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Erythromelalgia
Ki-dJong Park, MD, PhD

Department of Neurology, Gyeongsang Institute of Health Sciences, Gyeongsang National University School of Medicine, Jinju, Korea

ABSTRACT Erythromelalgia is a rare clinical syndrome that is characterized by increased skin temperature, redness of
skin, and burning pain usually of the extremtities. The mutations in SCN9A, the gene for the human voltage
gated sodium channel Na,1.7, were expected to cause hyperexcitability of the sensory and sympathetic
neurons in primary erythromelalgia. Secondary erythromelalgia could be the sequelae of the various
disorders. No effective treatment is in patients with erythromelalgia.

(J Pain Auton Disord 2013;2:20-24)
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Table 1. Associated causes of secondary erythromelalgia4

2015 1 BMARISE

Myeloproliferative diseases and blood disorders

Drugs

Infectious diseases

Pernicious anemia
Polycythemia vera
Myelodysplastic syndrome
Essential thrombocythemia
Thrombotic and immunologic thrombocytopenic purpuras
Verapamil

Nifedipine

Nicardipine

Ticlopedine

Cyclosporine

Norephedrine
Bromocriptine and pergolide
HIV

Pox virus

Influenza vaccine

Hepatitis B vaccine

Infectious mononucleosis

Connective tissue diseases SLE

Vasculitis
Neuropathic Multiple sclerosis

Neurofibromatosis

Diabetic neuropathy

Riley-Day syndrome

Peripheral neuropathies
Neoplastic Astrocytoma

Malignant thymoma

Paraneoplastic syndrome
Others AV fistula

Diabetes mellitus

Mercury poisoning

Mushroom ingestion
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Table 2. Differential diagnosis between Raynaud’s phenomenon, Acrocyanosis, and Erythromelalgia

Erythromelalgia Raynaud’s phemonon Acrocyanosis
Skin color Redness White (39%) Blue-red to deep cyanotic
Blue-white (19.3%)
White-blue-red (19.1%)
White-red (9.1%)
Blue (7.6%)
Mechanisms Mutation of voltage gated sodium  Paroxysmal vasospasm of the arteries Atonic-hypertonic dysregulation in
channel in the fingers or toes the terminal vasculature
Autonomic neuropathy
Aggravating factors ~ Warmth Cold Cold
Emotional stress Hanging down limbs
Local compression
Spontaneous
Relieving factors Cold Warmth
Vasodilator drugs
Spontaneous
Involvements Legs and feet Both hands Hands
Rarely hands All fingers Feet
Toes of both feet Knees
Others (ears, nose, nipples, tongue, Nose
scrotum, penis) Lips
Nipples
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Table 3. Applying treatment of erythromelalgia’

Number of users Number of benefit

Nonmedical therapies

Acupuncture
Biofeedback
Hypnosis
Magnets
Topicals

Amitriptyline-ketamine

OTC capsaicin cream

EMLA cream
Doxepin cream
Invasive therapies

Morphine pump

Spinal cord stimulator

Botox
Medications
Gabapentin
Aspirin
Diltiazem
Amitriptyline
Sertaline
Fluoxetine
Misoprostol
Opiates
Phenoxybenzmine
Imipramine
Pentoxifylline
Carbamezapine
Antihistamines
Clonazepam
Cyproheptadine
Venlafaxine
Tramadol
Paroxetine

Fluvosamine

4 1
4 2
3 0
2 0
36 27
4 0
3 0
1 1
2 1
2 2
1 1
16 16
14 1
8 6
8 5
6 3
5 3
5 2
5 2
5 2
4 3
4 1
4 1
3 2
3 2
3 0
2 1
2 2
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