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1   |   INTRODUCTION

Sickle cell disease is an inherited hemoglobinopathy char-
acterized by vaso-occlusive crises. Intraorbital hematoma 
secondary to hematopoietic medullary infarction is a rare 
complication of sickle cell disease.1 The visual prognosis 
is at stake in the absence of immediate treatment. We re-
port an atypical form of intraorbital hematoma revealed 
by bilateral exophthalmos in a sickle cell child; then, we 

will highlight the role of imaging in the diagnosis and 
management of intraorbital hematoma.

2   |   CASE REPORT

A 15-year-old boy, known to have homozygous sickle cell 
disease, came for a consultation with headache and bilat-
eral eye pain, which had been evolving for 2 weeks in a 
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Abstract
Spontaneous bilateral intraorbital hematoma is a rare complication of sickle cell 
disease in children. Imaging examinations are of paramount importance in the 
diagnosis and conditioning of the management processes in order to avoid com-
plications that can compromise the visual function prognosis.
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context of apyrexia. In his background, there was no no-
tion of craniofacial traumatism or recent surgery. On oph-
thalmological examination, an ocular motility limitation 
in certain gazes, a palpebral edema, and a bilateral pain-
ful exophthalmos that is non-pulsatile and non-reducible 
were noted (Figure  1). The measured visual acuity was 
altered to 5/10 P3 for the right eye and 7/10 P2 for the left 
eye. The fundus examination was very limited and did not 
show any particularities. Other examinations, especially 
neurological, were unremarkable. Blood cell count (BCC) 
showed a hemoglobin (Hb) level at 9.3 g/dl, a neutrophil 
polynuclear (NP) level at 6.5 × 109/L, and a platelet (Plt) 
level at 377 × 109/L. The C-reactive protein (CRP) level 
was discretely elevated at 7  mg/L. The coagulation pro-
file (prothrombin time (PT): 15.4  s, prothrombin level 
(PL): 95%) was normal. Oculocerebral CT with paren-
chymal window showed a bilateral intraorbital structure 
spontaneously hyperdense, density hematic, in intra- 
and extraconjunctival situation, and pushes forward and 
downward the oculary globes (Figure  2). In the bone 
window, an oculocerebral CT scan showed a bilateral ex-
ophthalmos at grade 3 without abnormal bone structure 
(Figure 3). Ocular B-mode ultrasound was performed but 
was very limited because of the narrowing of the acoustic 
window due to the exophthalmos. In front of the anam-
nestic, clinical, and scanographic context, the diagnosis of 
a spontaneous bilateral intraorbital hematoma in a sickle 
cell patient was evoked. The patient was put on oral cor-
ticosteroids for 5 days. And in front of the ocular pain, a 
treatment containing analgesic was instituted. The evolu-
tion was favorable after 1 week, marked by the regression 
of the exophthalmos and a progressive recuperation of vis-
ual acuity and oculomotricity. The oculocerebral CT scan 
at 1 week showed regression of the intraorbital hematoma 
(Figure 4). The recuperation of visual acuity and oculomo-
tricity ad integrum was achieved after 1 month with the 
total disappearance of the exophthalmos (Figure 5). The 
patient was then readmitted to the sickle cell manage-
ment center.

3   |   DISCUSSION

In the orbit, the hematopoietic medullary space is smaller. 
It is therefore rare to find orbital bone infarcts in sickle 
cell patients.1 About thirty cases are described in the lit-
erature with an average age of 14 years, half of which had 
an intraorbital hematoma.2 The singleness of our case in 
Madagascar would therefore allow comparison with the 
literature and could provide additional data on the diag-
nosis and management of intraorbital hematoma in chil-
dren with sickle cell disease. The bilateral form is rarely 
reported in the literature. In a series conducted by Sokol, 
the bilateral form represents one third of reported cases.2 
This one makes our case a particular form of intraorbital 
hematoma. Exophthalmos is a reflection of the mass effect; 
it is the main mode of discovery of the intraorbital hema-
toma. The first functional manifestations are ocular pain 
and localized edema. In the absence of urgent manage-
ment, the visual prognosis is at risk in case of optic nerve 
compression.1,3 In front of the rapid installation of the 
exophthalmia, especially if it is bilateral, the differential 
diagnosis is vast. Among these, we can cite orbital pseu-
dotumor, orbital rhabdomyosarcoma, optic nerve glioma, 
orbital extension of bilateral retinoblastoma, and bilateral 
orbital cellulitis. In all these possibilities, imaging studies 
are of paramount importance in characterizing the nature 
of the compressive mass. In our case, the hematic density 
was spontaneously hyperdense on the CT scan, suggest-
ing the diagnosis of a bilateral intraorbital hematoma. The 
magnetic resonance imaging, which would determine the 
hematic nature of the collection,4 is not accessible; there-
fore, the CT scan remains an examination that retains its 
place, although it is relatively non-specific. However, the 
absence of sinus pathology and the location of the col-
lection on the lateral wall of the orbit are the arguments 
against an abscess2 except that the clinical and biological 
examinations are sterile. Medical treatment seems to be 
sufficient in most cases, including treatment of the crisis 
and the use of corticosteroids by some teams with caution 
in the context of sickle cell disease.1,2 Surgery drainage is 
reserved for cases of persistent optic nerve compression 
threatening the visual prognosis.2,5 In our case, the treat-
ment is purely medical, making the exophthalmos disap-
pear after 1 month with the recovery of the visual acuity 
ad integrum.

4   |   CONCLUSION

Spontaneous bilateral intraorbital hematoma secondary 
to bone infarction is a rare but serious complication of 
sickle cell disease. Imaging examinations hold an impor-
tant place in the diagnosis and have an implication in the 

F I G U R E  1   Exophthalmos with diplopia and bilateral palpebral 
edema
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management of preserving the visual function. A regular 
follow-up of sickle cell disease with the implementation 
of a background treatment and the precaution of factors 
favoring vaso-occlusive attacks could avoid this complica-
tion, which sometimes has a poor prognosis.
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