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Systemic Lupus Erythematosus is commonly associated with cytopenias. We here present a rare cause of 
pancytopenia in a patient of SLE. A 48 year old female, known case of SLE presented with fever and severe 

pancytopenia. Patient was initially managed as a SLE are, with stepping up of immunosuppression, but since pancytopenia did 
not improve, a bone marrow study was done which was consistent with aplastic anemia. Patient was managed with cyclosporine 
and danazol, following which her counts improved. 

ABSTRACT

KEYWORDS : Aplastic , SLE , Azathioprine , Cyclosporine

Dr Mythili S Assistant Professor, Department of Rheumatology, Rajiv Gandhi Govt. 
General Hospital, Chennai

Rheumatology

INTRODUCTION
Isolated cytopenia's are common in patients with SLE, mostly 
autoimmune in etiology (1). But pancytopenias are not 
common and usually tend to be secondary to macrophage 
activation syndrome, drug induced, autoimmune or even 
nutritional rarely. (2). Here we present a case of refractory 
pancytopenia in a patient with SLE. 

Figure 1: Bone Marrow Trephine Biopsy Showed 
Hypocellular Marrow For Age With Increase In Stromal Fat 
Cells. The Hematopoietic Elements Are Signicantly 
Reduced Consistent With Aplastic Anemia. 

Case
48 year old female with hypothyroidism and T2DM presented 
with history of excessive hair fall, photosensitive skin rashes, 
oral ulcers and arthralgia of 1 year duration. On evaluation 
she was diagnosed with Systemic Lupus Erythematous (SLE) 
based on the clinical plus laboratory criteria and SELENA 
SLEDAI score was 13. She was started on treatment with 
Prednisone, Hydroxychloroquine, and Azathioprine. After 2 
months of regular treatment & follow up, she presented with 
fever and arthralgia of 1 week duration. No skin rashes, oral 
ulcers or other constitutional and localising symptoms. On 
evaluation CBC showed severe pancytopenia with Hb 7.8g/dl, 

3 9TLC 800 cells/mm  (N23 L71 M6) and platelet count 6 x 10  
cells/L. Tropical fever work up was negative. Blood and urine 
cultures were sterile. Anti-dsDNA titres were high with 
hypocomplementemia suggestive of active SLE. Peripheral 
smear showed normocytic normochromic anemia, leukopenia 
with lymphocytosis and thrombocytopenia. SELENA SLEDAI 
was 23 at this admission. Considering a possibility of disease 
are patient was started on steroid pulse under antibiotic 
cover. Patient's fever subsided but the pancytopenia persisted 

even after steroid pulse. EBV & CMV serology was negative 
and HLH parameters were also negative. Possibility of 
Azathioprine induced BM suppression was also considered 
and bone marrow study was done. Bone marrow aspirate was 
dilute and biopsy showed hypoplastic marrow (5% cellularity) 
with signicant suppression of all three cell lines and relative 
increase in lymphocytes. Inspite of stopping Azathioprine for 
> 4 weeks and using GCSF injections, the pancytopenia 
persisted. A rare possibility of acquired aplastic anemia was 
considered and she was started on cyclosporine at 3mg/kg 
and Danazol. Within few weeks of cyclosporine initiation, 
patient's pancytopenia improved and recovered in 6 weeks. 
Last documented cell counts were: Hb 9.2, TC 11000, PLC 
1.18L.

DISCUSSION
Patients with SLE, when they present with pancytopenia the 
most common differential diagnosis are 1) Disease related 
a u t o i m m u n e  c y t o p e n i a s  2 )  h e m o p h a g o c y t i c 
lymphohis t iocy tos is  3 )  drug induced and rare ly 
haematological disorders like MDS, acquired aplastic 
anemia etc. French Lupus registry data published by chalayar 
et.al in thirty patients who underwent BM biopsy for 
panyctopenia from 19 centres showed  central hematologic 
manifestations mainly comprised of bone marrow brosis 
(n=17;  57%),  pure red cel l  aplasia (n=8;  27%), 
myelodysplastic syndrome (n=3; 10%), aplastic anemia and 
agranulocytosis (n=1; 3% each (3). 

Aplastic anemia is a rare manifestation of SLE and often 
difcult to diagnose due to overlapping features but easier to 
treat as compared to classical aplastic anemia (4). It is 
important to differentiate between azathioprine induced BM 
suppression and other causes in patients with SLE. Usually 
drug induced BM suppression, recovers in 4-6 weeks following 
withdrawal of the offending drug. Azathioprine is more 
commonly linked to leucopenia rather pancytopenia (5). In our 
patient, azathioprine was stopped 1 weeks before admission 
when falling platelet counts were discovered and diagnosis of 
aplastic anemia was made after 4 weeks from stopping 
azathioprine. TPMT or NUDT mutation analysis were not 
available in our hospital, hence couldn't be done. Here we had 
a patient of SLE on immunosuppression who presented with 
acute onset pancytopenia associated with fever and 
arthralgias. The available infective work up, HLH parameters 
were negative and Azathioprine induced pancytopenia was 
also ruled out as the counts didn't improve post stopping the 
drug. BM showed a picture of aplastic anemia and the patient 
responded to cyclosporine and danazol. The treatment 
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guidelines for aplastic anemia suggest medical management 
with triple immunosuppression – Cyclosporine, Eltrombopag 
and Anti-thymocyte globulin (horse) versus Allogeneic 
Hematopoietic Stem Cell Transplant. The Later is preferred in 
young patients below 20 years of age. In our patient, she 
responded to Cyclosporine and Danazol (still commonly used 
in LMIC countries for aplastic anemia). Our patient did not 
need the full repertoire of immunosuppression suggesting 
that the aplastic anemia was more likely to be secondary to 
SLE, rather than a separate entity. There have been case 
reports of Allogeneic HSCT used to treat refractory aplastic 
anemia in a patient with SLE. Our patient needs close follow 
–up with a repeat Bone Marrow study at 6 months to document 
bone marrow recovery. 

CONCLUSIONS
Bone marrow study are important for evaluation of cytopenias 
in SLE and aplastic anemia is a rare but treatable 
complication of the disease.
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