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HekpoTusupytowe MUONaTum — 370 NOATUN ayTOUMMYHHBIX MUONATUIA, AN KOTOPOTO XapaKTepeH HEKPO3 MbIWEYHbIX BO-
JIOKOH C MUHMUMAJbHON MHQUALTPALMEN BOCNANUTENbHBIMU KIETKAMW N0 AaHHbLIM MblWeYHOi Guoncun. KnuHudeckas
KapTWHa AaHHOM rpynnbl MMONATUI ONpefenseTcs nape3amu B CBA3M C NEPBUYHBIM NOPAXEHWUEM CKENETHBIX MbILUL, a TaK-
KE BHEMbILWEYHBIMM NPOSIBNEHUAMM, TAKUMU KaK IMXOPAAKA, CbiMb, apTPUTLI, CUHAPOM PeiiHO 1 MHTEpCTULMaNbHAsA 6oNe3Hb
nerkux. Hanuune aHTM-SRP-aHTUTEN accouumMpyeTcs ¢ pa3BuTMEM BbICTPONpOrpeccupytoLLnx 1 pedpakTepHbIX K e4eHunto
MWO3UTOB C NOPAXXEHWUEM MYCKYNATYPbl KOHEYHOCTEN U aKCUaNbHOM MyCKynaTypel.

Llenb paboTbl — NpoBeCTU aHanu3 0cobeHHOCTel TeueHUs pedpaKTepHOI K UMMYHOCYNPECCUBHOI Tepanumn aHTu-SRP-ac-
COLMMPOBAHHOI HEKPOTU3NPYIOLLEN MUONATUM U COCTAaBUTL AEKBATHBbIN NNaH NeyeHus.

Y 2 naumeHToK 39 1 56 neT ¢ 6bICTPONPOrpeccUpyIOLMUM BAbIM TETPANAPE30M Ha OCHOBAHUMW KIMHUKO-aHAMHECTUYECKUX
[aHHbIX, Pe3yNbTaTOB MrofbyaToil 3neKTpoMuorpadgum U MarHUTHO-Pe30HAHCHOW ToMorpatuu MbilL, a Takxe aHanusa
MUO3UTCNELUDUYECKUX U MUO3UT-ACCOLMMPOBAHHLIX ayTOAHTUTEN 3aN0A03peHa HeKpoTU3Mpylolas muonatus. B oboux
Cyyasx oTMeyeHo 6bICTPoe pa3suTHe aTpoduii, BbIpaXeHHOMN CNaboCTV MbiLL, KOHEYHOCTEl, 6e3 BoBNeYeH!s GynbbapHoil
Myckynatypel. [lns goctuxeHns 3hheKTUBHOTO KOHTPONS Hapj TedeHueM 6one3HM NoTpeboBanoCch HasHauYeHUe HECKONbKUX
JIMHWIA Tepanuu: MIOKOKOPTUKOCTEPOUJO0B, BHYTPUBEHHbIX UMMYHOTNOOYNMHOB, METOTpEKCATa M pUTyKcuMaba. Mpeacras-
NeHHble Hab/o[eHUs COrNacyloTCa C AaHHLIMW IUTepaTypbl.

HabnioaeHus unioCcTpupyioT TAXKECTb U ObICTPOTY TEYEHUA MUONATUM, ACCOLMUPOBAHHOI € aHTUTENaMu K SRP, Heobxoau-
MOCTb PaHHEro Hayana arpeccuMBHON UMMyHOCYNpeccuu. AKTUBHbIE leyeGHO-peabunuTaLMoHHbIe MePONpUATUA NO3BONS-
10T BOGUTBCA CYLLECTBEHHOTO YYULIEHUS COCTOAHUA BONLHOTO.
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Necrotizing myopathies are a subtype of autoimmune myopathies characterized by muscle fiber necrosis with minimal
infiltration by inflammatory cells on muscle biopsy. This group of myopathies is defined by flaccid palsies due to prima-
ry skeletal muscle damage as well as extramuscular manifestations such as fever, rash, arthritis, Raynaud’s syndrome and
interstitiallung disease. The presence of anti-SRP antibodies is associated with rapidly progressive refractory myositis
predominantly affectinglimb muscles and axial muscles.

Objective of the work is to analyze the course of severe, refractory to severallines of immunosuppressive therapies
anti-SRP associated necrotizing myopathy and to highlight an adequate treatment regime.

Necrotizing myopathy was suspected in patients aged 39 and 56 years with rapidly progressive flaccid tetraparesis on the
basis of clinical and anamnestic data, the results of needle electromyography and muscle magnetic resonance imaging,
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as well as the analysis of myositis-specific and myositis-associated autoantibodies. In both cases, a rapid development
of atrophies, marked muscle weakness in the limbs, without involvement of the bulbar musculature, was observed.
To achieve effective control of the disease progression, severallines of therapy were required: glucocorticosteroids,
intravenous immunoglobulins, methotrexate and rituximab. Our observations are consistent with those in theliterature.
Our observations illustrate the clinical course of severe myopathy associated with anti-SRP antibodies. Early initiation
of aggressive immunosuppression is crucial to control the disease progression. Treatment and rehabilitation allow
achieving significant improvement of the patient’s condition.

Keywords: necrotizing myopathies, polymyositis, anti-SRP, inflammatory myopathies, creatine phosphokinase
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Hnuomnatndeckue BocnannuTebHble Muoratuu (MBM)
— 3TO XpPOHMYECKHE ayTOMMMYHHBIE 3a00JIeBaHMSI, TIEPBUY-
HO ITopaskaroIye CKeJleTHbIe MBIIIIIBL. K Hanbosee pactpo-
cTpaHeHHbIM TBM OTHOCSIT 1€pMaTOMUO3UT, TOJTMMUO3UT,
HEKpOTHU3UPYIOIIe ayTouMMyHHBIe Muonatun (HAM),
MUO3UT C BKJIIOYEHUSIMU U TIEPEKPECTHBIN MUO3UT [1].

HexkpoTtusupyromye ayTonMMyHHBIC MAOITATHH — Te-
TeporeHHast rpynna 6osesneit (15—-20 % Bcex UBM),
B KOTOPYIO BXOIAT ayTOMMMYHHEIE, JIeKapCTBEHHEIE, T1a-
paHeoIuIacTUIeCKre, MHDEKIIMOHHBIE MUO3UThI. OTIH-
YUTENIbHBIMUA 0cOOeHHOCTSIMU HAM $IBSIIOTCS MOBBIILLIE-
HUE ypOBHE MBIMICYHBIX (DEPMEHTOB B CBIBOPOTKE,
HaJIW4Me ayTOAHTUTEI M HEKPO3 MBIIICYHBIX BOJIOKOH
¢ MUHUMaJIbHON WHOUIBTpAaIIMeld BOCTAJUTEIbHBIMU
KJIETKaMU TI0 TaHHBIM ITATOMOP(OIOTHYECKOTO MCCIIEI0-
BaHWS OMOIITAaTa MBIIIII, a TAKXKEe BHEMBIIIICIHBIC TTPOSIB-
nenwus [2, 3].

AyTOMMMYHHBIC MUOITATHN OTHOCSITCS K PEIKHAM 3a-
0oJIeBaHMSIM, C PaCIIPOCTPaHEHHOCTHI0 9—14 cirydaeB Ha
100 TeICc. HaceneHwus. [1pu aToM ayToaHTHUTEIa OOHAPYKM-
Batotcs 6osee yeM y 80 % naumenTos. Y 10 % naumneHTOB
NPUCYTCTBYIOT aHTUTENa, accouuupoBaHHble ¢ HAM,
a nmeHHO aHTHU-SRP-aHTHTEeNna (anti-signal recognition
particle (SRP) antibodies — aHTHTE 1A IIPOTUB YaCTUII CHUT-
HabHOTO pacro3HaBaHus) u aHTu- HMGCR-anTurena
(anti-3-hydroxy-3-methylglutaryl-coenzyme A reductase
(HMGCR) antibodies — anTuTeIa TPOTUB 3-TUAPOKCH -
3-MeTWITIyTapuiI-KOSH3UM-A-peayKTa3bl). OTCyTCTBUE
ayTOAHTHUTEJT PaCIIEHNBAIOT KaK CEPOOTPULIATEIBHYIO (hOp-
My HAM [2, 4, 5].

Hammane y mammenToB antr-SRP-aATuTe M accormm-
pyeTcsi ¢ pa3BUTHEM TSDKEIBIX, OBICTPOIIPOTPECCUPYIOIITIX
n pedpakTepHbIX K JedeHno HAM [6]. Autu-SRP-antn-
TeJla 4acTO paccMaTPUBAIOTCS KaK MUO3UTCHEINMUIeC-
KHe, XOTSI MOTYT BCTPEYAThCS M Y IMAIIMEHTOB C ayTOMM-
MYHHBIMHA 00JIe3HSIMU 03 TIEPBUIHOTO TTOPASKEHIST MBIIIIIT
(peBMaroumHEI apTpuT, cuHapoM LllerpeHa, ayronMMyH-
HbIA renaTUuT, MEPBUYHbIN OUIMapHbIid nuppo3s) [7]. Ya-
CcTOTa BeTpeyaeMocTn aHTH-SRP-aATuTeN y mMammueHToB
¢ HAM Bapbupyert ot 13 10 53 %. [1o HEKOTOpBIM JaH-
HBIM, aHTU-SRP-aHTHTE 1A Yalie BcTpedaroTcs y maeH-
TOB 13 A3um [8§—10].

Jns nmaupreHToB ¢ aHTU-SRP-acconmuposannoit HAM
XapaKTepeH CJIeIYIOIINIA TTaTTePH MOPaKeHMST MBIIIILL: TIpe-
MMYIIECTBEHHO IPOKCUMAIBHBIN CUMMETPUIHBINA TSIKe-
JIBI TeTparape3 (0oJIbIle B HOrax), MopakeHe aKCHalb-
HOI MycKyJaTyphel. BoBlieueHMe JTUIIEBOM MYCKYJIATyphI
BcTpeuaeTcs peako. HabmronaoTcss OTHOCUTENBHO peaKue
BHEMBIIIICYHBIC TIPOSIBIICHUSI CO CTOPOHHBI cepana (Hapy-
IIeHUs] pUTMa 1 cepaedHasi HeIOCTaTOYHOCTh), a TaKXKe
WHTEePCTUIIMANIbHAS 00JIe3Hb JIETKNX, KOTOpasi OOBIIHO
MpOTeKaeT JOCTaTOUHO MsITKo [11].

Hnss HAM xapakTepHbl U3MEHEHUsI J1a00paTOPHBIX
ToKa3areJieii: MOBBIIIeHNE YPOBHEN KpeaTHH(MOCHOKIMHA-
3bI (KDK) (06br9H0 O0mB11e 1000 Enn/im; 735—21544 En/im),
anannHamMuHOTpaHcdepassl (AJIT), acmapratTaMmHOTpaH-
chepassl (ACT) u nakratoeruaporeHassl. YpoeHb KOK
HE KOPPEIHNPYET C TKECThIO KITMHUYECKUX IIPOSBICHMA,
HO MOXET MCIIOJIb30BaThCS UIST OIICHKM OTBETa Ha Tepa-
nmto. [ToBeieHne KoHIeHTpay C-peakKTUBHOTO OelIKa
BcTpedaeTcs Hevacro [1, 10, 11].

Hronpuatast snekrpomuorpadust (OMI') cKelreTHBIX
MBIIIII TTOATBEPXKIAeT IMMEPBUIHO-MBIIICYHBIN YPOBEHD
nopaxeHus (YMEHBIIIEHNE UINTETBHOCTU M aMIUTUTYIBI
TIOTEHIINAJIOB IBUTATEIbHBIX €IMHMII, CTIOHTAHHAS aKTHB-
HOCTb MbILLIEYHBIX BOJIOKOH) [1, 6].

MarautHo-pe3oHaHcHas Tomorpadust (MPT) mprmg
C WICITOJTb30BaHMEM Pa3HBIX UMITYJIbCHBIX TTOCIICIOBATETb-
HOCTE BBISIBJISIET MX BOCTIAJIMTEIIFHOE TTIOpaXKeHNe 1, TIPU
HEO0OXOAMMOCTH, TOMOTAET BbIOPATh MBILLILLY 17151 OUOTICUU.
MP-kapTrHa MO3BOJISET MPEATIONOXUTH JABHOCTD MOpa-
JKEHUSI MBIIIIII, a B TIOCJICAYIONIEM B TMHAMHUKE TTOMOTacT
OIICHUTD OTBET Ha Teparnmio. Ha HavyaabHBIX CTagusIX 00-
HapyXUBArOTCS MIPU3HAKK OTeKa B BUIIE (DOKATLHOTO MU
nrch¢y3HOTO TTOBRIIIICHUS MHTEHCUBHOCTH CUTHAJIA B pe-
xumax T2, STIR. Ha mo3gHuX cTagusix OIpenessTioTCs
MBIIIIeYHAsT aTPOGUS, SKUPOBask MHMWIIBT AN /3aMeIIe-
aue mbiil [1]. [TokazaHo, 4To pa3Hbie GOPMBI TTEPBUYHO-
MBIIIICYHBIX TTOPaXXeHWII NMEIOT XapakTepHeie M P-mat-
TepHBI (pacmpenesieHre oTeKa, aTpodu, MHOUIBTpaIim/
3aMelneHus 1 oreka ¢acuuu). [Ipy HAM mpeumytiect-
BEHHO TTOpaXKaloTcs JIaTepajbHbIe pOTAaTOPHI Oenpa, Aro-
JIYHBIC MBIIIIIEI, MEIWATbHBIN U 3aTHUI KOMIIAPTMEHTEI
6enpa [12].
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BaxHyio poib B TOCTAHOBKE OUArHO3a, OCOOCHHO
B CiIyJae cepoorpunateabHbIX hopMm HAM, urpaer nmato-
Mopdoornueckoe nccaenoBaHNe OMOIITaTa MBIIIIIBI, KO-
TOPOE OCTAETCH «30JI0ThIM CTAHIAPTOM» TUATHOCTUKM [1].
Jnsg HAM xapakTepHO HaJlmdre HEKpo3a, MUO(arommTo-
3a M pereHepallii MBIIICYHBIX BOJOKOH. BBISBIISIOTCS
WHOWIBTPATH U3 MaKpOharoB IMPU OTCYTCTBUU T-KIIETOK,
[JIABHBII KOMIUIEKC THCTOCOBMECTUMOCTH 1-TO THIIA 9KC-
mpeccupyeTcs HeperyasipHo. CBepXaKCIIpeccHsl oIrcaHa
IIpY HEKPOTU3UPYIOIIEM ayTOMMMYHHOM MUO3UTE, BBI3-
BaHHOM CTaTMHAMM. B HEKOTOPBIX CITy4yasix B YTOMIIICHHBIX
COCYIUCTBIX CTEeHKAX OOHAPY:KUBAIOTCS JTETIO3UTHI KOM-
wreMmenTa [9, 11].

B Hacrosiiee Bpemst ast amarHoctuku UBM akryainb-
HeiMu sBagoTcsa kputepun EULAR 2017 1., KoTophie
OCHOBaHBI Ha TaHHBIX KIMHUKO-JIa00paTOPHBIX M TATO-
MOpdOJIOTMYECKUX MccenoBanmii [13].

Tepanus HeKPOTU3UPYIOUIMX MUoONaTHid. B cBsI3u ¢ pen-
KocTbio HAM HeTr KpymHBIX HUCCIIEIOBAaHUI IO OLIEHKE
s dexkTuBHOCTUM UX Tepanuu [14, 15]. JleueHre HampaB-
JICHO Ha CHIDKEHUE BOCITAJICHUS U BOCCTAHOBJICHUE MBI-
1LIEYHOM CUJIbl, MUHUMU3ALUIO BHEMbIILIEUHBIX MPOSIBIIE-
HUI ¢ coOMomeHneM MpoGWIaKTUKI HeXeTaTeIbHbIX
a¢pdexToB Teparmu [1, 3].

Teparmeii 1-if TMHUN SBISIOTCS TITIOKOKOPTHKOCTE-
ponzsl (I'’KC) rrepopanbsHO WM B Ka4eCTBE ITyIbC-TeParTin
[11]. TKC o6pryHO HazHayawTcs B mo3e 0,7—1,0 Mr/Kr
Macchbl TeJIa, ¢ MaKCuMaibHOM o301t 60 mr/cyt [3]. [Ipuem
I'KC npomomkaeTcst 10 BOCCTAHOBJICHUSI MBITIICYHOM CHITBI
B MaKCHMMAaJIbBHO BO3MOXHOM OOBeMe, UIST YeTO OOBIIHO
Tpebyetcst 2—4 Mec. 3aTeM 03y IOCTEIIEHHO CHUKAIOT,
00b1yHO Ha 10 mr Kaxnple 4 Hen. [TocTerieHHOE U pacTsI-
HyTOe BO BpeMeHU cHIKeHue no3bl ' KC Heobxoaumo mis
MpoUIAKTUKHI pa3BUTHsI obocTpennii [3]. Mcrmoab3oBa-
HME TYJIbC-TEPAITNY PALIMOHAIBLHO Y TTAIIEHTOB C TSDKETBIM
TeYeHUEeM MHUO3UTa ¢ HapyIIeHUEeM XOIbObI MJIN TrUChari-
eif, a TaKKe TIPpW HAIMYNY BHEMBIIIICYHBIX TPOSIBJICHUIA.
[Tpu HEOOXOTUMOCTH JUTUTEIFHOTO TIpHeMa He PeKOMEH-
nmyetcs cHkath 103y ' KC Mensbie 10 mr/cyt. Coryrer-
ByIOIIIHE 3a00J1eBaHUs (IMa0ET, OCTEONOPO3) OrpaHUIH-
BalOT BO3MOXHOCTb ucronb3oBanust ['KC [1, 11].

[Monasnsiolee GONBLIMHCTBO MaLueHToB (10 90 %)
¢ HAM HyxnmaroTcs B HOIKITIOYEHUY Teparuu 2-i TUHAN
B TeueHne 6 Mec, u3 Hux 50 % TpeOylOT Ha3HAYEHUS
4 riperapaToB I KOHTPOJIST aKTUBHOCTH Oose3nu [1, 16].
DTO oIpenmensieT TPyTHOCTH mombopa Tepannu HAM
1 paHHETO T00aBICHUSI MMMYHOCYIIPECCUBHBIX IIperapa-
ToB. [TokazaHWsIMM K HA3HAYCHUIO 2-UW JTUHUM Teparuu
omHOMOMeHTHO ¢ 'K C sBIIsII0TCS BRIpaXke HHBIE TTape3bl B
nIebioTe 00JIe3HM, a TaKKe HAJTMIME BHEMBIIICYHBIX IIPO-
SIBJICHW. B Teparmu 2-i1 TMHUM UCITONB3YIOT BHYTPHUBEH-
HbI nMMyHOTIIOOYIMH (BBUT), Takpommmyc, MeTOTpeK-
caT, a3aTUONPHH, LMUKIOCIIOPUH, HUKIodpochamun,
pUTYKCUMAa0, a Takke T1a3MoooMmeH [3, 11].

BoNbIIMHCTBO MAIIMEHTOB CTATKMBAIOTCS ¢ 000CTpe-
HUSIMH TIPU CHIDKCHWHU O3B IIPerapaToB WM OTMEHE

Teparyu, 9YTO IMPUBOIUT K HEOOXOMMMOCTH TIPOIOJIKI -
TeIbHOUM MMMYHOcyTIpeccun. [lomHass oTMeHa JIedeHUS
BO3MOXKHA TP OTCYTCTBUHU PEIIUINBOB 110 KpaitHeil Mepe
B TedeHue 2 JieT HabmoaeHus [11]. Kpome MeqKaMeHTO3-
HOH Tepanuy IMalleHTHl HYXIAIOTCS B peadMINTaINN,
HaIIpaBJIeHHO Ha BOCCTAHOBJICHWE MBIIICUYHON CHUJIBI,
YMeHbIIIeHHE TUc(arui u MpoPuIakKTUKy OCITOXHEHUI,
CBSI3aHHBIX C TUTTOAWHamMuei [1, 3].
IIpennoxeHsl 3 maTTepHa OTBETa Ha JICUCHUE:!
* XOpOIIWI OTBET Ha Tepaluio B TedeHUE 2—3 Mec
¥ BOCCTAHOBJICHUE 0e3 HEBPOJIOTUISCKOTO neduimra
(32 % nanueHTOB);
* pedpakTepHOCTb K UMMYHOCYIIpeCCHH, Ha (DOHE KO-
TOpoif oTMedaroTcss Hopmanu3auust ypoBHsT KDK
W HEIOJIHOE BOCCTAHOBJICHWE MBIIICYHON CUJIBI
(56 % nalmeHTOB);
* MUHUMAJIBHBII OTBET Ha TEPaIIMIO U IPOTPEeCCUPyIO-
ee yxyaueHue cocrosiuus (12 % manuenrtos) [10].
IIpencrapisieM 2 KIMHUYECKMX CITydas.

Knununyeckuin cnyvain 1

IMamuentka H., 39 nem, bvira eocnumanusuposana
6 Hnvbunckyw 6oavHuuyy 6 mae 2020 e. ¢ xwcanrobamu
Ha 8bIPANCEHHYI0 00WYI0 CAA00CMb, CHUMICEHUE CUAbL MbLULY
PYK U Hoe, 6016 6 Mbliyax npu dgudxcenuu. Cuumaem cebs
boavHoll ¢ anpens 2020 2., Koeda y Hee OCMPO paA3euUAaACH He-
nepeHocUMOocmy (huzuvecKux Hazpy3oK, cmaio mpyoHo noo-
HUMambCsl NO AeCmHUYe, a 3amem 6CIAasamy U3 NOA0NCEHUS.
aexcd.

Obcnedosana 6 noAUKAUHUKE NO MeCMmY JHCUMeNbCmed;
npogedenHble Y1bmpa3eyKogoe Ucciedo8anue opeanos opoul-
HOUl noA0CMU, 0PeAH08 MAA020 MA3A, WUMOBUOHOLL Jcene3bl,
MPT 201061020 MO32a, KOMRBIOMEPHAS MOMOSPADUSA 0P2aHO8
2pyOHOIl KaemKu, OPIOWHOLL NOAOCMU U 3A0PIOWUHHO20 NPO-
CMPaHcmea, no360HOMHUKA, 330¢ha202acmpodyo00eHOCKONUsL,
KoaoHOCcKonus He gblsisuau namonoeuu. Ha 14-ii Oens 60ne3-
Hu 06Hapyycero nosvtuterue yposreii AJIT do 482 Ed/a, ACT
do 660 Ed/n, KOK do 999 Ed/a. IIpu ueonvuamoit IMT gui-
61eH0 MeKyujee NePEUUHO-MbliLeyHOe NOpadceHue.

Ilpu nocmynaenuu ¢ cmayuonap: cocmosinue cpeoweii
cmenenu msjcecmu 3a cuem Heepoaoeuuecko2o deuyuma
¢ Hapyueruem 08ueamenvHoll akmusrocmu, 3 6aiia no wka-
se Pankuna. Banwiii mempanapes, CHuUdICeHUEe MblUeHHOU CU-
Abl 8 NPOKCUMANbHBIX omdenrax pyk do 3 6aan08, 6 Ho2ax
00 4 6annos, cummempuHHoe CHUNCEHUE CYXO0NCUNbHBIX pegh-
aekcos. [lanHble 1a60pamopHbIX Uccae008anull npedcmagne-
Hbl 6 mabauye.

C yuemom KAUHUYECKOU KapmMUHbl, 0CMPO20 NOBbIUIEHUS
yposHreit KOK (6 dunamuxe do 15 000 Ed/n) u mpancamunas,
daunvix IMI 6vin 3anodospen noaumuozum. MPT moruy
u mMsekux mxaweti 6edep (puc. 1) evissuna pacnpocmpaHer-
HbLi Oughgy3Hblll omex Mbludly ¢ 2 CMOPOH ¢ NOGbLUICHUEM
cuenana 6 pexcumax T2 u STIR. IIpeumywecmeenno oée-
ueHsl 60ablUUUe 1200UYHble MbIUUYbLL, O0AbIUUE NpUBOdsUUe,
JAamepanvHvle WUpoKue, npsamole Mbliuybl bedpa. B pexcume
T1 mbiuiypt xapakmepuzyomesi HOpMAAbHbIM CUSHAAOM, YO
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Puc. 1. Maenumno-pe3onancuas momoepagus 6 pexcumax T2-636euienHoix
uzoopaxcenuii (a) u STIR (6) demoncmpupyem cummempuyroe nogviuieHue
cueHana om muluiy, bedep, coomeememayroujee omeky. B boavueli cmenenu
nopavsicenvl 60abuiue npUBoOAUjUe, AAMEPAnbHbIe WUPOKUE U NPAMbIE Mblil-
ybvt. B pexcume T1-636euiennvix uzobpaxcenuii (8) mvluuybl Xxapakmepusy-
10MCsA HOPMAABLHBIM CUSHANOM, YO 2080pUM 00 OMCYMCMBUYU HCUPOBOT
ducmpouu u, coomeemcmeernHo, ocmpoil gpase ocnanenus. Ha koponans-
Hoix cpesax 6 peacume STIR (2, ) 6udnvr pacnpocmpanenroe nopaxiceuue,
6o61eueHUe 3200UYHbIX Mblull (YKA3aHbL CMPeAKamu,)

Fig. 1. Magnetic resonance imaging T2-weighted images (a) and STIR (6)
pulse sequences demonstrate symmetrical increased signal intensity from
the thigh muscles, corresponding to edema. The adductor magnus muscles,
vastus lateralis muscles and rectus femoris muscles are more affected.
In the TI-weighted images (8), the muscles are characterized by a normal
signal intensity, which indicates the absence of fatty atrophy and, accordingly,
the acute phase of inflammation. Coronal sections in STIR (e, d) show
a widespread lesion, involvement of the gluteal muscles (arrows)

ceudemenscmayem 00 oMCcymcmauy Huposoii ducmpoguu
u, coomeemcmeenno, ocmpoii cmaduu nopascenus. Iloo-
KOJICHAsA JCUpoBas KAemuamka omeuta no nepedueli nogepx-
Hocmu bedep, gacyuum NOPMHANCHOU MblUIUbl CRPABA U COO-
cmeeHHOU @acyuu 6Gedpa no nepedHe-meduarbHol
noseepxHocmu.

C I-x cymok Habao0eHuss Ha4ama mepanus Memuanpeo-
HU3010HOM 6 do3e 1 me/Ke maccol meaa, Ha poHe KOMOPoi
ommeuanocs cHuxcerue yposueti KOK u mpancamunas. Ooua-
KO K 6-M CymKam y RayUeHmKU Y8eauuunach caabochs 8 Hoedx,
8 C8A3U C ueM, He J04cUAascs pe3yabmamos UMmMyHo010ma Ha
aymoanmumena, ¢ 8-20 OHa Habardenus Hayam Kypc BBUT
no 2 e/ke maccol mena é meuerue 5 oueil.

K 11-m cymkam nabarodenus 6biau noay4eHvl ompuya-
menbHble pe3yabmamsl UMMYHOON0MA AHMUHYKAEAPHbIX aH-
mumen (anmuSm, RNP/Sm, S§S-A, $5-B, Scl-70, PM-Scl,
PCNA, dsDNA,CENP-B, Jo-1, Histone, Nucleosome, Rib P,
AMA-M2), ummyrobaoma mMuo3umcneyuu4eckux u Muo3um-
accoyuupoganuvix anmumen (Mi2b, Ku, Pm-Scll00,
PM-Scl75, Jo-1, SRP, PL-7, PL-12 EJ, OJ, Ro-52). Buisig-
/NeHo 8bicokoe codepucanue anmu-SRP-anmumen (+++).
Coenacno kpumepusam EULAR/ACR 2017 e., na ocHosanuu
KAUHUKO-1a00pamopHbiX U UHCIPYMEHMANbHBIX OGHHbIX Obl-
aa duaenocmupogatna éeposmuas HAM, accoyuuposannas
¢ aumu-SRP-anmumenamu.

Ilocae yemanoenenus duaenosa, ¢ 12-x cymok nabarode-
HUS1 HAYamMa mepanus MemompeKcamom 6HYmMmpUBEHHO 8 HA-
uanvHoll doze 10 me/ned, c nocmeneHHbIM NOBblULEHUEM 003bl
do 15 me/ned. Ha pore mpoiinoit uMMyHOCYnpeccugHoll me-
panuu ommeyeno cHuxcerue ypoeus K@K. [Ipodoaxcarucey
akmueHas uuueckas peaburumauus, OUHAMUYECKULL KOHM-
POAb 1a00PaAmMoOpHbIX noKazamenel.

Ha 18-e cymku Habarodenus y nayueHmKU 6HO8b 803HU-
KA0 KAUHUKO0-1a00pamopHoe yxyoulerue 8 8ude HapacmaHus
MbluieuHoll caabocmu, muaneuil, noswviuenus yposus KOK.
B c65a3u ¢ HeycmoiiuugbiM KAUHUMECKUM COCIOSHUEM U OM-
puyamensvHoil 1abopamopHoll OUHamMUKoll Kk mepanuu 006ae-
seH pumykcumad 6 0oze 1000 me ¢ 2-HedeavbHbiMm nepepvieom
(Oanee kadcovie 6 mec). B ceasu ¢ ebicokumu unpekyuoHHbL-
MU puckamu npogoounacs NPoPUAAKMUKA NHEBMOYUCIMHOU
nneemonuu. Ileped nauanrom newenus npu nomowu mecma
T-Spot uckaouen mybepkynes. Ha gone 4-xomnonenmuoi
UMMYHOCYRpeccUeHoil mepanuu 6blia ommeueHa NoCmeneHHas
noaoxcumensras ouHamuka 6 gude chudicerust yposrs KOK,
Hapacmanus MolWe4Hol CUabl U MoAepaHmMHOCIU K u3uye-
ckum Haepyskam. CymmapHo nposedeHo 3 yuxkaa 68edeHus
BBHUT 6 doze 2 me/xe maccot meaa ¢ unmepsaiom 1 mec.
Tlayuenmka npodoasicusa meduKxameHmo3Hoe U 80CCMAaHO-
sumenvHoe neueHue amoyaamopHo.

Ilpu Hesponoeuueckom obcaedosanuu 8 xo0e nOBMop-
Holi eochumanusayuu 041 eeedenuss BBUI (uepe3 3 mec
om Hauana neueHus) NAYUEHMKA CAMOCMOAMENbHO
ecmaem, Hyxcoaemcs 8 nodoepicke npu xoovbe, ypoeeHs
K®DK <1000 Eo/a.

Yepes 1 mec om nauana mepanuu I'KC doza memuanped-
HU30/10HA NOCMENEeHHO CHUMICAAACh 8NA0Mb 00 NOAHOU OMMe-
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Hbl K 6-My mecauyy om Hauana aeyenus. Ha gone npodoa-
JICEHUS: Mepanuu Memompexcamom 6 dose 15 me/Heo u pumyx-
cumabom 1000 me kaxcovie 6 Mec y nauueHmxu omme4aemcsi
yemouuugas noaoxcumensras ounamuxa. Ipu konmponsHom
00cnedosanuu uepe3 7 mec nevenus y NAYUeHMKU Hem Mbi-
weunoll crabocmu, oyenka no wkanre Poukuna — 0 6a1108;
ypoeuu mpancamunas u KOK e nopme (puc. 2).

3a 5mom nepuoo cocmasuna 2 ke 6 mecay. B xode cmandapm-
H020 0bcaedosanus (00uUll aHaru3 Kposu, 20pMOHbL WUMO-
BUOHOIL Jicene3vl U M.N.) He BbI6ACHO OMKAOHEHUI OM HOPMbL.

Tlo mepe pazeumus 6oae3nu obujee cocmosiHue u camo-
yygcmee npoepeccuro YXyoulaiucs, Hapacmanu caabocms
u ampogpuu mviuy. Tlayuenmxa nepecmana camocmosmens-
HO 6cmasams u3 NOAONCEHUSL Aexcd, Ca0umvCs U ¢ mpyoom

En/n/ U/l
20000 17606
15000
9460 9984
10000
6080 6785
5000 2147 2520 3904
1929 175 111 132
0 . . - — — — [HW HabnopeHuns /
1 3 8 12 16 18 20 26 33 38 40 70 180 210 Days of observation

MetunnpeaHn30a0H 1 Mr/Kr maccbl Tena /
Methylprednisolone 1 mg/kg

$

CHWXeHMe [o3bl Ha 4 Mr/Hep
BMOTb A0 MOSIHON OTMEHbI /
Tapering 4 mg/week until complete
withdrawal

t #

BHYTpMBEHHbI UMMYHOTIO6YNINH 2 I/Kr Maccbl Tena /
Intravenous immunoglobulin 2 g/kg

?

$ #

Putykcumab 1000 mr / Rituximab 1000 mg

BepxHas rpaHnua Hopmbl KOK (145 Ea/n) / Upper limit of CK normal level (145 U/I)

Mepwron npumeHeHns npenapata / Drug administration period

T [Hv BBefeHuna npenapata / Days of drug administration

Puc. 2. Uzmenenue yposns kpeamungocporxunazvl (KOK) 6 kposu nayuenmiu H. na gone npogooumoeo aeuenus. Ha gone npumenenus memuinpednu-
3040Ha ¢ 1-20 OHs Habat0Oenuss ommeuaemcs cHuxcerue yposus KK, odnarxo 6 cessu ¢ ompuyamenvHoll KAUHUHECKOU OUHAMUKOLL ¢ 8-20 OHsI HAONI00eHUS.
Hauama 2-s AUHUA Mepanuu — é8edeHue BHYMPUBEHHO20 UMMYH02100yAuHa 6 d03e 2 o/Ke Maccyl meaa 6 mevernue 5 OHeil, CymmapHo nposedero 3 yukia
6sedenus. [locae nonyvenus pesyabmamos umMmyHoba0ma Ha Muoumcneyuguyeckue aHmumena Hauama 3-1 AUHUA Mepanuu — npuem memompexcama
6 doze 10 me, umo He npugeno Kk cmabuAU3AUUYU COCMOAHUSA NAYUEHMKU U CONPOBOICOAN0CH NOBMOPHbIM nogbiueHuem yposHs KK, 6 césa3u c uem nauama
4-5 aunus mepanuu — npuem pumykcumaoa é doze 1000 me no cmandapmuoii cxeme

Fig. 2. Dynamics of creatine phosphokinase (CK) levels in the blood of patient N. during the treatment. A decrease of CK level was observed from the I day
of methylprednisolone therapy, but due to the worsening of the patient’s condition from the 8" day of observation the 2 line therapy with intravenous
immunoglobulin 2 g/kg in total, given over 5 days was started, 3 cycles of intravenous immunoglobulin were administrated. After the results of myositis-specific
antibodies immunoblot was obtained, the 3 line of therapy was started — methotrexate 10 mg, which did not lead to stabilization of the patient's condition
and was accompanied by a recurrent increase in CK level, for which reason the 4" line of therapy — rituximab 1000 mg according to the standard scheme

was started

Knununyeckunin cnyvai 2

IMamuenTka M., 56 1em, nocmynunia é cmayuoHap 8 si-
eape 2021 2. 6 maiceaom cocmosHuu ¢ OUAeHO30M «<KpUnmo-
2eHHblll eenamum, arumeHmapHas kaxekcus». Cuumaem
cebs boavHoll ¢ mapma 2020 2., Koe0a ommemua CHuMICeHue
Mmaccel meaa, obuyio crabocms. B danvHeiiuem npucoeoutu-
AUCH 3aN0Pbl, YCUAUAUCH CAAOOCMb U CHUJICEHUE annemumad.
Koucyasmupogana eacmposnmeponocom — npeonosodscen
CUHOPOM U30bIMOUHO20 OAKMEPUANbHO20 POCIA, XPOHUYECKOe
eocnaaumensroe 3abonesanue kuweunuka. Ha 10-i mecay
om Hauana 604e3HU NOABUAACH CAADOCHb MbIUUY, HO2, CMAA0
mpyono noonumamscs no recmuuye. [lomeps 6 macce mena

nogopauusanace 6 nocmeau. Pezysomamor 06credosanus
8 aneape 2021 e. npedcmasnernnvt 6 mabauve. B ceasu ¢ eepu-
PUYUPOBAHHBIMU CUHOPOMAMU UUMOAU3A U X0AeCMa3a npeo-
noA0JCeH OUAeHO3 ayMOUMMYHHO20 eenamuma. Anmumen
K eAuaduHy, mKaHeeol Mpanceiymamunase He 6bis6/1eHo.
He 6visi61€H0 0anHbIX, YKA3bI6AOUWUX HA RAPAHEONAACMUYe-
ckuil npoyecc. lenes eenamuma ocmaeancs HesCHuIM. 3a éce
8peMs HabA0eHUs MAPKEPbl CUCTNEMHO20 80CNAAUMENbHO20
omeema 0cmasaauch 8 npeoesax pepepencHbX 3HAYeHUl.
3a 10 oneii do nocmynaenus 6viaa UHULUUPOBAHA MePAnUs
TKC 6 dosze 1 me/ke maccol meaa, c HeKOMOPbIM NOAOHCUMENb-
HbIM AeKmoMm 6 gude CHUMNICEHUS YPOBHS MPAHCAMUHA3.
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HepBHo-mbiweynbie 5OJIE3HH

C yeavlo gepugukayuu eerneza NOpadceHus HneueHu
22.01.2021 gvinoanena mpaHcKymanHas NYHKYUOHHAS Ou-
oncus nevenu. 3aKar4eHue: XPOHUYeCK Uil 2enamum, HU3Kast
axmugrnocmo METAVIR AOF0. Hudexc cmeamo3sa 0. B du-
HaMuKe ommeuanocs Hapacmauue epmeHmemuy — nogvi-
wenue yposus ACT do 4097 Ed/n, AJIT do 6027 Ed/a, camma-
anymamunmpancgepasst do 429 Ed/n, wenrouroii ghocchamasoi
do 1053 Ed/a.

[Ipu nocmynaenuu: cocmosinue msdicenoe, 8bipaiCceHHblil
HympumueHbwlil deguyum (undexc maccol meaa — 12,7 ke/m?),
acmeHu3ayus, CUHOPOM LUMOAU3a U Xxosecmasa, be30e1Kogble
omeKU (8bipadceHHblil 2UOPOMOPAKC), HapyuieHue 08ueamens-
HOUl AKMUBHOCMU, OUeHKa no wkKanre Panxuna — 5 6ai1108.
Temodunamuxa: mendenyus K eunomeH3uu, maxuKapous.
Camypayus 95 %. Ilpu nesponocuueckom 006credoeanuu goi-
56/1€H 851blI MEMPanape3 Co CHUNCEHUEM CUAbl MblUUY, 8 NPOK -
cumanvrvix omodenax pyk — 1 6aan, oucmanvrvix — 3 banna,
6 Hoeax — 1 6ann. Cyxodcunvhvie peghieKcobl He GbI3bI8aArOMCs.
Mbiweunotii monyc oughghysro chuxcer. Boeneuenue axcuans-
HOI MyCKyAamypbl: NAUUEHMKA He MOJcem NOOHAMb 20108y
U3 NOAOJICEHUSL NediCa, NPU BePMUKAAU3AUUL cUOUM U Depicum
201108y CAMOCMOSIMENbHO.

Jlannble 1ab60pamopHbiX uccaedosanuil npeocmaeieHul
6 mabauue. Ilo dannoim MPT weu, mynroeuwa u 6edep (om
c600a yepena 0o Koner) 8 pexcumax DWI, TI-e36eutennolx
uzobpaxceruit, STIR evisiener omek movluiy, 6edep npugodsulei
2pynnol, 8 MeHbvllell cmeneHu — nepeoreli epynnol Molily oe-
dep, omek 3anupamensHsix, 1200UUHbIX MbLULLY, MbIULL CHUHbL

(puc. 3).

Puc. 3. Macnummo-pe3onancras momoepagus 6 KOPOHANbHOU U AKCUANbHOL
naockocmsx, pexcum STIR. Tosviuenue MP-cuenanra om moiuty 6edep npu-
600sell 2pynnbl, HAPYICHBIX 3ANUPAMENbHbIX MbIUUY CEUOeMenbCmEyem
00 omeke. Pacnpocmpanentolii omex nOOKONCHOU U MeNChHacuuanbHoil yeu-
DOBOIL Knemuamu

Fig. 3. Magnetic resonance imaging, coronal and saggital planes, STIR pulse
sequence. Increased signal intensity from adductor muscles, obturatorius
externus muscles is a sign of muscle oedema. Widespread oedema
of subcutaneous and interfascial swelling

Ilo oannoim cmumyasyuonnoii IMT evisenero cHudceHue
M-604H ¢ mbluy, UHHEPBUPYEMBIX CPEOUHHBIM, NOKMEBbIM,
001bULEOCPUOBLIM U MAN0OEPUOBLIM HEPBAMU, C 2 CHODPOH,
CeHCopHble Omeemyl 0451 CPeOUHHO20, N0KMEB020, UKPOHOIC-
HO020 U NOBEPXHOCMHO20 MAA00epy08020 HePBo8 ¢ 2 CMOPOH
He usmenervl. Heonvuamas IMI mm. rectus femoris, femoralis
cnpasa, mm. tibialis anterior, peroneus, deltoideus ciesa
He 8blA8UNA CHOHMAHHOU AKMUBHOCMU MbLULEYHBIX BON0KOH;
nomenyuanbl 08UAMENbHbIX eOUHUY, UBMEHEHbl N0 MUO2EH-
HOMY muny.

Iloayuennvie dannole pacuyereHvl KaK NepauUUHO-Mbl-
uweyHoe 80CnaiumensHoe nopaxicerue (NoAUMUO3UM), 803-
MOJCHO, 8 COYEMAHUU C AYMOUMMYHHbIM 2eNamumom.
ITloemopHnuiii onKoOnOUCK He 0an pe3yabmama, npoooalNceHa
mepanus I'KC 6 doze 1 me/ke maccol meaa, ¢ 5-20 OHA
Habarldenus 6 cmayuonape dobaesen BBUI 6 doze 2 e/ke
maccol meaa.

IIpu ymounenuu xapaxmepa nopasiceHusi Molly U neue-
HU Hem OMKAOHEHUI Om HOPMbl N0 UMMYHOOA0MY aymoum-
MyHHbIX bonesnell newernu (Sp-100, SLA/LP, PML, M2-3E,
LKM-1, LC-1, gp210, AMA-M2, SS-A), anmunykaeapHoeo
gaxmopa, umMMyHO0A0MY MUOSUMCNEYUDUHECKUX U MUOSUM -
accoyuuposantvlx aumumen. Boissaeno nogwviuenue codep-
acanusi amu-SRP-anmumen (++). Ilonoxucumenvhoiil ana-
au3 Ha aymoaumumena Kk SRP-2 (+).

TloemopHnas oyenka 6uonmama neueru 8uia8UAa Mopgho-
A02UMeCKYI0 KapMUHY YMepPeHH020 NAPeHXUMAMO3H020 OUlU-
pybunocma3za. Obcyncoancs duggepenyuanvrolii duaeHos
medxncdy mokcuveckum (1eKapcmeeHHbiM) HopadceHuem
U 00OpOKaUecCmeeHHbIM 8038PAMHBIM GHYMPUNEUEHOUHbIM
Xonecmasom.

Ha ocnosanuu noayyeHHbIX KAUHUKO-1A00PAMOPHBIX
U UHCMPYMEHMAAbHbIX OaQHHbIX 8 COOMBEMCMEUL C Kpume-
pusmu EULAR/ACR 2017 é. 6bira duaenocmuposana epo-
amuas HAM, accoyuuposannas c anmu-SRP-anmumenamu.

C yuemom msidceno2o meuerust 3a004e6aHuUs NOCAE YCMA-
HOBAeHUsI OUacH03a 6bLA0 peueHo 0ONOAHUMb Mepanuio 66e-
denuem BBUT u I'KC. C 15-20 Ous Habarwdenus nauwama
anmu-B-kaemounas mepanus npenapamom pumyKcumao no
cmandapmuoii cxeme. Ilpumenenue opyeux ummyHocynpec-
CUBHBIX NPENapamog 0bia0 OMA0NHCEHO 8 C8A3U C NOBbIULEHUEM
yposus mpancamurnas. C 25-20 OHs HabaodeHuUs, nocae Hop-
Manu3ayuy ypogHs mpancamunas, Hauama mepanus Memo-
mpekcamom 6 Ha4anvHoll 0o3e 7,5 me, ¢ nocmenenHbviM NO-
gviuieHuem 0o3vl do 10 me excenedenvro. K 50-my ourwo
Haba0enus ommeuer azpanyioyumos, 4mo nompebo8ano
BDEMEHHOU OMMeHbl npenapama u 60300H08AeHUs e20 npuema
8 0oaee HU3KoI 0o3e (5 me excenedenvro). UmmyHnocynpec-
CUBHASI MEPAnUs CONPOBONCAANACH OUHAMUYECKUM MOHUMO-
PUHeOM 1ab60pamopHbix nokasamenei, NpoPuUAAGKMUKOU
NHEBMOYUCMHOI NHEEMOHUU.

Ha ¢one 4-KomMnoHeHMHOU UMMYHOCYNPECCUBHOU
mepanuu, peadusumayUoOHHbIX MeponpuUsSmuil ommeueHsl
yayuuienue QYHKYUOHAABHO20 CMAMYCa, HOPMAAUZAYUSL
aabopamopHulx nokazameneil (cm. mabauyy). Yepes 2 mec
nocae NOCMyNAeHUsI 8 CMAYUOHAP Macca meaa nayueHmKu

TOM 13

77



TOM 13

78

HepBHo-Mbiweykbie BOJNIE3HU

Kaunuueckuii pasbop | Clinical case

yeeauuunacw Ha 10 ke (undexc maccot meaa — 15,2 ke/m?),
OHa cmoena npoiimu be3 cpedcme 0ONOAHUMEAbHOIU ONOPbL
bonee 50 mempos, oyenka no wkanre Paukuna — 3 baana.
Ha gone cmabuauzayuu cocmosiHus peuieHo nocmeneHHo
CHU3UMb 003y Memuanpeonusonoua. Ilayuenmra évinucana
u3 cmayuoHapa vepes 4 mec om nauansa sewenus Ha QoHe
nododepaicugarouleil UMMYHOCYNPeCCUBHOI mepanuu: Memui-
npeduuszonon 8 me/cym, memompekcam 7,5 me/Hed, pumyk-
cuma6b 1000 me kaxcovie 6 mec (puc. 4).

Pe3yavmamut 1a60pamopHbixX AHAAU308 NAYUEHNO08
The results of blood tests of patients

IIpu nocryniesnu
B VIIbHHCKYI0 00JbHHUIYY

Blood test and normal range

Be3 ocobennocTeit
In normal range

O01muMit aHaIN3 KPOBU
Complete blood count

AJIT, En/n
ALT, U/I

ACT, En/n
AST, U/l

ITT, En/n
GGT, U/l

0-35 488

0-35 770

4-38 25

Ilemounas

¢E’;/°J‘11’3Ta3a’ 30120 ~
Alkaline
phosphatase, U/l

OO0 GUIMpy-
OMH, MKMOJIb/JI
Total bilirubin,
mmol/L

KOK, Ex/n
CK, U/l

JIAT, En/n
LDH, U/l

CPB, mr/n CRP,
mg/1
MuornoouH,
MKT/JT
Myoglobin, pg/l

3,4-20,5 —

0145 17606

50—-248 1237

0-5 2,9

12-76 =

MoueBuHa,
MMOJIb/JT
Urea, mmol/L

2,10—7,20 6,0

KpeatnnuH,
MKMOJIb/JT
Creatinine, umol/l

50-98 38

IpencraBneHHbIe 2 KTUTHUYECKUX CITy4asi COOTBETCT-
BYIOT KapTuHe HAM TsKe10ro Te4eHus1, aCCOLMMPOBaH-
Hoil ¢ antTu-SRP-antutenamu. Ings HAM xapakrtepHo
OCTPOE WJTU TIOAO0CTPOE HAYAIO, C OBICTPHIM HApacTaHUEM
MBIIIIEYHOM c1a00CTH, TIOSIBIEHUEM aTpO(uii CKeNETHBIX
MBILIL 1 OBbIIIeHeM ypoBHst KDK | yaiie 601eoT KeH-
muHb B Bo3pacte 51,3 + 19,3 roma [10]. Y onucanHbix
MalMEeHTOK MUO3UTHI MPOTEKAI U30JINPOBAHHO, O€3 BHE-
MBIIEYHBIX TTPOSIBJICHUIA.

Clinical case 1 Clinical case 2

ITpu noctynieHuu

IIepen nocrynieauem B VLIbHHC ITocae nposene-
KYI0
B VIJIBUHCKYI0 OOJIBHHUILY i HUA JeYeHus
TpomOolLuTOIIE-
TpoMOOIUTOTIEHUST HUS Bea OSSSI;HHO-
Thrombocytopenia Thrombocytopenia I |
52 x 10°/n n normal range
446,6 352 59
518,5 96 33
106 205 77
136,4 223 58
21,1 11,0 —
— 168 122
— 302 261
— 6,4 4,2
— 506,2 131,9
24,5 8.9 —
70 40 —

Ilpumeuanue. AJIT — ananunamunomparncgepasza; ACT — acnapmamamunompancgepasa; I'T'T — eamma-eaymamusmpancgepasa;
K®K — kpeamungocgpoxunasa; JIJII — aakmamdeeudpocenasa; CPb — C-peaxmugnulii 6enok.
Note. ALT — alanine aminotransferase; AST — aspartate aminotransferase; GGT — gamma-glutamyl transferase; CK — creatine phosphokinase;

LDH — lactate dehydrogenase; CRP — C-reactive protein.
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En/n/ U/l
200

168

150

132
122

100

50

[Hwn HabnopeHuns /

15 25 29

? A

L mmm—

Days of observation

Putykcmumab 1000 mr / Rituximab 1000 mg

~—  BepxHas rpaHuua Hopmbl KOK (145 Eg/n) / Upper limit of CK normal level (145 U/I)

[0 Nepwuop npumeHenus npenapata / Drug administration period

T [Hv BBepeHuA npenapata / Days of drug administration

Puc. 4. Usmenenue yposus kpeamungocghoxunasol (KOK) 6 kposu nayuenmiu M. na ghone npoeodumoeo aewenus. Tepanus memuanpednuszononom 6 doze 1 me/

Ke maccwl meaa unuyuuposana 3a 10 dneii do nocmynaenus ¢ Havunckyio 60avnuuy, Ha one ueeo npousouina Hopmaauzayus yposhs KOK. B ces3u c mscenvim
COCMOSHUEM NAUUEHMKU ¢ 5-20 OHSL Mepanuu Ha4ama 2-5 AUHUS MePanuy — 86edeHue 6HYMPUBCHHO0 UMMYHORA00YUHA 8 003e 2 M2/Ke Macchl meaa @ meue-
nue 5 oneti. ITocae nonyuenust pe3ynsmamoe UMMYHOOA0MA HA MUOSUMCReUUGUHECKUe AHMUMeNa Ha4ama 3-5 AUHUs Mepanuy — npuem pumykcumada é 0oze
1000 me no cmandapmnuoii cxeme. Ilocae Hopmanuzayuu yposHs gepmenmos newenu Havama 4-s AUHUS MePanuy — npuem memompexcama ¢ 0ose 7,5 me,
00HaKo yepe3 25 Oneil om HAUANG MEPANUU 8 CEA3U C ASPAHYAOUUMO30M Npenapam bl BDEMEHHO OMMEHeH U 3ameM 80300H06eH 6 Ooaee HU3Koil doze. Kpaii-
He HesHauumenvHoe nogoluierue yposhs KDK ces3616a10Ch ¢ GbIpaiCceHHOCMbIO aMpogduu Mblull, 8 UCX00e AYMOUMMYHHO20 npoyecca

Fig. 4. Dynamics of creatine phosphokinase (CK) levels in the blood of patient M. during the treatment. Therapy with methylprednisolone in a dose of Img/

kg body weight was initiated 10 days before admission to llyinskaya Hospital. On this therapy normalization of CK level occurred, but due to the severe condition
of the patient 2' line therapy — intravenous immunoglobulin 2 mg/kg was initiated from the 5" day of admission to the hospital. After the results of myositis-
specific antibodies immunoblot was obtained, the 3 line of therapy was started — rituximab 1000 mg according to the standard scheme. After normalization
of liver enzymes levels, a 4" line of therapy was initiated — methotrexate 7.5 mg, but after 25 days from the beginning of therapy due to agranulocytosis, the
drug was temporarily stopped and administered then in a lower dose. A small increase in CK levels was explained by the severity of muscle atrophy in the

outcome of the autoimmune process

[Mpu muarnoctuke UBM cnenyer TOMHUTH O TTapaHeo
TUIaACTUYECCKUX MUO3HUTAX, CPEAM KOTOPBIX Yalle BCTPE-
YyaeTcsl NepMaTOMHUO3UT. Y mauueHToB crapuie 50 et
B 25 % ciy4aeB oOHapyXMBaeTCs] OHKOJIOTUYECKOe 3a-
ooneBanme [17]. Yalie Bcero BHISIBISIIOT paK MOJOYHOM

XeJie3bl, TMHEKOJIOTMYEeCKUe paKOBbIe 3a00J1eBaHUS Y SKEeH-
LIWMH, PaK JIETKUX Y My>KYMH U OHKOJIOTUYeCKUe O00Ie3HU
KeJTyIOYHO-KUIIIEYHOTO TpaKTa y 0boux 1mojoB [18, 19].
B Ha1mx HaboIeHUSIX TTapaHeoTIaCTUYECKOM MaTOJIOTHN
00HapyXeHO He OBLIO.
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CoueraHne MMUO3HUTa C APTPUTOM M MHTEPCTUINATD-
HBIM ITOPaKEHNEM JIETKUX PEIKO aCCOITMUPYETCS C OHKO-
Jorndyeckumu 3adoneBanusamu [9]. IIpm HAM 3noxka-
YeCTBEHHBIE HOBOOOPA30BaHUS Yallle BCTPEYAIOTCS IIPU
cepooTpuuareabHbIX (popmax 1 aHTH-HMGCR-accomn-
POBAHHOM MHUOMNATUU 1 HETaTUBHO BIIMSIIOT HA TIPOTHO3.
Hannune antn-SRP-antuTen He accoumupyeTcst ¢ OHKO-
JIOTMYECKUMU 3a00JIeBaHUSIMU, I OHKOTIONMCK He TpeOyeT-
cs 11,17, 20].

VY 2-1i maliMeHTKN He OTMEYaIOCh 3HAYUTEILHOTO T10-
BoiieHUs ypoBHS K®PK, yTo O6BUIO paclieHeHO KaK Av-
cTpoduuecKkast ctanus 00je3HN Ha (DOHE BHIPAXKCHHOM
arpodun Muimi. OneHka >P@PEeKTUBHOCTU Tepanuu
o guHamuke ypoBHsT KK 6blta HeBo3MoxXHa. B 0bonx
ciyJyasiX He BBISBJICHO MOBBHIIICHUSI YPOBHEW MapKepoB
CHCTEMHOTO BOcCHajJieHus (YTO COIIacyeTcsI ¢ JaHHBIMU
JmTepartypsl [1]), a Takke OTMEYeH TUIIMIHEIN ITaTTepH
TTOPaKEHMSI MBIIIIIT OeIep C OTHOCUTETLHOM COXPAaHHOCTHIO
TepeaHei rpyIbl MBI 0eapa [21].

O06e TTaLMEeHTKY B XOIE JICUCHUS IOy 4 UMMYHO-
CYIIPECCUBHBIX IIperapaTa, 4To, 0 HalleMy MHEHUIO,
B 1-M cayyae Gb1IJ10 000CHOBAHO IPOTpecCUpoBaHUEM 00-
JIE3HW HECMOTPSI Ha HaJaToe JICUeHNe, a BO 2-M ClIydae —
TSKECTBIO TeUEHUS 3a00JieBaHMS. Y 00eHX IMallMEHTOK
OTMEYaJIOCh COYETaHNE HECKOJIBKIX (DAKTOPOB, CBSI3aHHBIX
¢ IUIOXMM TIPOTHO30M: BBIpaKeHHBIC Tape3bl, aTpOoGus
MBI, OTCYTCTBAE MHTEPCTUIINATIBLHOM 00JIC3HU JIETKIX
1 noBbIIeHNe ypoBHST C-peakTuBHOTO Oenka [10].

Tepanus 6bima HavaTta ¢ nmpuMeHeHneM I'KC, 4rto
He TIPUBEJIO K CTAOMIM3AIINK COCTOSIHUS B 000X CITyJasix.
IMo manaBIM TMITepaTypsl, MoHOTepanus ' KC moxer rmpu-
BOIUTH K aIecKBATHOMY KOHTPOJTIO OOJIE3HM, HO YaIlle ObI-
CTPO pa3BUBACTCS CTEPONIOPE3NCTEHTHOCTD, 11 OOJIBIITH-
CTBO ITAIIEHTOB HYXIAIOTCS B OMHOBPEMEHHOM Ha3Ha-
yennu ['KC 1 nmmyHocympeccopos [1]. ITpyu MoHOTepanmm
I'KC cHmkeHMe 10361 Ha (hOHE KITMHUIECKOTO YITyUIICHUS
YacTo COMPOBOXIAETCST 000cTpeHreM 6ome3nu [1, 11]. Dto
0COOEHHO aKTyaJbHO JIsT aHTH-SRP-Muonatum, mpu Ko-
TOPOi1 TOJILKO 8 % MallMeHTOB OTBEYAIOT HA MOHOTEPAIIIIO
I'KC[22].

HecMoTpst Ha OTCYTCTBYE KPYITHBIX HCCIICIOBAHMIA, TTO-
CBSIIIEHHBIX JiedeH110 HAM, npenioskKeHbl COrlacuTe/IbHbIE
peKoMeHmau Teparmu (puc. 5) [11]. I[Ipemraraercs nHM-
murpoBaTh JedeHue ¢ mpuMmeHeHnst [ KC, a 2-10 auHMIO
TepaIrmy Ha3HayaTh JIM0O OMHOBPEMEHHO C HUMM, JIMOO
B TeueHUe 1 Mec mocite Havasa npremMa I'KC, B 3aBucumMocTi
OT TsiKecTH 3abosieBanmst 1 otBeTa Ha KC [1, 11].

VY mpencraBiaeHHBIX MAIMEHTOK B KAUECTBE 2-1i IMHUKN
tepanuu BeiOpaHo BBeaeHue BBUI. [1o paHHBIM TuTepa-
Typsl, ipuMeHeHne BBUT' B MHOTOKOMITIOHEHTHOI cxeme
JICYCHMS Yallle IPUBOAUT K HEITOJTHBIM U ITOJTHBIM PeMUC-
cusiMm y nmauueHtoB ¢ HAM [11]. BBUT B BoicoKOI1 103¢
2 T/KT MacCHI TeJla UCIIONB3YeTCs B ClTydae pepakTepHOCTH
K Tepanuu 2-i Wi 3-ii TMHUM WX B Ka9eCTBE aJIBTepP-
HaTUBBI UMMYHocynpeccopam. MoHotepanus BBUT
HCITOJIB3YeTCs] B KadyeCcTBE Tepaluu |-l JTUHUU TIpU

HenepeHocuMoctu 'KC [3]. CortacHO KOHCEHCYCHBIM
pexoMmeHgauusaM, BBUI MoxHO McCnoab30BaTh BMECTO
METOTpeKcaTa WM B AOIOJHEHUWE K HEMY B KadyeCTBe
2-1i muHuK Teparmu. [lameATaM, OTBeYaroIIM Ha Tepa-
nuio BBUI, pexoMeHayercsa moanepxuBaroiias ao3a
1 r/kr/™Mec B TeueHue 3 mec [11].

B cBs31 ¢ HCOOXOAUMOCTBIO YCTOMIMBOTO KOHTPOJIS
HaJ TeUeHHeM 3a00JIeBaHMS 00CMM TTAlIMeHTKAM B TCUCHHE
1-ro Mecsiia O0bl1a HaYaTa 3-s1 TUHUS Teparmuu. Cornac-
HO JAaHHBIM JIMTEPATyphl, HAMOOJIee YacTO B Ka4eCTBE
3-1f IMHUM TIPUMEHSIETCS METOTPEKCAT, ITOCKOJIBKY OH
obagaet 6osee OBICTPBIM 3(D(HEKTOM 10 CpaBHEHUIO C APY-
TUMHM UMMYHOCYIIPECCOpaMM, a TakKe 0oJjiee OIarompu-
SATHBIM TTpoduneM nodboyHbIx apdexToB [1]. MeToTpekcar
HE cJIemyeT Ha3HA4YaTh MAllMeHTaM C MHTEPCTULIMATbLHOM
00JIC3HBIO JIETKMX, TIOCKOJIBKY OH 00JTagacT IMyJIbMOHOTOK-
cuyHocThio [1, 11]. Ipyrumu uMMyHOCyIpeccopaMu, KO-
TOpBIC YacTO NIPUMEHSIOTCS B KAUECTBE aJIbTePHATUBEI
MeToTpeKcary Ipu JjedeHnn HAM, sIBisiioTcst a3aTHONIPUH
1 MuKodenonata mogerni [1, 3, 11].

Purtykcnmab s heKTUBeH Npu JIeYeHUH JIEKapCTBEH-
HO-pe3ucTeHTHBIX MBM 1 MOXeT MCIIo/Tb30BaThCS BMECTO
WJIN B IOTIOJTHEHUE K METOTPEKCATy B Ka4eCTBE Teparmu
2-i1 muaum [1]. Tlpenapat ObLT MCTIOIL30BaH HAMU TIPU
JledeHn obenx nmaureHToK. CTaHmapTHAs cxeMa IIpuMe-
HEHUS pUTyKCHMaba TIperoiaracT ITIOBTOPHBIC BBEICHMS
npenapara Kaxzasie 6 mec [1, 2, 11]. B koropre u3 17 na-
OUEeHTOB ¢ aHTH-SRP-accommmpoBaHHON MUOIIATHEH
Ha JICUeHIe pUTYKCMMAa0OM OTBETIIIN 13 4eJIOBEK U TOJIb-
Ko 4 — Het [21]. [TIpogomxkuTenbHOCTh 3PPeKkTa TakKe
ObITa pa3HOIT — C pa3BUTHEM PEIIMANBA MEHBIIIE, YeM 9epe3
1 Tom, 9yTO TPeOOBAIO IIOBTOPHOTO BBEIEHMS PUTYKCHMAa0a;
Y OTHENIBHBIX MAIIMEHTOB 2 (hEKT JIeUeHUS ITUIICS Ooiee
2 J1eT.

CortacHO pekoMeHganusM 1o jJedyeHnio HAM, non-
IepXWBAIOIIas Tepalms TpeOyeTcs Mo KpaifHeil mepe
B Te4eHME 2 JIET OT Havaja JICUCHHSI, C IMOCIICAYIOINM
MOCTENEHHBIM CHHXXEeHKWEM 103 Tipenapatos [11].

Ha ¢horHe MHOTOKOMITOHEHTHOI UMMYHOCYIIPECCUB-
HOI Tepalmny W aKTUBHOU pPeabMIMTALIMK YIAIOCh HO-
OUTBHCS 3HAYUTEITBHOTO YIYUIICHUS COCTOSHUS 00eHX
nmanneHToK. CliemyeT OTMETUTh, YTO OOENM TallMeHTKaM
nepen paciuiupeHneM UMMYHOCYIIPECCUBHOM Tepannu
OBLI IIPOBeIeH CKPMHUHT Ha MH(MEKIIMOHHBIC 3a00IeBa-
HUS, BKJIIOYas TyOepKyJe3, a TakKe Ha3HaueHa Ipodu-
JIaKTAYEeCKasl TepaItis IIPOTUB ITHEBMOIIMUCTHOM ITHEBMO-
Huu. [1lo maHHBIM JIUTEpaTypHI, 3TO TpeOyeTcs Iepen
HazHAaYeHUEM TIpernapaToB 2-il TUMHUM (CKPUHUHT TyOep-
KyJne3a, reratuta B, rematurta C, mH(peKIInM, BEI3BAHHOK
BUPYCOM MMMYyHOAEeDUIINTA YeIOBeKa), MPOopIaKTHKa
ITHEBMOLIMCTHOM ITHEBMOHUM pallOHAJIbHA TIPU CHU-
XeHUu obmero uymcia gumbounuto <800/uJl mam
CD4 <200/ [1, 3]. I[Momy4yaromuM IATETBHYIO HMMY-
HOCYIIPECCUIO peKOMEHIOBAaHA BAKIIMHALIMS IIPOTHUB ITHEB-
MOKOKKa, a TaKXKe eXerogHasl BaKIIMHAIMS OT TPUIIIIA.
CiemyeT TOMHHUTB O PUCKaX pa3BUTHS IIPOTPECCUPYIOIICi
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AHTU-SRP-munonatusa /
Anti-SRP myopathy

<

>

<

Hetaxenas /
Non-severe

>

Taxenaa'/
Severe'

+ BHYTPVBEHHbIE MMIOKOKOpTUKocTepounabl 0,5-1,0 r/cyT
3-5 gHenn /
+ intravenous glucocorticosteroids 0.5-1.0 g/day 3-5 days

MepopanbHble rioKoKopTMKocTeponabl 1 Mr/Kkr/cyT/
Oral glucocorticosteroids 1 mg/kg/day

BHyTpuBeHHble rnokokopTnkocTepouabl 0,5-1,0 r/cyT
3-5 gHen /
Intravenous glucocorticosteroids 0.5-1.0 g/day 3-5 days
MepopanbHble rOKOKOpTMKOCTepougbl 1 Mr/kr/cyT/
Oral glucocorticosteroids 1 mg/kg/day

WHuymrayms Tepanun /
Initial treatment

OpHOMOMEHTHO UNK B TeueHme 1 Mec HavaTb 2-10 UK 3-10 NNHUIO Tepanuu: /
At the same time or within 1 month, start 2" or 3" agent:

+  MepopasibHblii/NMOAKOXHBIN MeToTpeKcaT 0,3 Mr/Kr/Hefi, MakcManbHO15 Mry fieTeld, 25 Mry B3pocnbIx? /
oral/subcutaneous methotrexate (0.3 mg/kg/week, max 15 & 25 mg/week in child & adult, respectively?;

+ BHYTPMBEHHblE IMMYHOTNI06YNHbI 2 I/Kr/Maccbl Tena, 3—6 KypCcoB, exemecAyHo; /
intravenous immunoglobulins 2 g/kg/m, 3-6 times, monthly;

+  puTykcrmab 750 mr/m? (makcumansHo 1) A1+07-015%/
rituximab 750 mg/m2 (max 1 g) D1+D7-D15°

TutpoBaTh NepopanbHbie MIOKOKOPTUKOCTEPOVABI A0 MUHMMANbHO HEOGXOAVMON UM NEPEHOCUMON J03bI
(opMeHTUPYACh Ha MaKCMMasbHY0 Nonb3y) /
Taper oral steroids to the lowest dose as tolareted or as soon as possible (regarding the maximum benefit)

MpogonxaTb NpueM MeToTpeKcaTa No KpanHern Mepe 2 roAa Npu XopoLuem KOHTpoe 3abonesaHus
(MeaneHHo CHUXaTb Ha 2,5 mr/mec) /
Continue methotrexate at least 2 years of well-controlled disease (slowly tapered later: 2.5 mg/w each month)

Mpoponxatb Npuem pUTyKcrmaba Kaxxable 6 Mec Mo KpaiiHei Mepe 2 rofa npw XopoLleM KOHTporsie 3aboneBaHuns /
Continue rituximab every 6 months, at least 2 years of well-controlled disease

Ecnu 6bin Havat npmnem BHYTPUBEHHbIX I/IMMyHOFJ'IO6yJ'II/IHOB, BO3MOXHa OTMEeHa 1nn nocteneHHoe CHMXeHwne O0o3bl,

MNopnepuBatowan Tepanus /
Maintenance treatment

B 3aBUCMMOCTMN OT MepPeHOCUMOCTM /
Ifintravenous immunoglobulins have been started, its dose withdrawal or gradual dose reduction is possible,
depending on tolerability

1. Kputepun TaxecTn: HapyLueHne xoabbbl n/unu gucarma.
1. Criteria of severity: walking difficulties and/or dysphagia.

2. A3aTMONpPUH Unn ModpeTnna MMKoGeHoNaT Npu HeNepeHOCUMOCTN MeToTpeKcaTa.

2. Azathioprine or mycophenolate mofetil in case of methotrexate intolerance.

3. BMecTe ¢ MeTOTpeKCcaToM NPU TAXKENOM TeUeHUN.
3. Along with methotrexate, especially in severe cases.

Puc. 5. Koucencycrnoie kpumepuu mepanuu nexpomu3supyrouwux muonamuii no Y. Allenbach et al. (2018) [11]
Fig. 5. Consensus for the treatment of necrotizing myopathies Y. Allenbach et al. (2018) [11]

MyIbTU(OKABHOI JieiiKoaHedanonaTu Ha hoHe UM-
MYHOCYTIPECCUBHOM Teparuu, YTO OTTMCAHO Y MAIIUEHTOB
¢ Muoautamu [1].

IpencraBneHHbIe HAMU CTy9au IEMOHCTPUPYIOT TSI-
KECThb TEYEHUsT HEKPOTU3WPYIOIINX MUO3UTOB, acCco-
LIMAPOBAHHBIX ¢ aHTU-SRP-aHTUTENaMU, C OBICTPBIM

Pa3BUTHEM BSUTBIX MAPE30B W BBIPAKEHHBIX MBIIIEYHBIX
arpoduii. PanHee yctaHOBIEHNE AMATHO3a, MHOTOKOMIIO-
HEHTHasT UMMYHOCYTIPECCUBHASI Tepanusi U aKTUBHBIE
peadWINTAIIMOHHBIE MEPOTIPUSITUSI TTO3BOJISTIOT JOOUTh-
Cs KOHTPOJIST HAJl TeUeHNEeM 3a00JIeBaHUS U 3HAYUTETHHO-
TO YJIy4YIIeHUSI COCTOSTHUSI OOJIBHOTO.
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