OBIIIEPOCCHICKAS OBIIIECTBEHHAS OPTAHU3AIIUS
«“ACCOIIMAIIA PEBMATOJ/IOI'OB POCCHUN»

(DE/:[EPEIJIBHBIE K/IMHNU4YEeCKHE PeKOMEHAALlUH
I10 TUAI'HOCTHUKE U JICHEHHUI0 UIUOIIaTHYEeCKHX
BOCIIA/IUTE/IbHBIX MHOIIATHH



CnuCcoK COKpalleHuM:

NBM — VM auonatnueckue BOCIaUTe/IbHbIE MAUOTIATUN

[IM - TTosiimuo3uT

OM — [JepMaroMUO3UT

FOIM — FOBeHU/IbHBIN [1epMaTOMHO3UT

ACC — AHTHCHHTeTa3HbIA CUHPOM

MCA - Muo3uTt-cnerjuduueckrie aHTUTeNa

C3CT — CucreMHble 3a00/1€BaHHS COeTUHUTETLHOM TKAaHU
N-OMI" — Uronbyaras s/eKTpoMuorpadus

NI - MHTepCcTULMaIBHOE TTIOpaykeHue JIeTKUX

K®K — KpeatundocdokrHaza

AJIT — AnanvHamMuHOTpaHc(epasa

ACT — AcrnapraTaMuHOTpaHCcdepa3a

JIAT" - JTakTatageruaporeHesa

MPT - MarHuTo-pe3oHaHCHas ToMorpagus

KTBP - KomnibtoTepHasi ToMmorpadusi BLICOKOTO pa3pelieHust

DA - Oubpo3UpyIOIINA aTbBEOTUT

IMACS - International Myositis Assessment and Clinical Studies Group

JKEJI — J)KusHeHHast eMKOCTb JIeTKUX

DLCO - [uddy3roHHast CTIOCOOHOCTD JIETKUX
'K — I 7TFOKOKOPTUKOM/IbI

L@ - Huknodochamup

PTM — Putykcumab

MM® - ModeTrna mukodeHonaT

BBUI" - BHyTpHBeHHbIM UMMYHOI/IOOYTMH



Orn1aBienue

9.
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MeTtoposorus

Onpegenenvie UBM

Snugemuonorus UBM

Knaccudukaius UBM

Huarnoctnyeckue kputepuu [IM/IM 1 MUO3WTA C BKJIFOUEHUSMUA
JlabopatopHble ¥ UHCTPYMeHTa/IbHbIe MeTOZbI AuarHocTuku [TM/IM
ANTOpUTM AMarHOCTUUYECKOTO MOMCKA U A depeHLalbHbIA UarHo3
MeTozb! OL|eHKH MBILLIEYHON CUJIBI

Jlevenne IIM/OM

9.1 OcHosHble Lenu papmakoTeparnuu [TM//IM

9.2 O61Ire peKoMeH/al|H T10 JIEUYeHUIO

9.3 PekomeHaru 1o jieueHuto [IM/IM cOOTBETCTBEHHO HauboJsiee TSHKeIbIM CHHPOMaM

10. PeabumuTarjioHHbBIe MEPOTIPUATHS M 00pa3oBaHue 60/IbHBIX



1. MeTtoponorusi
MeTtoapl, HCNIO/Ib30BaHHbIE /IIs1 COOpa/ce/IeKI[UH /J0Ka3aTeIbCTB: TIOMCK B 3/7IeKTPOHHBIX 0a3zax
JAHHBIX.
OnucaHue MeTO/I0B, HCIO/Ib30BAHHBIX /I/Is1 COOpa/CceTeKIMH J0Ka3aTe/IbCTB:
Jl0Ka3are/ibHOW 0a30# /11 peKOMeHalui SIB/IsieTCsl TyOrHa MmyOIMKaluii Boreanmx B KoxpaHoB-
CKyto 6ubmoreky, 6a3nbl fanHeix EMBASE 1 MEDLINE. ['my6una rmoucka cocrassiia 10 sieT.
MeTo/pl, HCIIO/Ib30BAaHHBIE /I/IfA OL€HKH KauecTBa U IVTyOHHBI A0Ka3aTe/IbCTB:

e KoHCeHCyC 3KCIepToB
¢ (Or1jeHKa 3HAUMMOCTH B COOTBETCTBUH C PEMTUHOTOBOM CXeMoi

PeiiTuHOTrOBasi cxeMa Ji/isi OLIEHKH CHJIbI peKOMeHAaui

CHJIa OITrCaHue

A [To MeHbIIIel Mepe, OAWH MeTaaHaIU3, CUCTeMaThuueCcKuid 063op, wiv PKU Haripsmyro ripume-

HEeHHbIE K Lie/IeBOY MOMNy/ISIUU U IeMOHCTPUPYIOLIMI YCTOWYMBOCTD Pe3y/bTaToB

B prTIl'Ia A0Ka3daTe/JIbCTB, BK/IHOUAIOIIKWX PE3Yy/IbTAThI HCCHGAOB&HHﬁ, HalipsAMy10 TIpPUMEHHUMEBIE K

1[eJIeBOU TMOMYJ/ISILIUY U IEMOHCTPUPYIOIIUX OOLI[YI0 YCTOMUMBOCTD Pe3y/IbTaTOB

C XopoIIo TpoBefieHHbIE WCC/IeIOBAHUS CIy4Yal-KOHTPOJb WM KOTOPTHBIE WCC/Ie0BAHUSI CO

Cpe,quf/i BEPOATHOCTBHO HPHQHHHOﬁ B3daMMOCBA3U

D He0bosbIm1ie iI0THbIE HCCieq0BaHNs, OMMMCaHre Cl1yddeB, MHEHHE SKCIIePTOB

OnucaHue MeToja Ba/IMU3al[UM PeKOMeHAalun
Hacrosiiiiie pekomMeHalvy B TIpeABAPUTETHHON BepCUU ObLTH peljeH3MpOBaHbl He3aBUCUMBIMU
9KCIepPTaMHM T0 JOCTYIHOCTHU /IJis IOHMMaHUs Bpauell peBMaroJioroB, Bpauel epBUYHOro 3BeHa
Y YUaCTKOBBIX TepareBTOB, OLIeHKU UX BaXXHOCTH [1J151 TOBCEJHEBHOU MPaKTHKHU.
KomMmeHTapuy, TonydeHHbIe OT 3KCIEPTOB CHUCTeMAaTH3WPOBA/MCh W OOCY)KAAauCh Tpefce-
JlaresieM W ujieHaMH paboueil TpymIbl, PeruCTPUPOBA/IUCh M3MEHEHHsS] KaXKAOro IyHKTa pe-
KoMeHgalmi. [TpeaBapuTenbHbIE pPEKOMEHJAIMKM ObIIM TIPeJCTaB/AeHbl /11 JUCKYCCHM Ha
Kondepeniuu ®I'BY HUKWP PAMH, Ha coBemjaHuu OkcrneptHoro CoBeTa Accoljyaiyu
peBMatosioroB Poccuu W BBICTaB/eHbI [/ LIMPOKOro obcyxaeHus Ha caiite ®T'BY HUNWP
PAMH u APP.

Pabouas rpynna
7151 OKOHUaTeTbHOM pefaKLvK ¥ KOHTPOJISi KaueCTBa peKoMeH/jal[uK ObLTH TIOBTOPHO TPOaHaIu-
3MpOBaHbl WieHaMH pabouell TPYTIbl, KOTOPbIe TIPUIIUTK K 3aK/IH0UeHHH, UTO BCe 3aMeuyaHus U
KOMMEHTapHUU KCTIePTOB TIPUHSATHI BO BHUMaHUe, PUCK CUCTeMaTUYeCKUX OIMOOK CBe/leH K MU-
HHUMYMY.

OcHOBHBbIe peKOMeH/Jaluu1

Cua pekomeHgaliii (A-D) NpyuBOASTCS TIPU U3/I0)KEHUHW TeKCTa peKOMeH/Jal[yi.




2.
3. Onpepgenenue

4. Hpuonaruye -

CKHE B

OCIa/IuTe/IbHbIe MHONIATUM — TPYTINa XPOHUUYECKUX 3abo0sieBaHNl, HEM3BECTHOM 3THOIOTUH, OCHOB-
HBIM TIPOSIBJIEHHEM KOTOPBIX SIBJIIETCS CUMMeTpHUUeasi MblllleuHasi C71ab0CTh TIPOKCUMAaTbHBIX
OTZIeJIOB KOHEUHOCTeH, CBsi3aHHasi C BOCTIa/ieHHeM TIOTepeuHo-1o10caToil MycKynarypbl. K
HUM OTHOCATCS nonumuo3ut (IIM), aepmaromuosut (M), r0BeHWIbHBIA J€pMaTOMUO3UT
(FOIM); MHO3WT, COUETAOIIUNCS C CHCTEMHBIMH 3a00/IeBaHUSIMU COEAMHUTETBbHONW TKaHU
(C3CT) (mepekpeCTHbIV CHUHAPOM); MUO3UT, COUETAOLIUWCA C OIMyXOJISIMU; MUO3UT C BHYT-

PUK/IETOUHBIMH BK/TFOUEHUSIMU U HEKOTOPBIE Ipyrue, Oosiee pegkue 3a00/1eBaHMS.

Koa no MKB-10:

M 33.1 —niepBUUHBIN UAUOTIATUYECKUN 1€ PMaTOMUO3UT

M 33.2 - nepBHUYHBIN UAAONIATUUECKUN TTOTUMUO3UT

M 33.6 - MMO3UT, COUYeTaroLMICS CO 3/10KaueCTBEHHBIMU OMYXO0JISIMA
M 33.9 - NonMMHO3UT/AepMaTOMUO3UT HEYTOYHEHHBIH.

3. OnueMHo0/I0rus

PacripocTpaHeHHOCTBE M 4acTOTa BapbUpyeT B pa3/IMUHbIX NOMyssanusax. ComiacHO 3nujeMHuo-
JIOTUUeCKUM HCCJIeIoBaHUsIM, TOKa3aTen 3aboieBaeMOCTH BapbUpyto oT 2,18 10 7,7 ciydaeB B rof Ha
MUWJIJTMOH HaceJleHUsl KaBKa30U/0B.

3a6osneBaemocts ITM/JIM nMeeT GMMO/a/IbHOE BO3pacTHOE pacIipeziesieHWe C MMKaMU B BO3-
pacte 10 15 (roBeHWIBHBIN [IM) 1 0T 45 10 54 n1eT; K Tomy e A0 50 jieT 6o/ee pacripoCTpaHeHHbBIM SIB -
nsiercst [IM, uem TIM. B o6imeii koropte 60sbHBIX [IM/IM nipeobnagatoT >keHmuHbl (K:M -1,5:1,0).
Muo034T C BK/IIOUEHUSIMH SIB/ISIeTCsl Harbosiee pacripoCTPaHeHHBIM TOATUIIOM Y MY>KUMH crapiie 50
JIeT.

IM (pexxe IIM), accoruupyomyecsi C OIMyXo/IAMH, COCTaBJISIIOT Nprubm3uTensHO 20% Bcex
C/ly4aeB BOCIHAIUTeNbHBIX MUONAaTUHA. OMyxo/iy MOTYT pa3BUBAaThbCs [0 TOSIBJIEHUS NTPU3HAKOB HMAMOIa-
TUYECKOI0 BOCIIa/JIUTE/IbHOIO MMO3UTa, OFAHOBPEMEHHO C HUMM WM II0C/le UX nosiBjieHus. Yacrora
3/10KaueCTBeHHbIX HOBOOOpa3oBanuii npu [IM//JM B 12 pa3 Bbiiile, 4yeM B nomy/asiuu. OMyXoad MOTYT
pasBUBATLCA /10 TOsAB/IeHUs IpU3HAKoB MIBM, ofHOBpeMeHHO C HUMHU WM M0C/Ie UX nossieHusa. Ha
¢oHe 3710KayeCcTBEHHBIX HOBOOOpa30oBaHuii uaie pa3suBaetcs [IM, uem [TM. CooTHOILIEHe MY)XUMH U

JKeHILLWH cocTasJyisieT 1:1



5. [luarHocrHka.

. 303UHO(MUTEHBIN MHUO3UT

. Muo3uUT 1pu BacKy/IuTax

. [TepBuuHbI UaMONaTHYeCKU omuMuo3ut (ITM)
[TepBUUHBIN UAKONIATUYECKUN JepMaToMUO3uT (M)

. Mwuo3uT, acCOLMUPOBaHHbIN C APYIrUMH cucTeMHbIMUA C3CT
FOBenunbHBIN fepmaTomuo3uT (FOIM)

Mu03UT, COueTarOLIUICS CO 3/I0Ka4eCTBEHHbIMU OIMyXO/ISIMU
Muo3ut c BkmtoueHusiMu (inclusion-body myositis)

I'paHy/nieMaTo3HbIN MHO3UT

Op6uTanbHBIN MUO3UT (I/1a3HBIX MBIIIILT)
@®oKasbHbIN (Y3€/1KOBbINM) MUO3UT

Occudurmpyronmi MUO3UT

. Knaccudukanusa uguonarnuecKux BoCa/JMTeIbHbIX Muonarui (Mogud. Miller 1994)

Huarnoctrka [TM/[IM OCHOBBIBaeTCsl, IJIaBHBIM 00pa3oM, Ha [JaHHBIX KJIMHUYECKOTO, aHaMHe-

CTUYEKOTO 00C/Ie/JoBaHMs, MBIIIIEYHOH OMOTICUM, a TakXKe, pe3ysbrarax J1abopaTOpHOTO U 37eK-

TpoMuorpaduueckoro (M-OMI") uccniesoBaHusl.

BocnanurenpHass MHOIMATHA MOXKET OBITh 3dl10A03p€Ha Yy [IIAlJUEHTOB C CI/IMMETPI/I‘—IHOﬁ

TTPOKCHMaTbHOM MBIIIIEUHOM C/Ta00CTBIO0 B COUETAaHUM C KOYKHOM CBIMbIO M/ 0€3 KOXKHOM CHITTH.

Juarnocruueckue Kkpurepuu IIM/JIM, ACC 1 MH03MTa C BK/IIOYEHUSAMH

Knaccunueckuin ITM/IM

ACC

MHuO03MT C BKIIOUeHHSIMHA

Bohan, Peter 1975

(penBapuTe/IbHBIE KPUTEPUH)
Solomon, 2011

Askanas R.C., Di Mauro 1995 [7]

1. CumMmeTpuyHasi NPOKCUMaJIbHasI
C/1a00CTh MBILIL] T/IEYEBOTO U Ta-
30BOTO MOsica, HapacTawollas B Teye-
HUe OT HeCKONbKHX Heledb [0
HeCKOJIbKUX MecsLieB

2. XapakTepHble KO)KHbIe U3MeHeHUs
3. TepBUYHO-MBbIIIEYHblE H3MeHEeHHUs
o -OMTI"

4. T'ucronornyeckrue u3MeHeHUs (He-
KpO3 M BOCHa/IUTeNbHasi MHOWIBTpa-
L{MIsl MBIIIIEYUHBIX BOJIOKOH)

5. TToBbllIeHNe YPOBHS «MBILLIEUHBIX»
¢depmentoB KOK, muornobuHa, anb-
nponassl, JIAT, ACT, AJIT
Jocmogepubiii [TM =4 kpumepus n.1-
4.
JlocmosepHbIiii/[M=4
8K/IIouas n.5.
Beposimubiii [IM.= 3 kpumepust n.1-4
Beposimubiii /IM= 3 Kpumepusl, 8K/10-

Kpumepus,

Bonbmme kpurepum:

1. UIUJI, He cBs3aHHOE C BIUSIHHUEM
OKpy)Karollleii cpefbl, rnpodeccro-
Ha/IbHOU [esITe/IbHOCThI0, IPUEMOM
JIEKapCTB

2. TloMMHO3UT WA [1€PMarOMHO3UT,
cornacHo kpurepusiv Bohan u Peter

Mauiible KpuTepuu:
1. ApTpuTsl
2. ®eHomeH PeitHo.
3. «Pyka MexaHUKa»

1. KnuHa4yeckue: [IUTeNbHOCTb 00JIb-
11e 6 MecsiLieB, BO3pacT Hauasa — CTapiie
30 snet, cimabocTh crubaresiel ManbleB,
cuna crubareneid 3amsiCThs Y TIajibLIEB >
pasrubaresieit

2. JIaGopaTopHbIe: He3HAUUTETHLHOE T10-
BhIlleHHe KDK;

3. Mopdosiornueckue: WHBa3UsI MOHO-
HyKJ/IeapHbIMU BOCIa/IUTeTbHbIMUA KJIeT-
KaMi HeHEKPOTW3WPOBAaHHBIX MbIIIeY-
HBIX BOJIOKOH, BaKyOJIM3UPOBAHHEIE
MBIIIIEYHbIEe BOJIOKHA WA BHYTpPHUKIIE-
TOUHbIE [JIeTI03UThl aMuiIona unu 15-18
HMTYOynOQUIaMeHTbl Ha 3J1eKTPOHHOMN
MHUKDOCKOITUH;
4.9nekTpomuorpaduueckue: Mpu-
3HaKU BOCIMAJUTE/NbHON MMOIATUU, HO
BO3MO)KHO Ha/lMuve YBeJMUeHHBIX TI0
HeBPOreHHOMY THITy MOTeHLIUa/I0B




yas n.5.

Bo3amooicHbili [IM=2 kpumepus nl-4.
Bo3amooicHbili IM=2 kpumepusi, 8K10-
uas n.5.

6. JIaGopaTopHO- HHCTPYMEHTA/IbHbIE MeTOABI UCC/Ie/|0BAHUs

YBemuuenne KOK, AJIT, ACT, JIAT.

AyToaHTHTe/Ia 00HAPY>KUBAIOTCS B CHIBOPOTKe TaiueHToB 50% IIM/IM. IIpucyTcTtBuUe MuO-
3WUT-aCCOLIMMPOBAHHBIX aHTUTe Hab/MofaeTcst U TpU IPYTUX peBMaTtudeckux 3abosneBaHusix. K HUM oT-
HOCATCS: aHTHHYK/IeapHble aHTUTeNa (AHA), antu-U1 pubonykneonpotenanbie (aHTH-U1-RNP) aHTH-
Tesa, Kotopeie Tipu [TM//IM o6Hapy»kuBatoTcs B 52%, 12% u 11%, cootBeTcTBeHHO. Anti-PM/Scl aHTH-
Tejla OTpeJesIIOTCSl y OKomo 8% malyeHTOB ¢ 3aboseBaHWeM, TPeJCTaB/eHHOM (eHOTUITHYeCKUMU
yepTamu MOIMMHUO3WUTa U CUCTEMHOM CKJIepOJiepMUU.

Muo3ut-crieliudryeckye aHTUTeNa BbISBISIOTCS TOMbKO Mpyu UBM u MapkepyrOT KIMHUUeCKUe
denotunel. K HUM oTHOCATCS aHTU-Mi-2, Anti-SRP u zip. [T03UTUBHOCTD 110 aHTUCHHTETa3HbIM aHTUTe-
nam (antu-Jo-1, antutena PL-7, antu-PL-12, antu- KS, antu-0J, antu-EJ, anTu-Zo, aHturena K TMpo-
3un — T-PHK — cuHTeTase) u conpsikeHa C CHMTOMOKOMIIEKCOM, Ha3biBaeMbIM ACC.

N-OMI' —BbIsiB/IeHUe JIOKa/IW3alui0 NOpa)keHusl, OIlpejie/ieHye CTelleHU BbIPa)KeHHOCTU Hapy-
IIeHHBIX (PYHKIWHA, CTaZiMi W XapaKTepa MaToJIoTHYecKoro Tiporiecca. SIB/sieTcsi, Takke, HeOOXOJUMBIM
METOZ|OM ZIJ1s1 KOHTPOJIs 3a 3()()eKTUBHOCTBIO Teparvu.

KTBP - BbIsiB/IeHHE BOBJ/IEUEHHS JIETOYHOM TKaHU (0T Oa3a/bHOr0 MHeBMOCK/Iepo3a o DA).
MPT - panHHsIs AUarHOCTHUKA 3abosieBaHUs Garozapst BbISIB/IEHHIO OTeKa MBIIIeUHOM TKaHH, B T.4.,
[0 TIOSIB/IEHUS] K/TMHUYeCKUX TIPU3HAKOB 0O0Jie3HH.

DyYHKI[MOHA/IbLHBIE JIeTOYHbIe TecThl. Cpeau HeMHBA3WBHBIX METOO0B ArarHOCTHKU UTTJT Haubosee m0-

cTynHbIMU U uHpopMatuBHbIMU sBisitoTcsi PJIT. TIpu UITJI ¢yHKLMOHANBHBIA TIPOGUIL BBISBISET
DPECTPUKTHBHBIM TUIl BEHTWISALMOHHBIX HapylleHWi. CHMpOMeTpusi — caMblid NPOCTOM W pacrpo-
CTpaHEHHbIM MeTof (YHKLMOHANbHOM [IWarHOCTHKW, TpeAHa3HaueHHbIA [/ U3MepeHUsl JIErOUHBIX
00BEMOB TIPH PA3/TMUHBIX AbIXaTeJbHBIX MaHEBPAxX, KakK CIIOKOWHBIX, TaK W (hOPCUPOBaHHBIX. MeToz
TM03BOJISIeT YCTaHOBUTb, CYLIECTBYIOT JIM HapylleHWsi BEHTWISIIUOHHON (YHKLUM, OIpeZenuTb WX THII
(pecTpUKTUBHBIN, 0OCTPYKTHUBHBIN, CMelllaHHbIN) 1 MOHUTOPHUPOBATh TeueHUe 3abosieBaHusi. Haubonee
BaXHBIMU XapaKTEPUCTUKAMU CITUPOMETPUH sIBJIsTIOTCsA (popcrpoBaHHast »ku3HeHHass (PYKEJT) u 00béM
¢opcrpoBaHHOTO BbIIOXA 3a MepByto cekKyHAy (ODPB1). ®XKEJI - MakcMManbHbIA 00bEM BO371yXa, KOTO-
DbIif YesIoBeK MOXKeT BBIZOXHYTh MOC/Ie MAaKCUMaJIbHO Imybokoro Baoxa. O®PB 1- MakcuMastbHbIN 00bEM
BO3/lyXa, KOTOPKIM Ue/loBeK MOXKET BbIIOXHYTh 3a 1-t0 ceKyHa MaHéBpa ®)KEJI. O6a nmokasaresst MOTYT
CHIDKATbCSl KaK TMPY PECTPUKTUBHBIX, TaK U TIPH BbIPA)KEHHBIX 0OCTPYKTUBHBIX HapyIlIeHUsX. BaXHbIM

CMTMPOMETPUYECKHM TI0Ka3aresieM, TI03BOJISIOIUM AuddepeHMpoBaTe 00CTPYKTUBHBIE I PECTPUKTHUB-
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Hble HapyllueHwus, siBisiercsi oTtHoiieHue O®BI1/DXKEJI, mogudukarms wHzaekca TuddHo, 00bIYHO
BBIPAXKAIOLLAACA B IIPOL|eHTAX.

MopdoJioruueckoe UccaegoBaHue.

B ocuose IIM, IM 1 MHO3UTa C BK/IIOUEHUSIMU Jie)KaT pas3/IMuHble MaToreHeTHUeCcKue Mexa-
HU3MbI. Tak, ;epMaTOMHUO3UT SIB/SIETCS KOMILJIEMEHT-3aBUCMMOM MUKPOAHTHOMNaTUel, Befylllei K pa3-
PYLIEHHIO KallW//IsSIpOB, TOBBILIEHHONM WUH(UIbTPALMU M1a3MOW M BOCHA/IUTE/NbHBIMU K/IeTKaMU B Iie-
pudacLUKy/IsIpHbIX MPOCTpaHCTBax. BocmaneHue - MpeMMyll[eCTBEHHO IepUBACKY/ISIPHOE, HO MOXKET
BBISIB/IITHCS TTePUQPACLIUKY/ISPHO U COUeTaeTCs C MepudaciuKy/asipHOM aTpodueii MbIIIIeYHbIX BOJOKOH.
Hanvuue nepudacuukynspHoi atpoduu, Aa)ke MPU OTCYTCTBUU BOCTa/ieHUs], TIOBBILLIAeT BEPOSITHOCTh
Ha/IM4us J,epMaTOMUO3UTA.

[Tpy MOMMMHO3UTE W CTIOPAJUUeCKOM MHO3WTe C BK/IFOUEHUSIMH B SHIOMH3UM HAOIHOAIOTCS
MHOKeCTBEHHbIe OYaru BOCIIa/ieHus], rae BoiaBasstoTcsi CD8+T-KieTku, KOTopble NPOHUKAKT B HeUu3Me-
HeHHbIe MbIIlIeYyHble BOJIOKHA, FKCIpeccrpytomue aHtureH MHC-I, koTopbiii pacriosiaraeTcsi Ha oBepx-
HOCTH OO/BIIMHCTBA BOJIOKOH. Komnieke MHC-I u CD8+ xapakrepeH /isi ITOJIMMHO3UTa U CIIOpajuye-
CKOT'O MMO3UTA C BK/IFOUEHUSIMHU.

BocnanutenbHble W3MEHEHUsI PU MHO3WUTE C BK/IIOUEHUSIMU, KaK TpaBU/Io, Oosiee 3aMeTHBI B
Hauasie 3a0oneBaHus. B manbHeliieM rpeo6/iaZiaioT AereHepaTUBHbIe U3MeHeHUsl (HarlpuMep «ouepueH-
HbIe» BaKyO0JIH, KOHIO-KPACHBIA-TIONIOXKHTe/IbHbIe BK/IFOUeHUs], BK/IIOUeHUst TyOynodunameHToB). Kpome
TOTO, CIIOPaJIMUeCKUii MUO3UT C BK/TFOUEHHSIMU OT/INYAeTCsl Ha/IMuieM BaKyoJiel ¢ 000KOM U He)KHbIMHU
JIeTI03UTaMKM aMUJION/1a, OOBIYHO PACITO/IOXKEHHBIMU BHYTPU WUJTU PSIJIOM C BaKyOJISIMU.

7. ArOpUTM JMarHOCTHUYECKOro noucka u AuddepeniuanbHbld JUarHo3

[TaTronoruueckre COCTOSHUSI, KIMHUUECKU TIPOSIBJISIOLeCs: 00JbI0 B MBIIILIAX WIH MbIIIEYHOU
/1ab0CTBI0, MOTYT OBITh CJ/IeICTBHEM IIUPOKOTO CIIEKTPA Pa3/TMUHBIX HEPBHO-MBIIIIEUHBIX 3a00/1eBa-
HUH, B KOTOPBIX UMEEeT MeCTO KaK MOBPEeXK/eHHe HeroCpeCTBEHHO MBIIIEYHOW TKaHU, TaK U HEePB-

HOM CHUCTEeMBI WIN HEPBHO-MBIIIEYHOI'O0 CUHAIICAa.



AJII‘OPI/ITM AAATHOCTHYECKOIr0 IOHMCKaA H ,Z[Hq)(l)QPEHHI/IaJIbeIﬁ AUAQIHO3 Yy IIdI{UEHTOB C

MBIIIeYHO# c/1abocThio (He monyvaromx I'K):

O0bekTHBHAas (MOATBepP)KAeHHasi TeCTUPOBAaHHEM)

MbIIIeYHAsA C/1a00CTh

I'enepanu3zoBaHHas
Kaxekcusi, MuacTeHus
(ycunuBaetcst Ipy Harpyske),
NeprouecKui apaavy U

Ap-

AccummeTpuyHas
Hesposnoruueckue 3abosneBaHus,
B T.U. IjepeOpOBaCKy/IsIpHas
6o71e3Hb, JeMUeTMHU3UPYIOIIHe
TIOJIMHEMpOoMnaTuy,
KOMITpeCCHOHHasI HeMpomaTus,
MOHOHeWponarus 1 Jp.

KapauormnyibMoHaibHbIe 60/1e3HU
Anemust

XpoHuueckast “HOeKIUs
OHKOMNaTom0rust

Henpeccus

JeTpeHUPOBaHHOCTh

Aprtpur

dubpomMHanTys u ap.

JIoka/nu3oBaHHasA

CumMeTpuyHas
JucranbHast
IIpokcumanbHas Tepudeprueckas
Helpornarusi, 60/1e3HU
MOTOPHBIX HEMPOHOB

A 4

n-aMr

Hesposioruueckue
HU3MEeHeHUus!

Hesposoruueckue
3aboneBaHust

HEPBI/I‘[HO-MLIHIE'-[HLIE u3menenusn + CA

IIM/AM (npu Ha/THYKMHU JIa00PAaTOPHBIX U MOP(}OIOrHUeCKUX

U3MeHeHUH
1! Vickntounth: TIM/I, MeTabosinueckue, IHJOKPUHHbBIE, IEKAPCTBEHHbBIE U
Jpyryie MUONaTHU.
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8. MeToabl OLIEHKH MbBIIIIEYHOMN CHJIBI.

MaHyaanoe TeCTUPOBaHHE CUJIbI TIPOKCUMAJIBHBIX W dKCUAJ/IBHBIX MBIIIL IIPOBOAUTCS COIVIACHO

pekoMeHzanusm IMACS u orjeHuBaeTcs 1o 10-u 6anbHOM 1IKase:

0a/1IBI

‘ BrinoiHseMblIe ABH)KEeHUusA

Hem O0sudiceHusn

HeT HuKakoro COKpalleHWs MBIIILbI

JleusiceHue 8 20pu30HMasIbLHOU NJI0CKOCMU

YacTHuHbIHA 00beM IBU)KEeHUsI B TOPH30HTAIBHOMN MI0CKOCTH

N

[MosHbIHA 00beM JABH)KEHHsI B TOPH30HTA/TBHON MIOCKOCTU

/leudiceHue npomue 2pagumayuu

YactruuHoe ABIDKeHNMeE TIPOTUB I'PaBUTALIUN

ITomHOE ABWKEHHE C IMOCTeIreHHBIM Henpou380/IbHbIM ONYyCKAHUeM KOHeYHocmu

BosbHOI yziepyKUBaeT MO3ULIMI0 He3 NOCMopoHHe20 ddeneHust

Bo/bHOY  yiep)KUBAeT MO3UIHIO TIPOTUB /1€2K020 [IABIEHUSI

BonbHOM yaep)KUBaeT MO3ULIMIO MPH [IaBIeHHUH Bpaya om /1e2K0 00 YMepeHHO20

BonbHOM yiep)KMBaeT KOHEUHOCTD MPU yMepeHHOM 0agieHuuU Bpaya

LR (N[ |W

BonbHOU yaep)KuBaeT MO3ULIMIO MPU /IaB/IeHUM Bpaya OT YMEPEeHHOT0 /10 CUJIbHOTO

10

BonbHOM yaepKuBaeT MO3ULIMIO MPOTHB CUJIBHOTO JaBJIeHUs1 Bpaya

9. Jledenne IIM/IM

9.1. OcHoBHbIe e ¢papmakorepanuu ITM/IM

JIOCTH)KeHHE TO/THOT0 KJTHHUYEeCKOro 0TBeTa (OTCYTCTBUSI KJIMHUKO-/1ab0paTOpPHONM aKTUBHO-
CTU B TeueHHe, He MeHee ueM 6 MecsiLeB Ha (JOoHe Teparvy) Wil peMUCCHH (OTCYyTCTBUS KJTU-
HUKO-/1a00paTOPHOM aKTUBHOCTH B TeueHWe, He MeHee ueM 6 MecsiiieB Ha ()OHE OTMEHBI

Teparnuy) (ypoBeHb JoKa3areabHocTH B),

CHIDKeHHe prcKa koMapouanbix nHpekmii I'K) (ypoBens qoka3arenbHocTa C)

BBISIB/IEHHE U CBOEBPEMEHHOE JIeUeHHe Mal[UeHToB C HarnbobiuM pruckom UTTJI

9.2. O6muMe peKOMeHAALUH 110 JIEYeHUID

¢ Jleuenue mnauueHToB [IM//JM [0/DKHO IPOBOSUTECA BpauaMU-peBMaro/I0raMH.

¢ B cayuae Hammuus UILT ¢ @A nipu ACC — ¢ niprB/ieyeHreM IyJIbMOHOJIOTOB Y OCHOBBIBAThCS Ha

TECHOM B3aUMO/IEMCTBUY Bpaua U Mal[deHTa
CrnenyeT peKOMeH/IOBaTh TMaleHTaM wu3beratb (PakTOpPOB, KOTOpblE MOTYT CIPOBOLIMPOBAThH
obocTpeHue 0osie3HU: OTKa3aThCsl OT MpeObIBaHMS Ha COJIHIE, OT KypeHHs, OT KOHTAaKTOB U

WHQEKIMOHHBIMU 00/TbHBIMH, U30erath (hU3UUeCKUX U MCUX0-3MOI[MOHA/IbHBIX ITePEerpy30K.

L4 C]'IEAYET PEKOMEHA0BATh IMMallu€HTaM HCK/IFOUUTDb Q)HKTOPBI, MOBBIIIAIOIINE PUCK PA3BUTHUA 1obou-

HbIX 3¢ dekroB Teparuu ['K: He ynoTpebasTh B MUY CAaKKe TIPOAYKTHI, BK/IOYast MeZ, U CJiaj -
Kre (pPYKThI, TIOBBILIAOIIME PUCK Pa3BUTHS CTEPOMJHOTO CaxapHOro auabeTa, Takke, MCKIIOUe-
HUe OCTpOM IMILY, NpUMeHeHHe TacTPONPOTEKTOPOB C Lie/bH0 IpeAOTBpallleHus! 3BeHHBIX

OC/I0’KHeHu# (ypoBeHb ZioKa3aresibHoCcTH C)

10
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¢ Bce mnauueHTbl HY)XJAOTCS B aKTUBHOM NPO(QUIAaKTUKe W JIeYeHUM IVIFOKOKOPTHUKOMHOTO

ocreorniopo3a. [Togbop aHTHOCTEOTIOPeTHUECKOM Teparnyy 3aBUCUT OT Pe3Y/IbTaToB [|eHCUTOMET-

PUYECKOTO UCC/IeZ0BaHUS U OLIeHKH JOTIO/IHUTeTbHBIX ()aKTOPOB PHCKA OCTeoropo3a (MeHoray-

3a, HJJOKpUHHbIE 3a00/1eBaHus). B 3aBUCMMOCTH OT MCXOAHBIX JAHHBIX MMHEPAJbHOMN TUIOTHO-

CTHU KOCTHOM TKaHMW Ha3HA4yaloTCs rperiaparbel Ka/ibIjgd B COY€TAHHMK C BUTAMHWHOM ,Z[, niIn 3TU

)Ke TIperiaparbl B codeTaHnu ¢ 6uchocdanaramu.

¢ V¥ mauuenrtoB [IM/JM cnenyeT m30berarb BHYTPUMBILIEYHbIX WHBEKIUA, MTPOBeJeHHEe KOTOPBIX,

3dTparvBdsd MBIIIEUHYH0 TKdHb, MOXXET crrocobcTBOBaThL Kak CI)OPMI/IPOBaHI/II-O MMOCTUHBEKINOH -

HBIX Ka/IBIJMHATOB, TdK OBITh HpI/I‘-II/IHOI‘/JI JIO’KHOITOJ/IOXKHUTE/IBHBIX Ppe3y/IbTdTOB YPOBHSA Kpe-

atuHdocdhokuHaszbl (KOK).

* Be,

ada poJib B jjeuenuu ITM/JIM orBoautca I'K. OcHoBHBIe npuHIMNObI jJeyeHuda I'K:

PaHHee Hauasi0 Tepanuu (B TeyeHUe NepPBbIX 3-X MecsLeB OT Hayajla CUMITOMOB) acCOLIAM-
pyeTcsi ¢ 61aronpuUsTHBHIM ITPOTHO30M.

ApekBaTHasA MHUIHA/IBHAsA J03a: B 3aBUCUMOCTH OT TSDKECTH 3abosieBaHusI Haua/lbHast 103a
Kose6sieTcst oT 1 10 2 MI/KT/CyT.

E>xepueBHbIu npuem I'K.

Cytounyto go3y 'K B Hauase jieueHus ciaefyeT AeauTb Ha 3 ripreMa (OLleHUBasi ee repeHo-
CUMOCTb), OIHAKO B TeueHHe MepBOM MOJIOBHHBI JHS; 3aTeM IepeBecTy MaljueHTa Ha IpueM
nosiHoU 1036l I'K B yTpeHHUe yacel.

Ouenka 3¢ deKTUBHOCTH Tepariu MPOBOAUTLCS uepe3 2-4 Helenu OT Hauasa Teparuu ['K.
[MonoxkuTenbHbIM 3¢ GdeKT Tepanuud pacilieHUBaeTCs TIPU HauaBIIeMCSl CHWDKEHHWH YPOBHS
K®K, ACT, AJIT, yMeHbllleHU UHTEHCUBHOCTH KOXKHBIX MPOSIB/IEHUM, HapaCTaHUM MbIIliey-

HOM CUJIBI.

Omcymcmeue nosodicumenbHoll OUHAMUKU 8 meueHue 4 Hedenb mpebyem noemopHO20 nposeoe-

HusA aUd)d)epeHL{U(l/leOZO ouazHo3da ¢ d)eHomunuquKu CXoJKcumu HOo3o0/102uUAMU, BKAKUAOWUMU 8 K/UHU-

uecKoll KapmuHe muonamuyeckuti CUHapOMaM, 8 m.u., nepecmompd MOpd)OflOZUH€CKOZO mamepuand.

JmmTenbHOCTh MHMIMabHOU 103b1 'K cocraBinsert, B cpegHeM, 2,5-3 Mecsiia.

CHmxenue 03b1 I'K HaunHaeTcs ipu HopMasu3anuu ypoBHs: KOK B cbIBOpOTKe KpOBH, UC-
Yye3HOBEHUM CTIOHTAHHOW aKTUBHOCTU TpU W-OMI, HapacTaHUM MBIIIEYHON CUiibl, oObema
JBWKEHHI ¥ TIPOBOJUTHCS MO, CTPOTUM KIMHUKO-71abopaTopHbIM KoHTposeM. [lo3a 'K mo-
CTETNeHHO CHYPKAeTCs 10 Y4 03kl OT UCXOJHOMW B MeCSI], B CpeiHeM, TI10 ¥4 - ¥4 TabnmeTku B 5-

7-10 gHel 40 JOCTWXKEeHUS TMOAIep>KUBAIOLLero YPOBHs. TeMIl CHYXKeHUs 3aBUCUT OT UCXO/ -

11
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Hoi 7036l 'K U crernenn aktuBHOCTU OonesHu. Uem Himbke go3a 'K, Tem menyieHHee ee

CHIDKeHue.

e IlopaepxuBarinas go3a I'K vHguBuayanbHa: 5-10, pexxe 15 MI/CyTKM U 3aBUCUT OT K/IH-

HUKO-MMMYHOJIOTMUECKOro TIoATHMa 0Oose3Hu, Bo3pacta 6osbHOro. Ilpu FOAM wu3BecCTHBI

C/lyyad K/IMHHUKO-71ab0paTopHO# peMyccud Ha (oHe AJTUTeNbHOW OTMeHbI Tepanvu. [lomHas

orMmeHa 'K y B3poC/bIX MaLMeHTOB, KaK MPaBU/IO, BeJieT K 000CTpeHunt0 O0sie3HH, Jake eCu

OHM HECKOJIBKO JieT HaXOAW/IHUCh B COCTOAHHKH ITO/IHOI'O KJIMHHUYEeCKOI'O OTBeTd.

IIynbc-tepanus 'K y B3poC/bIX MaliMeHTOB He sIBJISIeTCsS OCHOBoIIO/Mararoieit mpu ITM/[IM u He

CTY>KUT TIOBOZIOM [i/1s IPYUMEeHeHUs1 MeHbLIMX (He aZiekBaTHbIX) 103 'K Ha3HauaeMbIX BHYTPb, Kak B OCT-

pbIii eproy, 60J1e3HH, TaK U TIPU ee 000CTPEHHH.

HOTEHHI/IHIH:HLIE NNOKAd3dHUA K IMOAK/TIOYEeHUI0 I/IMM!HOC¥HQECCI/IBHOﬁ Tepanuuun

[TpuHazIeKHOCTL OOMBHBIX K KIMHUKO-UMMYHO/MIOTHYecKuM mogturnam [IM/IM, oco-
OGeHHOCTBIO KOTOPBIX SIBJISIETCS 3aBeJJOMO «TJI0X0M oTBeT» Ha Teparnuio ['K: ACC c DA,y
raLeHToB aHturtesn K SRP

S13BeHHO-HEKPOTUYeCKUN BaCKy/IUT

Ob6ocTpenue 3abo01eBaHus TIPU CHIDKEHUH 10361 ['K

Crepoupe3ucTeHTHOCTDb y OOMBHBIX, paHe MoJyuaBIIMX HeaZleKBaTHO Masible 7103bl 'K
HesddexktuBHocts 'K B TeueHUne 3-x mMecsilieB

Tsokenpie mobounHble 3ddektel 'K, mumuTHpyrOIMe Ha3HaueHWe afieKBaTHOW 1036l 'K

(HeKOHTpO/MMpyeMble caxapHbIM AuabeT WM apTepuasbHasi TMIIEPTeH3Usl, OCTpasl s3Ba

KelyaKd, MHOXXeCTBeHHbIe OCTeOIIopeTHdeCKre HQPEHOMLI)

9.3. Pekomenanuu 1o seyeHuro ITM//IM cooTBeTCTBeHHO HauboJ/iee TSHKe/IbIM CHHAPOMaM
NILJI ¢ cunapomom PA npu ACC

Haubosee TsDKebIM M TJIOXO KOHTPOJMPYyeMbIM MoHoTepanuedd 'K mpu TIM/IM
cunzapoMoM siBisgercss ACC. [1oxor NporHo3 onpezensieTcsl BOBJeYeHHeM B Maro/ioruye-

CKUU MpolLjecc nerouyHou Tkanu - UITJI ¢ pa3Butuem OA.

O6weM Teparnuu ¥ BeIOOp mpenapata (B couetanuu ¢ I'K) ompenensiercs tsokectbio UITJI
(no manubiM KT u ®JIT: dopcupoBanHoii KEJI, DLCO u ¢ yueToM aHaMHe3a (paHee Mpu-

MeHsieMble UIMMYHOCYTIPeCCHBHBIE Tpernaparsl).

OcHoBHoe mecTo B jieuennu UTTJT 3anumaer LId, Ha3zHauaemblii BHYTpUBEeHHO B f03e 500

mr/m* -750 mr/m* Mr B Mecsil B codetanuu ¢ I'K (ypoeenb dokazamenbHocmu A)

12
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e JlnmutensHOCTE LI®D momkHa OBITH He MeHee 6 MecsiieB (YyposeHb dokazameabHocmu C)

e KonTtponsb 3¢pdextrBHOCTH LID ocyiiecTBasieTcs 1o AUHaMUueckoi oteHke (1 pa3 B 6 me-
csiteB) dopcupoBanHoit JKEJI, nokasareneit DLCO (yposeHb dokazameabHocmu A), a Tak-

ke naHHbIX KTBP jierkux.

e [Ipu arpeccusHoM TeueHur CPA mipu BoipaxxeHHOM cHWwKeHuH JKEJI u DLCO, a Takxe, B

ctydae HedpPeKTUBHOCTU paHee TIpuMeHsieMol Tepanvu 11®, menecoobpa3Ho MpuMeHe-

Hue PTM.

¢ [IpumeHenne MM® paccMarpuBaeTCsi B KaueCTBe Tepanuu «BTOpPOrox» psiga ripu UTLT B

cJ/iyyae HeBO3MOXKHOCTU TipuMeHenust LI® v PTM

1 ncg]garml

e Jlucarus siBasieTcss (pakTOpOM pHCKa aCIMPALiMOHHOW MHeBMOHUU, TeueHue U Tepariusi KOTOpou
OCJIOXKHSIETCSI UMMYHOCKOMITDOMEHTUPOBAHHOCTBIO TAL[MEeHTOB, CBSI3aHHOM C Teparveld BbICOKH-
MU fo3amu ['K ¥ IUTOCTaTUKOB.
® PekoMeH/J0BaHO TipoBejieHHe Mmysbc-Tepanuu ['K (Meturipes 1000mr) N 3 B coueTaHWu C Tiepo-
panbHbIM NpreMoM 'K B afieKBaTHOM /103e€.
® Tspkenas qucdarus siBsieTcs MOTeHLUa/IbHbIM TT0Ka3aHuem BBULI.
Hanuuue ducgazuu y 60oabHbix [IM/IM cayxcum nogodom 04151 npogedeHusi bosee akmugHO20 OHKONOUC-
Ka (ypoBeHb ioKa3arejbHOCTH [).
S13BeHHO-HEKPOTHYECKH BaCKY/IUT
Hanuune s13BeHHO-HEKPOTHMYECKOTO BAaCKy/IUTa SIBJISIeTCA MOKa3aHWeM [I/isi TIPOBeJleHUsl MyJbC-
Tepanuu Luknaodochamugom B f03e 600-800-1000 Mr B Mecsil B COUeTAaHUU METH/MNPeJHU30-

joxHom 500-1000mr.

KoxxHbii cungpoM 1pu [IM B coueTaHWU C TIPOKCUMAbHOM MBIIIIEYHOM C1ab0CThIO0 OTpaXkaeT aKTHB-

HOCTh 00/Ie3HU U, KaK MpaBuIo, KoHTpormpyeTtcs: 'K B afieKBaTHBIX [103aX B OCTPBIH 1eprog 00sie3HH.

ITpy pe3uCTeHTHOM KO)XXHOM CHH/pPOMe, COXPaHSIOIIeMCsl Ha (JOHe BOCCTAHOB/IEHUS] MBILLIEUHOU
CHUJIbl, pEKOMEH/yeTCsl TIPpUMeHeHHe aHTUMa/ISIPUMHBIX TperaparoB (TApoKcux/10poxuH no 200—400
mr/cyT), MM®, Tonnueckux CTepor/i0B.

Hanuuue pe3ucmeHmHo20 KOXCHO20 CUHOPOMA U/Uiu S136eHHO-HeKpOMuu4ecko20 8acKyauma y 60/1bHbIX
IIM/ZIM cnysxcum nogodom 07151 npogedeHus b6osnee akmueHo20 OHKonoucka (ypoeeHb 0oKazameabHOCMU
).

JInxopajaka win cy0gedpuanTeT BCTPEUArOTCS PeAKO, IIaBHBIM o6pa3om npu ACC ¢ oCcTphIM Haua-

J1am 0oJiesHu.
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e Kourponmpyetcs ['K u He TpeOyeT pomnonHUTebHOM Tepanvu (yposeHb dokazamenbHocmu B).

IIpu nosieneHuu cybgebpusumema (uau auxopadku) y nayueHmoe Ha ¢oHe neuerus I'K 8 nepuod
KAUHUKO-1a00pamopHol noaoxcumenbHoll OUHAMUKU — UCK/AIOYeHUe NpucoeOuHeHust conym-
cmgytoujell uHpekyuu. Heobxo0umo ydumbieamb amunusm meveHus UH(EeKYUOHHbIX OCN0HCHe-

HUll Ha (hOHe UMMYHOCYynpeccusHoll mepanuu.

ITopaxeHHe CYCTaBOB

Hanuuwe aptputa ripu ITM/[IM MoXeT MPUCYTCTBOBATh B Hauasie 6ojie3HU. APTPUTHI BXOZST B
coctaB cumriromokomiiekca ACC, xoporrio koHTposupytotes 'K v He TpeOytoT gomonHuTeNb-
HOTO JIeYeHUsl.

CrubarenbHble KOHTPAKTYPbI, KaK MPaBUJIO, JIOKTEBbIX, Pe)Ke KOJIeHHbIX CyCTaBOB, Pa3BUBAIOTCS
B ocTpbIii mepuoz I[TM//JM 1 00yc/i0B/IeHbI BOCTIATUTE/TEHBIM TIOPaKeHHEM MBIIIeUHON TKaHH, a
He HeIloCpe/ICTBEHHBIM Opa)keHueM CyCTaBOB. [JOMOIHUTEIbHOIO MeJUKaMeHTO3HOIO JIeYeHUs!

He TpeOyeTcs (ypoBeHb /l0Ka3aTtenbHOCTH C).

Kaﬂng/IH03 MATrKHX TKaHeH

KanbLiHO3 MATKMX TKaHel Harbosiee yacTo npucyTcTByeT (1 6osee arpeccuBeH) npu FOAM

[TosiBneHe MHOKeCTBEHHBIX Ka/IbLIMHATOB, KaK IPaBW/IO, COMYTCTBYeT OCTPOMY TEUYEHHIO
[TM/IM. KanbljHaThl COXPaHSIOTCS Ha (hOHe CHWDKEeHUsSI aKTUBHOCTH 0O0JIe3HH, JjaXke TIpU J10-
CTWKEHWUHY KJTMHUKO-1ab0paTOPHOU peMHrCCHU U HauboJiee BhipakeHuu rnpu FOIM.

[Tpu KOIM, c 1e/ibl0 CHWKEHHS PUCKA Pa3BUTHS KaIbLIMHO3a U €ro paclpOCTPAaHEHHOCTH MPU-

MeHsieTcs nynbc-Tepanus 'K B go3e 1-2 mr/kr/cyT.

Xupypruyeckoe jieueHue Mano3(@deKTHBHO, TTOCKO/IbKY MOBBILLIAET PUCK NTPUCOeAUHEHHST BTO-

quHOﬁ HH(bEKHHH N MOXeT CIIPOBOLIMPOBATEH I10ABJ/I€EHHE HOBBIX Kd/IbLIMHATOB.

B KauecTBe MeJJUKaMEHTO3HOU Teparuy MpUMeHSFOTT OuchocdoHathl (KeuanudoH, Gpocamakc,
¢docaBaHC 1 [p.), OFHAKO TIOJTHOTO KOHTPOJIS HaJ| MTPOLIECCOM T'eTepOTONMUEeCKOr0 KabLniH00-
pa30oBaHUS He I0CTUraeTCsl.

71 neyeHUs KanblIMHO3a TIPUMEHSIETCs, TaK)Ke AWHATpUeBasi COMb ITHIEHAUAMUHOTETpPayK-
cycHoii kucioTel (NaJITA), obpa3syroleill KOMIUIEKCHbIE COeIMHEHUS C pa3/IMUHBIMU KaTUO-
HaMmH, B T.u.Cc HoHamu Ca’" 1 Crioco6CTBYeT BbIZIEIEHHIO UX C MOUOMA.

Wmerorcst manHbie 00 3¢deKTHBHOM TIpefOTBpaIlleHHH MPOrPeCCUPOBAHUS KasbLIMHO3a TIPH
npuMeHeHrnd BBUI' B TeueHue 2 fHeW KaXKAbIA MeCsL] B COYETAHUU C METU/ITIPEHU30/I0HOM

(ypoBeHb goka3zartesbHOCTU C).

IQaQHHI/IOHHLIE HUMMYHOCYIIDECCHBHBIE MPENnapdThl, IPpUMEHAEMbIE B JIECHEHUHN HM/'EM

14
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e MeToTpekcar 1o 7,5-25 Mr/Hefi BHyTPb WM BHYTPUBEHHO (TIPU HEI0CTaTOUHOM 3(pPeKTUBHOCTH
WY TIJIOXOM [1epeHOCUMOCTH TIepopasbHOTO TIpHeMa rperapara, 0COOeHHO B BHICOKHX 03aX).

¢ A3saruonpuH no 2—3 mr/kr/cyt (100-200 mr/cyT)

¢ [luknocnopuH A mno 2,5-5.,0 MI/KI/CyTKM Ha3HauyarT MNalueHTaM C pe3ncTeHTHbIMA K 'K
dopmamu 3aboreBaHus], B T.U. IPH XPOHUUECKOM TeueHWH 0O/e3HU, CBSI3aHHOUW C HeaJ|eKBaTHO

Majiol uHuLManbHou fo30u 'K (ypoBens foka3arensHocTH C).

e MM®. Nmetorcs gaHHble 00 3¢dextriBHOCTM MM® mnipu UILT ¥ pe3srUCTeHTHOM KOXXHOM
cunapome. [Ipuem HaumHaroT c g03bl 1000 mr/cyT (B 2 mpuema), MOCTeNeHHO TUTPYs /03y A0
2000 mr/cyT o, KOHTpOJIeM ToKa3areseid 0011ero u 6MOXMMHUUeCKOT0 aHaTM30B KPOBU (YPOBEHb

JokasarensHOCTH C).

Ob6wue npuHYUNbL AeyeHuss UMMYHOCYNPeCCUgHbIMU Npenapamamu:

- mumpoeaHue 003bl: Ha3HAYeHue ¢ HebOoAbWOU 003bl U NOCMeneHHoe ee No8bllleHUe N00 KOHMpO-
J1eM nepeHoCuUMocmu.

- KOHMpOib NepeHOCUMOCMU: OYeHKa YpOoeHsl 2emMo2100uHa, vucaa aelikoyumos, mpomboyumos,
asoma mouesuHbl, KpeamuHuHa, akmueHocmu ACT, AJIT. Tlpu ymeHbWweHUU uucaa Aelikoyumos meHee
2,5x10°/n u/unu mpomboyumos — meree 100 x 10°/n u nosbiweHuu KoHyeHmpayuu ACT, AJIT 6onee uem
8 3 paza om eepxHell 2paHuybl HOPMbl, eueHue HeobXo0UMO npeKpamump 00 yCMPAHEHUs CUMNMOMO8
MOKCUYHOCMU.

- Npu nNpucoeOUHeHUU UHMepKyppeHomoll uHekyuu, 6 m.y. 2epnemuueckoll — 8peMeHHAsi OMmmeHda

UMMYHOCYNpecCugHblX Nnpenapamos 00 UCHe3HOBeHUs! ee NPU3HAKOB.

[Mpumenenrie BBUI 2 r/kr 1 pa3 B Mecsi1]| B TeueHUe 3 MecsiieB sB/sieTcs: 3((HeKTHBHBIM MeTOZOM
neuenust [IM/IM (ocobenHo HOIM), pe3uCTEeHTHOrO K CTaHAAPTHOM Tepanuiu. IloTeHIMaIbHBIM

riokazanuem ayis BBUT sisnsieTcs Tshkenasi aucgarusi. (ypoBeHb /l0Ka3aTe/bHOCTH B)

Ilna3madepe3 creayeT UCMO/Ib30BaTh IVIaBHBIM 00pa3oM y OOMBHBIX C TSDKETBIM, PE3UCTEHTHBIM K

apyrum metoza jiedyeHust [IM/[IM B couetanuu ¢ I'K ¥ LUTOTOKCMYe CKUMU MperiapaTamu.

Hosbie HanpaBienud Tepanuu ITM//IM. buosornyeckue npenaparbl.

B Hacrosiijee Bpemsi aKTUBHO M3yuaeTcsi pojib M MeCcTo O1osiornyeckoi Tepanuu B Tepanvu [TM/IM.

0 Ilpumenenue B Tepanuu [IM/[IM uHrnouropoB ¢akropa Hekpo3a omyxosm o TNF-¢
(uaduKcuMaba) He TIPUHECIO >Ke/laeMbIX Pe3y/IbTaToOB: MOCKOJIBKY OH He CriocobeH
KOHTDPOJIUPOBAaTh aKTUBHOCTh 0Oose3HH, B ToM uucie UITJI, a Takxke, yBeTMUMBAIOT PUCK

OTIOPTYHUCTHUUeCKUX UH(pekuuii [10, 44].
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0 W metorcsa JaHHBIe 00 yCTEIIHOM MPHUMEHeHWM 3TaHepHenTa B KauecTBe cTepoujcOe-

peratoujeit Tepariii. (YpoBeHb AoKa3aTe/1bHOCTH /[I)

[TpumeHeHue 6710KaTOpOB KO-cTUMYssitiuK T-muMdorutoB (abararenTta) B COUeTaHUU C
THocysb(ar Hatpusi npy FOIIM c s13BeHHO-HEKPOTMYHCKUM BaCKy/IUTOM U MPOTPEeCCUpy -
IOIIMM KasbI[MHO30M OKa3asio TOJIOKUTeMbHBIM 3¢ GdeKT B BU/le HapaCTaHHs MbIIeUHON
CWJIbl, BOCCTAHOBJ/IEHHS! 1]eJIOCTHOCTH KOXKHBIM TIOKPOBOB, CHM)KEHUSI TIPOrpeCcCUpPOBaHKUs
KasblIMHO3a, YTO TO3BOJWIO  CHU3UTh TopajepxkuBawoiyo no3y ['K. (YpoBeHb

Aoka3zareynbHOCTH [T)

Ocoboe MecTo cpeau OHOIOrMUECKUX TperapaTtoB, Ha CETOAHSIILIHUKI /leHb, TIPUMeHs-
embIx ripu [IM/[IM, 3aHuMMaeT MCHoOAb30BaHUe aHTU B-kyeTouHol Tepanuu. HakoruieH
TIOJIOKUTEJIbHBIM OIBIT 110 NIpUMeHeHH0 PTM y nanyeHToB € TshKe/IbIM MBbILLIEUHbIM I10-
paxxeHreMm U ipu ACC ¢ C®DA, pesucreHTHbIX K ['K U nipumeHsieMol paHee TpaJWLIMOH-

HOM [JUTOCTAaTA4YeCKOM Tepanuu (ypoBeHb JJ0Ka3areabHOCTH /1)

IMpakmuuecku éce asmopbl onucbi8arom 8bicoKyro 3¢pgpekmueHocmb PTM npu TIM/IM. Tak,
Ha ¢poHe mepanuu PTM (e couemaHuu c I'K) Habarodaemcs noaodcumenbHas KAUHUKO-1a60-
pamopHas OuHamuka (yMeHbUleHUe BblPAXCeHHOCMU KOXCHO20 CUHOpOMd, HApacmadue

MbIWEYHOU CU/bl).

- B ciiyuae npumenennst PTM nipu ACC ¢ CPA, no3utuBHbIHN 3¢ddekT Habmogancs bosnee, uem y

70% O6ONBLHBIX B BHU/I€ YBE/IMUEHUA roKazaresei Q)YHKL[I/II/I BHEIIHETO AbIXdHUA: YBe/JINYE€HUA 110~

kazaresieii )KEJI u DLCO, a Takke ymeHbIlleHUs: uHGUAbTpaToB no KT rpygHo# K/1eTKu.

- MakcumanbHbIN 3QdeKT pa3BuBascs yepe3 12 HeZiesb TI0C/Ie TIepBOM MH(Y3UU U KOPPeTupoBal

co camkenueMm CD 20 + B k/eTok.

Benenne manuentoB ITM/IM c XpOHHYECKHM TeuyeHHEeM 00/1€3HHM, CBA3AHHBIM C HeaJleKBAaTHO
MaJIoii MHUIMAaIbHoM fo30i 'K

CNOXXHOCTh BeZleHUs] TakKWX TMarjMeHTOB 00yC/IOB/ieHa Pa3BUTHEM IOCTBOCIAIUTETHHOU
(hbnOpO3HOI U )XKMPOBOUW WHBOJIIOLIMK MBIIIIEYHON TKaHU (TIPY Ha3HAUe€HWM He a/leKBaTHOU
vHuLanbHou 1036l I'K). B 3TOM cityyae oTCyTCTBYeT (MM MUHMMa/eH) BOCHAIUTeTbHbIN
KOMIIOHEHT (MHO3UT), SIBJSFOIIMNCS CyOCTpaToM [ijisi TIpOBe/ieHUsi TPOTHUBOBOCTIA/IUTE/Th-
Hoit Teparuu ['K.

KnvHnuecku - coxpaHsieTcsi IPOKCHUMasbHas MblllleuHast C/1aboCTh, OHAKO TTOKa3aTe/y aK-
TUBHOCTH Oosie3nu (ypoBeHb K®K, manHbie u-OMI, OGuonTara MBIIIEYHON TKaHU) He
CBU/IETE/IbCTBYIOT B I10J1b3Yy TEKYIL|ero BOCMaUTeIbHOIO MpoLecca.

[MpucyTcTBue GpuOPO3HOM U )KUPOBOUM WHBO/IIOLIMY MBILLIEYHON TKaHU TIOATBEPKAeTCs TPy

MPT HCcieJOoBaHUM ITIPOKCHUMaJ/IBHBIX OTAE/10B KOHEUHOCTeH.
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e T[loBbimenue o036l 'K 11e/1€C000pa3HO TPy HAJTMUKK, XOTs ObI MUHHUMAJIbHBIX, TTPU3HAKOB
BOCTMa/IeHHsI MbILIIEYHON TKaHHU.

e XpoHHUEeCKOoe TeueHHe 0O0JIe3HH, CBSI3aHHOE C HealeKBaTHO Maslol MHUIMAIbHOH 10301 ['K
SIBJISIeTCS OTeHLMA/IbHBIM TI0Ka3aHWeM J1Jisl OAK/II0UeHHss UMMYHOCYTIDECCUBHOM Teparnuu

(Uuknocnopun A, MM®, meTOTpeKcaT, a3aTUOTIPHH) .

10. PeaOuMTanioHHbIe MePONPUATHS U 00yueHHe MaleHToB.
[TpoBOASTCS B 3aBUCUMOCTH OT CTaZuM 3ab0/1eBaHUsI
e B octpyto ¢a3y nporuBonokasansl JIOK u ¢pusnyeckue Harpy3ku, NnpoBoAnMbIe Nalu-
eHTaMHM «4epe3 CUJIy»; [I0IyCKaloTCs TO/IbKO ITaCCUBHbIE YIIPayKHEeHUs
e B craguo BbI30POBJIEHUS - U30MeTPUYeCKHe, a 3aTeM M30TOHUUeCKHe yIpa)KHeHUs
¢ B XpOHUYECKOW CTaZuu - aHa3pOOHbIe yTpayKHEeHUsI
IIpodunakruka I'K- ocreonopo3sa
[Tpenapare! Ka/iblys B cOueTaHue ¢ BUTaMUHOM /13, 6ucdocdanars
IIpo¢unakTuKa si3BeHHbIX 0C/I0KHEHUMN
lacTponpoTeKTopbl (MHUO3IIPOCTO/, pAHUTHUWH, OMeIipa3o1)
IIpo¢dunakTuka crepouHoro suadera
Crporoe UCK/TFOUeHre TIOTpebIeHust MPOAYKTOB, COAEePIKalluX ITIOKO3Y, B T.U., CIAfIKUX (PYKTOB, COKOB
Y MOTyPTOB.
IIpepocropoxxHocTu: VckmoueHre KOHTaKTa C MH(MEKLMOHHBIMUA OOMBHBIMU — BO M30e)KaHue TPUCO-
e/JUHeHYs] BTOPUYHOM MH(peKLWH.
W36eranme ¢usmueckux meperpy3ok (B octpbiii nepuog JI®K mpoTuBOMOKa3aHa, TOMBKO MacCHBHbBIE

JIBUDKEHUS).
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	ввввоспалительные миопатии — группа хронических заболеваний, неизвестной этиологии, основным проявлением которых является симметричеая мышечная слабость проксимальных отделов конечностей, связанная с воспалением поперечно-полосатой мускулатуры. К ним относятся полимиозит (ПМ), дерматомиозит (ДМ), ювенильный дерматомиозит (ЮДМ); миозит, сочетающийся с системными заболеваниями соединительной ткани (СЗСТ) (перекрестный синдром); миозит, сочетающийся с опухолями; миозит с внутриклеточными включениями и некоторые другие, более редкие заболевания.
	Циклоспорин А по 2,5–5.,0 мг/кг/cутки назначают пациентам с резистентными к ГК формами заболевания, в т.ч. при хроническом течении болезни, связанной с неадекватно малой инициальной дозой ГК (уровень доказательности С).
	ММФ. Имеются данные об эффективности ММФ при ИПЛ и резистентном кожном синдроме. Прием начинают с дозы 1000 мг/сут (в 2 приема), постепенно титруя дозу до 2000 мг/сут под контролем показателей общего и биохимического анализов крови (уровень доказательности С).
	Плазмаферез следует использовать главным образом у больных с тяжёлым, резистентным к другим метода лечения ПМ/ДМ в сочетании с ГК и цитотоксическими препаратами.

	Новые направления терапии ПМ/ДМ. Биологические препараты.

