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«CEKPETbI PEBMATOJOI MU B NMPAKTUKE TEPAINEBTA
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BocnanuntenbHble MnonaTmnmn

1. [OepmaTtoMuo3uTt
a) Knaccuueckmin gepmatoMmnosunT (ceasaHHbin ¢ C3CT/3rnokavyecTBEHHbLIMM ONYXOSIMN)

b)  HOBEHWNbHbIN 4EPMATOMUO3UT
c)  KnuHu4vecknn ammonaTtu4eckumn 4epmaTtoMmosnT

2. Nonumuosurt
a)  Knaccu4yeckum noiMuMmosnT

b)  C3CT-cBaA3aHHble overlap-MUO3UTbI
3. AyToMMMyHHasa HeKpoTusupyrowasa mmonatusa (onyxonu/ctatuHol/C3CT)

4. Cnopaguyecknt MMO3UT C BKITIOYEHUAMMU



[lepmaTtoMmnosnT

° MMMyHOKOM NMieKCHa4d nartoJsiornd

- Kackag coObITni, TpUrrepHbiM 0akToOpoM SIBIISIETCA OTIOXKEHNE MMMYHHbBIX KOMMNEKCOB

ayToAT npoTtuB

3HOOTENNOLNTOB \
C3

C3a C3p
VCAM L \
PeKkpyTuHr C5b-9
C3bNEO
CD4+ B- -
A KNeTKia
X OTnoxeHune

[leHOpUTHbIE KNeTKn



[lonnmunosut |

-

* T-kneTo4yHasa naTonorug

|

NHTaKTHbIE

. [MHC-CD8]
MblLLE€YHbIE BOSOKHa ]

B-kneTku B aHOOMN3NU

s e D

Hekpo3 BonokoH (nepcgopuHbi T-
KIeToK)

UdHYy, UN-1,
®HO

N

Ko-ctumynaTtopbl

\

%

Th-17




Cnopagnyecknm Myo3unT C
BKITHOYEHNAMM
IBM pathology

I' Primary Endomysial
- Inflammation

|biLLeYHay aereHepauua

Rimmed Vacuoles

B-kneTku |

Autoinvasion of yofiber

Mononuclear Degeneration
Cells

BHyTpukneToyHas
LLUTOTOKCMYHOCTDb
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AyTOMMMYHHaAA HEKPOTU3UPYIOLL
MuonaTus

Anti-SRP Anti-HMGCR

AHTU-H MGE:R-cbeHOTmn

AHTM—SRP-d)eHOTmn

dakTop
npeapacnorioXeHHOCTHU
DRB1*11:01

PakTop pUCKa - CTaTUH




[ TIIOKOKOPTMKOMA-NHAYLUMPOBaHHAS
MuonaTus

OcTpast Unm xpoHn4veckas
a. 5-7 geHb npmnema 6onblunx no3 NKC
b. OnutenbHbin npnem 'KC B 0o3e 40-60 Mr/OeHb B
nepecyeTe Ha NPeaHN30roH
« Yauwe y actmaTtukos, npnHuMaroLwmx 'KC BHYTpb
« Yalle mnmonaTuio BbI3bIiBAOT PTOPUPOBAHHbIE CTEPOMIbI
(OekcameTasoH, TpuaMunHOIIOH, beTameTasoH, priymeTasoH)
« J)KanoObl Ha CIIOXHOCTM Mpu NogbEME CO CTyra, nogbeMe Mo
NecTHuue
« Curna KMUCTU 4YacTo HE CHMXKeHa
* MbiLwuUbl XLA YacTo He 3a4eNCTBOBaAHbI
« Co BpeMeHeM MOryT pa3BUTbCS BblpaXXeHHbIE MUarrnm
« Bo3MOXHO nopaxeHune gnaparvbol




KNMMHNKO-MMMYHONOrn4yeckune
noaTunbl

UMMYHHbI
e

MapKepbl —VRTepcTOVEansH

oe nopaxeHue

Anti-Mi-2
LepmaTommnosunt . Anti-CADM-140 (MDAS5) <iES3»
~ Anti-SAE <EED

. Anti-p155/140

L Anti-MJ (NXP-2)

B Anti-t-RNA-synthetase:

= Anti-Jol

- [pyrue
OepmaTomMnosuTt Anti-PMS1

IOM npu oHkonorum (40-75%), M B3pocnbix (20-25%), KOOM
(30%)

AHTUCMHTETAa3HbIN CUHAPOM (5-10%) | —




KNMMHNKO-MMMYHONOrn4yeckune
noaTunbl

L

UMMYHHbI
e
MapKepbl

MVIO3V|T-aCCOV|V|OBaHHb|e dHTUTEesna
AHTUCUHTETA3HbIN CUHOPOM * Anti-Ro/SSA m

CucTeMHble 3a6onesaHust CT e Anti-U1RNP
MonummosnT/CCLl « Anti PM/Scl (75 & 100 ko) <<5GGEzE>




OMI -nameHeHuns

Kpoutepum BKIoYeHus

1. CnoHTaHHas akTUBHOCTb
A.  ToTeHumansl pubpunnaunmu
B. [lonoxuTtenbHble OCTpble BOSHbI
C. CrnoxHble noBToOpstoWmMecs paspsabl

2. YMeHblleHue gnutensHocTtu INOE n cHmxkeHne nx amnnutygbl

Kputepum ncknoyeHud

1. MwnoToHn4yeckue paspaabl
2. BblcokoamnnutyaHble INAE yBennyeHHoOU 4nNnUTENbHOCTH
3. OrtcyTtctBrne OMI-n3ameHeHUn"






[TonMuno3snT

KOK?




OHKOMUORINT

Tabnuua 2 PacnpegeneHvne nokanu3auum onyxonen eckoro AM vnu MM
no 4acTtoTe (B nopsafke ybbiBaHUSA) COrnacHo
NUTepaTypHbIM U COBCTBEHHBIM AAHHbIM MEHHO ¢ popmuposaHnem LM/IM
Co6cTBEHHbIE AaHHbIe (N=32) [aHHble nuTepatypobl
AunyHuku (37,5%) MonoyHas xenesa (21%*) MoBbILLEHME pUCKa
Nerkoe (15,5%) Nerkoe (14%™) BbISIBIIEHMS OMYXOMK
MonoyHas xenesa (15,5%) Hocornotka (12%*-35%**)
KuweyHuk (12,5%) An4HNKM (6% *-15%**)
Marka (6,3%) Toncras kuwka (6% *-8,3%**)
3abonesaHus Kposu (6,3%) Marka (6%*)
XKenynok (3,1%) Xenyaok (6%™)

lNepBuYHbIA 04ar He ycTaHoBseH (3,1%)

lpumeyanme. * — Dias L.P. et al. [92], ** — Chen D. et al. [90].




AHTUCUHTETA3HbIN CUHOPOM

* Mblle4yHaga natonorns

* KOHCTUTYUMOHanNbHbIE NMPOSIBNEHUA: OCTPOE Havano, nuxopaaka, CHUXKeHMe Macchl Tena
» ®eHomeH PenHo

*CUMMETPUYHBIN HE3PO3MBHLIN peBMaToONaONo406HbIN apTpuUT

‘[MopaxxeHne KOXK1 No TUMNY «PYKU MeXaHNKa»

° XapaKTeprle NMMMYHONOrm4yeckme HapyLueHns (aHTUCUHTEeTa3Hble aHTUTena — anti Jo-1,
PL7,PL12,KS, OlJ, EJ)

‘IHTepcTMUManbHOe NopaXkeHne Nerknx (Tshkenoe Te4eHne y NosioXnTernbHbIX Mo
anti-PL-12 n anti-PL-7, BbILUE PUCK JIEFOYHOWM TMMNEPTEH3UKN, YEM TAXKECTb MNO3UTA)



AYyTOMMMYHHas HEKPOTU3UPYIOLLLAA
MuonaTus

* aHTU-SRP (signal recognition pattern)

—_

e aHTN — HMGCR — deHoTUMbI

* AT-HeraTmBHbIN _

 KritoueBoe - NPOKCMMalribHaAa MbllLleYHad cnabocTb

* [loBbiweHne KOK — pekopaAcMeEHbI

* [MoBblweHne KOK MoxxeT npegluecTtBoBaTb MblLLEYHOW CriabocTu

* BHEMbILLEYHbIE npodaBiieHnA - peiko



IVINO3UT MNMPU CUCTEMHDbDIX
3aborneBaHUsAX
(overlap-syndromes)

- CuctemHas cknepogepmus (PM/Scl-AT)
» CucTeMHasi KpacHasi BofvaHka + ®eHomeH Peiio
* [lonuaptpur
* PeBMatonaHbIV apTpuUT — » KoK
* [wucTtonorunyeckune
» CnHgpom LerpeHa M3MEHEHMS
» CnctemMHble BacKyInThbl _




MWo3nT ¢ BKNHOYEHUAMMU

* MearneHHoe nporpeccmpoBaHmne cnabocTu (roabl) C NOCTENEHHbIM
BOBJIeYEHUEM AUCTalbHbIX OTOEN0B KOHEYHOCTEM

« CenekTMBHOCTb 1 aCUMMETPUYHOCTb NOpa)keHUst onpeaeneHHbIX rpynm
MbILLL, (Oonee 3aMeTHO Ha HEAOMUHUPYIOLLEN CTOPOHE)

- B 0ebloTe — BOBIEYEHME YeTbIPEeXrnaBoun MblillLbl U FIYOOKUX
cru6areneun nanbLUeB KUCTU

* 70% - Nnpu3sHakn gucdparnm, passmsarotca megneHHee, yem npu NM/0OM
* [1lpnymHa cmepTn — nopakeHne abixaTerlbHOW MyCKynaTtypbl

* Pe3aUCTEeHTHOCTb K Tepanuu



[laumeHTKa K- 42 rona

CYCTABHOM
CUMHOPOM

(610 FC)

PLT 129
2.5 Hb 116

MNOPAXXEHME
KOXWU

Tonu4yeckue
KC

-

FrENNOTPO
n
LWWAIb
OEKONbTE

PLT 124
3I4 Hb 116

\/

MWUOMNATUA

A

 /

MACCA TENA

\/

l HOYHAHA I
NOTNNBOCTb, 3Y,

MAPT

AMNPEJb

MIOHb

NIoJb

ABIYCT

CEHTABPb

OKTABPb

2018




[launeHTka K: obcrnegoBaHus

I N N N M T
112 3,98 4,2 1 41 7 47 4 188
113 3,86 3,9 5 41 3 47 153
113 4,01 52 5 35 2 53 5 189
110 3,93 8,4 1 65 - 29 5 269
Cwronorwa |
CPB (<5,0 Mr/n) 1,4
P® IgM (<15,0 ME/mn) <9,5
ALLIIM (<5,0 Ea/mn) 0,1
AH® (Hep-2) 1/320h+cytopl
AT Kk Jo-1 (0,0-25,0 Ea/mn) 0,1
AT K Sm (0,0-25,0 Ea/mn) 0,1
AT Kk Scl-70 (0,0-25 Ea/mn) 0,1
AT k dsDNA (0,0-20,0 ME/mn) 25,3
Anti-Ro/SS-A (0,0-25,0 Eg/mn) 2,8
Anti-La/SS-B (0,0-25,0 Ea/mn) 0,2
C3(0,9-1,81/n) 1,06

1025
1015

S G

5
6,5

56(B) BUOXUMUA mm
52(B) [ntoko3a (3,9-6,4 MMOrb/N) 4,84 7,39
25(MN)
AT (0-41,0 ea/n) 17,3 24,9
28(B)
ACT (0-38,0 ea/n) 30,8 21,8
KpeaTuHuH (44-106 MKMOSb/n) 56,5 75,0
O6wwmn 6benok (66-87 r/n) 77,1 83,0
AnbOYyMUH% (54-66) 48,76
Anbdal MobynnH% (2-5,5) 3,72
Anbda2 MobynnH% (6-12) 7,92
Beta MobynuH% (8-14) 7,65
Mamma MmobynnH% (13-22) 31,94
KpeatnHkuHasza obuias (24-195 en/n) 223
LLlenoyHas doccatasa (35-129 ea/n) 47,1

el S S e el
3.
Het Het Het 0-1 Het 2-3 Het

Het Het Het 0-1-2 Het 3-4 Het



[launeHTka K: obcrnegoBaHus

AMTr: ykopoueHue NAE, cHuXxeHne amnnuTyAbl,
CMOHTaHHAasA aKTUBHOCTb B BAe e ANHUYHbIX
noteHumanos comMopunNaALMn n
NONMOXUTENbHbIX OCTPbIX BOJH B ¥ BKOJIOB

Kanunnnapockonus:
Hecneundguyeckme N3MeHeHns

[Mpun KT-uccnepgosanum OI'K BbisBIEH
orpaHnyeHHbIn PrUbpo3 BO BTOPOM CEIMEHTE
NpaBoro ferkoro, HeMHOrO4YMNCeHHbIE
CnupomeTpus: nerovyHole 00 bLeEMbI B nriesparbHble Cranku B 3agHUX oTaenax,
HopMme KOnM4YeCcTBEeHHOe yBennyeHne nogmbllleyHbIX U
napaTpaxeanbHbIX NMM@aTUYECKUX Y3S10B.







Kputepumn Bohan-Peter

v’ CMMeTpUrYHas cnabocTb NPOKCMMarbHbIX OTAEN0B KOHEYHOCTEN, MPOrpeccmpyoLlas B
TeYeHMe OT HECKOMbKUX Heaernb A0 HECKONbKNUX MECSILIEB.

—Mopdonornyeckme n3amMeHeHNs: HEKPO3 1 BocnanuTenbHas MHUIbLTpaUus MbILLIEYHbIX
BOITOKOH

v/loBbllWEHNE YPOBHA MblLLEYHLIX depMeHTOB B cbiBOpoTKe KpoBu: KOK, J1AI, ACT.

v’ OnekTpommorpadus: KOpOTKME, HU3KOAMMIUTYAHbIE, NoNndasHbie NoTeHUnanbl
ABUraTerbHbIX €OUHUL, U CMOHTaHHasA aKTUBHOCTb MbILLIEYHbIX BONTOKOH B COCTOSHUM
paccnabnenust — noteHUuansl puopunnsaumnm n NoNoXUTENbHbIE OCTPbIE BOSHbI.

v/ XapaktepHaga ana [JM koxHas Cbinb



[TaumeHTka @ — 64 roaa
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Xanobbl Ha CNOXHOCTU NPU NOABLEME CO CTYJIZ

FENMUOTPO
n
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[launeHTka ®: obcnengosaHuy

Hb r/n Spwrp .IW- - - HMMq)% MOHO% Tp0M6 003 MM/u o
414 — CNOHTaHHOM aKTUBHOCTM

HET. anI3HaKVI HEAKTUBHOIO

OMI: pe3ko CHMXeHO
pekpyTmnposaHue MNAE.

nepBnMYHO-MbILLUEYHOIO
npouecca
DIIITEERE R N | kanunnsipockonus: —WPT: Moimnsi 6eapa: MP-
CIF (/0 b &l CKNepoaepMUYEecky curHan Ha T1 UMNynbCHOW
P® IgM (<15,0 ME/Mn) <9,5 A TUN nocrnepoBaTenbHOCTU STIR He
ALLM (<5,0 Ea/mn) 0,1 n3MeHeH. MbiLiubl roneHum:
AHO® (Hep-2) 1/640sp+nucleolar MP-curHan Hale
AT K Jo-1 (0,0-25,0 Ea/mn) 0,1 UMNynbCHOU
AT K Scl-70 (0,0-25 Ea/mn) 0,1 KT rpyaHou KneTku: ::;je-ls‘::Bl'a;ﬁng:(;:;SJE:lz
Anti-Ro/SS-A (0,0-25,0 En/mn) 0,1 ABYCTOPOHHUA 5 i P
Anti-La/SS-B (0,0-25,0 Ea/mn) 0,1 NMHTEepCTUUNalribHbIn
népo3 B S4-S5n B y
AT K RNP-70 (0,0-25,0 Ea/mn) 0,1 ¢pnbp ATPOreHHbIi
Oa3anbHbIX CerMmeHTax
rmnepTupenos
c 0benx CTopoH




NndpdepeHumnanbHas anarHocTuka
oM/scloverlap | UM

MpokcnmanbHas cknepogepmMa: CUMMETpUYHoe - 9
7y YNIOTHEHWE U YTOMLLEHNE KOXWN 0GENX PYK BbILLE
NACTHO-(banaHroBbIX CyCcTaBoB

[lepmatomMmnosnT

v CummeTtpuyHasg cnabocTb NPOKCUManbHbIX YNNOTHEHME 1 YTOMNLUEHNE KXV NanbLes nanfﬁﬂfgfféﬁ oo ‘21
OTOENOB KOHEYHOCTEeW, nporpeccupylowas B S N S
TeyeHne OT HECKOSIbKUX Hedenb OO0 HECKONbKUX cycTaBoB
MeCALEB. OurntanbHaga nwemms A3BoOYKM 2

—Mopdonornyeckne - U3MEHeHWA:  HEeKpo3 U Py6unku 3
BOCnanuternbHasg WUHPUNLTPaAUNA  MbILLIEYHbIX TeneaHrmakTasum ; 2

BOMNOKOH

v/[1oBbllEHNE YPOBHS MbIWEYHbLIX (PEPMEHTOB B
cbiBOpoTKe kpoBu: KOK, J1AT, ACT.

v/ Onektpomumorpacus: KOpOTKHMe,
HU3KOAMMIINTYAOHbIE, MonudasHble noTeHumanbl
ABUraTenbHbIX eOUHUL, U CNOHTaAHHAsA aKTUBHOCTb
MbILLIEYHbIX BOFIOKOH B COCTOSIHMM paccrabneHus TupeoToKkcuyeckas AHTU-Scl-70, AT k LeHTpomepam, AT k RNA-Pol IlI - 3
— noteHuuansl omnbpunnsaunmn 1 NonoXUTENbHbIE

Kanunnspockonuyeckue nameHeHus -

JAT n/vinn NN -

w N N

v deHomeH PenHo -

MunonaTtna

OCTpbl€ BOJIHbI.




NndpdepeHumnanbHas anarHocTuka

CTepougHaga mmonaTtma Npu HanmM4ynm nanonaTuyeCckon
BOCNanuMTenibHOM MmmonaTtum
OnntenbHbi npnem KC
qD v/ OMI — HeaKTMBHbIN Npouecc
MPT — HeT npu3HakoB BocnarneHus B STIR

K®K - Hopma
KnnHnyeckmne npmnsHaku




Cnacumbo 3a BHUMaHue!




