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Case Presentation
A 22-year-old man with hypertension visited our hospital for refractory thrombotic thrombocytopenic purpura (TTP). At first, he went to Chi Mei hospital for episodic attacks of left hemiparesis and hemiparethesia for 2 days. The duration of each episode was about 30 minutes. Due to suspected transient ischemic attack, he got admission at Chi Mei hospital for further survey. During his admission, TTP was diagnosed by severe thrombocytopenia, microangiopathic hemolytic anemia (MAHA) and transient neurologic deficit. Therefore, he underwent 7 courses of plasma exchange and the platelet count fluctuated relating to the courses of  plasma exchanges. Due to personal reason, he came to our hospital for further management. The platelet count down to 9000/uL while emergent plasma exchange was prescribed under the impression of idiopathic TTP. 
After admission, we kept plasma exchange with steroid therapy for the refractory TTP. Besides, we checked his autoimmune profile to evaluate whether he has co-morbidity with autoimmune disorder. High titer of anti-SSA/Ro was found. Although, he did not suffer from dry eye or dry mouth subjectively, dry eye syndrome was confirmed by Schirmer test and moderate to severe sialoadentitis with reduction of uptake and excretory function in the salivary glands was noted in Tc99m-salivary scintigraphy. Taking together, Sjogern’s syndrome was diagnosed according to 2002 revised international classification criteria. After a serial workups and rheumatologist consultation, no evidence of other autoimmune diseases, such as systemic lupus erythematosus (SLE), antiphospholiped antibody syndrome (APS) or scleroderma was presented so far. Thus, we suggested the patient was a case of TTP with Sjogren’s syndrome.
His platelet count fluctuated in 5 more courses of plasma exchange and methyl-prednisolone 40 mg twice per day. After that, his platelet count increased and the blood smear showed improvement of MAHA. We tapered the steroid gradually and the platelet count did not drop anymore. Then he was discharged with oral form steroid (0.8 mg/ Kg). After discharge, he was in OPD follow up regularly and the platelet count was stable for more than 3 months.
Discussion

TTP is an uncommon problem and potentially life-threatening disorder. The disease responds well to plasma exchange. Therefore, prompt recognition and accurate diagnosis are important and life-saving.
TTP was first described in 1924 characterized by a pentad of findings that include microangiopathic hemolytic anemia (MAHA), thrombocytopenia, renal failure, neurologic findings, and fever. It is related to a deficiency of, or antibodies to, the metalloprotease ADAMTS13, that cleaves von willebrand factor (VWF). When ADAMTS 13 is not present, the resulting abnormally large von Willebrand factor multimers in plasma may contribute to pathogenic platelet adhesion and aggregation. Currently, the diagnosis of TTP made by microangiopathic hemolytic anemia and thrombocytopenia occurring in adults without an apparent alternative cause, with or without neurologic or renal abnormalities, and regardless of the cause or associated condition is widely accepted. Because the activity of AMADTS 13 was not exactly correlated with clinical features and is not available in every clinics, clinical presentations and thrombocytopenia with MAHA are still the key points for the diagnosis. 
The common initial presentations of TTP are abdominal pain, nausea, vomiting and weakness. Approximately half of patients may suffer from severe neurologic abnormalities at presentation or during the course of the disease, such as seizures and fluctuating focal deficits. However, our patient had only neurologic symptoms without other constitutional symptoms, which made it more difficult to have an exact diagnosis in the very beginning. Therefore, the lab data, platelet count, and the blood smear should be carefully checked to make the diagnosis.
The TTP can be categorized by different underlying condition, including idiopathic, pregnancy, autoimmune disorders, prodrome of bloody diarrhea, drug-associated, allogeneic HSCT. Different etiologies had impact on the treatment courses and outcomes of TTP. After detail history taking and examinations. Sjogern’s syndrome was diagnosed. From literature review, the association between TTP and SS was very rare. Plasma exchange remains the mainstay of treatment of TTP and glucocorticoid therapy is often prescribed in addition to plasma exchange. In our patient, although he suffered from refractory low platelet count after temperately stopped plasma exchange at first, he got remission state after 12 courses plasma exchanges.
In conclusion, we reported a case of TTP with unusual co-existed Sjogern’s syndrome disease. The untypical presentations highlight the importance of prompt diagnosis and careful management. 









