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INTRODUCTION
The Idiopathic Inammatory Myopathies include various entities such 
as Dermatomyositis, Polymyositis, Immune Mediated Necrotising 
Myositis and Inclusion Body Myositis. With changing paradigms in 
the inammatory myositis, that led to the use of specic anti-bodies to 
diagnose various myositis, it was seen that approximately 5% of 
patients diagnosed with Idiopathic Inammatory Myopathies had 
antibodies to the signal related peptide (anti SRP-antibody). Muscle 
biopsies in these patients revealed muscle bre necrosis and 
regeneration, prominent endomysial brosis, but little or no 
inammation. [1], [2].

These patients tend to have severe muscle weakness that is often 
difcult. To control despite adequate immunosuppression. [3], [4]

Methods:
This study was a prospective observational study, that was carried out 
in the neurology department of a tertiary care hospital in Mumbai from 
October 2019. To January 2022. We diagnosed 5 cases of SRP 
Myositis, based on clinical presentation, Muscle Biospy, 
Electrodiagnostic ndings, Serum CPK levels and presence of anti-
SRP antibodies.

Anti-SRP antibodies were evaluated by sending for a Myositis Panel, 
that included 16 antigens, and was done using the Immunoblot 
Technique with a sample screening dilution of 1:101.

The patients further underwent cardiac work up (ECG and 2D-Echo), 
PET Scan, and where appropriate, other ancillary tests.

RESULTS
The mean age of our patients was 35 years with a female : male ratio of 
3:2. 4 of 5 patients had presented to us with a subacute to chronic 
presentation, beyond 6 months. All presented with a limb-girdle 
pattern of weakness with 3 of ve having predominantly lower 
weakness. The involvement of upper limb weakness, in all cases, was 
within 6 months of lower limb involvement.

Interestingly, all our patients had prominent neck exor weakness at 
presentation. One patient had cranial involvement in the form of facial 
and bulbar weakness.

All the patients had diminished ankle jerks.

EDx showed myopathic features with the presence of brillations, 
which could help differentiate them from muscular dystrophies.

One patient presented to us in acute respiratory failure, however she 
was subsequently diagnosed to have COVID-19 illness, and the 
cardiorespiratory symptoms could be representative of the same. We 
carried out a detailed cardiac involvement in the patients including 
ECG and 2D Echo. None of our patients had any cardiac issues during 
evaluation. None.  Had any extra-muscular weakness either.

None of our patients had any extra-muscular features or underlying 
malignancy.

We treated the patients with methyl-prednisolone in a dose of 1gm over 
5 days (Pulse Therapy) followed by oral steroid. Subsequently we 
initiated therapy with Rituximab.  Rituximab was given based on 
Body Surface Area, in two divided doses 2 weeks apart, with a plan to 
follow up for maintenance dosing 6 monthly.

At 3months of follow up, none of the patients reported worsening of 
symptoms, however, neither did any of them show any improvement 
on  Modied Rankin Score.

With the advent of sophisticated diagnostic techniques, and the elucidation of disease specic antibodies, it it critical to be 
able to identify characteristic neurological syndromes at the earliest, since earlier treatment can lead to better outcomes. 

SRP- Myositis is being increasingly diagnosed. It is a variant of IMNM which is characterised by severe muscle weakness, with biopsy showing a 
paucity of inammatory cells. Predominant neck weakness and diminished tendon reexes in a patient with a subacute to chronic myositis points 
towards this diagnosis.
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DISCUSSION
SRP Myopathy can present in a number of ways, ranging from acute, 
subacute to even chronic. [5] Although rapid clinical deterioration is 
characteristic of the illness, almost 19% of these patients can present 
with a more insidious from of the disease. These patients tend to be 
younger and have more severe disease, perhaps owing to the delay in 
diagnosis and initiation of therapy. [1], [6].

On histology they show necrotising Myopathy with a paucity of 
inammatory cells. The cornerstone of treatment is immunosuppression. 
Various agents have been tried. They are poorly responsive to 
corticosteroids, however, studies indicate that Rituximab might be 
effective in these patients. Patients might show improved clinical 
outcomes along with a decrease on CPK and anti-SRP titres. The effect 
can start within two months and last 12-18 years as per a study by 
Valiyil et al. [7]

Extra-muscular features such as dermatological and cardiac are rare in 
SRP myositis. SRP is probably not associated with an underlying 
malignancy. [8] [9]

CONCLUSIONS
SRP Myopathy is a distinct clinical entity that requires a keen clinical 
accumen. It might present with a chronic course. It is essential to 
identify such patterns as they need to be treated early with 
immunosuppression.

Peculiar features of this disease that we have observed are neck muscle 
weakness and diminished tendon jerks. At present the best option to 
offer these patients is Rituximab.

Early initiation of the same may lead to better outcomes. More research 
is needed to elucidate the precise mechanism of disease and therapy for 
the same.
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