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MWOANONATUYECKUE BOCTANUTEJIbHBLIE MUOINATUMN:
OCHOBHBbIE KITMUHUKO-UMMYHOJIOTMYECKUE BAPUAHTDI,
TPYAHOCTU AND®DEPEHLUUANBHOIO AMATHO3A U TEPANUU

0.A. Aumenaea’, E.JI. Haconoeg'?

'®I'OY BIIO «IlepBblii MoCKOBCKHi rOCYAapCcTBEHHBIN MeAUIIMHCKII yHUBepceuTeT uM. .M. Ceuenoay, 119991 Mocksa;
2OBI'Y «HayuHo-HccienoBatenbCKHii MHCTUTYT peBMatoiorun uM. B.A. Haconosoii» PAMH, Mocksa

Houonamuueckue ocnanumenbrvle MUONAMUY — peoKie aymouMMyHHble 3a001e6aHUsl, XAPAKMEPUYVIOWUecs B0CHAIUMeNb-
HbIM nopadiceHuem cKenemuot Myckyramypol. K num omuocsam noaumuosum, 0epmamomuo3um, 106eHUTbHbII U MUOSUM C
sxarouenusmu (inclusion body myositis), komopwie xapakmepuzylomcsi KaK KIUHUKO-UMMYHOI02UYECKOU HeOOHOPOOHOCTbIO,
TAK U PA3HLIM OMEEMOM HA NPOBOOUMOe JedeHue. B cmambve paccmampusaiomesi OCHO8HbIe KAACCUecKue NposeeHus no-
JIUMUOUMA/OePMAMOMUOZUMA U OMIUYUMETbHbLE 0COOCHHOCMU KAANCO020 U3 NOOMUNOB.

Tepanus bazupyemcsi Ha HA3HAYEHUU 2TIOKOKOPMUKOUOOS C NPUCOCOUHEHUEM UMMYHOCYNPECCUgHuIX npenapamos. Pacuiu-
peHue 63215006 HA UMMYHONIOSUYECKUE, 2eHemUuYecKue U MONeKYIApHble MEXaHU3Mbl OMKPbIBAen HOBble mepanesmuieckie
nepcneKmugbi.

Knwouesuvie coea:uouonamuyeckue 60CRAIUMENbHbIE MUONAMULU, NOTUMUOIUN, OEPMAMOMUOIUM, AHMUCUHMEMA3HbILL
cuHopom, Muosum c exarouenuamu (inclusion body myositis), enroxokopmuxouowt, pumykcumao.

IDIOPATHIC INFLAMMATORY MYOPATHIES: MAIN CLINICAL AND IMMUNOLOGICAL VARIANTS,
DIFFICULTIES OF DIFFERENTIAL DIAGNOSTICS AND THERAPY

O0.A. Antelava', E.L. Nasonov'?
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KIMHWYECKAA MEAWLIMHA, Ne 3,2014 19



Idiopathic inflammatory myopathies are rare autoimmune diseases with inflammatory lesions in skeletal muscles. They include
polymyositis, dermatomyositis, juvenile myositis and inclusion body myositis. These are clinically and immunologically hetero-
geneous conditions differently responding to therapy. The authors consider the main manifestations of polymyositis/dermato-
myositis and principal differences between them. Therapy is based on the prescription of glucocorticoids in combination with
immunesuppressors, Better understanding immunological, genetic, and molecular mechanisms opens up new prospects for the

management of idiopathic inflammatory myopathies.

Key words: idiopathic inflammatory myopathie; polymyositis; dermatomyositis, juvenile myositis and inclusion body myo-

sitis; glucocorticoids.

Wnmonarnueckne Bocnaymrenbhable Muonarad (MBM) —
rpylna XpOHHMYECKHX ayTOMMMYHHBIX 3a00JeBaHMiA, OC-
HOBHBIM TIPOSIBJICHHEM KOTOPBIX SIBJISICTCS MBIIIICYHAS Clia-
00CTh, CBfi3aHHAs C BOCHAJCHHWEM IONEPEYHOIOIOCATON
Myckyaarypsl. K IBM OTHOCAT: MOJIMMHO3UT; 1€PMATOMHU-
03uT; 0BeHWIbHBIN jaepmaromuo3ut (FOJI); muoswurt, coue-
TAIOIIMNCS ¢ CHCTEMHBIMHU 3200JICBaHUSIMU COCITUHHUTEIIb-
Hoit Tkauu (C3CT); MHO3UT, COYETAIOIIMIACS C OMYXOJSIMHU;
MHO3UT C BHYTPUKJICTOYHBIMU BKIFOUYCHUSMH H HEKOTOpPHIC
npyrue Ooiee peakue 3adoneBanus [ 1—4].

PacnpocTpaHeHHOCTh  TOJMMHO3UTA/IEPMATOMHUO3H-
Ta BapbUpyeT B pasHbIX momyasuusx. CormacHo Tpaguliu-
OHHBIM B3IIsAaM, B Tpymnmy MIBM BKIIIOYarOT MalMeHTOB,
OTBEYANOIMX OOIICNpPU3HAHHBIM KpuTepusiM A. Bohan u
J. Peter [3]. Iloka3arenu 3a001€BaeMOCTH IIPH 3TOM Bapbu-
pytot ot 2,18 10 7,7 cnyyas B ron Ha 1 muH HaceneHus [1].

3aboneBaeMOCTb MOMMHO3HTOM/ICPMATOMHO3UTOM HMe-
eT OMMOIaIbHOE BO3PACTHOE pacIlpeieieHue ¢ MUKaMH B
Bo3pacte ot 15 1o 35 u ot 45 mo 54 ner. [y manueHToB
MoJ10/10r0 Bo3pacta (1o 15—20 net) Haubosee xapakTepeH
IO/I. [1]. B o0mieii koropre OOJBHBIX € IIOJTUMHO3UTOM/IEP-
MaTOMHO3UTOM TpeodianatoT xeHnmasl (1,5:1). Muosur ¢
BKITIOUCHHUSIMH, HAITPOTHUB, SIBIISICTCS HANOOIIee pacipocTpa-
HEHHBIM MOJATHUIIOM y MYX4YMH cTapiue 50 JieT, ero 4actora
cpenu nanuentos ¢ MUBM konebnercs ot 15 10 28% [1, 5].

JepmaroMuo3uT (pexe IOIUMHO3UT), ACCOLUUPYIO-
LIMECs C OIyXOJIIMH (IIapaHEeOoIIaCTUUECKUH MHO3UT), CO-
crasiser npuMepHo 20% OT Bcex CilydaeB MIMONATHUECKUX
BOCITAJIMUTENILHBIX MHOTATHIA. OMyXOJIH MOTYT Pa3BHBAThCS
o mosiBneHus npusHakoB BM, ogHOBpeMEHHO ¢ HUMH
WJTH TIOCTIC MX TTOSIBJICHUSA [6].

Cornacno xnaccudukanuun MBM  (MoguduumpoBaHo
Miller (1994) [1—3], BBLACISIOT: TICPBHYHBII HIHOTIATHYC-
CKHI TOJTUMHUO3UT; IEPBUYHBIN UIUOMATUIECCKUN TePMAaTO-
MHO3UT; MUO3UT, accounupoBanubiii ¢ C3CT; FO; Muoswur,
COYETAIOIIHUIICA CO 37I0KaueCTBEHHBIMH OITYXOJISIMH; MHO3HUT
¢ BrmoueHusiMU (inclusion body myositis); rpanyieMaros-
HBI MHO3UT; 503WHOMUIBHBI MUO3HUT; MHO3UT MIPU BACKY-
JUTaxX; OpPOUTANBHBINA (IJIa3HBIX MBIIII]) MHO3UT; (OKaIb-
HBbIH (Y3€IKOBBII) MHUO3UT; OCCU(DUITUPYIOIINN MHO3UT.

Knaccuueckass KIIMHHYeCKas KapTHHA TOJMMHO3UTA/
JIEPMAaTOMHO3UTa BKJIIOYAECT MBIIIEUHYIO CIAa0OCTh IMPOK-
CHUMAJIbHBIX OTJICIIOB KOHEYHOCTEH, CIab0CTh MBIIIIL IIEeH,
nucgaruto, quconuto. [lo Mepe mporpeccupoBaHus MOSB-
JISIeTCSl TPYAHOCTB MPH TIOIbEME T10 JIECTHHUIIE, B TPAHCIIOPT;
BO3MOKHBI HEO)KUIaHHbIe nageHus. [Ipu orcyTcTBUN Tepa-
MUK PA3BHBACTCS MONHAS 00C3BHKCHHOCTD MMAI[HEHTOB.

[Ipu nepmMaroMno3uTe, MOMUMO OMUCAHHOTO MBIILIEYHO-
TO CHHJpOMA, MPHUCYTCTBYET W KOXKHBIM, MPEICTABICHHBINA
APUTEMATO3HON («TEJIMOTPOITHOWM») CHINbBIO, JIOKAINU3YIO-
HIelicsl Ha BEPXHHUX BEKaX, CKyJax, KPbUIbsSX HOca, B 00Ja-
CTH HOCOTYOHOU cknanku (puc. 1, cM. BKIEHKY), B 30HaX
JleKoNbTe (Ha Tpyau) W mand (Ha BEpXHEHW YacTH CIIMHBI).
[Manynel, unu sputema ['oTTpona, — uenryituareie (3pure-

MAaTO3HbIC) BHICHIIAHHS HAJI MCTHO-(DATaHTOBBIMU U TIPOK-
CHUMaJbHBIMU MeX(allaHrOBBIMU CyCTaBaMH, Haja cruda-
TEJILHBIMH TIOBEPXHOCTSIMH JIOKTEBBIX U KOJEHHBIX CyCTa-
BOB. HaOmonarorcsi Takue (opMbl COCYAMCTON MaTOIOTHH,
KaK MH(ApPKTHI OKOJIOHOTTEBOTO JIOXKA, METEXUH M CEeTYaToe
muBeno [1—S5]. OgauM U3 Hauboliee PEIKUX MPOSBICHUIN
MOJIMMHUO3HTA/IEPMATOMUO3UTA SIBIISICTCS PA3BHTHE IaH-
HUKYJIUTA (PUC. 2, CM. BKIEHKY), MOSBICHUE KOTOPOTO, KaK
TIPaBHJIO, CBSA3aHO C aKTHBHOCTHIO IIpOIIecca.

IIpu UBM MOXeT MpHUCYTCTBOBAaTh MPEXOISIIEe IBY-
CTOpPOHHEE CHMMETPUYHOE TIOPaKEeHHE CycTaBoOB. Pa3BuTne
XPOHUYECKOTO e(OPMHUPYIOLIETO apTPUTA C MOJBBIBUXAMH
CYCTaBOB KHCTEH HAOIIONAETCs JOCTATOYHO PENIKO U HE CO-
MIPOBOXKJIAETCS] SPO3UBHBIMU M3MEHEHHAMH (cuHapom JKa-
k) [1,2].

Mg KO/l xapakTepHbl OCTpOE Havaso, 4acTo COYETaro-
mieecsi C BBIPAKEHHBIMU KOHCTUTYIIMOHATBHBIMU MPOSIBIIC-
HUSIMH (JIMXOpaJKa, YMEHBIIEHHE MAacChl Tena), MHAaJTHUs-
MH, apTPATHSAMHU W/WIH apTPUTaMH, a TaKKe MaCCHUBHBIHA
KaJIbIMHO3 MSATKUX TKaHe# (puc. 3, cM. BKJICHKY), COXpaHsi-
FOLIMIACS B TEUCHHE JITTUTEIILHOTO BPEMEHH Ha ()OHE peMHC-
cuu [1].

AMHMONATHYECKUI  JIEPMATOMHO3ZUT  XapaKTepU3yeTCs
MIPUCYTCTBHEM KJIACCHYECKOTO ISl J€PMaTOMHO3UTA IIO-
paKEHUSI KOXKH TMPH OTCYTCTBUHM KIMHUYECKH 3HAYUMOTO
YMEHBILIEHHS MBIIIEYHOH CHJIBI U MOBBIIICHNS YPOBHS Kpea-
tuH(ochokuHa3bl (MapKkepa MUOHEKPO3a) B TeueHHe 6 Mec
u Oosee nocie aedrora 6oae3nu [7].

Jlis Muo3uTa, acCOIMUPOBAHHOTO CO 3JI0KAUYECTBEHHBI-
MU OMyXOJSIMH (OHKOMHO3MTA), XapaKTepPeH SPKO BhIpa-
JKEHHBII KOKHBIM CHHAPOM, COIPOBOXAAIOIIUICS TSKEIbIM
SI3BEHHO-HEKPOTUYECKUM BACKYTUTOM U BO3MOKHOM MOMTHOM
WM YaCTHIHOM PE3MCTEHTHOCTHIO K TITFOKOKOPTHUKOUIAM [6].

OCo0eHHOCTBIO MHO3UTA C BKIIOUCHUAMH SIBISETCS T10-
paKeHHE TUCTAJBHBIX MBIIII, Pa3BUTHEe aMHOTpoduil (60-
Jiee BBIPQKEHHBIX HA HEIOMUHMPYIOILEH CTOpOHE) C Meq-
JICHHBIM MPOTPECCUPOBAHNEM OOJIE3HU U PE3UCTEHTHOCTBIO
K Tepanuu MIIOKOKopTHKouAaMu. [1o Mepe mporpeccupoBa-
HUSI B TIPOIIECC BOBJIICKAKOTCS Pa3HbIC I'PYIIBI MBI, YTO
MPUBOIUT K MHBAJIUAM3AIUY MAllMEHTOB B TedeHue 10—15
net [8—10].

Knunnko-ummyHosiorudeckue noarunsl. [Ipu IBM
HaOJIONAIOTCS] aCCOIMAINN KIMHUYECKOTO CHMITOMOKOM-
IUIeKCA C ONpeleNIeHHBIMA MMMYHOJIOTHYECKUMH MapKe-
pamu (ayToaHTHTeNamMH). Tak, pa3BUTHE ITOJTUMHO3UTA/
JepMaTOMHO3HUTA CBSI3aHO C CHHTE30M aHTHSJIEPHBIX ayTo-
AHTHUTENl, HAIPABICHHBIX K IUTOIIA3MATHYCCKUM OelKaM
U pUOOHYKIIEHMHOBBIM KHCIOTaM. Muosutcrnenuduiyeckue
aHTUTeNa IPUCYTCTBYIOT B CHIBOPOTKE KpoBU nouTH y 90%
6ompHBIX [1, 2, 8].

OnHUM U3 Hanbollee TSDKENBIX MOATUIIOB TOJMMHO3H-
Ta/IepMaTOMUO3UTA SBIAETCS AaHTUCHHTETA3HBIH CHHIPOM
(ACC). B cbIBOpOTKE KPOBH Y 3THX OOJBHBIX BBISBIIOTCS
AHTUCHHTETa3Hble aHTUTeNa (aHTH-Jo-1, pexxe aHTH-PL-7,
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antu-PL-12, antn-OJ, antu-EJ n antu-KS un ap.) [1, 8].
Cumnromoxommuiekc ACC xapakTepu3yeTcs OCTpPhIM Ha-
YJaJIOM, JIUXOPAIKOH, CHMMETPUYHBIM HEIPO3UBHBIM apTpH-
TOM WM apTpainrusmu, ¢peHomeHoM PeiiHo, mopaxeHuem
KOYKH JIQZIOHEH ¥ MaJbIeB 110 TUITY PyKH MexaHuka. HTep-
cTuLHanbHoe nopaxenue yerkux (UI1JI) MmoxxkeT BbIcTynaTh
Ha MepBbIi m1aH B KauHnYeckor kaptuHe ACC u, Kak mpa-
BUJIO, OOYCIIOBIIUBAET MPOrHo3 Oose3nu [8, 10—12].

IIpumedarenpHO, 4TO MBITIEYHOE TTopaxkeHue mpu ACC
MOKET MPOTEKaTh Oosiee MATKO M CIIEAOBATh 3a APYTHMMHU
KIIMHUYECKUMHU TPOSIBICHUSIMA. B Takom ciydae Mblied-
Hast cJ1Ia0OCTh OIPEAETSIeTCs MPU CIELHAJIbHOM MaHyajb-
HOM MBIIIIEYHOM TECTUPOBAHHH, aHATIN3E JTAHHBIX aHAMHE3a
U J1a00paTopHBIX Nokazareneld. CoracHO NaHHBIM JIUTE-
partypbl, MBbIIIEYHAs CIa00CTh TPEIIIECTBYET PA3BUTHIO
WILI tonbko y 12—31% nauuenros ¢ ACC, B TOo Bpems
kak UIUJI mpenmectByer pazButuio Muosura y 37—56%;
oZIHOBpeMeHHoe pa3Butue Muozuta u UIJI nabmonaercs y
okono 50% nanueHToB. MHTEpecHo, 4to y 6onbHbIX ¢ ACC
C COXpaHHOW MBIILIEYHOH CHIION Yallle pa3BUBaThCs OBICTPO-
nporpeccupytoiiee UIJI ¢ curgpomom (hudpo3upyroiero
QJIbBEOJINTA, ACCOLIMUPOBAHHOIO C HEOIAroONMpUATHBIM IPO-
rHO30M [8].

B mocnennue roapl uccienoBarenn o0palialT BHUMA-
HHUE Ha TO, YTO T€UEHHE OO0JIE3HN Y HEKOTOPBIX MMALMEHTOB C
ACC omnn4aeTcst He TOJIBKO OT TeUEeHHUs O0JIe3HU IIPHU MO -
MHO3HTE/IEPMATOMHO3UTE B LIEJIOM, HO ¥ HETIOCPEICTBEHHO
BHYTpH noarpynmsl ACC. Beigenena nmoarpymmna O0ibHBIX ¢
TsokenbiM UITJI, ceponerarnBHas mo Jo-1-anturenam. O6-
Cy)KIaeTcsl TaK Ha3bIBa€MbI aHTHU-JO-1-HEraTUBHBIM CHH-
JapoM. Takue MaeHThl MOTYT OBITh TIO3UTHBHBI 110 IPYTHM
AQHTUCUHTETA3HbIM aHTUTEJaM, KOTOPbIE ACCOLMUPYIOTCS
¢ 6onee TsoxkensiM MITJL B codueTaHnu ¢ MSATKAM TEYEHHEM
MblIlIeqHoro cuuapoma. Tak, y nauuentoB ¢ ACC ¢ MUHH-
MaJbHBIM MHOTIATHYECKUM CHHIPOMOM aHTH-Jo-1 anTuTena
BCTPEUAIOTCS TOpa3zio pee, YeM APYrue aHTUCHHTETa3HbIe
anTturena [8, 11—13].

Ilopa:keHue OpraHoB M CHCTeM INPH MOJUMHO3UTE/
nepmaromuo3nte. Hanbomnee snaunmbiM (80%) opraHHbIM
MOPAXEHUEM SIBIIACTCS MOPAKEHHUE JbIXaTeIbHON CUCTEMBI,
KOTOpO€ MOXKET MPOTEKaTh KaK ¢ MHUHUMAJIbHBIMHA KJIWHU-
YECKUMHU IPOSIBICHUSIMH, TakK U ¢ Tsoxensiv UITT [11, 12].
Haubosnee yacToit popmMoii JEroUHOTO MOPAsKEHUS SIBIISETCS
ITHEBMOHHUSI.

[TockonbKY OCHOBHBIM TPU3HAKOM IOJMMHO3UTA/Iep-
MaTOMHO3UTa SABJISETCS MOPaKEHHE MONEPeyHOIOoN0caTon
CKEJIETHOW MYCKYJIaTyphl, y OOJBIIMHCTBA MAIlMEHTOB Ha-
OmrogaeTcst BOBJIEYEHHE B IATOJIOTMYECKHUH Ipolecc Kak
MeXpeOepHBIX MBI, Tak 1 Tuadparmbl. Beicokoe crosHue
Kyrojia quadparmbl U BSJIOCTb €€ IbIXaTeIbHbIX 3KCKYpPCHI
MIPUBOJISIT K SKCIIUPATOPHON OJIBIIIKE, U3MCHEHUIO (DYHKITUH
BHEILHETO JbIXaHUA 110 PECTPUKTUBHOMY THIy B 40% city-
yaeB. CHIKAETCsl KaIlJIeBOW U JIbIXaTENIbHBIA KIMPEHC JIeT-
KUX, JIETOYHBI KPOBOTOK, YTO SBJSETCSA OJIarompUsATHBIM
YCIIOBUEM ISl PA3BUTHUS THIIOBCHTHIISIIHOHHOW ITHEBMOHUH
U JIETOYHOH rumnepreH3uu. HapyiieHue miotaHus, cBsi3aH-
HOE C MOPaKEHUEM TIIOTOYHBIX MBIIII, MOXKET MPUBOIUTH
K acIUpalMy MUILU U CIIOHBI C TOCIEAYIOIUM Pa3BUTHEM
aCTIMPAIMOHHON THEBMOHUH (pHUC. 4, CM. BKIIEHKY).

[lopaskeHne HEMOCPEICTBEHHO JIETOYHOH TKaHW IIpH
[IM/JIM MoxeT mpoTekarh Kak CyOKIIMHHYECKH W BBISB-
JATHCS MPH CHELUAIBHOM 00CIeN0BaHUU (KOMIIbIOTEpHAs
ToMorpadus, (pyHKIMOHAIBHBIC JICTOYHBIC TECTHI), TAK U B

BUJIe CHHJpoMa (pHOPO3UPYIONIETo ajlbBeoNIHTa (PHC. 5, CM.
BKIICHKY)

[Topaxkenue cepana B GOJIBIINHCTBE CIyYacB MPOTEKACT
OeccumntoMHo. MHorna npu cneunanbHOM 00cCiIe10BaHUU
BBISIBIISICTCS] HAPYIICHHE PUTMA M IPOBOIUMOCTH (TaxHKap-
s, aputmusi). KpaiiHe peaxo pa3BHBAIOTCS MHOKApIuT,
MIEPUKAPJINT ¥ 3aCTOWHAs CepACYHAsT HETOCTAaTOYHOCTS [2].

[opakeHue >kenyI04HO-KHILIEYHOTO TpakTa (aucdarus,
Ha3aJIbHAsl PEryPruTaIyst KUIKOW MHIIH) 00YCIOBICHBI 110-
pa’keHHEM MBIIII [IOTKU U THUIIOTOHUEH MuIeBoaa (Bepx-
Hsist TpeTs) [1, 2].

[lopaxkeHne mnodexk HaOIIOAAaeTCs KpailHE PpenKo, Kak
MPaBUIIO, MIPH COYCTAHHAX TOJMMHO3UTA/IEPMAaTOMHO3UTA
¢ apyrumu C3CT, B OCHOBHOM C CHCTEMHOM CKJIEPOJEPMHU-
eil. OnucaHbl eMHUYHBIC CITyYa pa3BUTHA pabIoMHOIH3a
C Pa3BUTHEM MHOIIIOOMHYPUH M KaK CJIEICTBUE OCTPOH I0-
YeUHOU HemocTaTouHoCcTH [1, 2, 4].

[Ipu naGopaTOpHOM HCCIIEIOBAaHUM ONpeneNseTcs Mo-
BBHIIIICHHE YPOBHS CBHIBOPOTOYHOH KpeaTHH(OCHOKHHAZHI
(K®K), makratneruaporeHasbl, acraparnHoBOH 1 allaHHHO-
BOM TpaHcaMmuHa3. [Ipy TSHKEIOM MOPaXKEHUH MBI MOKET
HaOJII0aThCsl CHIYKEHUE YPOBHS CBIBOPOTOYHOI'O KPEaTHHH-
Ha [1, 14, 15]. TloBeiIeHnEe KOHIIEHTpanuy anTu-Jo-1 cBu-
netenscTByeT B oib3y ACC [8].

DACKTPOMUOTPAPUUECKOE HCCICTOBAHNE UTOJIBYATHIMU
anexTponaMu (U-OMI') IpoBOIAT ¢ LeNIbI0 NOATBEPKICHUS
MIEPBUYHOTO MBIIICYHOTO TIOPAKCHUS, ONPEICIICHUS CTEIe-
HHU aKTUBHOCTH BOCHAJIUTEIBHOTO MPOLiecca U OLEHKH (-
(DEeKTHBHOCTHU NPOBOJMMON Tepalvu B IWHAMUKE Ha (OHE
Teparuu [1, 16].

B Ouonrare MBIIIIBI BBISBISIOTCS HEKPO3 U aTpogust
MBILIEYHBIX BOJIOKOH, JIMM(OTUCTHOLMTApHAs UH(UIBTpa-
mus [17].

Kanunnsgpockonudeckas KapTHHAa HOITEBOTO JIOXKa
MpeaCTaBieHa ACCTPYKIMEH M Je30praHu3alfei Karui-
JSIPOB, YMEHBILICHUEM MX YHUCIA U yBEJIMYCHHEM pa3Mepa;
HEOAHTHOTEHE30M U (POPMUPOBAHUEM TaK HA3bIBACMBIX, KY-
CTOBU/IHBIX KarmusipoB [18].

JlnarHoCcTHYeCKHe KPUTEPUH LIMPOKO OOCYKIAIOTCS B
JUTepaType, MockojibKy mnoAarpynmnsl VBM (monmmuosur,
nepmaromno3ntT, ACC, MHO3UT C BKJIIOUCHHSIMH) pa3HO-
POAHBI KaK IO KJIMHHUKO-Ta00paTOpHO-MOP(OIOrHYECKUM
MIpU3HaKaM, Tak U 10 OTBeTy Ha Tepanwmio [19, 20]. Ha ce-
TOJHSIIHUN I€Hb OCHOBOIIOJATaOIMMH OCTAIOTCS JUArHO-
ctuyeckue kpurepun A. Bohan u Y.B. Peter [3].

¢ CuMMeTpHUyHas IPOKCUMalIbHast MbILIEYHas c1aboCTh
MBIIII] TUIEYEBOTO U TA30BOT'0 MOSICA, PA3BUBAIOIIASICS OT He-
CKOJIBKUX HEJIeIb 10 HECKOJIbKUX MECSLEB.

¢ Tunmu4HBIC KOXKHBIC H3MEHEHUS (1I€PMaTOMHUO3HT).

¢ [loBblieHne ypoBHsI MbIIIeUHBIX (epMeHTOB: KDK,
aJb/10J1a3bl, JAKTaTACTHAPOTeHA3bl, acllapariHOBOM | aja-
HUHOBOH TpaHCaMHHa3.

¢ [lepBUYHBIC MBIICYHBIC BOCIAIUTEIBHBIC H3MCHEHHUSI
Ha u-OMI (Tpuana nmpu3HaKoB).

¢ [IpuszHaku Muo3uTta B OHONTATE MBIIIIBI (HEKPO3 BO-
JOKOH 1-ro U 2-rO THNOB, (haronuTo3, AereHepauus u pe-
reHepaiys MUOGUOPHILT C Pa3HBIM JTHAMETPOM MBIIIICUHBIX
BOJIOKOH, HSHJIOMH3HAJIbHbIC, IEPUMU3HAIBHBIE W IEepH-
BaCKYJISIPHBIC WJIM WHTEPCTUIMAJIbHbICE MOHOHYKJICapHBIC
KIJICTKH).

Bomnpocy npaBWIBHONH M CBOEBPEMEHHOW AMATHOCTUKU
MOJIMMHUO3UTA/IEPMAaTOMHO3UTa BCEria YACISUIM OOJIbIoe
BHIMAaHHUE, TIOCKOJIbKY TPYIHOCTH, CBSI3aHHBIC C HEH, 00y-
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CJIOBJICHBI HAIMYMEM IIIUPOKOTO CIIEKTPa Pa3IMYHbIX KIIHH-
YeCKHU CXOIHBIX 3a00JIeBaHUIi HHOTO MPOUCXOoXkIeHUs [16].

Kak moka3bpIBaeT OIBIT, MPH MOJIUMHO3ZUTE MAIUCHTHI
JUINTENIbHOE BpeMs HaOJII0Nal0TCs Y HEBPOJIOTOB, a IIpU Jep-
MaTOMHO3UTE — Y aJJICPTOJIOTOB H JIepMaTosioros. Bmecte
C TEM MalMEHTHI, CTPAJAIOIINEe HEeBPOJIOTHYECKUMHU 3a00-
JICBAHUSIMH, META0O0INYCCKUMH, SHIOKPUHHBIMH, HACIeN-
CTBEHHBIMH WM APYTMMH MHONATHSAMH, HaONIIONAroTCsA ¢
JIMarHO30M PE3MCTEHTHOTO TOJIMMHO3UTa, HEOOOCHOBAaHHO
I0JTy4asi BBICOKHE J103bI INIFOKOKOPTHKOHIOB.

Eme A. Bohan, J. Petter [3] ormedanu, 4to quarsos mo-
JMMHO3UTA MOXKET OBITh YCTAHOBJIEH JIMILB IOCIE HCKIIIO-
YEeHUS IUPOKOTO CHEKTpa KIMHHYECKH CXOIHBIX 3a00JieBa-
nuii. Tak, Hanpumep, nosbiieHne ypoas KOK (mapkepa
MBIIICYHOTO TIOBPEKIICHHS) MOXET HaOIIOIAaThCS TaKkKe
IIpU Ype3MepHOil (PU3MUECKOM Harpyske, MeTabOIUUECKUX
MHUOMATHUAX, MPOrPECCUPYIONINX MBIIICYHBIX JAUCTPODHUSIX,
MHOTOKCHYECKHX BO3ACHCTBUAX, XUPYPTUYECKUX BMella-
TEJNBCTBAX, TPaBMaX, CYIOPOXXHBIX CHHIPOMaX, dHIOKpPH-
HOIATUAX U Ap. B TO ke Bpems mepBUYHbIC MBILICYHbIE
WU3MEHEHUsI, 10 JaHHBIM U-DMI, MoryT HaOIrOaThCA MPH
HACJIEICTBEHHBIX MHOIUCTPODUIX, SHIOKPUHONATHAX (B
TOM YHCIIE TPH THIIOTUPEO3e) U APYTHX COCTOSHUSX, MPO-
TEKaIOIUX C MOPAXKEHUEM MBILIICYHOH TKaHH. MHOHEKpO3
WK aTpo(UH MBIIICYHBIX BOJIOKOH TIPU MOP(OIOorHyecKoM
HCCIIeJOBaHUM OHOITaTa TaKkKe CBUACTEILCTBYIOT O IOpa-
JKEHUH MBIIII] U TOJILKO B COYETAHWU C XapaKTEPHOU BOC-
MATATETbHON (JIMM(pOTUCTHOIMTAPHON) WHPMIBTPAIIUEH
MO3BOJISIIOT JIMATHOCTUPOBATH BOCHAIUTEIBHOE TTOPAKEHHE
MBILIL IPH TOJTMMUO3UTE/IePMaTOMUOBUTE.

W HakoHel, npu ocMOTpe TManueHTa BaxHo nuddepeH-
LUPOBaTh MPOKCHMAJBHYIO U IMCTAIBHYIO (Yalle COIpo-
BOYK/IAIOIIYEO HEBPOJIOTUYECKYFO TTATOJIOTHIO) HIIH OOIIYIO
(cBA3aHHYIO, HAIlpUMeEp, C TSDKEIBIMH COMATHYECKHMH 3a-
0O0JICBaHUSIMHE) MBIILICUHYIO CIIa0O0CTb.

TaxkuMm 006pa3om, O4EBUIHO, YTO KaXKAbIH B OTIEIBHOCTH
KpUTEpU Masocrieu(GUIeH, B TO BpeMs KaK X KOMILICKC
HUMeeT BECOMOE JMarHOCTUYECKOE 3HAYCHHUE.

JAudpdepenunanbubiii Auarno3. IIpn HEKOTOPBIX peB-
MAaToJOrMYeCKUX 3a00JIeBaHUAX HAOIIOOAIOTCS ITOXOXKHE
KIIMHAYECKHE TIPOSIBICHUS B JeOI0TE OOJIE3HW M KOXKHBIN
CHUHJIPOM, OJIHAKO IIPU TLIATeIbHOM cOOpe aHaMHe3a U OC-
MOTpE TAIMEHTOB BBISBIISIOTCS HEKOTOPBIC MPUHINITHAIH-
HBI€ PA3JIMYusl, TO3BOJIAIOLINE IPOBECTH NPABUIIbHBIH 1na-
THOCTHYECKUH TIOUCK.

[Tpu peBMaTHuECKOI MOJTUMHUAITHH B OTIIMYHE OT TOJIU-
MHO3UTA/IePMATOMHO3UTa 00BEM JIBIKCHUN JIMMUTHPOBAH
Muairuei (a He crnaboCThIO MBIIIIT); XapaKTEepHBI Oolee
OCTpOE Pa3BUTHE KIIMHUIECKOHN KapTHHBI, moBbIenne COD
1 OBICTPBIN OTBET (B TEUEHHUE NEPBBIX JHEH OT Havaja Tepa-
[TUH) Ha MaJible JI03bI IITFOKOKOPTHKOHIOB.

[Ipu pubdpomuanrum npeodIaaaroT Kanoosl Ha OOJb B
MBIIIIAX | OOIIYI0 cIa00CTh, TIOXOW COH. Pe3ynbrarsl Te-
CTHPOBAHMS MBIILIEYHON CHIIBL, 00beMa JIBH)KEHUH, YpOBHSA
K®K, nokazareneii u-OMI" He BBISBISIOT OTKJIOHEHHUH OT
HOPMBI.

[ockomnbKy JOKamu3amus OJSIISK PU TICOPHATHYECKOM
apTpUTE MOXKET OBbITh PA3IMYHOM, B TOM YHCIIE HAJ| MACTHO-
(haJlaHrOBBIMH ¥ JIOKTEBBIMH CYCTaBaMH, Leliecoo0pa3Ha
muddepeHnanbias IMarHoCTHKA ¢ KOKHBIMA U3MEHEHU -
MH IIPYU IEPMATOMHO3HTE: IPUTEMON [ OTTpOHA HAT ISICTHO-
(haJIaHrOBBIMU U JIOKTEBBIMHU CyCTaBaMH.

B cnyuae maHuecranuu MOJIMMHUO3UTA/IEPMATOMHO-

3uTa apTpuromM/aprpairuei (Hanpumep, npu ACC) uene-
coo0pa3Ho npoBeneHre AupGepeHInanbHOr0 AUarHosa ¢
PEBMATOMIHBIM aPTPUTOM. B oTiM4Yne OT CTOMKOTO apTpHUTa
IpU HOJIMMHO3UTE/IEPMAaTOMHO3UTE HE HaOII0JaeTcsl po-
3UBHOTO IIpoIlecca M CyCTaBHOW CHHAPOM XOPOIIO KOHTPO-
JUPYETCs IPU Ha3HAYEHNUHU TIIFOKOKOPTUKOUIOB.

KoyxHble n3MeHeHHs Ha JTUIE TIPU JepMaTOMUO3UTE MO-
I'YT HaIllOMUHATh SPUTEMY IO TUITY 0a004KH PU CUCTEMHOM
KpacHO# BosyaHke. MUONATHYECKUN CUHAPOM BIUIOTH JI0O
BBIPOKEHHOW NPOKCHUMAJIbHOW MBIIIEUHON €1a00CTH Ipu
CHUCTEMHOW KpacHOU BoT4aHKE (PEeIKOE MPOSIBIICHUE) JOCTa-
TOYHO OBICTPO KYNHUpYETCs NMPHU HAa3HAYEHUH IIIIOKOKOPTH-
KOHMJIOB, TOT/Ia KaK IMPH MOJIUMHO3UTE/ IEPMaTOMHO3UTE MbI-
IIeYHAasl CHJIa BOCCTAHOBIMBAETCS 3HAUUTEILHO MEJITICHHEE.

Tepanust MOIMMUO3HUTA/IEPMATOMUO3UTA SBISIETCS BaXK-
HOH npo6eMoii, 00yCIOBICHHOHN PEAKOCTHIO U HEOAHOPOA-
HOCTBHIO KoropThl IBM, 1 nMeeT 2 0CHOBHBIX HallpaBJICHUS:
BOCCTAHOBJICHUE MBIIIEYHON CHJIBI M KyIHPOBAaHUE 3KCTpa-
MYCKYJISIPHBIX IPOSIBICHHM, B IIepBYI0 ouepens UL

OcHOBOW Tepanuy MOJIUMHO3UTA/IePMAaTOMHO3HTA, IIO-
3BOJISIFOIICH KOHTPOJIMPOBATh aKTHBHOCTH OOJIE3HH, OCTAOT-
sl NIIOKOKOPTUKOU/IBI, Ha3HauaeMble B 703¢ 1—1,5 mr/kr B
cyTku [1—6]. HeoOxoauMo Moa4epKHyTh, YTO B OTIIMYUE OT
pesyabTaTa npu JPYTHX PEeBMAaTHYECKUX 3a00JIeBaHUAX, (-
(heKT Tepanuu MIIFOKOKOPTHUKOWIAMH JOCTUTACTCsI MEIUICHHO.
JUI1 BOCCTaHOBIICHHSI MBIIICYHONW CHJIBI M HOpPMAaJIM3aLUuU
ypoBHs1 KOK Tpebyercst HECKOIBKO MECSIIEB (B 3aBHCUMOCTH
OT UCXOJHOM TsHKECTH OO0JIE3HH Ha MOMEHT Havyajia Teparuu).
MaxkcumaibHast 1032 TIIFOKOKOPTUKOU/IOB TPUMEHSIETCS B Te-
yeHue 2—3 Mec (IIpU OTCYTCTBHH BECKUX OCHOBAHUM A1 ee
cHIKeHus ). JlanpHelIee BeJileHne MalueHTOB HHANBUIY b
HO Y 3aBHCHUT OT UX COCTOSIHUS IIPH TUHAMUYECKOM HaOJo1e-
HUH (KOHTPOJIb MbIIIIEUHON critbl, ypoBHs KOK, mokazareneit
n-OMI). Kak npaBuiio, TemMI1 CHUKEHHS J103bI TIIFOKOKOPTH-
KOuIoB cocrasiiger 1/2, 3atem 1/4 tabnerkn B 7—10 nuei
(ueM MeHbILIE CYyTOUHAs 103a, TEM MEIUICHHEE CHIKEHHE) 10
TIO/I/ICPKUBAIOIIETO YPOBHSI, KOTOPBIH TaKKe MHIMBHIyaJIeH
(B cpemnem 2,5—10 mr/cyr). Jledenne muo3uta ¢ BKITHOUE-
HUSIMH COCTaBJISIET CIIOKHYIO ITPOOIIEMY, CBSI3aHHYIO C Pe3u-
CTEHTHOCTBIO K INIFOKOKOPTUKOU/IaM.

[Ipu oTCYTCTBUM «OTBETa» Ha TIIIOKOKOPTUKOUIBI HEOO-
XOIUM TEPECMOTp TUAarHo3a, Mpu €ro MOATBEPKICHUN —
noBsIeHne 7036l [2, 3, §]. Ilomararot, 94T0 OGONBIIMHCTBO
OOJIBHBIX, PE3UCTEHTHBIX K IIIIOKOKOPTHUKOHMJIaM, HauOoiee
BEPOSITHO, UMEIOT MUO3UT C BKIIIOYCHUSMHU, HEKPOTHU3UPIO-
IIy}0 MHOTIATHIO WIIU IIPOTPECCUPYIOIYIO MBIIIEUYHYIO TUC-
Tpoduro.

K nmpemaparam BTOporo psizia OTHOCAT a3aTHOIPUH, Me-
TOTpEKCaT, MUKO(EHOIATaMOPETIII, UKIOCIIOPUH A, Ta-
kposumyc, muinodochamun. Iocaeauuit cuntaercs mpe-
naparoM BbiOopa mpu Tsbkenom WITT [1—3, 8]. Ocoboe
MECTO 3aHMMaeT BHYTPUBEHHBIH UMMYyHoro0ynuH (BBUTI')
[23]. HemaBuue wuccienoBaHus MOATBEpAMIN ero dhdek-
TUBHOCTH Iipu npuMmeHennn BBUIL B BricOkHX 103ax B co-
YETaHWH C TIIIOKOKOPTUKOUIAMHU B TEUCHNE HECKOJIBKHX JIET
IPU PE3UCTEHTHBIX (HOpMax IMOTUMHO3UTA/IEPMATOMUO3H-
Ta, B TOM YHUCIIC JJISl JICUCHUS] TAKUX YTPOXKAIONMIUX KUZHU
ocnoxxHenni, kak aucharus u UILJI. Ormeuarorcs moino-
JKATEJIbHAS IMHAMUKa nocie Tpex uHbekuuidi BBUIL exe-
MECSIYHO y NAlMeHTOB C paHHEH cTaxuel 3a0osieBaHUs, a
TaKkKe paspeinicHre GUOPO3HBIX U3MEHEHUI U yCTOMYUBAs
pemuccus B TeueHue 2 jeT HaOmoaeHus 0e3 MoaKIoueH s
JIpyrUX UMMYHozernpeccanToB. Tak, Ha GpoHEe TpPUMEHEHHS
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BBUI" HaGmonanoch 3HaYMTENbHOE YAyYIIeHUE (DYHKIUH
nerkux [23—25]. TlpeacraBisier WHTEpeC COOOIIEHUE 00
ycnemrHoM npumenennn BBUI npu 6epemennocTH, koraa
nocnennsis nabekiwst BBUIT Obina npousseneHa uepes 15
JHEeH nociue poaos. IIpu3HakoB akTUBHOCTH 1€pMaTOMHUO3H-
Ta He HaOII0aNIOCh, U Yepe3 6 JIeT He0OXOANMOCTH B KaKOIi-
6o Tepanuu He Ob110. [IpencraBiseT nHTEpec coodIIeHne
00 ycrienmHOM exxemecsiaHoM npuMenennn BBUIL mpu Ge-
pemenHocTH [26]. OnpeneneHnbie Ha/leXK/Ibl BO3/IararoT Ha
npuMmeHeHne manbix 103 BBUIL npu Muo3ute ¢ BKItOYEHH-
simu [27, 28]. UHTepecHO cooOleHrne 00 HUCIOIb30BAHUN
nmoakokHoro Beenenuss BBUI [29].

Jia nedeHust peBMaTM4ecKUX 3a00J€BaHUN HIMPOKOE
NPUMEHEHHE HaXOIAT HOBble OMOJIOTMYECKHE Ipenaparsl,
Takue Kak HHQIMKCHMA0 — MOHOKJIOHAJIbHBIC aHTHUTENA K
(hakropy Hekposa omyxouseit o (PHOw); sTanepuent, HHr -
oupyromuii cszpiBane ®HOo u ®HOP (stumdoTokcHH o)
¢ meMOpanHbiMu DHO-penenitopamu; aganumy0ad, Heil-
Tpanm3yromuii ononornyeckue d3pdexrer DHO, Gnokupys
ero B3aumozeiicTeue ¢ pS5- u p75-peuentopamu ®HO Ha
MMOBEPXHOCTH KJICTKH, TOIMIN3yMad — PEKOMOWHAHTHOE
MOHOKJIOHQJILHOE @HTUTEJIO K PELenTopy UHTepIeHKuHA-0.
WwmeroTcst eAMHWYHbBIE JaHHBIE JTUTEPATyphl 00 yCIIEITHOM
NPUMEHEHHUH 3TUX MPEnapaToB MpU MOJIMMUO3HUTE/AepMaTo-
muosute [30—37].

Caesienusi 00 aBTOpax:

B ciy4asx TspKenoro, pe3uCTEHTHOTO K TPagUuLIMOHHON
Tepanuy TEYECHUs IOJMMUO3UTA/AEPMaTOMUO3UTA, OCO-
0ceHHO ¢ TspKeasiM MITJI, Gomblire HameKIpl BO3JIAraloT Ha
IIPUMEHEHHE PUTyKcHuMaba — OHMOJIOTHYECKOTO areHTra u3
MOHOKJIOHAJIbHBIX XMMEPHBIX aHTHTEN K anTtureny CD20+
B-nmumdoruron [38—58].

Kak u3BecTHO, B-KleTkH HIparoT BaKHYIO pOJb B HHH-
LUMPOBAHUU U PACIPOCTPAHEHUH UIMMYHHOTO OTBETa B Iie-
JIOM, a TaK)Ke UTPAIOT MAaTOTeHETHYECKYIO POJIb MIPH TIOJIHU-
MHO3uTe/IepMaToMuo3ute. CornacHo JaHHBIM PErHCTpa Mo
perykcumady Opaniun, u3 30 MaMeHTOB ¢ TOJIMMHO3UTOM/
nepmaromuo3utoM u ACC, pedpakTepHbIX K Tepanuu (110
KpaiiHell Mepe K OJHOMY MMMYHOETIPECCAHTY), PETYKCH-
Ma0 Obu1 3¢hdexTuBeH Oonee yeM y 50% nanuenToB. MHo-
TOIICHTPOBOE PaHJOMH3HPOBAHHOE TBOWHOE CIIETIOE TLTalIe-
00-KOHTpOIIMpyeMoe ucciefoBanue, 3apepuieanoe C. Oddis
U COaBT. [57], MPOIEMOHCTPUPOBAIIO TTOJIOKUTEIHHBINA JIe-
4yeOHBII U cTepongocOeperaronuii 3 dext perykcumada.

Takum oOpazom, mpodiema u3ydenuss UBM na ceron-
HSAIIHUH 1eHb 0CTaeTCsl MHOTOIJIAHOBOM, UTO ONpeenseTcs
€€ UMMYHOJIOTUYECKON U KIIMHUYECKOW HEOTHOPOIHOCTBIO.
[Touck HOBBIX METOOB (hapMaKOTEPAIMU OCIOKHEH PEIKO-
CTHIO HO30JIOTUYECKOU (hOpMBI, TpeOyeT MalbHEHIIero m3-
YUEHHS U IPOBEICHUS KPYIHBIX PaHJOMH3UPOBAHHbIX KJIU-
HUYECKHUX UCCIICJOBAHUM.
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