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Abstract: 

Sjogren’s syndrome is a chronic autoimmune disorder with unknown cause and usually secondary to other 

autoimmune connective tissue disorders. Herein, we report a patient with autoimmune hepatitis and thyroiditis 

associated with Sjogren’s syndrome presenting with pancytopenia.  
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Introduction  

Autoimmune disorders usually affect women and 

tend to be together with two or more disorders in 

one patient. Moreover; patients with any 

autoimmune disease are prone to develop other 

diseases.
1
 Increased titers of serum autoantibodies 

which target specific tissues and 

hypergammaglobulinaemia determine disease 

characteristics. Therefore; symptoms and range 

between slight fatigue to severe tissue damage. In 

this paper we present a patient who has Sjogren’s 

syndrome, autoimmune hepatitis, and thyroiditis 

with pancytopenia. 

Case report 

40 year old female patient presented with yellowish 

discoloration of eyes & urine, swelling & pain in 

abdomen & Right parotid region, loss of appetite, 

low grade fever, dryness of mouth & eyes, bleeding 

through nose since 2-3 months. Patient also had 

H/O jaundice 2years back similar symptoms 

reoccurring since then for same symptomatic 

treatment taken outside. No The laboratory 

examination showed Hemoglobin 5.0gm%, TLC 

3800, Platelet count 1.8lakh/cumm, Retic count 

4.6%, negative serology for hepatitis A, B, C & D. 

We found a considerably reduced liver function 

with low albumin and prothrombin time(1.25), as 

well as a moderate elevation of liver enzymes(ALT 

100,AST 161,ALP 183) and a high 

bilirubin(3.1mg/dl), 

hypergammaglobulinaemia(1.82gm%) were found. 

Schirmer’s test showed abnormality. Liver biopsy 

consistent with autoimmune hepatitis & parotid 

biopsy suggestive of lymphocytic infiltration with 

chronic sildenitis. Autoimmune antibodies were 

performed showing high titers of antinuclear 

antibodies (ANA), nRNP/Sm, SS-A, Ro-52, 

Antimicrosomal antibody (AMA-M2), Anti 

dsDNA. Ultrasound examination revealed hepatic 

parenchymal changes, splenomegaly. We 

diagnosed an autoimmune hepatitis with Sjögren’s 

syndrome by means of laboratory values, 

histological findings and detection of typical 

autoantibodies.  The patients score for autoimmune 

hepatitis according to international autoimmune 

hepatitis group scoring system was 22.2,3 

Patient was discharge on Tb.Prednisolone 10mg, 

Tb. Azathioprine 50mg with significant clinical 

improvement.      
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1 The initial and final laboratory values of the patients 

 

 Normal Presentation Discharge Three months after 

White blood 

(cells/cumm) 

4000-11000 3800 4600 7200 

Hemoglobin (gm 

%) 

11.5-14.5 5.0 7.6 9.8 

Platelet count 

(cells/cumm) 

150000-450000 180000 200000 230000 

Reticulocyte (%) 1-2 4.6   

ESR (mm/hr) 10 48 32 `18 

ALT 0-40 100   

AST 0-40 161   

ALP 0-110 183   

Total Bilirubin 

(mg/dl) 

0-1.2 3.1 2.4 1.9 

Thyroid 

stimulating 

hormone 

0.3-5 8.78   

Free T3 2-4.4 2.1   

Free T4 0.9- 1.8 0.87   

Prothrombin time 

(INR) 

1.25 1.13 1.12 1.08 

Total proteins 

(gm/dl) 

6.5-8 4.8 5.5 6.3 

Albumin (gm/dl) 3.5-5 2.8 3 3.7 

 

 

 

Liver Biopsy picture  
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Discussion  

Sjogren’s syndrome (SS) is a chronic, slowly 

progressive autoimmune disease characterized by 

lymphocytic infiltration of exocrine glands 

resulting in xerostomia and dry eyes. The disease 

presents alone (primary Sjogren’s) or in association 

with other autoimmune rheumatic diseases 

(secondary Sjogren’s). Although SS is an 

autoimmune exocrinopathy, involvement of non 

exocrine organs such as thyroid, kidneys and skin 

have been reported. At the same time chronic 

autoimmune hepatitis, digestive disorders, diabetes 

mellitus, pulmonary disorders, Raynaud’s 

phenomenon, joint and muscle disorders, peripheral 

neuropathies and depressive syndromes are 

reported.
 4

 Furthermore, it can be associated with 

number of other autoimmune disease especially 

autoimmune hepatitis and thyroiditis.5-7  We report 

this case as a rare coexistence of SS, AIH and 

autoimmune thyroiditis with pancytopenia. Our 

patient presented with completely non-related 

symptoms of this overlapping autoimmune 

disorders. She was admitted with anemia and 

advanced investigation in the hospital showed that 

she had Sjögren’s syndrome, autoimmune liver 

disease and thyroiditis. 

The main symptoms of SS are xerostomia and 

keratoconjunctivitis Sicca caused by B lymphocytic 

infiltration of exocrine gland.
8
 In our patient initial 

main symptom was easy fatigability, yellowish 

discoloration of eyes and dryness of mouth and 

eyes. Our patient showed deranged liver function 

test and underwent liver biopsy which was 

suggestive of interface hepatitis and lymphocytic 

infiltration. Ultrasound shows liver enlarged and 

decreased echogenicity. Parotid biopsy suggestive 

of lymphocytic infiltration and sialadenitis with 

enlarged on ultrasound with multi hypoechoeic 

lesions. We used scoring system and full response 

to treatment supporting our diagnosis. The patients 

score was 22 for autoimmune hepatitis according to 

international autoimmune hepatitis group scoring 

system (in his system an aggregate score greater 

than 15 prior to therapy constitute a definite 

diagnosis of AIH. A score of 10-15 is interpreted as 

probable AIH).2, 3The presence of autoantibodies of 

thyroid and thyroid dysfunctions has previously 

been reported in SS. Thyroid autoantibodies can be 

28-38% positive in SS.9  In our case thyroid 

hormones were TSH was raised with fT3 and fT4 

were normal and autoantibodies were positive 

suggestive of subclinical hypothyroidism 

(Hashimotos thyroiditis). 
 

Conclusion 

Elevated liver enzymes should always be further 

investigated. Autoimmune hepatitis is a rare 

disorder and its association with Sjögren’s 

syndrome is further rarer. Rapid response to 

immunosuppressive therapy, such as Prednisolone, 

Azathioprine is characteristic. Early diagnosis and 

therapy are essential for the patient’s prognosis. 

 

References  

1. Kocaman O, Aygun C, Gurbuz Y, et al. Burst of autoimmunity with the emergence of primary Sjogren 

syndrome, cholestatic autoimmune hepatitis and latent autoimmune diabetes of adults (LADA). South Med J 

2006; 99(9): 1014-5.  

2. Johnson PJ, McFarlane IG. Meeting report: international autoimmune hepatitis group. Hepatology 1993; 18: 

998-1005.  

3. Alvarez F, Berg PA, Bianchi FB, et al. International Autoimmune Hepatitis Group Report: review of criteria 

for diagnosis of autoimmune hepatitis. J Hepatol 1999; 31(5): 929-38.  

250 



Indian Journal of Basic and Applied Medical Research; September 2014: Vol.-3, Issue- 4, P. 248-251 

249 

www.ijbamr.com   P ISSN: 2250-284X , E ISSN : 2250-2858 

 

4. Ecoiffier EB, Tubery M, Adoue D et al. Systemic manifestations of primary Gougerot-Sjören syndrome. 

Nature and incidence apropos of 34 cases. Presse Med 1997; 21: 995-9.  

5. Wada M, Kamimoto H, Park SY, Shintani S, Nakasho K. Autoimmune Hepatitis Concomitant with 

Hypergammaglobulinemic Purpura, Immune Thrombocytopenia, and Sjögren’s Syndrome. Internal Medicine 

2001; 40: 308-311.  

6. Sierra Santos L, Sendino Revuelta A, Pacheco Cuadros R, Aparicio Jabalquinto G, Barbadi Hernandez FJ. 

Hashimoto's thyroiditis and Sjogren syndrome. Association or autoimmune multiple syndrome? An Med Interna 

2001; 18(2): 86-7.  

7. Yoshiiwa A, Nabata T, Morimoto S, et al. A case of Hashimoto's thyroiditis associated with renal tubular 

acidosis, Sjogren syndrome and empty sella syndrome. Nippon Naibunpi Gakkai Zasshi 1992; 68(11): 1215-23.  

8. Kwon YJ, Park JH, Kim SW, Han SY, Pyo HJ, Won NH. Sjögren’s Syndrome with Acute Renal Failure. J 

Korean Med Sci 1998; 13: 665-9.  

9. Sanmarco M, Heim M, Bernard D, Simonin R. Autoimmune thyroid diseases and Gougerot-Sjogren 

syndrome. Pathol Biol (Paris) 1988; 36(7):867-70. 

 

251 


