
~1 in 500 people affected Avg. 10+ years to diagnosis 3:1 to 4:1 diagnosed are female No cure: management-focused

Hypermobile Ehlers-Danlos Syndrome (hEDS)
A Patient Guide for Cardiologists

WHAT IS hEDS? hEDS is a heritable disorder of connective tissue, the structural 'glue' of the body, causing joint instability,

DO
• Assess orthostatic vitals. Supine measurements alone will miss significant dysautonomia
• Treat POTS as an autonomic condition, not a psychological one
• Consider full POTS medication toolkit: beta blockers, ivabradine, fludrocortisone, and midodrine depending on presentation
• Increase sodium and fluid intake as a first-line intervention
• Coordinate with neurology, rheumatology, and pain management
• Screen for MCAS as a cardiovascular symptom amplifier: Flushing, palpitations, and blood pressure instability can
  have mast cell origins

DON'T
• Advise standard aerobic exercise protocols without dysautonomia-specific modification
• Rely solely on supine heart rate and blood pressure measurements
• Assume POTS is a standalone diagnosis without investigating for underlying hEDS
• Discharge with "nothing cardiac found" without evaluating for dysautonomia
• Attribute palpitations and chest symptoms to panic disorder without orthostatic assessment
• Tell a patient to exercise more without a structured, autonomic-aware protocol

CONSIDER / REFER
• Tilt table test for formal POTS diagnosis
• Ivabradine for inappropriate sinus tachycardia and POTS: well-tolerated in hEDS
• Beta blockers (low-dose propranolol or metoprolol) for heart rate management
• Fludrocortisone for volume expansion in low-flow POTS
• Midodrine for blood pooling and orthostatic hypotension
• Recumbent or semi-recumbent exercise protocol (rowing, swimming, cycling) before upright exercise
• Neurology for dysautonomia evaluation if autonomic neuropathy is suspected
• Allergy/Immunology if MCAS is contributing to cardiovascular symptoms
• Compression garments for blood pooling; waist-high, 30-40mmHg
• While aortic involvement is more characteristic of vascular EDS (vEDS), a subset of hEDS patients demonstrate aortic
  root dilation. Obtain baseline echocardiogram if not previously done. Repeat imaging is warranted if the patient
  reports chest pain, new palpitations, or family history of aortic dissection.

HOW HEDS AFFECTS THE BODY — SYSTEMIC INVOLVEMENT: Patient has checked applicable symptoms
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skin fragility, and systemic effects. Severity varies widely, from mild laxity and intermittent bracing to wheelchair use and complex
multisystem involvement.

Neurological
□ Migraines & headaches
□ Brain fog/cognitive fatigue
□ Small fiber neuropathy
□ Proprioception deficits
□ Anxiety/depression (often
     neurological in origin)

Gastrointestinal
□ IBS
□ Gastroparesis/
     delayed emptying
□ GERD & acid reflux
□ Food intolerances

Musculoskeletal
□ Joint hypermobility & instability
□ Subluxations & dislocations
□ Chronic widespread pain
□ Muscle fatigue & weakness
□ Cervical instability (can cause neurological issues)

Genitourinary
□ Pelvic floor dysfunction
□ Bladder urgency/frequency
□ Chronic pelvic pain
□ Menstrual irregularities

Cardiovascular
□ POTS — heart rate spikes on standing
□ Blood pooling & dizziness
□ Palpitations

Fatigue & Sleep
□ Profound fatigue
□ Non-restorative sleep
□ Post-exertional malaise
□ Chronic widespread pain at rest

Dermatological
□ Soft, velvety, hyperextensible skin
□ Stretch marks without weight change
□ Easy bruising
□ Poor wound healingImmune / MCAS

□ MCAS — mast cell overactivation
□ Flushing, hives, itching
□ GI distress & food reactions
□ Chemical/environmental sensitivity
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