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Peripheral Neuropathy as An Early Manifestation of Primary Amyloidosis:
A Case Report

Li-Ru Chen, Yi-Min Chenl, Johnson Lin2, Kuo-Ming Chang3, and Kon-Ping Lin4

Department of Rehabilitation, 1 Department of Neurology, 2 Division of Hematology,
Department of Internal Medicine, 3 Department of Pathology, Mackay Memorial
Hospital, Taipei 4Department of Neurology, Veterans General Hospital, Taipei

Primary amyloidosis is a multisystem disease characterized by diffuse extracellular
deposition of abnormal, insoluble fibrillar protein of monoclonal light chain origin.
Clinical manifestations vary depending on the organ systems most affected by
amyloid fibrils, including nephrotic syndrome, hepatomegaly, congestive heart failure,
polyneuropathy, macroglossia, purpura, and hoarseness of voice. Peripheral
neuropathy occurs in 15% to 35% of patients with primary amyloidosis and as the
first clinical presentation in 21% of such cases. We reported a patient with chronic
renal insufficiency who complained of numbness and painful paresthesia in the feet.
One month later, hemodialysis was begun because of an acute exacerbation of renal
function. However, the paresthesia was worsened and followed by relentlessly
burning pain and disabling motor weakness in the distal limbs. Features of significant
autonomic dysfunction, multiple purpura maculae, and hoarseness of voice developed
subsequently. Electrodiagnostic studies demonstrate a sensorimotor type of
polyneuropathy especially of axonal type. Serum and urine immunofixation
electrophoresis revealed a monoclonal gammopathy, consistent with lambda light
chain disease. The definitive diagnosis of light-chain amyloidosis was established by
tissue biopsies of abdominal fat and sural nerve. Despite chemotherapy and plasma
exchange, the patient died with septic shock and progressive congestive heart failure
in 17 months of diagnosis. Although primary amyloidosis is a relatively uncommon
cause of polyneuropathy, its prognosis is extremely poor with mean survival duration
of one to two years. All efforts must be made to extend the narrow window of
therapeutic opportunity through early diagnosis and rapidly effective therapies. (J
Intern Med Taiwan 2004; 15: 35-40 )
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g Hemoglobin 8.9 13.0-18.0 gm/dl
White blood cell 7000 4000-10000 /ul
Platelet 223 140-450x 103/ul
Erythrocyte sedimentation rate 43 0-15 mm/hour
Blood sugar 74 70-120 mg/dl
Urea nitrogen 27 5-22 mg/dl
Creatinine 6.9 0.6-1.2 mg/dl
Total cholesterol 203 130-230 mg/dl
Albumin 3.1 3.5-5.0 mg/dl
Lactate dehydrogenase 150 90-220 unit/liter
Sodium, Potassium, Chloride, Calcium  Normal
Phosphate 5.0 2.5-7.5 mg/dl
Thyroid and Parathyroid function Normal
Coagulation function Normal

Serum tumor markers*
AFP, CA-199, CEA , PAS, and SCC Normal level

s
Protein 2+
Bence-Jones protein Negative
P
Appearance Clear
Pandy's test Negative

White blood cell 0



Glucose 62 45-75 mg/dl
Protein 97 10-45 mg/dl
Lactate dehydrogenase 17 8-12 unit/liter

* AFP=a-feto-protein, CEA= carcinoembryonic antigen, PSA= prostate surface

antigen, SCC= squamous cell carcinoma
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