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Purpose: Congenital insensitivity to pain with anhi-
drosis(CIPA) is a rare form of autosomal recessive
peripheral sensory neuropathy. Patients with CIPA show
loss of pain sensation, which leads to corneal ulcers and
opacities, self-mutilation of the tongue and fingertips, as
well as fractures with subsequent joint deformities and
chronic osteomyelitis. The purpose of this report is to
highlight the fact that pressure sores also are a potential
complication of CIPA.

Methods: This case report describes a patient pre-
senting with pressure sores resulting from CIPA. A
5-year-old boy was referred to our department for the
treatment of a 5 X 5 cm sacral pressure sore as a result
of a hip spica cast applied for the treatment of a left hip
joint dislocation. He had a history suggesting CIPA such
as multiple bony fractures, mental retardation, recurrent
hyperpyrexia, anhidrosis, and clubbing fingers due to
oral mutilation. A microscopic examination of the sural
nerve showed mainly large myelinated fibers, a few
small myelinated fibers and an almost complete loss of
unmyelinated fibers. After wound preparation for two
weeks, the exposed bone was covered with two local
advancement flaps.

Results: Two weeks later, complete wound healing
was achieved. A 16-month follow-up showed no recur-
rence. However, the patient presented with a new
pressure sore on the left knee due to orthosis for the
treatment of the left hip joint dislocation.
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Conclusion: The early diagnosis of CIPA and spe-
cial care of pressure sores are important for preventing
and treating pressure sores resuiting from CIPA.
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Fig. 1. Biopsy specimens of the sural
nerve. A microscopic examination re-
vealed mainly large myelinated fibers,
few number of small myelinated fibers
and almost complete loss of unmyeli-
nated fibers. (Left) Trichrome stain, X
200. (Right) Hematoxylin and eosin stain,
x 200.

Fig. 2. The hand showing self-mutilated fingertips.
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Fig. 3. (Left) A 5-year-old male with chronic sacral pressure sore due to
hip spica cast. (Right) A postoperative view after 16 months.
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