Tabauna 1. BocnagureapHbie Muonatuu. Kiimandeckue u 1adoparopHbie NPU3HAKH.

HUcmounux: Harrison's Manual of Medicine (c dononnenusimu uz Opyeux uCMo4HuUKos)

3abosieBaHue JlepMaToOMHO3UT Monumuo3zur Hexporuzupyrommii | AHTHCHMHTeTa3HbI | MMO3UT ¢ BKIIOYEHUSAMHI
HMMYHO-0NIOCPEA0B | CHHIPOM
AHHBII MHO3HT
Ioa XK>M XK>M M=K XK>M M>XK
Bo3zpact 1e610Ta JleTu 1 B3pociibie Bapocinbie (>18 ner) JleTu u B3pociibIe JleTy u B3pocikie B3pocneie (>50 siet)
Chlnb Ja Her Her Muorna Her

Xapakrep
MBILIEYHOIi cj1adocTn

IIpoxcumanbHas >
JIMCTaIBLHOMN

ITonoctpas
MPOKCUMAaJbHAs
CHMMETpHYHAs
MBIIIeYHast C1aboCTh
C XapaKTepHOH

IIpoxcumanbHas >
JIMCTaIbHOMN

ITonoctpas
MPOKCUMAaJTbHAS
CHUMMETpHYHAs
MBIIIeYHast CIaboCTh
Y B3pOCIIBIX

IIpoxkcumanbHas >
JIMCTaIbHOMN

Octpoe nun
MOJIOCTPOE HAuaIo
IPOKCUMAJILHOM,
Yale TSHKeI0H
MBIIICYHOI c1abocTi

IIpoxcumanbHas >
JIUCTAJIBLHOM

IIpoxcumanbHas 1
JIUCTANbHAs; €CTh
CKJIOHHOCTb K MOPayKEHHIO
crubareneit
MaJIbIEB/3aMSCThS,
pasrubareneii KoneHa

MCHIICHHOG pa3sBUTUE

KOXKHOH CBINBIO y Y B3pOCIIBIX MIPOKCUMAIIBHOU U
MaIUEeHTOB B JI000M JUCTATBLHOM MBIIICYHOM
BO3pacTe crnabocty; arpodus
YeTHIPEXIIIABON MBILIIIBI
Oezpa U MpeAIuIeYHid;
9acThle MaIeHNUS;
yMepeHHas cl1abocTh
MYCKyNaTypsl JIHIa Y
mroziedt crapmre 50 get
Mble4Hble Hopmanbnas unn IoBbimennas KOK Yposenb KOK ouenp | INosbimennas KOK HopmainbHblii uiau
depmentsl (KOK) noBbIieHHas KOK (mo 50x wu BbILLIE) BBICOKHI; OoJiee uem (>10x pu BEIIE); YMEPEHHO TOBBIILEHHbII
(mo 50x wnu BbIIE); B 50 pa3 ypoBeHb KOK (06b14HO <10
IPEBBIMIAIOIUH pa3 BBIIIEe HOPMBI);
BEPXHUH npeesn
HOpPMBI B Ha4ase
3a001eBaHUs
AyToaHTHTe/1a pa3iuyuHbIe AHTUCHHTETa3HbIE anti-HMGCR wnnu AHTHUCHHTETa3HbIE anTuTena Kk cN-1A; npu
MHO3UT-crierpuyuec | aHTuTena (4acto anti-SRP AT, AT MPOTOYHOM IIUTOMETPUH
xue AT (anti-MDAS, | naGmronarorest mpu criennupUIHbL TS BBISIBIISIIOTCS OOJIBIIINE
anti-TIF1, anti-Mi-2, | mepekpecTHOM HEKPOTH3UPYIOIIETO IpaHy/IApHBIE JIUM(pOLUTHI
anti-NXP2) MHO3UTE) ayTOMMMYHHOTO U CHIDKEHHOE COOTHOILICHUE
aCCOLIMMPOBAHBI C MHO3UTA. CD4/CD8 ¢ nOBBIILIEHHBIM
HMHTEPCTUIHATBHBIMU xonunuectBoM CD8
3a00JIeBaHUAMH
JIETKUX, apTPUTOM,
JIMXOPAJKOH 1
«PYKOI MEXaHHUKa»
JaexTopomMuorpadus Muonarnueckue
P pad Muonaruueckue Mpuonarnueckue AKTHBHBIE TUIE Mpuonarnueckue I1JIE
ITJE (axtuBHb wim | [1JIE (akTHBHBIA WM | MHOIIATHYECKHE A (aKTUBHBINA WM
XPOHUYECKUI XPOHUYECKUI IIJAE XPOHUUECKHH Ipolecc) ¢
porecc) mporecc) HECKOIBKAMU CMEIIaHHBIMH
IINPOKMMH IOTCHIHATIAMH
Buoncust Mg I DH/IOMH3HAIBHOE U Hexporuzuposanusie | IlepumusuansHoe 1 | DHAOMHU3HAIBHOE U
epUBacKyJIsIpHOE,
MIePUBACKYIIPHOE MBIIIEYHEIE BOIOKHA; | HEepUBACKYIIPHOE MIePUBACKYIIIPHOE
MepUMH3HATbHOE U .
BOCHAJICHUE; MHHHUMAJIBHBIN BOCIIAJICHUE; BOCIIAJICHUE; TIOBCEMECTHAS
nepuacuuKyIIpHOe .
BOCTIAJICHIE: NIOBCEMECTHAs BOCIAIUTENIbHBII nepUMH3HaIbHask skcnpeccust MHC-1;
i skcrpeccuss MHC-1; | undusrpar; (parmenranus ¢ BaKyOJIH C 000JIKOM;
HEKPOTH3HUPOBaHHbIE
CD8+ ket orcyrcreue CD8+ OKpalIMBaHUEM arperatsl p62, LC3,
BOJIOKHA B BUJIE - .
MPOHUKAIOT B WU BaKyoJIeH; LIETIOYHOM TDP-43; ODM:
KIIMHOBHIHBIX o
S —— 3/I0POBBIC BOJIOKHA; OTIIOKEHHE docdaraszoii; TyOynodunamentsr 15-18
’ OTCYTCTBHUE KOMIUIEMEHTA B NIePUMH3UATEHOE HM; pBaHbIE KpacHbIE U
nepuacuuKyIsIpHas "
. BaKyoJIeH; Kanuispax MBIIIEYHOE COX-orpunarensHbie
aTpoust; peayKuust
HCKIIOUCHHE MIOBPEXKICHHE C BOJIOKHA.
KanwiapoB. benku,
BOCHAJUTENBHBIX HEKPO30M
perynaupyeMsle ctpodpui
uctpoduit
IFN-1 (MHC-1, amctp CD8+ ki1eTku IPOHUKAIOT B
MxA), oTinoKeHHEe 3/I0pPOBbIE BOJIOKHA;
MAC B kanusspax ayToharocomsr;
KOHTO(pHIIbHBIE
aMUJIOU/THBIE JETIO3UTHI
Kaerounas CD4+ nennputHsie CD8+ T-kinetku; Makpodaru B CD4+ nennputHsie CD8+ T-knetku;
HHQUIBTPALHS KJIeTKH; B-xmerku; Makpodaruy; HEKPOTH3HUPOBAHHEIX | KIeTKU; B-kierkw; Makpodarm;
Makpodaru U1a3MaTHYECKHE BOJIOKHAX Makpodaru IUIa3MaTHYECKHE KICTKHU;
KIIETKH HOJ[BEPralONINXCs MHEJIOU/IHbIE TeHIPHTHBIE
(aronurozy KJIETKH; OombIIne
IpaHyJISPHbBIE JINM(OLUTHI
OTBeET HA TePANHIO Jla Jla Jla Jla HeT nim MUHUMATBHBIN



https://harrisons.unboundmedicine.com/harrisons/view/Harrisons-Manual-of-Medicine/623488/all/INFLAMMATORY_MYOPATHIES?q=inflammatory+myopathy

Yacrbie
acCOUMHPOBAHHbIE
COCTOSTHUS

Muoxkapaur,
HHTEPCTHIHATBHBIC
3a00JIeBaHUS
JIETKHX, OITYXOJIH,
BAaCKYITHT, APyTHE
C3CT

Muokapaur,
HHTEPCTHIHATBHBIC
3a00JIEBaHUS JIETKUX,
npyrue C3CT

Onyxouy, 3CT;

AT xk HMGCR
MOT'YT OBITh BBI3BaHbI
MPUEMOM CTaTUHOB

HesposusHslit
apTpHT,
HHTEPCTHIMATBHBIE
3aboseBaHUs
JIETKUX, (PEHOMEH
Peiino, “pyxa
MEXaHHKa”,
JIIXOPaJIKa

I'panynspHslit

UMb OIeHKo3/TUMpOLUTO3,
CapKOU103, CHHAPOM
Ilerpena




