442

—Report on Experiments and Clinical Cases—

J Nippon Med Sch 2001; 68(5)
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Abstract

Infantile cortical hyperosteosis (ICH) is usually a self-limited disease of infancy with bony

changes, soft tissue swelling, fever, irritability, decreased appetite, and decreased movement of

the affected bones. Its description in isolated patients or in multiple members of families suggests

the existence of two different forms, namely a sporadic form and a familial form with incomplete

penetrance. In this article, we report a 2.5-month-old girl with ICH of sporadic form, due to un-
usual presentation. (J Nippon Med Sch 2001; 68: 442—443)
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Introduction

Infantile cortical hyperosteosis (ICH) , described by
Caffey and Silverman' in 1945, is usually a self-limited
disease of infancy with bony changes, soft tissue
swelling, fever, irritability, decreased appetite, and de-
creased movement of the affected bones. This condi-
tion presumably has an autosomal dominant mode of
inheritance. Its description in isolated patients or in
multiple members of families suggests the existence
of two different forms, namely a sporadic form and a
familial form with incomplete penetrance*™*. Here, we
report a sporadic case of ICH due to unusual presenta-

tion.

Case Report

A 25-month-old girl was admitted with a 2-week
history of pain and swelling of the forearms and
thighs. No maternal use of medication or anteparum
illnesses were reported, and the family history was
non-contributory. On physical examination she had bi-

lateral widespread pain and swelling over the forearm

and thigh, but no redness or localizing fever. The re-
maining physical examination findings were normal.
Laboratory studies disclosed: normal urine analysis,
hemoglobin 11g/dl, leukocyte count 8400/ mm?®, and a
sedimentation rate of 11mm/h. Biochemical analysis
showed: calcium 10.6mg/dl, inorganic phosphorus 5.9
mg/dl, alkaline phosphatase 735U/L, serum parathy-
roid hormone level 10pg/ml, creatine kinase 62mg/dl,
serum total thyroxine concentration 15.7ug/dl, serum
free thyroxine concentration 1.8ng/dl, and thyroid
stimulating hormone level 3.08mlU/ml. The VDRL
test for syphilis was negative. Roentgenograms of the
mandible, radii, ulnae and femur showed massive cor-
tical hyperosteosis (Fig. 1—3). The patient was not
given any drug, and her symptoms and signs gradully
decreased during the follow-up. At the 6™ month of
follow-up the symptoms disappeared, but the bone

changes continued mildly.
Discussion
The clinical picture can vary, but certain character-

istics are commonly seen. Classically, ICH is a disease

of young infants and is characterized by soft tissue
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Fig.1 Roentgenogram of the right radii and ulna
showing massive cortical hyperosteosis.

Fig.2 Roentgenogram of the right radii and ulna
showing massive cortical hyperosteosis.

swelling over the affected bones, fever, irritability,
and periods of remission and exacerbation. The age of
onset of disease is said to be 9 to 11 weeks age®™*. It
rarely, if ever, appears after 5 months of age, it is
sometimes present at birth and has been identified by
X-rays in the fetus in utero®’. Rarely, late recurrence
or persistence of symptoms with deformity have been
reported®. In accordance with the literature, our
case's age was 2.5-month-old, and she had bilateral
widespread pain and swelling over the forearm and
thigh and the symptoms completely disappeared dur-
ing the follow-up.

The radiographic findings are those of subpe-
riosteal new bone formation of the bones beneath the
areas of soft tissue swelling and often elsewhere.
These changes have been reported in all portions of
the skeletal system, except in the verebrae. By the
age of 3 years the findings of radiographic examina-
tions are within normal limits*’. On the other hand it
has been noted that in the sporadic type the mandible,
ulna, clavicle and ribs are the bones most frequently
affected, while in the familial form, the tibia is pre-
dominantly involved***. In our patient cortical hy-
perosteosis was established in the mandible, radii, ul-
nae and femur, but not in the tibia. These features
support the placement of our patient in the group of

sporadic type of ICH.
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Fig.3 Severe cortical hyperosteosis appeared in
both femurs.

The prognosis of ICH is excellent’. Symptomatic
therapy consisting of the use of analgesics, such as as-
pirin, and sedatives, such as phenobarbital, is usually
adequate®®. Our patient was not given any drugs, but

her symptoms resolved without treatment.
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