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Under this title Caffey (1939, 1946; Caffey and
Silverman, 1945) described a hitherto unrecognized
syndrome that occurs mainly in babies during the
first six months of life. All Caffey's cases were
seen in the North American continent. This
clinical note concerns a case of the syndrome which
appears to be the first to have been observed in this
country, though Ellis (1938) presented what was
possibly a mild example. Other authors who have
described cases are Smyth et al. (1946), who reviewed
the literature without mentioning Caffey's cases,
and Dickson et al. (1947).

According to Caffey the characteristics of the
condition are (1) tender swellings deep in the soft
tissues, (2) cortical thickenings of the skeleton,
(3) onset during the first months of life. The
skeletal findings are identical, namely, cortical
hyperplasia under proliferating periosteum. Several
bones are usually affected, but different patients
have had different bones involved. In general it is
the mandibles, scapulae, clavicles, ribs, and the
tubular bones of the extremities which most
frequently show the changes. In the soft tissues
there are deep, firm swellings without pitting,
warmth, or discoloration. Caffey says that the
regional lymph glands are not enlarged. The soft
tissue swellings lie over the affected bones, but the
bones are more affected radiologically than clinic-
ally. Other features described by Caffey are fever,
anaemia, pleurisy, and increased erythrocyte sedi-
mentation rate. The course is uneven, with
irregular temperature. Some swellings appear as
others are disappearing, and even recur in former
sites. All the cases recovered after weeks or
months of illness. The bony changes persisted
longer than those in soft tissue. No cause was
discovered. Investigations for bacterial, traumatic,
and vitamin deficiency etiology were all negative,
and no evidence of virus disease could be dis-
covered.

Case History
I.H., aged 2 months, was admitted to hospital

on March 13, 1947. He had had conjunctivitis of
the left eye ten days previously, swelling of the left
side of the face for one week, and fever for three

days; two days before admission his illness was
diagnosed as 'pneumonia.' He had had diarrhoea
for twenty-four hours, with green motions; he was
reluctant to take food but was not vomiting. The
birth weight was 7 lb. 4j oz., the weight on admission
10 lb. 11 oz.
Examination showed him to be well nourished,

with no dehydration. There was a rapid, grunting
respiration, and a few coarse, moist sounds in the
right pulmonary mid-zone. He had generalized
swelling of the left side of the face, which was
tender. There was some enlargement ofthe tonsillar
lymph glands, the left more than the right. Other-
wise nothing abnormal was noted. He was given
penicillin, 50,000 units, three-hourly by mouth, and
sulphadiazine 0 25 g. six-hourly.
March 14, 1947. The temperature continued at

103°-104° F. Penicillin, 5,000 units four-hourly,
was given intramuscularly, and sulphadiazine was
also continued four-hourly.
March 18. Chemotherapy was discontinued on

account of lack of effect. By next day the tempera-
ture had dropped to 1010 F. The condition was
otherwise unaltered.
March 24. The patient was generally less well

and very pale. The blood count showed marked
anaemia (see table). The Mantoux test was
negative. A firm swelling was noticed in the
middle of the shaft of the left humerus. A radio-
graph was reported as showing well marked
periostitis of the left humerus and early periosteal
elevation of the other long bones.

April 1. There was marked tender swelling of
the whole of the right tibia, and the patient was
perspiring continuously. He was still febrile, the
temperature remaining between 100° and 1010 F.

April 6. The right mandible was now involved,
and there were shotty glands on both sides of the
neck. Two days later both radii were involved, and
both tibiae swollen. There was no further change
in the condition of the left humerus.

April 17. The temperature was somewhat
higher, between 1010 and 1020 F. The patient was
paler, and the blood count showed less than
2,000,000 red cells per c.mm. of blood. The next
day he was transfused with 200 ml. of Group 0
blood. Two days later a biopsy was performed on
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INFANTILE CORTICAL HYPEROSTOSIS
the right tibia and the gland ofthe neckwasaspirated.
A postoperative blood transfusion of 200 ml.
Group 0 blood was given.

April 28. All the long bones were increasingly
involved and the overlying soft tissues were tense.
For details of the blood count see the table.
May 10. The temperature had now dropped to

990-1000 F., and the general condition had improved,
the soft tissues of the forearm and calf being rather
less tense. Three days later there was considerable
enlargemnent of the inguinal axillary and cervical
lymph glands and also of the supratrochlear glands.
May 22. The condition was improving, the

temperature being now between 98° and 1000 F.
June 14. There was rapid gain of weight follow-

ing increase of carbohydrate (dextri-maltose) in the
diet. The weight had previously been increasing
slowly after remaining approximately steady for the
first five weeks of illness.

June 26. The gland swellings. had now dis-
appeared. In general appearance the patient had a
heavy square jaw, and limbs somewhat thicker
than average. Otherwise he was well, with a
temperature between 980 and 990 F. The child was
discharged from hospital, and progress was satis-
factory. He was last seen in April, 1948, one year
after the beginning of the illness. At this time he
was aged 15 months, wal)cing, and well developed.
Radiographs of the bones show marked remoulding,
the shapes being almost normal although the
cortices are rather thin and the bones considerably

broader than the average for his age. There is some
ossification across the tibio-fibular interosseous
membrane at two points.

RADIOGRAPHS. Serial radiographs showed first a
diffuse periosteal reaction in the left humerus and
left mandible, noticed simultaneously when already
well developed. Thereafter all the long bones
became involved to a greater or less degree. The
first incident was raising of the periosteum, then
irregular bone formation, the bone being laid down
in discrete, circular patches as though along a vessel,
and finally coalescing into massive bony hyper-
trophy involving the whole of the diaphysis. The
ribs and pelvis were also involved. The skull and
the small bones of the hands and feet escaped.
Ultimately there was moulding into normal-looking
bones of good shape but broader than average for
the baby's age and size. The cortices were rather
thin (see illustrations).

Comment
It will be seen that this case conforms closely to

the clinical picture described by Caffey. The
patient's age, and the mode of onset are similar to
those of most of Caffey's patients. The fever,
anaemia, and bone and soft tissue changes all
conform to his description.

Certain points emerge where there were differ-
ences in the clinical picture, or where it is possible
to elaborate- on Caffey's observations. On the
whole the fever ran a very regular course in that the

TABLE

INVESTIGATIONS ON PATIENT

Blood Counts

Date R.B.C. Hb. (°O) Colour index W.B.C. P.(%) L.(%) M. B. E.
24.3.47 2,520,000 46 0*9 27,650 70 23 5 0 1
17.4.47 1,990,000 34 0-8 13,150 56 38 4 0 2
21.4.47 66 Some anisocytosis and polychromasia (following transfusion)
25.4.47 63is)I, )29.4.47 4,140,000 64 0i8 8,050 48 41 3 0 7
13.5.47 3,440,000 54 0.8 12,200 58 33 7 0 2
22.5.47 3,420,000 66 1.0 19,800 40 56 2 0 0

2 lymPh blasts seen
4.6.47 3,740,000 72 1.0 11,400 54 42 1 0 3

24.6.47 4,890,000 71 0.74
28.7.47 80 Moderate anisocytosis and polychromasia

Wassermann and Kahn reactions negative

Serum Ca (mg. %) P. (%) Alkali serum phosphatase
28.4.47 10.0 5 *6 14.4.47 86
22.5.47 8-3 4-8 22.5.47 96

Urine was sterile, with no abnormal constituents.
Cultures of glands and bone marrow, sterile.
Blood urea 28 mg. per 100 ml. Blood sugar 88 mg. per 100 ml.

King and Armstrong units
,. .. ..
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70 ARCHIVES OF DISEASE IN CHILDHOOD
temperature was high at the outset and during the
course of three months settled down to normal
levels. The difference between morning and evening
temperatures was seldom more than 10 F. Chemo-
therapy had no effect on the temperature chart.
The baby's weight remained approximately
stationary during the higher temperatures o1 the
first three weeks, and thereafter gained steadily
with the exception of a sudden increase when
additional dextrimaltose was included in June. The
calorie value of the food was never below 60 per lb.
of body weight per twenty-four hours, and was
gradually raised to over 70 per lb. The child seemed
to require food of this high calorie value, and after
the first few weeks was hungry and eager for his
feeds.
The anaemia became marked, and transfusion was

required on two occasions, the second being after
the biopsy of bone. The blood loss during this
operation was slight.
The swelling of the soft tissues in the neighbour-

hood of the affected bones was marked. The calf
muscles especially appeared indurated and tender,
and the baby cried when the limbs were moved.
At other times he lay quietly and not, apparently,
in pain. The tenderness ofthe calfmuscles persisted
long after all discomfort had disappeared from other
parts of the body.

All the ribs of the patient were markedly involved
except the twelfth pair, which remained quite
unaffected. In contrast to Caffey's cases with
similar rib changes, no evidence of pleurisy was
found.

Generalized enlargement of the lymph glands was
observed after the illness had been in progress for
about two months. Enlargement of the cervical
lymph glands was present when the baby was first
seen, and persisted for about three months. All the
glands appeared to subside together. This lymph-
gland enlargement was in direct contrast to Caffey's
observations. A biopsy of the glands was per-
formed, but no specific changes could be found
microscopically.
The pathological investigations may be sum-

marized as follows: There was marked secondary
anaemia which had to be treated by transfusion.
The red cell count fell at one time below the
2,000,000 per c.mm. of blood. This was severe
leucocytosis with polymorphonuclear predominance,
but there was also an absolute increase in lympho-
cytes. This white-cell reaction subsided after

transfusion but recurred, though to a lesser extent,
a month later, and finally disappeared leaving a
normal count for the age.

Syphilis and tuberculosis were excluded from the
diagnosis. The blood chemistry was within normal
limits except for the blood phosphatase, which was
very high and remained so during the period of
active bone change.

Diagnosis
The first diagnosis made was periostitis. Syphilis

was considered likely but was excluded sero-
logically. Scurvy was another possibility, but it
was known that the baby had had adequate vitamin
C before coming to hospital, and in any case he had
had routine amounts in hospital before the bony
swellings were noticed. The condition developed
and progressed during the time when vitamin C was
being administered. The final exclusion of scurvy
was made by examination of biopsy material from
the tibia.
There had been no trauma, and neoplasm was,

from the nature of the swellings and the distribution,
also improbable. Infective periostitis of non-
suppurative type was a possibility, but no evidence
of any infection could be found, and biopsy again
showed that the swellings were not inflammatory.

The etiology of this curious condition is not yet
known, but it? would appear that some stimulus
causes the periosteum of the cartilage bones to take
on abnormal activity. It proliferates rapidly and
lays down bone irregularly, finally consolidating
into firm dense homogeneous bone and becoming
moulded to the normal shape of the bone. The
child is left with bones which are larger and, as it
were, considerably ' older ' than their chronological
age.
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