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Overview of Raynaud’s Phenomenon
Joong Kyong Ahn, MD, PhD

Department of Internal Medicine, Kangbuk Samsung Hospital, Sungkyunkwan University School of Medicine, Seoul, Korea

ABSTRACT Raynaud’s phenomenon (RP) is a frequent and reversible vasospastic disorder of peripheral arterioles. It was
characterized by episodic attacks of well demarcated color changes with numbness and pain of the digits in
response to cold temperature or emotional stress. Raynaud’s phenomenon should be distinguished from
secondary RP to an underlying disease, mainly systemic sclerosis. Although the pathogenesis of RP is
incompletely understood, imbalance between vasoconstricting and vasodilating factors, (in favor of
vasoconstriction) via different mechanisms is thought to contribute the pathogenesis of RP. Diagnosis of RP
is based on the history of triphasic color changes in the digits (pallor, cyanosis and hyperemia). Understanding
the pathogenesis and epidemiology is essential to the appropriate categorization of patients and judicious use
of treatment options. The goal in the treatment of RP is to improve the quality of life and prevent the critical
ischemia. This review discusses the pathophysiology, diagnosis, differential diagnosis and medical treatment
of Raynaud’s phenomenon.

(J Pain Auton Disord 2013;2:12-19)
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Table 2. Main causes of Raynaud’s phenomenon
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Primary (Idiopathic)

Connective tissue diseases
Systemic sclerosis
Mixed connective tissue diseases
Systemic lupus erythematosus
Dermatomyositis or Polymyositis
Rheumatoid arthritis
Sjogren’s syndrome
Vasculitis

Drugs
Beta-blockers
Clonidine
Ergotamine
Vinyl chloride

Occlusive arterial diseases

External neurovascular compression, Carpal tunnel
syndrome, and thoracic outlet syndrome

Thromboangiitis obliterans (Buerger’sdz)
Atherosclerosis
Hematologic
Paraproteinemia, cryoglobulinemia, cryofibrogenemia
Malignancy (polycythemiavera, leukemia)
Hand-arm-vibration syndrome
Other causes and association
Hypothyroidism
Frostbite

Table 1. Distinguishing primary and secondary Raynaud’s phenomenon

Primary disease

Secondary disease

Younger age (<30, but can be any age)

Female

Genetic component (30% have an affected first degree relative)
No symptoms/signs of underlying disease

No tissue necrosis or gangrene

Normal nail fold capillaries

Normal ESR

Negative ANA

Older age (>30, but can be any age)

Male gender

Symptoms and signs of underlying disease

Tightness of finger skin; more severe pain

Digital ischaemia (digital pitting scars, ulceration, or gangrene)
Abnormal nail fold capillaries

Raised ESR

Positive ANA or anti-ENA Ab

ESR, erythrocyte sedimentation rate; ANA, antinuclear antibody; ENA, extractable nuclear antigen.
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< ] S
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ACE inhibitor (captopril)

Fluoxetin
Prazocin
PDE inhibitor
Topical nitrate
Check for =
coexisting [ Aspirin or Clopidogrel ]
pathology
~ Severe symptoms

v
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pathology 4>[IV prostacyclin antagonist ]
N

A 4 A 4

Surgical Short-term
debridement anticoagulation )

ERA
‘recurrent SSc-
related digital

ulceration

Surgical sympathetomy or A
Other surgical intervention

Figure 1. Treatment algorithm for Raynaud’s phenomenon. ACE,
angiotensin converting enzyme; AR, angiotensin II receptor; CCB,
calcium channel bloker; ERA, endothenin receptor antagonist; IV,
intravenous; PDE, phosphodiesterase; SSc, systemic sclerosis.
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Table 3. Proposed criteria for primary Raynaud’s phenomenon

Patients with:

Episodic attacks of acral pallor or cyanosis
Strong and symmetrical peripheral pulse
Absence of digital pitting, ulceration or gangrene
Normal nailfold capillaries

Negative FANA and normal ESR




Table 4. Pharmacologic options for raynaud’s phenomenon
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To enhance vasodilator

To inhibit vasoconstriction
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aggregation/procoagulant
tendency

To Reduce endothelial injury

Prostaglandins analogue ERA
L-arginine/No supplementation ~ACE inhibitor
CGRP ARB

Serotonin reuptake inhibitors

Selective 02-adrenoceptor blockade

Anti-oxidants
Drugs with vascular
remodeling properties
+ Prostaglandins analogue,
ACE inhibitor, ERA

Antiplatelet
Anti-fibrinolytics

ACE, angiotensin converting enzyme; ARB, Angiotensin II receptor blocker; CGRP, Calcitonin-gene related peptide; ERA, Endothelin-1
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