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sodes of fever were noted. He had also suffered from bronchopneumonia two
years before admission. His parents noticed that his abdomen became progres-
sively enlarged after one year of age. There were recurrent painful swellings
in both hands and feet which lasted for periods of 10-15 days. Both parents
were said to be healthy. Siblings of nine years, six years and eight months were
also in good health.

Physical examination showed a very pale child with both hands edematous
and tender. The fingers were fusiform in shape. The liver was enlarged 3.5 cm
and the spleen 4 cm. At the apex a grade IIAIV systolic murmur was heard.
Hematological findings are listed in the table. His hemoglobin on electro-
phoresis showed the SS pattern, while his parents had HbS trait. Radiological
examination of the hands showed soft tissue swelling on both sides. The second

and the fifth metacarpals of the left hand had perlosteal reaction with some
new bone formation (Figure 5). . )

Discussion

Symptoms of sickle cell anemia may usually not be seen in in-
fants under three months of age.” * The symptoms which appear
after this age are pallor, fever, splenomegaly and swelling of hands
and feet which increase in frequency and degree. After six months
other symptoms usually seen are hepatomegaly, frequent infections,
irritability and colic, abdominal distention, jaundice, heart murmur,
nausea and vomiting, cardiomegaly, etc.” ® Hand-foot syndrome may
be the earliest manifestation of sickle cell disease in infants under
one year of age. One of the earliest cases was reported by Ivy
and Howard in a one year old negro girl who had swelling and ten-
derness in both hands which lasted for 22 days.’ Since the publica-
tion of this case in 1953 many case reports on this subject have been
published. By 1963, 52 cases of the hand-foot syndrome had been
reported in the literature according to Watson et al.* They also pre-
sented 20 cases histories, in 14 of which the condition had been diag-
nosed before the age of two. None of the patients were over seven
years. Booker et al’ found that 6 (33 %) out of 18 patients who had
sickle cell anemia at under two years first showed symptoms of the
hand-foot syndrome before the age of two. Nine of these 18 patients
had swelling in hands or feet either once or on repeated occasions
during the first two years of life. Porter and Thurman® analyzed 37
females and 27 males with sickle cell anemia whose cases had been
diagnosed before they reached 12 months of age. Although the
incidence of this syndrome was 37 per cent, only 19 per cent
had positive x-rays. Lambotte '* states that he has seen the
hand-foot syndrome in 80 per cent of 1200 cases of sickle cell
anemia in African infants in the Congo. The ages of 26 patients
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pain may be severe during the first few days and the swelling may
last from one to three weeks, and recur several times in the same
patient.

Exposure of the extremities to cold may be a precipitating fac-
tor, but this has not been found true in all cases.® Stasis and ische-
mic infarction due to sickling of the red cells in the capillary beds
in the bones of the hands and feet is responsible for pain and edema.
In the hand-foot syndrome the metacarpals, metatarsals and phal-
anges are infarcted by multiple small capillary blocks. Radiological
examination may not show any other changes than soft tissue
swelling during the acute phase, but bony changes appear 7 to 10
days after the onset of the swelling in some cases.*’ " * These are
usually seen as periosteal thickening and osteolytic changes in
metacarpals, metatarsals and phalanges. The mildest change appears
as a subperiosteal new bone formation. Some irregular radiolus-
cent areas are also observed in the affected bone.’ * These changes
may be reversible but some cases may exhibit bony destruction.

Often it is difficult to make a differential diagnosis between the
hand-foot syndrome and osteomyelitis. It is known that salmonella
osteomyelitis does occur in sickle cell anemia,'*=® but it is much less
common than the hand-foot . syndrome.* In our small series of 26,
only one case of salmonella osteomyelitis was observed.'®* Apart from
identification by positive cultures; unilateral involvement of the
long bones may help in differentiating osteomyelitis from the hand-
foot syndrome. Otherwise, radiological changes may be indistin-
guishable from those. of osteomyelitis. Dactylitis or osteomyelitis -
caused by tuberculosis or syphilis can be eliminated by negative
skin tests, negative serology and case histories themselves. Clini-
cally rheumatoid arthritis may be suspected, but it is easily differen-
tiated by appropriate tests. However in two instances, our patients
had been diagnosed as having arthritis by local physicians and had
been treated with corticosteroids. :

Since episodes of symmetrical edema of the hands or feet ac-
companied by pain is fairly common among .infants and toddlers
with sickle cell anemia, when these symptoms are observed in an
anemic child, sickle cell anemia should be one of the first diagnoses
considered. -

Summanry

During the last eight years, 26 cases of sickle cell anemia have
been seen in this hospital. Six patients manifested typical hand-foot







