
Citation: Abdourahman, M., Mohamed, E. A., Hamda, H. I., Rahma, A. M., Rachid, F., & Naoufal, H. (2026). 

Dermatomyositis Associated with Primary Biliary Cholangitis: A Case Report. Sch J Med Case Rep, 14(8), 1898-1899. 

https://doi.org/10.36347/sjmcr.2026.v14i08.033 

 
1898 

 

Scholars Journal of Medical Case Reports               

Abbreviated Key Title: Sch J Med Case Rep 

ISSN 2347-9507 (Print) | ISSN 2347-6559 (Online)  
Journal homepage: https://saspublishers.com  

 
 

Dermatomyositis Associated with Primary Biliary Cholangitis: A Case 

Report  
Abdourahman MOUSSA1*, Mohamed EL AMRAOUI1, Hamda HASSAN ILTIREH1, Rahma ALI MALOW1, Rachid 

FRIKH1, Naoufal HJIRA1 
     

1Department of Dermatology, Mohammed V Military Teaching Hospital, Rabat, Morocco 
 

DOI: https://doi.org/10.36347/sjmcr.2026.v14i08.033             | Received: 24.06.2026 | Accepted: 21.08.2026 | Published: 25.08.2026 
 

*Corresponding author: Abdourahman MOUSSA 
Department of Dermatology, Mohammed V Military Teaching Hospital, Rabat, Morocco 

 

Abstract  Case Report 

 

Primary biliary cholangitis (PBC) is a chronic autoimmune cholestatic liver disease characterized by progressive 

destruction of the small intrahepatic bile ducts and the presence of antimitochondrial antibodies. Its association with 

dermatomyositis is rare. We report a case of dermatomyositis associated with PBC and briefly review the literature. 
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INTRODUCTION 
Primary biliary cholangitis (PBC) is a chronic 

autoimmune cholestatic liver disease characterized by 

progressive immune-mediated destruction of the small 

intrahepatic bile ducts, which may lead to fibrosis, 

cirrhosis, and portal hypertension [1,3,5]. PBC can be 

associated with other autoimmune diseases; however, its 

association with dermatomyositis is rare [3]. We report a 

case illustrating this uncommon association. 

 

CASE REPORT 
A 65-year-old woman with no significant past 

medical history was admitted to our department for a 

two-week history of facial erythema and edema 

associated with deterioration of her general condition 

and unusual asthenia. 

 

Clinical examination revealed bilateral 

violaceous periorbital erythema associated with eyelid 

edema, consistent with a heliotrope rash, as well as 

Gottron’s sign and elbow ulceration. 

 

The diagnosis of dermatomyositis was 

supported by these clinical findings, elevated serum 

creatine phosphokinase (CPK) levels, a myopathic 

pattern on neurophysiological examination, and interface 

dermatitis on skin biopsy. Muscle biopsy findings were 

inconclusive. The paraneoplastic workup was negative. 

 

Systemic corticosteroid therapy was initiated at 

a dose of 1 mg/kg/day. After one month of treatment, a 

marked increase in gamma-glutamyl transferase (GGT) 

levels was observed, reaching 27 times the upper limit of 

normal. Viral serologies were negative. Liver 

ultrasonography showed hepatic steatosis, while 

magnetic resonance cholangiopancreatography (MRCP) 

was normal. Immunological testing revealed positive 

M2-type antimitochondrial antibodies. 

 

Based on the cholestatic liver abnormalities and 

positive antimitochondrial antibodies, a diagnosis of 

primary biliary cholangitis was made. Treatment with 

ursodeoxycholic acid (UDCA) at a dose of 600 mg/day 

in three divided doses was initiated. 

 

The patient subsequently developed 

corticosteroid-induced diabetes. Three months later, she 

died following an episode of gastrointestinal bleeding. 

 

DISCUSSION 
Primary biliary cholangitis is a chronic 

autoimmune cholestatic liver disease that predominantly 

affects women [1,3]. Its pathophysiology involves a 

genetic predisposition combined with environmental and 

immunological factors [2]. 

 

The diagnosis of PBC is generally based on the 

presence of at least two of three criteria: biochemical 

evidence of cholestasis, particularly elevated alkaline 

phosphatase levels; the presence of antimitochondrial 

antibodies; and characteristic histological findings of 

nonsuppurative destructive cholangitis affecting the 
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small intrahepatic bile ducts [1,3,5]. Liver biopsy is not 

always required for diagnosis but may be useful in 

selected cases and for disease staging [1,3,5]. 

 

PBC can be associated with several 

autoimmune disorders, particularly Sjögren’s syndrome, 

systemic sclerosis, rheumatoid arthritis, and other 

autoimmune diseases [3]. However, the association 

between PBC and dermatomyositis is uncommon. 

 

Dermatomyositis is an autoimmune 

inflammatory myopathy characterized by muscle 

involvement and typical cutaneous manifestations, 

including heliotrope rash and Gottron’s papules or signs. 

Liver enzyme abnormalities in patients with 

dermatomyositis may have several causes, including 

muscle involvement, drug toxicity, infection, or 

associated liver disease. Therefore, persistent cholestatic 

abnormalities should prompt further investigation. 

 

The coexistence of dermatomyositis and PBC 

may reflect a shared autoimmune background. In our 

patient, the presence of marked cholestatic abnormalities 

associated with M2-type antimitochondrial antibodies 

led to the diagnosis of PBC. This observation highlights 

the importance of considering an associated autoimmune 

liver disease when unexplained or persistent cholestasis 

occurs in a patient with dermatomyositis. 

 

Ursodeoxycholic acid remains a first-line 

treatment for PBC [1,4,5]. In advanced disease, 

management of complications of cirrhosis and portal 

hypertension is required, and liver transplantation may 

be considered in selected patients [4,5]. 

 

CONCLUSION 
This case highlights the rare association 

between dermatomyositis and primary biliary 

cholangitis. In patients with dermatomyositis presenting 

with persistent or unexplained cholestatic liver 

abnormalities, an associated autoimmune liver disease 

should be considered. Testing for antimitochondrial 

antibodies may contribute to the diagnosis of PBC. 

 

Conflicts of interest 

The authors declare no conflicts of interest. 

 

Author contributions 

Abdourahman Moussa, Mohamed El Amraoui, 

Hamda Hassan Iltireh, and Rahma Ali Malow 

contributed to the preparation of the clinical case and the 

discussion. Rachid Frikh and Naoufal Hjira critically 

revised the manuscript and approved the final version. 

 

Patient consent 

Written informed consent was obtained for the 

publication of this case report and the accompanying 

clinical image. 

 

REFERENCES 
1. Trivella J, John BV, Levy C. Primary biliary 

cholangitis: Epidemiology, prognosis, and 

treatment. Hepatol Commun. 2023;7(6):e0179. 

doi:10.1097/HC9.0000000000000179. 

2. Houri I, Hirschfield GM. Primary Biliary 

Cholangitis: Pathophysiology. Clin Liver Dis. 

2024;28(1):79–92. doi: 10.1016/j.cld.2023.06.006. 

3. Faisal MS, Gonzalez HC, Gordon SC. Primary 

Biliary Cholangitis: Epidemiology, Diagnosis, and 

Presentation. Clin Liver Dis. 2024;28(1):63–77. doi: 

10.1016/j.cld.2023.06.005. 

4. Levy C, Manns M, Hirschfield G. New Treatment 

Paradigms in Primary Biliary Cholangitis. Clin 

Gastroenterol Hepatol. 2023;21(8):2076–2087. doi: 

10.1016/j.cgh.2023.02.005. 

5. Tanaka A. Current understanding of primary biliary 

cholangitis. Clin Mol Hepatol. 2021;27(1):1–21. 

doi:10.3350/cmh.2020.0028. 

 


