Ochronosis of spine:clinical features,diagnosis,management- a very rare clinical entity
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Introduction: Alkaptonuria, a rare hereditary metabolic disease, is characterized by accumulation of homogentisic acid in tissues,pigmentation of cartlage in ears,sclera,valves,discs (ochronosis) and ossification of intervertebral discs.

Aim: To present and review diagnostic criteria and clinical features of two very rare cases of ochronosis spine(i.e. postoperative discitis and tandem stenosis) along with their management outcome.

Materials and Methods: The diagnosis of ochronosis was made from distinguishing radiological features and confirmed by pathological and biopsy findings. First patient presented with severe backpain and bilateral lower limb radiculopathy since last 1 month after L5-S1 laminectomy and discectomy performed elsewhere 6 months ago Revision surgery in the form of debridement and instrumented interbody fusion was done.
Second patient had features of tandem stenosis due to ligamentum hypertrophy in lower thoracic and lower lumbar regions, wherein decompressive laminectomy was done at both levels using ultrasonic bone scalpel.

Results: We have reported for the first time, that an alkaptonuria patient showed spondylodiscitis following discectomy. Significant clinical improvement was noted in patient in immediate post operative period with Oswestry disability index improving from 34 to 6.
The second patient too had tremendous improvement in gait and radiculopathy.

Conclusion. Though rare, taking into account characteristic features of ochronosis spine like calcification of intervertebral discs, hardened auricular cartilage, black discolouration of urine on exposure to air, black disc material, ankylosed facet joints intraoperatively helps in pertinent diagnosis of the disease. Debridement, decompression, adhesiolysis around roots followed by the instrumented fusion of the lumbosacral spine was very effective in the treatment of postoperative spondylodisctis of ochronotic patient. Stenosis caused in such patients is often due to ossified ligamentum flavum which makes them prone to dural injuries while decompression.

