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ABSTRACT 

Ehlers-Danlos Syndrome (EDS) is a group of genetic disorders characterized by hypermobile joints, skin hyperextensibility, and 

tissue fragility. The management of EDS is complex and requires a multidisciplinary approach. This review aims to provide an 

overview of the clinical management of EDS, with a focus on pharmacological interventions, classification of drugs, and future 

directions. We discuss the current classification of EDS, its clinical manifestations, and the available treatment options. We also 

review the evidence for the use of various medications in managing EDS-related symptoms, including pain, gastrointestinal issues, 

and cardiovascular complications. Our review highlights they need for personalized treatment approaches and further research into 

the development of targeted therapies for EDS. 
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INTRODUCTION: 

Ehlers-Danlos Syndrome (EDS) is a rare genetic disorder that affects approximately 1 in 5,000 to 1 in 20,000 individuals worldwide.  

Types of Ehlers-Danlos Syndrome: 

There are several subtypes of EDS, each with distinct symptoms and characteristics. Some of the main types include: 

- Classical EDS (cEDS): Characterized by extremely elastic skin that is fragile and bruises easily, hypermobility of the joints, and 

specific facial features ². 

- Hypermobile EDS (hEDS): Marked by hypermobile joints, skin that is soft and bruises easily, and chronic muscle and bone pain 

². 

- Vascular EDS (vEDS): Identified by thin, fragile skin that bruises easily, fragile blood vessels, and organs that can rupture easily 

². 

- Kyphoscoliotic EDS (kEDS): Associated with severe hypotonia, delayed motor development, progressive scoliosis, and fragile 

arteries ². 

- Arthrochalasia EDS (aEDS): Characterized by severe joint hypermobility and congenital hip dislocation ². 

- Dermatosparaxis EDS (dEDS): Marked by extremely fragile skin that leads to severe bruising and scarring ². 

- Brittle Cornea Syndrome (BCS): Characterized by thinning of the cornea, nearsightedness, hearing loss, and blue sclerae ². 

- Spondylodysplastic EDS (spEDS): Associated with short stature, muscle hypotonia, and bowing of limbs ². 
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- Musculocontractural EDS (mcEDS): Characterized by congenital contractures, craniofacial features, and skin hyperextensibility 

². 

- Myopathic EDS (mEDS): Marked by congenital muscle hypotonia, proximal joint contractures, and hypermobility of distal joints 

². 

- Periodontal EDS (pEDS): Characterized by severe periodontitis, lack of attached gingiva, and pretibial plaques ². 

- Cardiac-Valvular EDS (cvEDS): Associated with severe cardiac-valvular problems, skin hyperextensibility, and joint 

hypermobility ². 

Clinical Manifestations: 

EDS can affect multiple organ systems, leading to a wide range of clinical manifestations. These include: 

- Musculoskeletal symptoms: joint hypermobility, musculoskeletal pain, and osteoarthritis 

- Dermatological symptoms: skin hyperextensibility, easy bruising, and poor wound healing 

- Gastrointestinal symptoms: gastrointestinal reflux, abdominal pain, and constipation 

- Cardiovascular symptoms: mitral valve prolapse, aortic root dilatation, and cardiac arrhythmias 

Pharmacological Interventions: 

While there is no cure for EDS, various medications can help manage its symptoms. The following classes of medications are 

commonly used: 

1. Pain management medications: acetaminophen, nonsteroidal anti-inflammatory drugs (NSAIDs), and opioids 

2. Gastrointestinal medications: proton pump inhibitors (PPIs), histamine-2 (H2) blockers, and laxatives 

3. Cardiovascular medications: beta blockers, angiotensin-converting enzyme (ACE) inhibitors, and diuretics 

4. Musculoskeletal medications: muscle relaxants, physical therapy, and orthotics 

Classification of Drugs: 

The medications used to manage EDS symptoms can be classified into several categories: 

1. Symptomatic medications: medications that alleviate specific symptoms, such as pain or gastrointestinal issues 

2. Disease-modifying medications: medications that aim to modify the underlying disease process, such as collagen synthesis or 

tissue repair 

3. Preventive medications: medications that aim to prevent complications or exacerbations of EDS-related symptoms 

Current Research and Future Directions: 

Current research is focused on developing targeted therapies for EDS, including gene therapy, collagen synthesis inhibitors, and 

tissue engineering. Additionally, there is a growing interest in the use of alternative therapies, such as acupuncture, massage, and 

physical therapy, in managing EDS-related symptoms. 
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CONCLUSION: 

Ehlers-Danlos Syndrome is a complex and multifaceted disorder that requires a comprehensive and multidisciplinary approach to 

management. While there is no cure for EDS, various medications can help alleviate its symptoms and improve quality of life. 

Further research is needed to develop targeted therapies and to better understand the underlying pathophysiology of EDS. 
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