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Clinical Manifestations and Prognosis of
Anti-Signal-Recognition-Particle Myositis

Seol-Hee Baek® Dear Editor,
Kyomin Choi® Idiopathic inflammatory myopathy (IIM) is a rare autoimmune disease of significant clini-
Hyunjin Ju° cal importance owing to its treatability. Myositis-specific antibodies (MSAs) and myositis-
Jeeyoung Oh* associated antibodies (MAAs) have recently received increased attention in the diagnosis
Byoung Joon Kim* and classification of IIM." The discovery of anti-SRP (signal recognition particle) and anti-
Byung-Jo Kim® HMGCR (3-hydroxy-3-methylglutaryl-coA reductase) antibodies has led to the inclusion
*Department of Neurology, of immune-mediated necrotizing myopathy (IMNM) as a distinct subgroup within IIM.?
Korea University Anam Hospital, - The prognosis and clinical features of IMNM can vary significantly with the specific MSA
gorea University College of Medicine, involved. A recent study explored the clinical characteristics of anti-HMGCR myopathy in
eoul, Korea
*Department of Neurology, the Republic of Korea,” but information regarding anti-SRP myopathy in Korean patients
Soonchunhyang University Hospital with IIM is scarce. Therefore, this study aimed to investigate the clinical characteristics of
Cheonan, Soonchunhyang University . . . . . . ..
College of Medicine, Cheonan, Korea anti-SRP myopathy in Korean patients and provide an overview of their clinical features.
‘Department of Neurology, We reviewed the medical records of patients who were diagnosed with IIM and confirmed
gamsung Medical Genter, as carriers of the anti-SRP antibody in serum from three tertiary referral hospitals in the Re-
ungkyunkwan University
School of Medicine, Seoul, Korea public of Korea between January 2019 and June 2023. Demographics and clinical data were
‘Department of Neurology, collected. Line-blot immunoassays were applied with the following panel of 16 MSAs/MAAs
Konkuk University Medical Center, . . . .
Konkuk University School of Medicine, (Euroimmun, Litbeck, Germany): antibodies to Ro52, OJ, EJ, PL-12, PL-7, SRP, Jo-1, PM75,
Seoul, Korea PM100, Ku, SAE1, NXP2, MDA5, TIF1-y, Mi-2b, and Mi-2a.

Nine patients (including 66.7% females) with SRP-positive myopathy were enrolled in this
study. The median age at onset was 56 years (range, 34-88 years). Seven patients (77.8%)
presented with moderate-to-severe muscle weakness. Two patients (22.2%) had comorbid
interstitial lung disease, and one of them had accompanying cardiac involvement. All pa-
tients had markedly elevated creatinine kinase (CK) levels, ranging from 1,100 to 35,675
IU/L (median, 4,581 IU/L). The demographics and clinical data of our study population are
summarized in Table 1. Previous studies have found that anti-SRP myopathy commonly oc-
curs in females and middle-aged individuals, and presents as severe muscle weakness with
markedly elevated CK levels.*® We found that the clinical manifestations of our Korean pa-
tients with anti-SRP myopathy were similar to those in previous studies.

Concomitant SRP and other MSAs/MA As were present in 55.6% of our patients, with the
most common MSA/MAA being the anti-Ro52 antibody. The potential risk of a false-posi-

tive result in a line-blot immunoassay meant that we could not rule out the possibility of the
Received  January 5, 2024

Revised  February 5,2024 false positive of a second MSA/MAA. However, in our study, 60% of patients who were dou-
Accepted  February 21, 2024 ble positive for anti-SRP antibody and other MSAs/MAAs had high titers (=2+) of both an-
Correspondence tibodies. Previous studies observed the coexistence of multiple MSAs in 3%—15% of patients
Byung-Jo Kim, MD, PhD with IIM, with the proportion varying with the test methods.”® It is particularly interesting
Department of Neurology, that the anti-Ro52 antibody has also been the most commonly detected myositis autoanti-
Korea University Anam Hospital, . . . . ] .

Korea University College of Medicine, body in Korean patients with anti-HMGCR myopathy.’ Further studies with larger study
73 Goryedae-ro, Seongbuk-gu, populations that apply multiple antibody detection methods are necessary to determine the
Seoul 02841, Korea
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clinical implications of the anti-Ro52 antibody in patients
with seropositivity for IMNM.

Six of our patients (66.7%) had a favorable outcome (mod-
ified Rankin Scale [mRS] score=0-2) after treatment at the
latest visit. However, three patients (33.3%) had a poor out-
come (mRS score >3) despite receiving aggressive treatment.
They included one elderly patient who was in a poor general
condition at the initial visit and later died of cytomegalovirus
pneumonia. A poor prognosis of anti-SRP myopathy has pre-
viously been found in 25%-30% of patients.>** The prognos-
tic factors for anti-SRP myopathy are still unclear. A previous
study found that some patients with anti-SRP antibody had
at least two immunoglobulin G (IgG) isotypes,'® most com-
monly IgG1 (80% of sera), followed by IgG4 (30% of sera)."
The different IgG isotypes might affect treatment responses
and clinical prognoses. Therefore, future studies will need to
investigate the prognostic factors and predictors of treatment
responses in anti-SRP myopathy.

Our study had some limitations. First, the testing for anti-
SRP antibodies was conducted at different time points, which
may have influenced the anti-SRP antibody titers in our data.
Second, the validation of anti-SRP-positive samples was not
checked using other methods such as immunoprecipitation.
The line-blot immunoassay has the potential risk of false-pos-
itive results, which can therefore not be ruled out completely
in our samples. To address this limitation, the enrollment of
our study population included comprehensive considerations
of clinical, laboratory, and histopathological findings. Third,
our assessments of histopathological findings were limited by
a reliance on retrospective medical record reviews, and we
obtained histopathological data solely from muscle biopsy re-
ports. Further studies with multiple antibody tests and mus-
cle biopsies would be needed to clarify these issues.

In conclusion, this study has demonstrated heterogeneous
clinical findings and prognoses in Korean patients with anti-
SRP myopathy. Further studies with larger numbers of pa-
tients are needed to further elucidate the clinical, laboratory,
and histopathological features and prognostic factors in Ko-
rean patients with anti-SRP myopathy.
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