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Abstract

medical and in some cases surgical treatment.

We report the case of a 17-year-old male with sickle cell disease who initially presented with headache and chest
pain and subsequently developed fever and swelling of the scalp. On imaging, he was diagnosed with a subgaleal
hematoma, and an underlying osteomyelitis could not be excluded. The patient was treated medically with analgesia,
hydration and antibiotics and fully recovered. Spontaneous subgaleal hematomas are a rare complication of sickle
cell disease with only few cases reported. Although it is thought to be associated with an underlying bone infarction, it
is important to recognize this entity, as it can present with osteomyelitis or an epidural hematoma, which need prompt
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Introduction

Sickle cell disease is an autosomal recessive condition in which
a mutation in the beta globin results in the formation of sickle-
shaped red blood cells. Clinical manifestations are varied and include
chronic anemia, acute vaso-occlusive episodes, infection and chronic
organ dysfunction [1]. Spontaneous subgaleal hematomas are a rare
manifestation of sickle cell disease, with very few cases reported in the
literature [2,3]. They have been described more often in association with
nontraumatic epidural hematomas [4-8], which can have devastating
consequences including death [6-9].

Case Report

A 17-year-old male with known sickle cell disease (HbSS) treated
with hydroxyurea was transferred to our emergency department from
a peripheral hospital with complaints of chest and rib pain, as well
as a bitemporal and parietal headache. He denied any accompanying
neurological or infectious symptoms. Upon presentation, his vital
signs were normal including temperature. His physical examination,
including his neurological exam, was unremarkable. On investigation,
his white blood cell count was 15.8 x 10°/L, hemoglobin 97 g/L, platelets
290 x 10°/L, reticulocytes 330 x 10°/L, bilirubin 60 umol/L (conjugated
bilirubin 0) and C-reactive protein (CRP) 40 mg/L. A chest x-ray was
done and was normal. Because of the intensity of his headache (rated as
a10/10), the patient underwent a CT scan of his head. The CT scan was
normal aside from an incidental finding of diffuse widening of the diploic
space in the skull and a falx calcification at the anterior interhemispheric
fissure. The patient was admitted to the inpatient unit and treated with
a morphine infusion, regular ibuprofen and intravenous hydration
for his pain. He was also continued on ceftriaxone, which had been
started at the referring hospital for an oral temperature of 37.9°C. The
day after his admission, the patient developed a fever up to 39°C orally
without any new symptoms and continued to appear clinically well.
The fever persisted and two days later, he developed scalp swelling over
his left parietal bone and forehead, which was tender upon palpation.
The swelling was mostly well defined, slightly boggy and measured
5 cm x 4 cm in both areas. There was no history of trauma. An MRI
showed an extensive subgaleal hematoma over the frontal and parietal
bones that extended to the occiput posteriorly, anteriorly reaching the
frontal bones (Figure 1). Smaller bilateral frontoparietal subperiosteal
hematomas were also observed, which appeared to be continuous with
the underlying abnormal parietal diploe. These findings were suggestive
of a superinfection or possibly related to a bone infarct. Extramedullary

Figure 1: MRI showing subgaleal hematomas over the (a) frontal and (b)
parietal bones.

hematopoiesis was less likely given the pattern of enhancement and the
acuity of the lesions.

Thatsame day, hishemoglobin decreased to 65 g/L withaconcomitant
rise in bilirubin, which was attributed to ceftriaxone hemolysis. He was
transfused red cells and his antibiotics were changed to IV cefuroxime.
His INR was 1.39, PTT 31.2 secs and fibrinogen 5.58 g/L. In light of the
new findings on his MRI and a persistent fever, the patient’s antibiotics
were changed to meropenem. Neurosurgery was consulted, who felt
that no treatment was necessary given his normal neurological status.
The patient continued to be febrile for the subsequent two days and
his CRP and erythrocyte sedimentation rate increased to 90 mg/L and
84 mm/hr respectively. His blood cultures remained negative (a total
of 6 during his hospitalization) and he continued to improve clinically
with his headache getting better. Although unlikely, osteomyelitis
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Figure 2: Follow-up MRI showing interval resolution of previously seen
subgaleal collections and cephalohematomas.

could not be ruled out and the hematoma presented a high risk for
superinfection, so given his persistent fever, the patient was switched
to intravenous cloxacillin and cefotaxime. Within 24 h, he became
afebrile. He was observed over the next 4 days and the swelling, which
had previously spread to the left orbital region, improved significantly.
His pain also resolved and he was weaned off the morphine infusion.
He was discharged home on oral cephalexin and ciprofloxacin for a
total of 4 weeks of antibiotic therapy for a possible osteomyelitis. The
patient was seen 2 weeks later in clinic. He was asymptomatic and the
swelling had resolved. A repeat MRI showed resolution of the subgaleal
hematoma (Figure 2), and again diffuse diploe thickening and low
T1 signal intensity of the skull. These findings were suggestive of red
marrow transformation of the skull. Mild bone marrow edema in the
convexity of bilateral parietal bones was also noted.

Discussion

While the pathophysiology of non-traumatic subgaleal hematomas
in sickle cell disease is not yet fully understood, the most common
hypothesis is an underlying bone infarction that disrupts the cortical
bone, causing periosteal elevation resulting in bleeding in the subgaleal
and epidural spaces. Another related mechanism that has been suggested
is spontaneous rupture of vessels in the area of infarcted bone. A final
hypothesis is that patients with sickle cell disease have an abnormal
anatomy of their skull due to extramedullary hematopoiesis and, in
response to acute anemia, the hematopoietic tissue proliferates and
expands, which disrupts the cortex and causes extravasation of blood
and marrow in the subgaleal and epidural spaces [4]. Our case definitely
showed signs of extramedullary hematopoiesis as demonstrated by the
diffuse widening of the diploic space in the skull, shown on the CT scan
and MRI. He also had a significant drop in his hemoglobin the day the
scalp swelling appeared, which was attributed to ceftriaxone induced
hemolysis but could have been related to the subgaleal bleeds.

In our patient, images on the MRI were suggestive of a superinfection
and persistent high fevers and elevated inflammatory markers support

this. There was no positive blood culture and we did not obtain a tissue
specimen, so we could not be certain if there was an underlying soft
tissue or bone infection. However, because of the clinical picture, and
the fact that the hematoma would be an ideal medium for bacterial
growth, we treated him as such. Distinguishing vaso-occlusive episodes
from osteomyelitis can be very difficult in children with sickle cell
disease. Both pathologies can present with pain, fever, and swelling.
Moreover, there is no easy laboratory test or imaging that can reliably
distinguish between the two entities [10]. Studies have shown that a
vaso-occlusive episodes are 50 times more frequent than osteomyelitis
in children with sickle cell disease [11]. One study concluded that
swelling in a single site combined with fever and/or pain increased the
probability of osteomyelitis in children with sickle cell disease [10].
Since no definite diagnosis could be made in our patient, we treated
him as an osteomyelitis based on clinical findings and imaging.

In conclusion, we describe a patient with sickle cell disease who
presented with headache and developed a non-traumatic subgaleal
hematoma during his hospitalization. Only a few similar cases have
been reported thus far [2,3]. It is important for physicians to recognize
this occurrence, as it can be associated with epidural hematomas or
infection, which can have a significant impact on the patient’s outcome.

References

1. Heeney M, Ware E Sickle cell disease (2014) In: Orkin S, Fisher D, Ginsburg D,
et al. Nathan and Oski’s Hematology and Oncology of Infancy and Childhood,
8th ed, Saunders Elsevier, 675-714. e17

2. Alli NA, Wainwright RD, Mackinnon D, Poyiadjis S, Naidu G (2007) Skull bone
infarctive crisis and deep vein thrombosis in homozygous sickle cell disease-
case report and review of the literature. Hematology 12: 169-174.

3. Akodu SO, Njokanma OF, Diaku-Akinwumi IN, Ubuane PO, Adediji UO (2014)
Acute soft head syndrome in children with sickle cell anaemia in lagos, Nigeria.
Indian J Hematol Blood Transfus 30: 67-69.

4. Page C, Gardner K, Height S, Rees DC, Hampton T, et al. (2014) Nontraumatic
extradural hematoma in sickle cell anemia: a rare neurological complication not
to be missed. Am J Hematol 89: 225-227.

5. ResarLM, Oliva MM, Casella JF (1996) Skull infarction and epidural hematomas
in a patient with sickle cell anemia. J Pediatr Hematol Oncol 18: 413-415.

6. Mishra SS, Senapati SB, Gouda AK, Behera SK, Patnaik A (2014) Spontaneous
extradural and subgaleal hematoma: A rare neurosurgical crisis of sickle cell
disease. Asian J Neurosurg. (Ahead of Print).

7. Babatola BO, Salman YA, Abiola AM, Okezie KO, Oladele AS (2012)
Spontaneous epidural haematoma in sickle cell anaemia: case report and
literature review. J Surg Tech Case Rep 4: 135-137.

8. Dahdaleh NS, Lindley TE, Kirby PA, Oya H, Howard MA 3rd (2009) A
“neurosurgical crisis” of sickle cell disease. J Neurosurg Pediatr 4: 532-535.

9. Kalala Okito JP, Van Damme O, Calliauw L (2004) Are spontaneous epidural
haematoma in sickle cell disease a rare complication? A report of two new
cases. Acta Neurochir (Wien) 146: 407-410.

10. Berger E, Saunders N, Wang L, Friedman JN (2009) Sickle cell disease in
children: differentiating osteomyelitis from vaso-occlusive crisis. Arch Pediatr
Adolesc Med 163: 251-255.

11. Saito N, Nadgir RN, Flower EN, Sakai O (2010) Clinical and radiologic
manifestations of sickle cell disease in the head and neck. Radiographics 30:
1021-1034.

J Clin Case Rep
ISSN: 2165-7920 JCCR, an open access journal

Volume 6 - Issue 1+ 1000681


http://www.ncbi.nlm.nih.gov/pubmed/17454200
http://www.ncbi.nlm.nih.gov/pubmed/17454200
http://www.ncbi.nlm.nih.gov/pubmed/17454200
http://www.ncbi.nlm.nih.gov/pubmed/25332539
http://www.ncbi.nlm.nih.gov/pubmed/25332539
http://www.ncbi.nlm.nih.gov/pubmed/25332539
http://www.ncbi.nlm.nih.gov/pubmed/24038013
http://www.ncbi.nlm.nih.gov/pubmed/24038013
http://www.ncbi.nlm.nih.gov/pubmed/24038013
http://www.ncbi.nlm.nih.gov/pubmed/8888755
http://www.ncbi.nlm.nih.gov/pubmed/8888755
http://www.asianjns.org/preprintarticle.asp?id=144177;type=0
http://www.asianjns.org/preprintarticle.asp?id=144177;type=0
http://www.asianjns.org/preprintarticle.asp?id=144177;type=0
http://www.ncbi.nlm.nih.gov/pubmed/23741596
http://www.ncbi.nlm.nih.gov/pubmed/23741596
http://www.ncbi.nlm.nih.gov/pubmed/23741596
http://www.ncbi.nlm.nih.gov/pubmed/19951039
http://www.ncbi.nlm.nih.gov/pubmed/19951039
http://www.ncbi.nlm.nih.gov/pubmed/15057537
http://www.ncbi.nlm.nih.gov/pubmed/15057537
http://www.ncbi.nlm.nih.gov/pubmed/15057537
http://www.ncbi.nlm.nih.gov/pubmed/19255393
http://www.ncbi.nlm.nih.gov/pubmed/19255393
http://www.ncbi.nlm.nih.gov/pubmed/19255393
http://www.ncbi.nlm.nih.gov/pubmed/20631366
http://www.ncbi.nlm.nih.gov/pubmed/20631366
http://www.ncbi.nlm.nih.gov/pubmed/20631366

	Title
	Corresponding author
	Abstract
	Keywords
	Introductıon
	Case Report 
	Discussion
	Figure 1
	Figure 2
	References

