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Rheumatology Quiz

Tippawan Onchan

Department of Medicine, Faculty of Medicine, Khon Kaen University, Khon Kaen, Thailand.

A 37-year-old healthy female with a history of surgically repaired right index finger fracture 2 years ago
presented with a 17-month history of right forearm pain. She reported recurrent episodes of redness, swelling,
warmth, and burning pain that began in her right index finger and gradually progressed to involve the right hand,
forearm and elbow. Symptoms worsened with heat exposure and improved with cooling. Examination revealed
erythema, mild edema, moist skin, and warmth over the right fingers and forearm (Figure 1). There was
tendemness at the proximal interphalangeal joints and metacarpophalangeal joints with a flexion deformity of the
index finger. The pain was disproportionate to light palpation and did not improve after a complete course of
antibiotics. The physical findings and hand radiographs are shown in Figures 1 and 2, respectively.

Questions

What is the most likely diagnosis?

Figure 1 Physical findings of the hands and forearms.
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Figure 2 Hand radiographs.
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Answers

1. Diagnosis: Complex Regional Pain Syndrome of right forearm
This patient had a history of trauma to the right index finger, which preceded the development of
progressive, disproportionate pain and vasomotor symptoms. Plain radiography revealed post-traumatic
subluxation at the proximal interphalangeal joint of the right index finger with osteoarthritic changes. She was
diagnosed with complex regional pain syndrome of the right forearm and was treated with nonsteroidal
anti-inflammatory drugs and short course corticosteroids, and supportive medication such as anticonvulsants
and opioids.

Short Review

Complex Regional Pain Syndrome (CRPS), formerly known as reflex sympathetic dystrophy or
causalgia, is a rare, chronic neuropathic pain disorder with an incidence of 6.3-26.2 per 100,000 person-
years. It occurs more frequently in women than men (3:1). The exact etiology remains unclear, but its
pathophysiology is multifactorial, involving inflammation, immunologic responses, central and peripheral
sensitization, and autonomic dysregulation. CRPS typically develops after fracture, trauma or surgery and
persists beyond normal healing. It is characterized by pain, allodynia or hyperalgesia disproportionate to
the inciting event, along with edema, temperature or skin color asymmetry, abnormal sweating, and
trophic changes of nails or hair-most often affecting upper extremities or distal limbs. Symptoms typically
begin within 4-6 weeks after the inciting event, and 80% of cases develop within 12 weeks.

CRPS is classified into two types: Type | (without nerve injury, more common), and Type Il (with
known nerve injury)’. Conditions that may mimic CRPS include peripheral arterial disease, deep vein
thrombosis, Guillain-Barre syndrome, and multiple sclerosis. Diagnosis is clinical and based on the
Budapest criteria (also known as ISAP criteria)'!, which require exclusion of other causes:

I. Continuing pain, disproportionate to the inciting event.

II. Patient reports at least one symptom in all four categories

1. Sensory: allodynia, hyperalgesia

2. Vasomotor: temperature asymmetry, skin color changes/ asymmetry

3. Sudomotor: change in or asymmetrical edema/ sweating

4. Trophic: decrease range of motion, weakness, tremor, dystonia, changes of hair, nail, skin
lll. Physician observes at least one sign in at least two categories

1. Sensory: allodynia (to light touch, temperature, pressure, or vibration), hyperalgesia (to pinprick)

2. Vasomotor: temperature asymmetry of >1-degree Celsius, skin color changes/ asymmetry

3. Sudomotor: change in or asymmetrical edema/ sweating

4. Trophic: decrease range of motion, weakness, tremor, dystonia, changes of hair, nail, skin
IV. No other diagnosis explains the symptoms and signs

CRPS generally progresses through three stages?:
1. Acute stage (6-12 months): pain, swelling, color changes, painful movement, and early
osteoporosis on X-ray.
2. Dystrophic stage (1-2 years): persistent pain, hard edema, muscle atrophy, cooler skin,
and progressive osteoporosis.
3. Atrophic stage (chronic): persisting or diminishing pain, stiffness, smooth and shiny skin,
advanced osteoporosis or bony ankylosis.
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Since there is no single standard diagnostic test, plain radiography, magnetic resonance imaging
(MRI) can be useful for excluding musculoskeletal disorders, particularly osteonecrosis. Bone scintigraphy
is more specific for CRPS than MRI and helps in diagnosis. Doppler flow studies assist in excluding
venous thrombosis. Infrared thermometry and thermography typically show higher temperatures in the
affected limb compared to the contralateral side.

Management of CRPS is multidisciplinary and includes pharmacologic, physical, psychological
and interventional approaches. Pharmacotherapy options include nonsteroidal anti-inflammatory drugs,
steroids, gabapentin, bisphosphonate, and ketamine.!® Additional agents such as botulinum toxin A,
vitamin C, and immunotherapy (e.g. interleukin-1 receptor antagonists, intravenous immunoglobulin, and
Tumor necrosis factor-a inhibitors)* may be considered. Physical therapy focuses on multimodal
physiotherapy, aerobic exercise, and transcutaneous electrical nerve stimulation.5 Psychological support
is essential for coping and functional recovery. Invasive options, including sympathetic blocks, spinal cord
or dorsal root ganglion stimulation, and amputation, may be considered for refractory cases.

CRPS complications may involve cognitive executive dysfunction, neurocardiogenic syncope,
chest wall muscle dystonia, adrenal insufficiency, increase urinary frequency, urgency, or incontinence,
gastroparesis, irritable bowel syndrome, lethargy, weakness and sleep disturbance.®? The prognosis of
CRPS is variable. Early diagnosis and treatment may improve outcomes.°
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