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Abstract

Congenital asplenia is a rare life-threatening condition, often presenting with sepsis caused by encapsulated
pathogens. It may arise as part of situs abnormalities or result from an unrelated specific defect of spleen
development. Isolated congenital asplenia is a very rare condition. We report a case of asplenia revealed by severe
sepsis and multi-organ failure in a previously healthy 25-year-old male how had never undergone any surgical
procedures. Blood cultures grew Streptococcus oralis four days after admission. Computed tomography revealed
pneumonia and asplenia. The patient was finally diagnosed as Streptococcal sepsis revealing isolated congenital
asplenia. Cephalosporin and levofloxacin were administered and the patient died following cardiopulmonary arrests.
No family history for this condition was reported. Clinicians should pay attention to the congenital asplenia in
Streptococcal disease, particularly in the event of overwhelming sepsis. In affected individuals, the use of
appropriate antibiotic prophylaxis and immunisations could save lives.
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Introduction
Asplenia is an uncommon condition that may be acquired following

surgery, functional or congenital [1]. Congenital asplenia is often
occurs in the context of a recognised malformation syndrome, the
Ivemark syndrome, also called asplenia syndrome [2,3]. Conversely,
isolated congenital asplenia is rare, with only 33 cases reported in the
literature [1]. Different modes of inheritance have been reported for
these syndromes, mostly autosomal recessive, exceptionally autosomal
dominant or X-linked [4]. Most of these presented in the early years of
life and only seven cases were diagnosed in the adult [1]. Commonly,
the infections strictly correlated to the absence of the spleen are due to
encapsulated bacteria that are the most virulent pathogens in this set
of patients [5]. They can produce a serious fulminant illness that
carries a high mortality rate [6]. The authors report another case of this
condition in a 25-year-old man presenting with Streptococcus oralis
sepsis revealing congenital asplenia.

Case Presentation
A previously healthy 25-year-old male was admitted to emergency

due to severe sepsis, and multi-organ failure in April 2017. He
developed general fatigue, dyspnea and a high-grade fever on the day
before hospitalization. He was not on any medications and had never
undergone any surgical procedures. Physical examination revealed
discolored conjunctiva, bilateral pulmonary rales. The patient had a
fever (39°C), hypotensive (100/50 mmHg), tachycardic (pulse of 180
per minute) and olyguric. There were signs of respiratory distress with
supra sternal retractions and respiratory rate was 35 breaths per
minute. The patient was noted to have a lower limb pain. Chest
radiograph showed a bilateral basal pulmonary opacity (Figure 1). A
CT scan of the thorax and abdomen revealed the absence of the spleen,
condensation foci of both lower pulmonary lobes and left pleural

effusion of medium abundance (Figure 2). Laboratory studies were
compatible with a systemic inflammatory response syndrome and
multiple organ failure as follows: white blood cell (WBC) count 43
200/μl (neutrophils 80%, lymphocytes 10.5%) (reference range WBC
3500-9000/μl, neutrophils 43-69%, lymphocytes 23-48%), platelet
count 352,000/μl (reference range 130,000-370,000/ μl), hemoglobin
6.2 g/dl. Blood tests revealed markedly deranged renal function tests
(serum creatinine 207 μmol L-1, urea 24 mmol L-1) and hepatic
function, aspartate aminotransferase 83 IU/L (reference range 8-37
IU/l), alanine transaminase 50 IU/l (reference range 4-44 IU/l), total
bilirubin 53 mg/dl (reference range 0.2-0.9 mg/dl). Microbiology
cultures from the blood sample yielded Streptococcus oralis seven days
after admission. Streptococcus oralis was sensitive to clindamycin,
chlorampheicol, vancomycin and levofloxacin. It was resistant to
ceftriaxone.

Figure 1: Chest radiograph showing a bilateral basal pulmonary
opacity.
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Figure 2: CT scan of the thorax revealing the condensation foci of
both lower pulmonary lobes and left pleural effusion of medium
abundance.

Cardiac echography was normal, he didn’t show vegetation.
Congenital asplenia followed by Streptococcus oralis septicemia was
strongly evoked. An injectable antibiotic based on ceftriaxone (2 gram
per day) and levofloxacin (500 mg per day) was administered on the
day of admission of the patient. Although therapy including
vasopressor drugs, blood transfusion, the patient developed multi-
organ failure requiring circulatory, ventilator and renal support. The
patient died following cardiopulmonary arrests.

Discussion
The patient had never splenectomized. This was his first episode of

septicemia and he had never received pneumococcal vaccine. The
patient quickly developed septic shock, multi-organ failure before
dying. This case of streptococcal septicemia in a previously well man
illustrates how infection can rapidly progress in patients who have a
congenital asplenia. Congenital asplenia is most often found in
association with other anomalies [1]. The most common of these
anomalies is Ivemark syndrome. This is characterized by visceral
heterotaxy with bilateral right-sidedness. The right-sided organs are
duplicated and organs that are normally present on the left side are
absent [7]. Congenital isolated asplenia is a separate entity due to a
specific defect of spleen development [4]. He is rare and only 33 cases
have been reported in the literature. Of these, 20 (54%) were shown to
be familial and 13 (46%) sporadic like our case [8]. Clinical
presentation of congenital isolated asplenia is heterogeneous. It can be
represented by pneumococcal sepsis, meningitis, sepsis of unknown
origin, thrombocytosis [9]. Asplenia is also a risk factor for
overwhelming sepsis [10,11]. The clinical characteristics of our patient
were compatible with the summary. Congenital asplenia is also appears
to be heterogeneous in its inheritance as, although the majority of
families reported show autosomal dominant inheritance, there are at
least two families in the literature now which demonstrate autosomal
recessive inheritance [4]. Conversely of our patient, only seven patients
reported in the literature were older than 20 years of age [1].
Streptococcus pneumoniae is responsible for up to 80% of asplenia
followed by sepsis cases. However, in the years, the bacterial pattern of
splenectomy sepsis has been changing, Haemophilus influenza and
Neisseria meningitidis are also significant [1,12]. Gram-negative bacilli
including Salmonella species, Klebsiella species and Pseudomonas
aeruginosa are less common causes of bacteraemia [1]. In the case
reported, Streptococcus oralis was the cause of sepsis. Streptococcus
oralis is the most virulent of the viridans streptococci [13]. It has been
traditionally regarded as minor opportunist pathogens, being primarily

associated with dental caries [1]. However, over the past decade these
bacteria have increasingly recognized as causes of often fatal
septicaemias in immune-compromised patients [10,13]. The
mechanisms by which Streptococcus oralis causes this wide range of
infections are as yet unclear, but the sialidase produced by this
bacterium has been proposed as contributing towards the
pathogenicity of several other micro-organisms, including
Streptococcus pneumonia [13]. Streptococcus oralis colonize tooth
surfaces as well as mucosal membranes. Because of their presence in
the bacterial deposits on tooth surfaces, these species may enter the
bloodstream during dental procedures. In healthy individuals, such
bacteria of low virulence are cleared from the circulation within one
hour. However, in patients with predisposing conditions, the
circulating streptococci may settle in a niche protected from
phagocytic cells [10]. Blood cultures are of value in patients with
invasive streptococcal infections. This is also the case in patients with
suspected pneumonia, particularly when this is severe, since up to 15%
of patients will be bacteraemic [10]. The diagnosis of asplenia can also
be confirmed by identification of Howell-Jolly bodies in the
erythrocyte membrane using phase contrast microscopy and the
absence of the spleen noted on ultrasound examination of the
abdomen [4]. In a review of the literature, cases of congenital asplenia
were referred to hospitals within several hours to two days from the
time of onset. However, these patients can deteriorate very rapidly,
with death occurring within several days or even hours. This
accelerated course of the disease is related to reduced response to
antigen, impaired phagocytosis and decreased levels of tuftsin and
properdin [1,11]. Mortality after acute presentation with sepsis is 56%
[1,14,15]. Other series have reported up to an 80% mortality arising
from sepsis [16,17].

For prevention of overwhelming sepsis, guidelines concerning the
management of asplenic patients, recommends vaccination
(pneumococcal and Hib vaccines), antibiotic prophylaxis with
penicillin [4,18,19]. However, in the case of congenital isolated
asplenia, sepsis may be the first sign of the disease [4]. Vaccine
administration might have changed the clinical outcome of our
patient. The duration of antibiotic prophylaxis being unclear,
adherence to taking daily medications, and the acquisition of drug-
resistant bacteria are current unresolved problems [20]. Asplenia
detected by CT or ultrasonography by chance, present opportunities to
consider preventive measures and warn the patient about the risk of
overwhelming sepsis [18].

Conclusion
We have reported a case of overwhelming streptococcal sepsis with

asplenia as evidenced by CT scan evaluation. Through this case and a
review of the literature, we consider that asplenia is a potential risk
factor for overwhelming streptococcal sepsis. Clinicians should
carefully check splenic size in patients with sepsis of unknown origin.
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