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CASE REPORT
A 19-year-old girl presented to us with history of low-grade
fever and recurrent painful nodular lesions in both legs for
3 months duration. She also complained of bilateral ankle
pain and swelling of 2 weeks duration. She had no similar
history in the past and her family history was unremark-
able. On examination she was febrile with a temperature
of 100° F, and lower limb examination revealed bilateral
erythema nodosum and ankle arthritis. Other systems ex-
amination was normal. Her investigations revealed raised
ESR, 78mm in 1%t hour and raised C reactive protein of
26mg/L (Normal < 6mg/L). Her complete blood count,
liver function and renal function tests were normal. She
had raised serum calcium, 11.5mg/dL. She had negative
Mantoux and TB Quantiferon test. Her serum angiotensin
converting enzyme (ACE) level was 96U/L (Normal range
16-85 U/L). She had serum Vitamin D3 level of 40ng/mL
(Normal range 20-30ng/mL).She had normal ferritin and
serum immunoglobulin levels and negative serology for
hepatitis B, and C and HIV. Serology for brucellosis and his-
toplasmosis were negative. Her chest radiograph showed
features of splenic calcification in the left hypochondrium
(Figure 1). Computed tomography of thorax showed
bilateral hilar adenopathy and splenic calcifications. A
diagnosis sarcoidosis was made. She was started on oral
prednisolone 40mg per day along with methotrexate at
a dose of 15mg per
week and hydroxychlo-
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sions within 4 weeks. Her serum calcium normalized and
her serum ACE level reduced to 56U/L. She was regularly
followed up for 6 months and was off corticosteroid. She
lost follow-up subsequently.

However, one year later, she presented to our emer-
gency department with history of fever with associated
productive cough of 5 days duration. She took anti-cold
medication with no benefit. She got high grade inter-
mittent fever (103°F) with chill and rigor for last 2 days
and developed shortness of breath for last 1 day. On
examination, she had altered sensorium and hypo-
tension. Chest imaging revealed bilateral pneumonia
with evolving ARDS. She resuscitated with fluid initially,
followed by vasopressor. Empiric antibiotic meropenem
with clarithromycin was started after blood culture.
However, her general condition deteriorated in 24hr
despite adequate medical management and she died of
overwhelming sepsis. Subsequent blood culture report
revealed Streptococcus pneumoniae.

DISCUSSION

Sarcoidosis is a multisystem granulomatous inflamma-
tory disease of unknown aetiology. The most commonly
involved organs are the lungs and the lymphoid system.
Extrapulmonary involvement of sarcoidosis is reported
in 30% of patients, and the abdomen is the most com-
mon extra-thoracic site with a frequency of 50%-70%.
Liver (50%-80%), spleen (40%-80%), lymph nodes
(80%), and kidney are frequently involved abdominal
sites, sometimes without symptoms.! Cardiopulmonary
involvement is the main cause of death. Granulomatous
infiltration of the spleen is common in sarcoidosis and has
been reported in 24%-53% of cases. Splenic infiltration
can be homogeneous or in the form of multiple discrete
nodules.? However, splenic calcification is rare.
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Figure 1. Chest X ray (PA view) showing calcified atrophic
spleen.

Splenic calcification either can be focal (hon-homog-
enous) or diffuse. Non-homogenous or focal splenic
calcifications may result from splenic haemangioma or
lymphangioma, hydatid cyst, splenic hematoma (trau-
ma), splenic infract (sickle cell disease) splenic artery
aneurysm, pyogenic or tubercular abscess, hemochro-
matosis, and neoplasm.®

The diffuse splenic calcifications can be either punctate
(starry spleen) or uniform. Diffuse punctate calcifications
of spleen are seen in brucellosis (associated with sup-
purating lesions), tuberculosis, pneumocystis jirovecii
(commonly associated with kidney and lymph node
calcifications), candidiasis, histoplasmosis (larger lesions
and usually more than six in number), sarcoidosis,
and amyloidosis (along with calcifications in liver)®4®
Homogenous calcification with atrophic spleen is rarely
seen in conditions such as sickle cell disease and occa-
sionally in thorotrast administration.®

Although there are relatively few differential diagnoses,
the pattern and the setting in which such calcification
presents helps us pin-point the diagnosis. We have ruled
out common causes: chronic infection such as tubercu-
losis, histoplasmosis, brucellosis, and sickle cell disease.
Patients with sarcoidosis have been shown to have
impaired vascular endothelial function and increased
arterial stiffness according to a study by Siasos et al.
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of 87 patients with sarcoidosis.® Eventually, chronic
perivascular granulomatous inflammation resulting in the
periarteriolar fibrosis seen on histology may have com-
promised vascular supply, leading to splenic ischaemia
and infarction.

Radiological evidence of calcification in sarcoidosis is
uncommon and it indicates chronicity and functional
asplenic state. This in turn can result in fulminant sepsis
due to secondary immune deficiency as in this case, in
which case the mortality may be more than 50%.” Hence,
prompt recognition of infections and early treatment can
prevent death in such individuals.

The causative organisms are usually polysaccha-
ride-encapsulated bacteria such as Streptococcus
pneumoniae, Haemophilus influenzae, and Neisseria
meningitides.” In our case, despite the patient having
received pneumococcal vaccine (Pneumovax 23), she
developed pneumococcal sepsis. This might be due to
infection of other strains of pneumococci, or the fact that
immunosuppression at that point failed to produce ade-
quate immune response. Education, vaccination against
this organism, and/or use of preventive antibiotics can
prevent post splenectomy overwhelming infection and
sepsis.

CONSENT
Written informed consent was obtained before submit-
ting this article.

CONFLICT OF INTEREST
The authors declare no conflict of interest.

REFERENCES

1. Gezer NS, Basara |, Altay C, Harman M, Rocher L, Karabulut N,
Secil M. Abdominal sarcoidosis: cross-sectional imaging findings.
Diagnostic and Interventional Radiology 2015 Mar;21(2):111.

2. Consul N, Javed-Tayyab S, Lall C, Jensen CT, Menias CO,
Pickhardt PJ, Elsayes KM. Calcified splenic lesions: pattern rec-
ognition approach on CT with pathologic correlation. AJR Am J
Roentgenol 2020 May;214(5):1083-91.

3. Gude D, Bansal D, Chennamsetty S, Jha R. The culprits behind a
hyper-intense spleen. Asian J Transfus Sci 2011 Jul 1;5(2):186.

4. Singh S, Mukhopadhya A, Chandy GM, Korah IP. Splenic calcifica-
tion in primary hemochromatosis mimicking hydatid cyst. Indian J
Radiol Imaging 2000 Oct 1;10(4):268.

5. Topin J, Mutlu GM. Splenic and mediastinal calcifications in histo-
plasmosis. N Engl J Med 2006 Jan 12;354(2):179.

6. Siasos G, Tousoulis D, Gialafos E, Oikonomou E, Zaromitidou M,
Aggeli C, et al. Association of sarcoidosis with endothelial function,
arterial wall properties, and biomarkers of inflammation. Am J
Hypertens 2011 Jun 1;24(6):647-53.

7. Pearson HA. Sickle cell anemia and severe infections due to en-
capsulated bacteria. J Infect Dis 1977 Aug 1;136(Supplement_1):
S25-30.

277



