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Clinical Spectrum and Outcome of Idiopathic Inflammatory Myopathy
at Neurological Institute of Thailand (NIT)

Abstract

Immune-mediated necrotizing myopathy (IMNM) is a severe inflammatory
myopathy with a high relapse rate. We aimed to compare clinical characteristics, lab data,
and treatment outcomes in Thai patients with immune-mediated necrotizing myopathy (IMNM) to
other idiopathic inflammatory myopathies (IIMs). This retrospective study included [IMs
patients aged 18 or older, treated at the Neurological Institute of Thailand (NIT) between 2015 and
2021. Patients had relevant clinical and lab data, including muscle enzymes, from a minimum of 3
follow-up visits within a year. Baseline clinical and lab data, including serum myositis-specific and
associated autoantibodies (MSAs and MAAs), were documented. Out of 25 IIMs patients,
18 had IMNM (15 anti-SRP, 2 anti-HMGCR, and 1 sero-negative). Five (20%) had dermatomyositis
(2 anti-Mi2, 2 anti-NXP2, and 1 anti-1TIF1y positive), and 2 (8%) had overlap myositis (OM) with
anti-KU positive. The mean age of onset was 49+14.3 years, with 72% being female. Median symptom
duration was 90 days (IQR, 45-150). The mean initial MRC sumscore for IMNM was 42.68+10.1, and
for non-IMNM (DM and OM) it was 44.5+6.6 and 56+2.8, respectively. However, median CK level was
significantly higher in IMNM patients compared to non-IMNM (DM and OM) (4952.5 vs. 1,816 U/L,
p = .03). Eighty percent received 2 immunosuppressive drugs. Only 3 IMNM and 1 DM needed IVIg
or rituximab as rescue therapy. Around 40-50% of patients had full motor strength at 1 year, but
38.9% of IMNM patients experienced relapses. Most patients with [IMs responded well
to two immunosuppressive drugs. However, approximately 40% of IMNM experienced relapses and
persistent mild hip flexor weakness.

Immune-mediated necrotizing myopathy, Relapse, Outcomes
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e tulsEamldynnsi991nUsEN Euro-
immun (EUROLINE Autoimmune Inflammatory
Myopathies 18 Ag IgG)kit lneiduyansiaduyluy
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SPSS i;uﬁ'16 TunsiesgrAmneana

Wa

fasgndmdendanisAnyionnn 25 51
ogLdsnounsidadede 49+14.3 U (42101
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fumlsnduilefisouuse: S1uau Govay)

- néaniledune 5(27.7) 0 0 -

- ﬂé'mﬁamﬁi’ﬂumsmw%aﬂﬁu 8 (44.4) 2 (40) 0 -

~ vouniiey (ﬂéﬁmﬁamﬂﬁ]) 5(21.7) 2 (40) 0 -

- POULTIAUUVULAZ AU 8 (44.4) 1(20) (100) -

- souusanduiiiofunau 11 (61.1) 2 (40) 0 -

- gouusnaniefunyusy 1(5.5) 2 (40) 0 -
MRC sumscoresluszﬂzlémlsﬂ: mean+SD 42.68+10.1 44.5+6.6 56+2.8 27°
HanFIIV e URNS
svsuoulmingunile (CK: median (QR) 4952.5 3315.0 1000.5 03

(3468.7, 9827.5) (693, 3735) (185, 1816)

NawouFAveRRendwile (S1uaw)

- Anti-SRP 15 - -

- Anti-HMGCR 2 - -

- Anti-Mi2 - 2 -

- Anti-TIF1y - 1 -

- Anti-NXP2 - 2 -

- Anti-KU - - 2
dundaiile (EMG): $1unu (Govas) 12 (66.6) 3 (60) 2 (100)

- Membrane irritability 10 (83.3) 3 (100) 1 (50)

- Myopathic pattern 10 (83.3) 3(100) 2 (100)

p-value W3BULIEUTEHING IMNM wag non-IMNM (DMuazOM), *
IMNM
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nsdntundsiotaun 21 510 (Sovaz 84) Usznau
A28 IMNM 17 578 DM 3 578 OM (anti-Ku) 1 518 Tng
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(necrotic fibers) NszAANTEAE U Yufundniled
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ngsnaNLeNdInsia 3 19 laun anti- NXP2 T
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immunohistochemistry (IHC) FaNUMHC class 1 wa
MAC upregulation lin153fiadeinlusero-negative
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ﬁﬁﬂﬁ?ﬁiumﬁaﬁﬁﬁwﬁu .05, Fisher exact test,” Mann-Whitney U test
= Immune-mediated necrotizing myopathy, DM = Dermatomyositis, OM = Overlap myositis
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g1 AZA W3BMTX dmfugie OM 37N anti-KU d3u
NINDINNTEOUNTUANTRETIUIUNAT F95nWILA
prednisolone 53U AZA s1nagiiduiuildlunis
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vilnvasenagiduiuly 1 Yusn IMNM (31u2u)

Non-IMNM

DM (37u491) OM (F1171)

PSL

PSL+AZA
PSL+MMF

IVMP, PSL+AZA
IVMP, PSL+MMF
IVMP, PSL+MTX -
IVMP weekly+IVig
VIg+PSL+MMF
IVIg+RTX+IVMP
VIg+IVMP+PSL+AZA

— O = U -

[ S

1 1

1 -

IVMP =
IVIg = Intravenous immunoglobulin, RTX = Rituximab, IMNM =

nsnevaussion1sinufl 1 U nuine1nis
gounsanausduun@lugUag IMNM Seuae 47 Tu DM
Fowaz 80 wazlu OM Soway 50 dmsuszauiauleil
n&aide (CK) wudmdssnwnd 17 fihe IMNM 8 Tu
12 518 ($ovay 66.7) fsgfu CK fndn 1.5 1w
AeuuwsAUNAf 1 U uasdidsfseguuesseiu
CK 71 1 Ufl 180 (66-6,210 giln/ans) Tiffae 4 360
galseau CKﬁqwé’q%’ﬂm 17(1,219-6,210 giln/dns)
dm3uiitas DM nud 3 Tu 4 sefisedu CK fiund
Tu1 Y11 yeldiiveyavesszau CK uazliAndisegy
¥933Eiiu CK 71 1 Yfo 91.5 (34-349 giln/an3)
dm3uiihng OM (anti-KU) nudisesu CK luundn
1 Ynnsneg dmsulsadisy (relapse) WU3oBay 38.9
LQ‘IN’]“I‘L!N“LJ’JEJ IMNM Lmuumﬁﬂmmmmﬂuivmw
N13aAYUINET prednisolone LLammsummaa}ﬂsq
gavnenudn gUae IMNM 7 578 (Sewaz 38.9) 1 fidfamad]

Intravenous methylprednisolone, PSL = Prednisolone, AZA = Azathioprine, MMF = Mycophenolate mofetil, MTX = Methotrexate,
Immune-mediated necrotizing myopathy, DM = Dermatomyositis, OM = Overlap myositis

pmsdeuuseiingmile hip flexor Tnedl 5 9101y
ﬁﬂ?ﬂﬁﬁ@?ﬂ’]ﬂiﬂﬁ'ﬂ%U (relapse) 5¥w319M3SN®
mmumma DM Lz OM mmaamqau 1 5"1&11/1
msmmmuummqammammuaaumwﬂmmLua
Auv1eg lneguiy DM el 1918 80 Usuiudl
lsAnaonldenauDIiy ﬂiumﬂé’wé’qtﬁam LagSEAU
CK szunedneAaudnee (21-47 U/L) mmumﬂw
oM flsinsHud wuifiuseTRsudsEniue
prednisolone 20 fiadn5usoiu YauAU AZA 200
JaansumeiunnUseunal 5-6 U LLﬁ”i‘“ﬂ'U CK Imm
(185 giln/Gn3) SfunssI9nauNaLie (EMG)
N myopathlc pattern waliwu membrane
|rr|tab|L|ty Faansiliinmendwilesniau G?NB\I‘U’JEJ
5'1aululmmszjuﬂamLuamaﬂmqwmmmm NANS
Shwndi 1 Ywazmutnasigaing saudulsainsy
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Non-IMNM p-value*

NAANSVBINITSNEI IMNM (n = 18) DM (n = 5) OM (n =2)

U (Soway) U (Soway) U (Gowaz)
Full MRC sumscore 71 1 ¥ 9 (50) 2 (40) 1(50) 1
wazRARNUATIAAYINY 1(61.1) 4 (80) 1 (50) 1
15AMI3U (relapse) 7(38.9) 0 0 0.13
AU CK naan1ssnwn 1 ¥ 180 91.5 87 -
(U/L), median (IQR) (66-6210) (34-349) (23-151)

Lifiveya 6 518

LifiTeya 1 578

p-value WSguigusening IMNM wag non-IMNM (DMwagOM), * Fisher exact test, MRC = Medical Research Council, CK = Creatine kinase
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