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Antisynthetase syndrome (ASS) is a rare, 
chronic, autoimmune disease affecting multiple or- 
gans. ASS is considered in a subgroup of idiopathic 
inflammatory myopathies.¹  

The patients with ASS have characteristic clini- 
cal picture: interstitial lung disease (ILD), myositis, 
hyperkeratotic skin changes on the hand (mechanic’s 
hand), non-erosive arthritis, fever and Raynaud’s phe- 
nomena.2-5 Although viral infections, genetic predis-
position, and medication may play a role in the patho-
physiology of ASS, the true mechanism is not yet 
understood. 

Anti-Jo was the first anti-synthetase antibody 
discovered.6 When the patient is suspected to have 
ASS; we must measure anti-Jo-1 antibodies, as the 
titres of anti-Jo-antibody are strongly related to the 
disease activity.7-9 

Here we present the case of a patient with fea- 
tures of ILD and fever in postpartum period. She had 

subsequently developed Raynaud’s phenomenon, 
myositis and measures of anti-Jo-1 antibodies were 
positive. These findings lead to the diagnosis of ASS. 

 CASE REPORT 
The patient gave informed consent. A 33-year-old 
Syrian women was referred to our infectious diseases 
clinic with progressive dyspnea, cough and fever. She 
had no comorbidities. Her family history was unre-
markable. She had two healthy children. She had dry 
cough, dyspnea in fifth month of her last gestation. 
Fetal heart sounds were lost in the eight month of ges-
tation and she had delivered a fetal baby two weeks 
before showing up in the infection clinic. She com-
plained worsening of cough, dyspnea and fever. She 
was suspected to have lower respiratory tract infec-
tions-pneumonia and she was admitted to the infec-
tious diseases clinic of our hospital. She was given a 
broad spectrum antibiotic (meropenem). Also, she 
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was suspected to have pulmonary emboli, thus thorax 
computed tomography (CT) angiography and venti- 
lation-perfusion scintigraphy were performed. Low 
grade pulmonary emboli was observed. 

Later, she was referred to our internal medicine 
clinic. On admission, the patient’s condition was 
moderate. She was conscious and cooperative. Her 
blood pressure was 110/57 mmHg, 88/minimum 
heart rate and her body temperature was 37.8 C. 
Physical examination revealed sub-crepitant rales in 
bilateral pulmonary bases and Raynaud’s phenome- 
non. There were no peripheral lymphadenopathy and 
venous distension. Her abdominal examination was 
normal. Her proximal upper extremity strength was 
4/5, proximal lower extremity strength was 3/5, while 
distal muscle strength was normal. 

The results of the initial blood tests were as fol- 
lows: hemoglobin: 11.2 g/dL, white blood cells: 
11,450/mm³, neutrophil: 9,080/mm³, platelets: 
36,8000/mm³. Renal and thyroid function tests were 
normal. Aspartate aminotransferase: 215 mg/dL, ala- 
nine aminotransferase: 175 mg/dL, gamma glutamyl 
transferase: 7 mg/dL, alkaline phosphatase: 63 
mg/dL, lactate dehydrogenase: 938 mg/dL, creatinine 
kinase (CK): 8,690 mg/dL, D-dimer: 29. 

Echocardiographic examination of the heart re- 
vealed right ventricular cavity expansion and normal 
left ventricular function, pulmonary arterial pressure: 
50 mmHg and minimal pericardial effusion. She was 
started subcutaneous enoxaparin because of sus- 
pected pulmonary thromboembolism. 

Serologic tests including antinuclear antibody, 
anti-DsDNA, anti-cyclic citrullinated peptid, perinu-
clear antineutrophilic cytoplasmic antibody (p- 
ANCA), cytoplasmic-ANCA were also negative. An- 
giotensin-converting enzyme levels were normal, 
anti-Jo-1: positive, aldolaz: 63. 

High resolution computed tomography (HRCT) 
of chest was performed, ground glass opacities and 
consolidation in paramediastinal area and posterior 
basal segment of both lower lobes were seen. 

Pulmonary function test: forced expiratory vol- 
ume in one second (FEV1): 3.13, FEV1/forced vital 
capacity (FVC): 83%, peak expiratory flow: 7.05l/s; 
these findings show us restrictive pulmonary pattern. 

Electromyographic examination revealed proxi- 
mal muscular myopathy. Positron emission tomogra- 
phy (PET-CT) was normal. 

In light of these findings: ILD, Raynaud’s phe- 
nomenon, proximal muscular myopathy, anti-Jo-1 
positive; she was suspected of ASS. She was started 
methylprednisolone 1 mg/kg via intravenous route. 
for 3 days, then 64 mg via peroral route. Her com- 
plaints were relieved. Her prednisolone dose was 
slowly decreased to 2x16 mg and azathioprine 3x50 
mg was added. 

She was referred to the Department of Rheuma- 
tology of the İstanbul Medical Faculty and has been 
followed-up since then. 

 DISCUSSION 
Though ASS was first diagnosed in 1990, the diag-
nostic criteria of ASS were first introduced by Con-
nors in 2010.10 In 2011, Solomon proposed these 
alternative criteria: presence of an aminoacyl t-RNA 
synthetase autoantibody with two major or one major 
and two minor criteria (major criteria: ILD, PM or 
DM, minor criteria: arthritis, Raynaud’s phenome-
non, mechanic’s hands).7 

Aminoacyl t-RNA synthetase is accepted as 
one of the markers of ASS. Since viral infections, 
genetic predisposition and disease activity may 
cause fluctuations in the serum level of aminoacyl 
t-RNA syn- thetase, it is a sensitive test; which can 
be performed only at a limited number of laborato-
ries. Anti-Jo-1 is produced against the antigen his-
tidyl t-RNA. Anti-Jo-1 is one of the most common 
antisynthetase antibodies and may be tested by 
many laboratories. 

ILD has been observed in 60% of patients with 
ASS. Symptoms of ILD are persistent cough, chest 
pain, diminished exercise tolerance and dyspnea. 
fibrosis.1 The pulmonary function tests reveal re-
strictive pulmonary pattern and decrease in total 
lung capacity (TLC) depending on the severity of 
the disease and so there is impaired gas exchange 
(TLC≤60%, FVC≤60%, diffusing capacity≤50% of 
predicted).7 Whereas obstructive pattern is rare. 

ILD is investigated by pulmonary function tests 
and HRCT of lungs. On HRCT, three common pat- 
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terns are seen: nonspecific interstitial pneumonia, 
cryptogenic organizing pneumonia and combination 
of the two. On top of the above mentioned, reticular 
and ground-glass opacities, traction bronchiectasis 
and scattered areas of consolidation are also observed 
in HRTC.8,10 

Myositis is often sub-clinical at the beginning of 
ASS. Muscle enzymes such as aldolase and creatine 
kinase are raised in myositis. Even CK serum levels 
can reach 5-10 times the upper limit of normal lev-
els.3 

Electromyography can show the presence of in- 
flammatory myopathies. Magnetic resonance imag- 
ing and muscle biopsy are rarely needed for the di-
agnosis of ASS-related myositis. Raynaud’s phe-
nomenon has been seen in 17% of patients with ASS. 

The major initial manifestations of ASS are ILD 
and myositis preceding other manifestations. The di-
agnosis of ASS and clinical manifestations may be 
seen in average of 13 mounts.2,11 

Our patient was diagnosed with ASS in light of 
the symptoms and physical examination, HRCT find- 
ings, pulmonary function testing and serologic out- 
come. She was diagnosed with ASS in the postpar-
tum period, yet her history indicated that she proba-
bly had it in pregnancy as well. A woman with ASS 
in pregnancy and also postpartum period is a very 
rare condition.12 Her diagnosis with the disease had 
the utmost importance to optimize medications. 

Immunosuppressive agents treat the pulmonary 
and muscle manifestations of ASS. Corticosteroids 
have long been first line of treatment in ASS. Pred- 
nisone is initially given 1 mg/kg/day. When muscle 
and ILD symptoms stabilize, providers slowly taper 
corticosteroids to spare patients from the long-term 
side effects. There is frequent lung disease recurrence 
with corticosteroid tapering. If recurrent lung disease, 

progressive-refractory lung disease and intolerable 
corticosteroids’ side effects are observed, steroid- 
sparing drugs should be used. These drugs could be 
azathioprine, mycophenolate mofetil, tacrolimus, rit- 
uximab and cyclophosphamide though there is little 
consensus about which agent is preferred and dura- 
tion of therapy.4,5 

This case report showed that in the diagnosis of 
ASS, it is important to suspect patients presenting 
with unexplained ILD. The clinical manifestations 
may not be always present at the onset of disease. 
They may arise over time. ILD and myositis combi-
nations are seen with higher frequency. The diagno-
sis is impor tant for therapeutic and prognostic 
implications. Fre quently, the diagnosis is delayed be-
cause the clinical presentations are nonspecific. ILD 
associated ASS is more severe and rapidly progres-
sive and related to increased morbidity and mortal-
ity.  

Source of Finance 
During this study, no financial or spiritual support was received 
neither from any pharmaceutical company that has a direct con-
nection with the research subject, nor from a company that pro-
vides or produces medical instruments and materials which may 
negatively affect the evaluation process of this study. 

Conflict of Interest 
No conflicts of interest between the authors and / or family mem-
bers of the scientific and medical committee members or members 
of the potential conflicts of interest, counseling, expertise, working 
conditions, share holding and similar situations in any firm. 

Authorship Contributions 
Idea/Concept: Esma Altunoğlu; Design: Esma Altunoğlu; Con-
trol/Supervision: Esma Altunoğlu; Data Collection and/or Pro-
cessing: Sena Hekimoğlu; Analysis and/or Interpretation: Doğan 
Can Çelik; Literature Review: Enes Özsoy; Writing the Article: 
Esma Altunoğlu; Critical Review: Doğan Can Çelik; References 
and Fundings: Enes Özsoy; Materials: Sena Hekimoğlu.



Esma ALTUNOĞLU et al. Turkiye Klinikleri J Case Rep. 2021;29(3):160-3

163

1. Badshah A, Haider I, Pervez S, Humayun M. 
Antisynthetase syndrome presenting as inter-
stitial lung disease: A case report. Journal of 
Medical Case Reports. 2019;13(1):241. 
[Crossref]  [Pubmed]  [PMC]  

2. Marin FL, Sampaio HP. Antisynthetase syn-
drome and autoantibodies: A literature review 
and report of 4 cases. Am J Case Rep. 2019; 
20:1094-103. [Crossref]  [Pubmed]  [PMC]  

3. Mirrakhimov AE. Antisynthetase syndrome: a 
review of etiopathogenesis, diagnosis and 
management. Curr Med Chem. 2015;22(16): 
1963-75. [Crossref]  [Pubmed]  

4. Rüegg CA, Maurer B, Laube I, Scholtze D. 
Jo1-antisynthetase syndrome and severe in-
terstitial lung disease with organising pneu-
monia on histopathology with favourable 
outcome on early combined treatment with 
corticosteroids, mycophenolate mofetil and 
rituximab. BMJ Case Rep. 2019;12(9): 
e231006. [Crossref]  [Pubmed]  [PMC]  

5. Witt LJ, Curran JJ, Strek ME. The diagnosis 
and treatment of antisynthetase syndrome. 
Clin Pulm Med. 2016;23(5):218-26. [Crossref]  
[Pubmed]  [PMC]  

6. Nishikai M, Reichlin M. Heterogeneity of pre-
cipitating antibodies in polymyositis and der-
matomyositis. Characterization of the Jo-1 
antibody system. Arthritis Rheum. 1980;23(8): 
881-8. [Crossref]  [Pubmed]  

7. Solomon J, Swigris JJ, Brown KK. Myositis-
related interstitial lung disease and antisyn-
thetase syndrome. J Bras Pneumol. 2011; 
37(1):100-9. [Crossref]  [Pubmed]  [PMC]  

8. Vargas-Gutiérrez DA, Solís-Jiménez F, Arias 
Callejas KI, Cano Cruz L, Arenas Z, Acero 
López AO, et al. Diffuse alveolar hemorrhage 
in a patient with antisynthetase syndrome. 
Case Rep Rheumatology. 2019;2019:545 
3717. [Crossref]  [Pubmed]  [PMC]  

9. Stone KB, Oddis CV, Fertig N, Katsumata Y, 
Lucas M, Vogt M, et al. Anti-Jo-1 antibody lev-

els correlate with disease activity in idiopathic 
inflammatory myopathy. Arthritis Rheum. 
2007;56(9):3125-31. [Crossref]  [Pubmed]  

10. Connors GR, Christopher-Stine L, Oddis CV, 
Danoff SK. Interstitial lung disease associated 
with the idiopathic inflammatory myopathies: 
what progress has been made in the past 35 
years? Chest. 2010;138(6):1464-74. [Cross-
ref]  [Pubmed]  

11. Cavagna L, Nu-o L, Scirè CA, Govoni M, 
Longo FJL, Franceschini F, et al; AENEAS 
(American, European NEtwork of Antisyn-
thetase Syndrome) collaborative group. Clini-
cal spectrum time course in anti jo-1 positive 
antisynthetase syndrome: results from an in-
ternational retrospective multicenter study. 
Medicine (Baltimore). 2015;94(32):e1144. 
[Pubmed]  [PMC]  

12. Green L, Frise C. A case of antisynthetase 
syndrome in pregnancy. Rheumatology Ad-
vances Practice. 2017;1(sup):rkx012.005 
[Crossref]  [PMC] 

 REFERENCES

https://jmedicalcasereports.biomedcentral.com/articles/10.1186/s13256-019-2146-0
https://pubmed.ncbi.nlm.nih.gov/31376837/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6679997/
https://www.amjcaserep.com/abstract/index/idArt/916178
https://pubmed.ncbi.nlm.nih.gov/31344020/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6676984/
https://www.eurekaselect.com/131264/article
https://pubmed.ncbi.nlm.nih.gov/25981806/
https://casereports.bmj.com/content/12/9/e231006
https://pubmed.ncbi.nlm.nih.gov/31519721/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6747926/
https://journals.lww.com/clinpulm/Abstract/2016/09000/The_Diagnosis_and_Treatment_of_Antisynthetase.5.aspx
https://pubmed.ncbi.nlm.nih.gov/27594777/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC5006392/
https://onlinelibrary.wiley.com/doi/10.1002/art.1780230802
https://pubmed.ncbi.nlm.nih.gov/7406938/
https://www.scielo.br/j/jbpneu/a/DnqV4Rs3Ngp7YWwvZgXvgzr/?lang=pt
https://pubmed.ncbi.nlm.nih.gov/21390438/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3676869/
https://www.hindawi.com/journals/crirh/2019/5453717/
https://pubmed.ncbi.nlm.nih.gov/31467762/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6701415/
https://onlinelibrary.wiley.com/doi/10.1002/art.22865
https://pubmed.ncbi.nlm.nih.gov/17763431/
https://www.sciencedirect.com/science/article/abs/pii/S0012369210606599?via%3Dihub
https://www.sciencedirect.com/science/article/abs/pii/S0012369210606599?via%3Dihub
https://pubmed.ncbi.nlm.nih.gov/21138882/
https://pubmed.ncbi.nlm.nih.gov/26266346/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4616698/
https://academic.oup.com/rheumap/article/1/suppl_1/rkx012.005/4627757
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6652927/

