTEH3UHM 3XOKap-
IUOrpadUIeCKOro MCCIeAOBaHUS HEAOCTATOUHO, TOBBIIICHUE
JIaBJIEHUSI B JIETOYHOM apTepUU MOJKHO OBITh TOITBEPXKICHO
MpU KaTeTepusaluu cepiaua. Pa3BUTHIO JIErOYHOI TUMEpTeH-
31U, PESUCTEHTHON K Ba3OAWIATUPYIOIIMM MpernaparamM, CIo-
CcOOCTBYET MPOTPECCUPYIOLIMNI JierouHbIl ¢uodpo3. B cBsizu ¢
HEOJIarONPUATHBIM IPOTHO30M B TaKUX CIyJasiX O0OCYXKIAeTCsI
BOIIPOC O TPAHCIJIAHTALINU JIETKUX.

[THeBMOMenacTUHYM M TTHEBMOTOPAKC, KOTOPBIE SIBISTIOT-
csl Pe3yJbTaTOM ITOBPEXICHMST abBEOJ/BE3UKY, CUUTAIOTCS
PEAKUMU OCJIOXKHEHUSIMU MPU AU DY3HBIX OOJE3HSIX COSTUHU -
teabHol TKaHu (JIBCT), ogHako onucaHo UxX pa3BUTHE B 1e010-
te IIM/IAM. Coobaercs, uro u3 62 nauentos ¢ JIbCT, nmes-
LIMX THeBMOMeAUacTUHYM, y 80% Obut JIM, mpu 5TOM MOYTH Y
MOJOBUHBI U3 HUX aMMONaTUYeCcKuii. Pa3BuTne mHeBMoTOpakca
Hab0Aa710Ch Y 7 00JbHBIX, KOTOPHIM MPOBOAMIOCH APEHUPOBA-
HUE ¢ mocieayloleil mniaesposakTomueid. Ilpu stom ymepiau
3 OOJIbHBIX, OCTaJIbHbIE 4 UMEJTN OJIarONpPUSTHBIN UCXOI U He-
BBIpaXKCHHBIC HAPYIICHUS TTPU UCCIeIOBAaHNN (DYHKIIUU BHEIII-
Hero abixaHus [21]. CMepTHOCTD ITpU TTOJ0OHOI TATOJIOTUN CO-
craBisieT 34%, BbkKMBaeMOcTb — 55% B TeueHue 2 net. [Toguep-
KHBAeTCsl HEOOXOAMMOCTh HAaCTOPOXEHHOCTU B OTHOIIECHUU
YKa3aHHbBIX YIPOXAIOIIUX KU3HU OCJOXHEHUM MpY aMUOIaTH -
YeCKOM BapHUaHTe TeUeHUST OOJIe3HU.

Meduxamenmosnoe nopaxcenue neekux. Hekoropble IuToTo-
KCUYECKHe TIpernaparhl, MpUMeHsIeMbIe I JIeYeHUsI peBMaTH -
YeCcKUX 3a00JeBaHMi, MOTYT MOCAyXuTh npuunHoit M3JI. Tak,
OIKCAHO PAa3BUTHE OCTPOTr0 MHTEPCTUILIMATIBHOTO MHEBMOHMUTA
Ha doHe Tepanuu ukiIodochamuaom (LID), KoTopslii ObUT Ky-
MMMPOBAH TTOCJIe OTMEHBI TIperapaTa. Bo3HUKHOBeHUE TTHEBMO-
HUTa U HEOOpAaTUMBIX (DUOPO3HBIX U3MEHEHMI BO3MOXKHO Ha
(oHe IIUTENBHON Tepanuym HU3KMMH 03aMH MeTOoTpeKcaTa
(MT). Takue HapylieHus: HaGaogal0TCsT Y 2—7% MalKUeHTOB ¢
JBCT u xapakTepu3ylOTCsl OABILIKOM, KalllleM, KOHCTUTYLIMO-
HaJIbHBIMU cUMITTOMaMH [46, 47].

JInarnocTka MHO3UT-acconuupoBanHoro M3J1
HccnenoBanue ¢GyHKINKM BHELIHETO IbIXaHUS HEOOXOIUMO
Kak JUIsI OLIEHKU COCTOSIHMSI OOJIBHOTO, TaK U IJIsI OIPeae/ICHIS
MPOrHO3a. PeCTpUKTUBHBIC HAPYIIEHUS XapaKTepPU3YeTCs CHU-
JKEHUEM OOIIeiil eMKOCTH JIETKMX, (YHKIIMOHAIBLHOW OCTAaTOY-
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Puc. 2. buoncus neexoeo (a, 8) u KTBP (6, 2) 60161020 ¢ MUO3UM-ACCOUUUPOBAHHBIM

H3I[1]

a — 00bIMHAsSL UHMEPCMUUUANbHASA NHe8MOHUsL (ouazu Guopodaacmos, caaboBbIpaNceHHbLIl
B0CNANUMENbHDLI UHDUABMPam, uOPO3 U KUCMO3Hble U3MeHeHUs); 6 — 0a3anbHble nepu-
hepuueckue uzmeHeHlUs N0 MUNY «COMOBO20 N€2K020», YMoAuleHue nepecopodok; 6 — Oug-
@y3Hoe anveeonapHoe nogpedicoerue (omeku, 6eaKosblil IKcCyO0am U 60CHANUMENbHbLE KAem-
KU 6 UHMepCmuyuy U anb8eospHbIX RPOCMPAHCMEAX); @ — 04az208ble nepugeputeckue 3d-
MeMHeHUs: N0 MUNY <MAamo8020 CIMeKAQ» 8 HUNCHUX 001X

HOM eMKOCTH, (hOPCUPOBAHHOM XM3HEHHOU €MKOCTH, (hopcH-
POBAaHHOIO 3KCIIMPAaTOpHOro obobema 3a 1 ¢, muddy3noHHOI
CIIOCOOHOCTH YTapHOTo ra3a ¥ HOpMaJibHbIM WM ITOBBIIIEHHBIM
COOTHOIIIEHHEM (OPCUPOBAHHOTO SKCIIMPATOPHOro odbeMa 3a
1 ¢ ¥ popcrpOBaHHOM KU3HEHHOM EMKOCTH JIETKUX.

C1aboCTh ObIXaTeIbHBIX MBI MOXET MTPUBECTH K CHIKE-
HUIO 00IIEH eMKOCTH 1 (hOPCHPOBAHHOM KU3HEHHON €MKOCTHU
JIETKUX, MaKCUMAJIBHOIO 3KCIIMPATOPHOIO M MHCIIMPATOPHOIO
naByieHust [24] npy HopMaJbHBIX (POPCUPOBAHHOM SKCITUPATOP-
HOM oObeMe 3a 1 ¢ u (hOpCUPOBAHHOM KM3HEHHON €MKOCTH,
@y M arbBeOJSIpHO-apTepuaibHOM TpamueHTe mno Oo.
HebnaronpusaTHBIM SBJISICTCSI CHIDKECHKE TTapaMeTpoB, OTpaka-
[OLIMX CHJIy PECITMPATOPHBIX MBIIIL (MaKCHUMaIbHOE DKCIIUpa-
TOPHOE U MHCIIMPATOPHOE AaBieHue), Ha 30% 1o cpaBHEHUIO C
HOpMoOIi 1 opcrpoBaHHas XKU3HEHHas eMKOCTh <55% [25].

Pentrenosiornyeckue MeToAbl JMATHOCTHKH

Pesynbrarel, mosydyeHHble MPU MPOBEACHUU KOMIIbIOTEP-
Hoil Tomorpacdun Beicokoro paspemenus (KTBP), xopomio
KOPPETUPYIOT ¢ MOPGOJIOTUIECKOI KapTUHOM JIETOUHOU TKaHU
(puc. 2) [1].

Hau6onee yacto npu KTBP y 6osnbHbIx ¢ [IM/IM BbIsIBIIS-
[OTCSI PETUKYJISIpHbIE HapyIIeHUsI W/WJIM U3MEHEHUs 10 THITY
«MaTOBOTO CTeKJIa» ¢/6e3 30H KOHCOMUIAINN. DT U3MEHEHUS,
KakK TPaBUJIO, COOTBETCTBYIOT MOP(MOIOTUIECKOl KapTUuHe He-
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cneurduYeckorl  MHTEPCTULHMATbHOMN
nmHeBMoHuM [1, 48]. Takue m3MeHeHMUsI
SIBJISIIOTCSI TIPOTHOCTUYECKU OoJiee 01aro-
MIPUSITHBIMU, YTO CBSI3aHO C MIOTCHIINAITb-
HOI PECTIOHCUBHOCTBIO K Teparuu [49].
M3MeHeHusT 110 TUITY «COTOBOTO JIETKOTO»
CBUAETEILCTBYIOT O (ubpo3e M Xyxe
TTOIIAI0OTCS IIPOTUBOBOCITATTUTEIBHOM Te-
panuu [50, 51]. ITo nanubiM K. Kurasawa
u coaBT. [52], u3 32 6ompHBIX [IM/AM
oCTpas JierouHasi MaHudecTalus, JIX0-
panka c npeodaananuem npu KTBP kap-
TUHBI «MaTOBOT'O CTEKJIa» HAOIIOIATUCH Y
15 (47%) no3uTuBHLBIX 10 anti-Jol-aHTH-
TesaM TanueHToB. I[lomocTpoe Havamo
6osie3nu 6bu10 Y 17 (53%) GONBHBIX, He-
TraTUBHBIX IO aHTU-Jol-aHTUTENaM, TIpU
stroM KTBP-kapTuHa y HUX, Kak nipaBU-
JIO, XapaKTepu3oBajach OpOHXO2KTa3a-
MU, U3MEHEHUSIMUA IO THUITY «COTOBOTO
JIETKOTO» U TIpeobIagaHueM HeuTpodu-
J0B 110 JaHHBIM BAJI. DddekTuBHOCT
Tepanuu OblIa OoJiee BBICOKOM M Oolee
MPOIOJIKUTENIBHOM y MAallMEHTOB C OCT-
PbIM HayajioM 3a00J1eBaHUsI.

[lpu Hamumuuu  KjIaccuyeckoi
KTBP-kapTuHbl HET HEOOXOAUMOCTHU B
Mopdonornueckom ucciaenoBanuu. Om-
HaKoO B CIydae BOSHUKHOBEHMUS TMArHO-
CTUYECKMUX TPYAHOCTEN, TpeOyoIInX
MpoBeAeHUs] OMOICUM, TPEANOYTUTE-
JIeH TpPaHCOPOHXUAIbHBIN JOCTYNl B
CBSI3U C MO3aMYHOCTHIO TIOPAKEHMUS Jie-
rouHoi Tkanu [1, 53].

ITpu npoBenennu BAJl y crepoun-
PE3UCTEHTHBIX OOJIbHBIX HaOII01a0Ch
yBeanueHue ynciaa CD8+ u CD 25+ T-kJeTok no cpaBHEHUIO
CO CTEpOMJI-PECIIOHCUBHBIMUA, B TO BpeMsI KaK COOTHOIIICHUE
CD4/CDS8 cyliecTBeHHO He pa3Inyajjoch y 3THUX MALleHTOB [54].

buomapkepst Mmuosut-acconunpoansoro M3J1

Haunbosee BaxXHBIM MPEAMKTOPOM MUO3UT-ACCOLIMUPOBAH -
Horo M3JI siBisieTcst MO3UTUBHOCTD 10 aHTUCUHTETa3HbIM aHTH -
TejaM, B ToM uucie o anti-Jol. M3JI y Takux 60JIbHBIX BCTpeva-
fotcst mpuMepHo B 70% ciydaes [4, 31]. Kinnauyeckue accolima-
WU y MaIMEHTOB, MMO3UTUBHBIX ITO APYTMM aHTUCUHTETAa3HBIM
aHTWTEIaM, aHAJOTUYHBI M BKJIIOYAIOT B ceOs OINpeneeHHbIN
cumntTomokoMiuiekc — ACC. XoTsl OCHOBHasl KJIMHUYECKasi
CUMIMTOMATHKA Y 3TUX OOJIbHBIX CXOXKa, B TTOCJIEIHUE OBl OTME-
YeHO, UTO TeueHUe OO0JIE3HN Y HEKOTOPBIX IMAlIMEHTOB OTJINYaeT-
cs BHyTpu noarpynibl ACC (ta6i. 2). Tak, BHUMaHUE YICHBIX
TMpUBJIEKIIA TPYIINA MallMeHTOB, CEPOHEraTUBHBIX MO Jol-aHTH-
TeJxaM, ¢ KIaCCMYECKMM KIMHUYECKMM CUMITOMOKOMILIEKCOM
ACC, TsxensiM M3J1 1 He3HaUUTETbHO BBIPAXKEHHON MbIIIEU-
HOI1 cJ1ab0CThIO, YTO MO3BOJIUIO OOCYXIaTh HAIMYME TaK Ha3bl-
BaeMoro anti-Jol-HeraTuBHOro cuHIpoMa. Y MalMeHTOB C aMu-
oTaTUIeCKNM BapUaHTOM TeueHUst 00JIe3H! aHTU-Jo1-aHTuTena
BCTPEYAIOTCSI TOPa3ao pexke, YeM Ipyrhe aHTUCUHTETa3HbIe aH-
tutena. [TonpasymeBaeTcs, 4YTO 3TH MALIMEHTHI MOTYT OBITh MTO3M -
TUBHBI IO APYTMM aHTMCUHTETa3HbIM aHTUTenaMm (anti-PL7,
anti-PL12, anti-QJ, anti-EJ, anti-KS, anti-Zo, aHTuTena K TUpO-
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Tabnuua 2.

AHTHTENA AHTHTEH

AHTHCHHTETA3HbIE:
anti-Jol Histidyl-tRNA- synthetase
anti-PL7 Threonyl-tRNA- synthetase
anti-PL12 Alany-1tRNA- synthetase;
anti-EJ Glycyl-tRNA- synthetase
anti-OJ Isoleucyl-tRNA- synthetase
anti-KS Asparaginyl-tRNA- synthetase
anti-YRS Tyrosyl-tRNA- synthetase
anti-Zo Phenylalanyl-tRNA- synthetase

Jlpyrue Muo3uT-cnenupuyecKue:
anti-SRP
anti-Mi2

SRP-intracytoplasmic protein
Translocation helicase protein

anti-CADM-140 RNA-helicase-MDA 5

Kaunuveckuii npogpuasv muosum-cneyuguueckux anmumen [1]

Kimnnyeckuii npoduin Pacnpocrpanennocts, %

ACC 20
ACC, N3J1, 5—10
¢J1a00 BbIPAXXEHHBIM MUO3UT
ACC, U3JI>mMuo3utr 1-5
ACC, U3JI>muo3ur <5
ACC, U3JI>mMuo3utr 1-5
ACC, U3JI>mMuo3ur 1-5
ACC <1
ACC, peunauBupytoiee M3JT 1
OcTpblil HEKPOTUYECKUIT MUO3UT; <1
Kapauomuonatusi, JIM ¢ BbIpakeHHbIMU <10
KOXXHBIMM U3MEHEHUsIMU, HU3Kui puck M3JI,
XOPOILIW OTBET HA JieUeHNe
Awmmonarnyeckuii IM, tsikenoe U3J1 HewusBectHa

3un-T-PHK-cunTeTaze u mp.). O6paieHo BHUMaHUE Ha Oojiee
tsekenoe MIJI B coueTaHUM ¢ «MSITKUM» T€UEHHEM MBIILIEYHOTO
CUHApPOMA Yy JaHHOM IpynIibl 00JabHBIX[1, 55].

IIpuumnHa pas3BuTusi Muo3ut-accouuupoBanHoro M3J1 ¢
MMO3UTUBHOCTBIO TTO aHTUCUHTETa3HBIM aHTUTEJIaM JIO KOHIIA He
n3ydeHa. [1pennonaraeTcst HATMYME B JIETKUX ITPOTEOTUTUIECKU
YYBCTBUTEJIbHOU KOoH(MOpMammu K ructuani-t-RNA-cuHTeTa-
3¢, YTO OOBSICHSIET pa3BUTHE MMMYHHOTO OTBETa Ha 3TOT aHTH-
TeH B JIErOYHOM mapeHxume [56]. ObcyxkmaeTcs Haauyue reHa
peuenrtopa T-KJE€TOK B MBIIILAX U JIETKUX, YTO MOXET YKa3bl-
BaThb Ha OOIIWI aHTUINEeH-MUILIEHb B 3TUX opraHax [57, 58].
K npyrum mapkepam Muosut-accornuupoBanHoro M3J1 otHocaT
AHTUAHIOTEIMAIbHBIE aHTUTENa, KOTOpble B HMCCIeHOBAaHUU
D'Cruz u coasr. [59] onpenensuiuck y 20 U3 56 naumeHTOB ¢
TIM/IM u y 10 uz 15 ¢ U3JI. [lokazaHo, YTO KOHLIEHTpALIMSsI
KL-6, MyIuMHO3HOIO IJIMKONPOTEMHA, 3KCIPECCHUPYIOIIErocs
Ha THeBMoIuTax [l TMma 1 GPOHXUOJSIPHBIX SMUTETUATBHBIX
KJICTKAaX, CHIKaeTCS Ha (DOHE JIeYeHUsI KaK Y B3pOCIIbIX, TaK U Y
nereii ¢ Muo3uToM [60]. OmrcaHbl 3HAYUTEILHOE YBEIMUEHUE B
CBHIBOPOTKE TAIIMEHTOB C MMO3MT-accouMMpoBaHHBIM WM 3JI
ypoBHS 19-ro parMeHTa UTOKEepaTHHA, CTPYKTYPHOIO Oejka
LIMTOCKEJIeTa MUTENUATbHBIX KJIETOK OPOHXOB, €ro KOppes-
Ms ¢ HammareM g dy3HOTO aTbBEOIIPHOTO TTOBPEXKISHUS U
KoJiebaHWe YPOBHS B 3aBUCUMOCTH OT T€UCHUS (TIPOrpecCHpo-
BaHUe WK perpecc) 6oae3nu [61].

B nocnenHue roasl Bce yalie yIOMUHAETCSI O TSIKEIOM Obl-
ctpo mporpeccupytoniem M3JI nmpu CADM, koTopoe MOXeET
00YCJIOBUTD (haTajIbHOE TeUeHUE OOJIE3HU U3-3a YCTOMUMBOCTHU K
arpecCBHON MMMYHOCYIIPECCUBHON Tepanmuu. Hamuaue anti-
CADM-140/MDAS y matmenTtoB ¢ JIM (B ToM uucie c CADM)
aCCOILMMPYETCST ¢ aKTUBHOCTBIO 3200JIEBaHUS M €TO TIPOTHO30M.
HenaBHue nccinenoBaHus mokKasaiu CBs3b aHTU-MDA-5 ¢ ru-
MOo- WIM aMUOINAaTUYECKUM BapuaHToM TeueHust JIM, Tsokenoit
BacKyJIonaTueit, BBICOKMM puckoM M3JI 1 BO3MOXHOCTb UX MC-
MOJb30BaHUs B KadecTBe MapKepa aktuBHoctu WM3JI mpu
CADM [62]. Tak, y 9 u3 11 natmerros ¢ CAIIM oTMeueHa HOp-
Manuzauust ypoBHst aHTU-MDA-5 u'y 1 — ero cHuxeHnue (ripu
aToM y 6 U3 HuX Obutn oTMeHeHbl 'K, a 4 monmy4aaum HHU3KYIO
noanepxupatoiyo a03y I'K). CoxpaHeHMe BBICOKOTO YPOBHS
aHTu-MDA-5 B TeueHMe Bcero nepuoaa 0ojie3Hu HabJI01a10Ch
y 1 mauuenTa, kotopsiii ymep. [lo manusiM J.C. Hall u coaBt.
[63], MDA-5-ayroanTutena ooHapyxuBatotcst ipu IIM ¢ cum-
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METPUYHBIM PEBMATONIOTIONOOHBIM TTOJTMAPTPUTOM, UMEIOTIINM
enoTunmnueckoe cxonctso ¢ ACC, HO B OTCYTCTBHE aHTUCHUH-
TeTa3HbIX aHTUTE. OHAKO B OTJIMYME OT MPEAbIAYLIMX aBTOPOB
J.C. Hall v coaBT. He BBISIBUJIM YETKOM CBSI3U € OBICTPO Mporpec-
cupytomum M3J1.

ITo maHHBIM IPYTUX aBTOPOB [64], O3UTUBHOCTH IO anti-
PL12 acconmmupoBaHa B 00JIbIIIEH CTEIIEHU C TSKETBIMU OBICTPO
nporpeccupytomum M3J1, yem ¢ Muozutom. OgHOI 13 BOZMOXK-
HBIX aCCOLIMALIMI 3TUX aHTUTE Ha3bIBAIOT MMEPUKApINT [65, 66].

Jleuenne MmuosuT-acconunponantoro M3J1

OnTuMaibHbIe CTaHAAPTHBIE CXeMBI JISUSHUS He OTIpeiesie-
Hbl. HecomHeHHoi coctastionieit repanuu ocratotest ['K, ko-
Topbie 3 heKTUBHBI IpuMepHO Y 50% GonbHbIX [67]. [IpuMeva-
TeJIbHO, 4YTO OOJIbHbIE C MUO3UT-accolmupoBaHHbIM M3J1 u
HopMaJibHBIM ypoBHeM KMDK, kak nmpaBuiio, ycTOMYMBHI K Tepa-
v ['K 1 iMeroT Xyammmit porHo3 1o CpaBHEHUIO C MMalMeHTa-
MU C MOBbIIIIEHHBIM ypoBHeM KDK [68].

Pannee HazHaueHWe arpecCMBHON KOMOWHUPOBAHHON Te-
pamuu (I’K+uMMyHOCYTIpecCUBHBIC areHThI) MOBBIIIAET BO3-
MOXHOCTb OJIaroNnpusTHOrO MPOrHO3a MPU MUO3UT-ACCOLMU-
posanHoro M3JI. [1penapatom BeiGopa rnpu octpom M3JT siBis-
etcs LID [69, 70]. TTpu Gosiee «MSITKOM» T€4EHUHU MHO3UT-ACCO-
mrupoBaHHoro M3J1 mpumenstror azatuornpun, MT [71, 72],
mukiocriopuH A (LICA) [73], BHYyTpUBEHHBII UMMYHOTJIO0YTMH
(BBUT') [74], pexxe — Takpoaumyc [75]. LCA uHrubupyer mH-
TepJaekKuH 2 1 npojudepainnio T-KJIeTOK, 4TO 000CHOBBIBAET
€ro NMpuMeHeHre Ha paHHUX 3Talax MeIJICHHO TIPOrpeccupylo-
wero M3JI. ITo muenuto M. Kalluri u C.V. Oddis [1], Takponu-
MYC SIBJISIETCS 0JIee MOLITHBIM MHTMOUTOPOM aKTUBAINK T-Kite-
TOK U OTJIMYAETCs JIydllieil rmepeHocuMocThio, yeM LICA, uto
MOKa3aHo B psiic HAOMIOAEHUIA, B TOM Uucje Yy OOJIbHBIX, Pe3u-
CTEHTHBIX K 9TOMY Mpermnapaty [76]. MukodeHonata MmobeTn,
SIBIISISICH aHTUMETa0OJIUTOM, He TOJBKO HapylllaeT aKTHBAIIMIO
T-XJIeTOK C TOMOIIBI0 MHAKTUBAIIMY MHO3WH-MOHObOochaT-1e-
TMIPOTEHAa3bl, HO U CHIDKAET aKTUBHOCTH (DrOpOOIacTOB, TIPO-
nudepannio U MPOAYKINIO MPOGUOPOTUUECKUX ITUTOKUHOB,
takux kak TGFp [77, 78].

HaunGonee obHamexuBarole pe3yabTaThbl Y MallMEHTOB C
MHO3UT-accolnupoBaHHBIM M 3J1 TiosTydeHsl Tpy MpUMEHEHUT
OGUOJIOTUYECKOTO areHTa pUTyKcMMaba — MOHOKJIOHAJIbHBIE XU -
MepHbIe aHTuTena kK CD20+anTtureny B-nmumdormros [79].
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IIpumMeyarteibHO, YTO BBIKMBAEMOCTD P MUO3UT-aCCOLIUU-
poBaHHOM M3JI conoctaBuMa ¢ TakoBOi y O0JIbHBIX HecTieuudu-
YeCKOW WHTEPCTUINATHbHON TTHEBMOHUN HE3aBUCUMO OT TIO3M-
TuBHOCTH 110 anti-Jol. Tak, mo manHeiM 1. Marie u E. Hachulla
[32], 1-, 3- 1 5-1 JIEeTHSIST BBDKMBAaEMOCTh coctaBisieT 94, 90 u 87%
cooTBeTcTBeHHO MHTepecHo coobiienne H.D. Tazelaar u coaBt.
[80] o 17 6oabHBIX ¢ MUO3UT-accomupoBaHHbiM M3J1, moarBep-
KIEHHBbIM Mopdosioruyecku. [ucTonornyeckas KapTuHa Hecrie-
HMdUIECKOll MHTEPCTULIMATILHON MHEBMOHUM MMeach y 65%
6obHBIX. B cpenHem 3a 3,4 roma HaOMOACHUS 5 9YeJIOBEK YMEPIIH,
1 npoBeaeHa nepecaaka Jierkux. [1pu aTom S-7€THSISI BbDKMBae-
MocTb cocTaisiia 50%. Bo Beex ciydasix IpUIMHON CMepTH ObLia
MPOrpeccUpyollias AbIXxaTeJbHasi HEAOCTaATOYHOCTb. Y OCTaIbHbIX
11 mauMeHTOB HaOJIOJANIOCh yiydllleHue Ha (poHe KOMOMHUPO-

BaHHOI UMMyHOCYTIpecCUBHOI Tepanuu. Kak yxe ymoMuHanoch,
riucronaroysornyeckas kaptuHa M3Jl umeer mporHoctuyeckoe
3HaueHue. Tak, y 00IbHBIX C HeCIeU(PUUECKON NHTEPCTUIIMAIIb-
HOI THEBMOHUEWU Y OPTaHU3YIOIIEICS THEBMOHMEN, KaK MPaBU-
JIO, OTBET Ha TePaNuIo U MPOTHO3 Jyylle, YeM y OOJIbHBIX C MOP-
osrornueckoit KapTUHOI OOBIYHON MHTEPCTULIMATBHOM ITHEBMO-
HUU U AU GY3HBIM ATbBEOSIPHBIM MTOBPEXKIEHUEM.

B 3akmioueHre HeoOXoAMMO ellle pa3 MOTYEPKHYTh LIEJIeCo-
00pa3HOCTb aKTUBHOTO 00CJIEIOBAHUS AbIXaTEIbHOW CUCTEMBI Y
60sbHBIX [IM/IIM, 9TO OGYCIIOBICHO BBICOKOI YaCTOTOM y Ta-
KHX MMAalMEHTOB PECIIMPATOPHbBIX HAPYLIEHUI, B TOM YuUCJe CyO-
KJIMHUYECKMX, HAJTMYMEM [MapEHXUMATO3HbIX U HeNapeHxuma-
TO3HBIX U3MEHEHUI, OMPEAESIONMX OCOOEHHOCTU MaTOreHe-
TUYECKOTO JICYCHUS.
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