
Cronicon
O P E N  A C C E S S EC NEUROLOGY

Case Report

Sjogren’s Syndrome Associated with Hypoparathyroidism Revealed by  
Neuropsychiatric and Rheumatologic Manifestations

Hamza Elfekih1*, Safaa Belghali2, Yosra Hasni1, Monia Bouzaoueche2, Asma Ben Abdelkrim1 and Hela Zeglaoui2

1Department of Endocrinology Diabetology, Farhat Hached University Hospital, Sousse, Tunisia
2Department of Rheumatology, Farhat Hached University Hospital, Sousse, Tunisia

*Corresponding Author: Hamza Elfekih, Department of Endocrinology Diabetology, Farhat Hached University Hospital, Sousse, Tunisia. 

Citation: Hamza Elfekih., et al. “Sjogren’s Syndrome Associated with Hypoparathyroidism Revealed by Neuropsychiatric and Rheumato-
logic Manifestations”. EC Neurology 8.4 (2017): 106-109.

Received: September 11, 2017;  Published: October 18, 2017

Abstract
Hypoparathyroidism is a rare condition characterized by hypocalcemia, hyperphosphoremia and low or inappropriately normal 

parathormone (PTH) levels. Hypocalcemia may have chronic as well as acute manifestations that may require an urgent treatment. 
It can also remain asymptomatic and discovered incidentally during biochemical analysis. Hypoparathyroidism can be iatrogenic, 
related to genetic abnormalities or autoimmune and in this case, it was described to be associated with several autoimmune diseases. 
Here we present a rare case of a female patient diagnosed with hypoparathyroidism and Sjogren’s syndrome (SS) revealed by neuro-
psychiatric and rheumatologic manifestations in addition to renal cell carcinoma and splenic inflammatory pseudotumor.
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Introduction
The hormonal regulation of the of calcium and phosphate balance is assured by vitamin D and parathormone (PTH) which is a hor-

mone synthesized by the parathyroid glands. Its secretion is modulated by the blood calcium level and its level increases in response to 
hypocalcemia [1].

Hypoparathyroidism is a rare disease characterized by hypocalcemia and hyperphosphoremia secondary to inadequate production 
of PTH in contrast to pseudohypoparathyroidism in which the PTH level is high due to PTH resistance [2]. The etiologies of the acquired 
hypoparathyroidism are dominated by anterior neck surgery representing 75% of cases followed by the autoimmune hypoparathyroid-
ism [3].

Primary Sjogren’s syndrome (SS) is referred to patients having SS without additional autoimmune systemic rheumatic diseases. SS is 
described to coexist with organ-specific autoimmune diseases such as Hashimoto’s thyroiditis and Graves’ disease [4].

In this article, we describe the case of a patient diagnosed with hypoparathyroidism associated to primary SS revealed by neuropsy-
chiatric and rheumatologic manifestations.

Case Report

A 61-year-old woman was referred to our hospital for chronic polyarthralgia. She had a history of hypertension treated by an angio-
tensin-converting-enzyme inhibitor from 5 years and a somatoform disorder followed in psychiatry and treated by Fluoxetine. She was 
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receiving Formoterol for chronic obstructive pulmonary disease diagnosed from 20 years. 9 years ago, she underwent right radical ne-
phrectomy and splenectomy respectively for renal cells carcinoma and inflammatory pseudotumor of the spleen. She also had a history of 
premature menopause at the age of thirteen.

During her hospitalization, the patient showed a depressed mood with loss of interest and insomnia, in addition to multiple somat-
ic complaints essentially headaches, fatigue, muscular cramps, painful dysesthesias and generalized paresthesia. She experienced mild 
symptoms of tetany. Chvostek and trousseau sign were present associated with a prolonged QT interval on the electrocardiogram.

A standard laboratory blood test revealed hypocalcemia, hyperphosphoremia, normal creatininemia and magnesiemia associated with 
low PTH level and thus the diagnosis of hypoparathyroidism was made (Table 1). The patient underwent an intravenous calcium supple-
mentation along with oral calcium carbonate 2000 mg b.i.d. and Alfacalcidol (1-hydroxycholecalciferol) 1 μg q.d. The clinic symptoms and 
the electric signs had regressed after the correction of the hypocalcemia.

Biochemical parameters August 2016 July 2017
Calcemia (mmol/L) 1.18 - 2.21 1.53 - 2.1
Corrected calcemia (mmol/L) 1.35 - 2.38 1.75 - 2.32
Phosphoremia (mmol/L) 2.62 2.1
Magnesiemia (mmol/L) 0.85 0.87
Potassium (mmol/L) 3.5 3.5
Creatininemia (µmol/L) 57 58
Proteinemia (g/L) 85 76
Albuminemia (g/L) 33 31.4
Parathormone (pg/mL) 6
25OH vitamine D3 (ng/mL) 23
Thyroid-stimulating hormone 
(mIU/L)

0.8

Rheumatoid Factor (IgA) (IU/mL) 140
Calciuria (mmol/24h) 2.86
Urine phosphorus (mmol/24h) 7.78

Table 1: Patient’s Biochemical parameters.

The search for chronic manifestations of longstanding hypoparathyroidism revealed Fahr’s syndrome with basal ganglia calcifications 
on the computed tomography scan without extrapyramidal signs (Figure 1). Bilateral Corticonuclear and posterior subcapsular cataracts, 
dental caries and patchy alopecia had also been noted.

Figure 1: Bilateral calcification in the anterior lentiform nucleus.
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The diagnosis of primary SS was made according to the American-European Consensus Group (AECG) classification by having a focus 
score equal to 1 focus/4 mm2 in the labial salivary gland biopsy (grade 3 of Chisholm) associated with xerostomia, xerophthalmia, an 
altered tear break-up time along with a positive Schirmer test.

Discussion

Hypoparathyroidism is a rare endocrine disorder with a prevalence estimated at 37 in 100,000 habitants representing approximately 
100,000 patients in the United States [5]. In this disease, a greater tendency of affection in woman and people aged more than 45 years 
was found in 75% of cases. The most common cause is iatrogenic in three-quarters of cases versus 25% for non-surgical causes [3].

In our case, the patient did not have a history of surgery nor irradiation nor signs indicating an infiltrative disease. The autoimmune 
origin of hypoparathyroidism is considered due to its association with two autoimmune diseases to know premature menopause and pri-
mary SS. Autoimmune hypoparathyroidism may be isolated or associated to different autoimmune polyendocrine syndromes (APS) [2].

The clinical finding in our patient didn’t reveal candidiasis or adrenal insufficiency. The thyroid function was normal and its specific 
antibodies were negative. APS type 4 could be considered in our case since the patient had two organ specific autoimmune diseases to 
know premature menopause and hypoparathyroidism in addition to primary SS.

Considering the symptoms, hypoparathyroidism had a spectrum of clinical manifestations in which their intensity depends on the 
severity of PTH and vitamin D deficiency, the rate of decrease and the degree of hypocalcemia, in addition to an individual variability 
[6]. Neuromuscular symptoms are described often to be the initial clinical manifestations and in different series, carpopedal spasm and 
paresthesia was present respectively in more than 54% and 70% of cases, followed by seizures, irritability, memory loss, gait instability, 
fasciculations and psychosis [7].

Aggarwal., et al. found in their cross-sectional study that up to one-third of patients had cognitive, psychiatric and neurological dys-
functions and that a correlation was suggested with the duration of illness, the female gender, the serum calcium but not with intracranial 
calcification [8]. In another study, Underbjerg., et al. indicated that hypoparathyroidism is associated with an increased risk of depression 
and other types of neuropsychiatric diseases comparing to controls [9]. Neurological manifestations reported to improve after correction 
of hypocalcemia while psychiatric symptoms do not tend to improve substantially [10].

In our case, the patient had in addition to the neurologic symptoms, a somatoform disorder that was treated by antidepressant for 
several years prior to the diagnosis of hypoparathyroidism and SS. These symptoms could be attributed to both diseases which furtherly 
altered her quality of life.

At our knowledge, the association of SS and hypoparathyroidism was described twice in the literature. The first by Edmonds in 1979, 
in which a female patient was diagnosed with rheumatoid arthritis associated with hypoparathyroidism and SS [11]. The second by Har-
ris HE., et al. In 2011 in which the authors detected calcium-sensing receptor (anti-CaSR) antibodies in a patient with SS and primary 
hypoparathyroidism [12].

Our patient had an inflammatory pseudotumor of the spleen which is a benign lesion, firstly described in 1984 by Cotelingam and Jaffe, 
and since 114 cases have been published. It can be revealed by abdominal pain, fever, splenomegaly or discovered incidentally [13]. The 
association between this lesion and renal cell carcinoma was described once by Loshii., et al in 2004 [14].

In our case, the splenic inflammatory pseudotumor was discovered incidentally and concomitantly with the renal cell carcinoma which 
was revealed by flank pain and hematuria. Both diagnoses were confirmed by the histopathological analysis and their clinical course was 
favorable after unilateral nephrectomy and splenectomy.
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In summary, we reported an unusual case of an association of hypoparathyroidism with SS and premature menopause along with renal 
cell carcinoma and inflammatory pseudotumor of the spleen. Although the incidence of lymphoma was confirmed to be high in patients 
with primary SS, the incidence of non-lymphoid cancer wasn’t proved yet needing further investigations [15].
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