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CASE REPORT

A rare case report of lupus-associated pancreatitis with
Evan’s syndrome complicated by huge pseudocyst of
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Abstract
This study aims to report a rare case of pseudocyst pancreas in a case of systemic lupus
erythematosus (SLE) with Evan’s syndrome. The objective of this case study is to report
a rare case of a 20-year-old female with SLE with Evan’s syndrome complicated by a huge
pseudocyst of pancreas. This is a very rare case scenario where lupus-induced pancreatitis
was complicated by Evan’s syndrome and a huge pseudocyst of pancreas. A 20-year-old
female patient known case of SLE with Evan’s syndrome had multiple episodes of acute
pancreatitis in 2 years and presented to us with a huge 16.8 cm*12.4 cm pseudocyst of
pancreas. The patient was lupus anticoagulant positive and Igm anticardiolipin positive.
The patient was on Wysolone 5 mg od and levetiracetam for seizure disorder with severe
anemia. After adequate pre-operative management and anemia correction, the patient
underwent cystogastrostomy. Due to associated comorbidities and post-operative IV
phenytoin infusion, the patient developed purple glove syndrome of the left hand with
wrist drop and complete sensory loss. The patient also had cephalic and basilic vein
thrombosis and compartment syndrome of the left hand.
Clinical Significance: This case study serves as a learning opportunity and future
reference in such rare cases with associated comorbidities and its surgical management
and post-operative management.

Introduction
Systemic lupus erythematosus (SLE) is a multisystem disorder
and can affect single or multiple organ systems often resulting in a
delayed diagnosis or missed diagnosis. Rarely, acute pancreatitis
is the presenting symptom in SLE.[1] The attacks of pancreatitis
do not correlate with generalized flare of SLE.[2] Some associate
it with the use of corticosteroids[3] and azathioprine.[4,5] Some
associate it with vasculitis and thrombosis seen in SLE, but most
recently its said to be due to SLE than steroids.[6,7]
Case Report
A 20-year-old female patient known case of SLE with Evan’s
syndrome had multiple episodes of acute pancreatitis in 2 years
and presented to us with a mass per abdomen [Figure 1]. On
examination, the patient had a vertically oval intra-abdominal
mass in the left hypochondrium, umbilical region extending
into the left lumbar, and epigastric region. The patient also had a
history of multiple seizure episodes in the past 1 year on treatment
with tablet levetiracetam. Patient gives history of macular rash on
exposure to sunlight. The patient presented with scarring alopecia
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over scalp, hyperpigmented skin lesions all over the body. Oral
ulcers present over the right side of buccal mucosa. On further
evaluation, the patient had megaloblastic anemia, with direct
and indirect Coombs test positive, ANA profile positive, and
anti-dsDNA titers positive. The patient was on 5 mg Wysolone
for 2 years. The patient also had lupus nephritis. Serum amylase
was 186 U/L and lipase 52 U/L. CECT abdomen pelvis revealed
large hypodense cystic lesion in pre-pancreatic region extending
into stomach bed measuring approximately 16.8 cm*12.4 cm
with wall thickness 7 mm. Posteriorly the mass was compressing
the entired pancreas an was associated with chronic calcific
pancreatitis [Figure 2 and 3].
Discussion
After appropriate pre-operative evaluation and treatment, the
patient was planned for cystogastrostomy. The left Kocher
(Chevron rooftop modification) incision was placed and
cystogastrostomy was done [Figure 4]. The patient improved
symptomatically and was allowed orally on post-operative day
3. On post-operative day 3, the patient developed purple glove
Journal of Advanced Clinical & Research Insights ● Vol. 5:4 ● Jul-Aug 2018

Lupus pancreatitis with pseudocyst and Evan’s syndrome

Rudraiah and Kalke

Figure 3: Computed tomography abdomen showing 22.48 cm
longitudinal axis of the cyst

Figure 1: Clinical photograph of large pseudocyst measuring 24
cm*18 cm in the left hypochondrium extending into the left lumbar
umbilical and epigastric region

Figure 2: Computed tomography abdomen showing cyst
compressing the stomach bed

syndrome of the left hand with wrist drop and complete sensory
loss due to phenytoin infusion which resulted in compartment
syndrome, the patient also had cephalic and basilic vein
thrombosis. The patient underwent multiple fasciotomies
with heparin and dextran infusion. The patient developed
bone marrow failure with bleeding manifestations due to
ongoing heparin infusion. Aggressive resuscitation was done
with blood and fresh frozen plasma transfusion and injection
dexamethasone. The patient improved symptomatically with
full recovery of the hand function with no residual deformities
or gangrenous changes. No abdominal complications were
encountered.
Conclusion
Here is a rare case report of a young female patient with SLE
with Evan’s syndrome with megaloblastic anemia, with seizure
disorder with a history of multiple attacks of acute pancreatitis
presented with huge pancreatic pseudocyst. This rare case
was a great medical and surgical challenge. After working up
the case and proper pre-operative management, the patient

Figure 4: Intraoperative picture showing cyst indenting the gastric
wall

underwent cystogastrostomy. Postoperatively, we faced an
inadvertent complication of purple glove syndrome with
superficial thrombosis of the left upper limb which resulted
in compartment syndrome, wrist drop, and sensory loss. The
patient also had bleeding manifestation postoperatively due to
IV heparin with bone marrow failure. Aggressive management of
this complication was done with full recovery of the left hand and
uneventful abdominal surgery. This case report serves as a future
reference and learning opportunity.
Clinical Significance

Surgical management of such cases is a real challenge as
multiple systems were involved and no consensus exists
regarding management of pseudocyst in a case of SLE with
Evan’s syndrome. Hence, our case report serves as a learning
opportunity and future reference for all other cases.
References
1. Chittal R, Williams A, Field M, Adjepong S, Sigurdsson A. Case
report of pancreatic pseudocyst in a patient with systemic lupus

Journal of Advanced Clinical & Research Insights ● Vol. 5:4 ● Jul-Aug 2018137

Rudraiah and Kalke



erythematosus. Internet J Surg 2009;18:2.
2. Saab S, Corr MP, Weisman MH. Corticosteroids and systemic
lupus erythematosus pancreatitis: A case series. J Rheumatol
1998;25:801-6.
3. Carone FA, Liebow AA. Acute pancreatic lesions in patients
treated with ACTH and adrenal corticoids. N Eng J Med
1957;257:690-7.
4. Herskowitz LJ, Olansky S, Lang PG. Acute pancreatitis
associated with long-term azathioprine therapy. Occurrence in
a patient with systemic lupus erythematosus. Arch Dermatol
1979;115:179.
5. Hamed I, Lindeman RD, Czerwinski AW. Case report: Acute
pancreatitis following corticosteroid and azathioprine therapy.

Lupus pancreatitis with pseudocyst and Evan’s syndrome

Am J Med Sci 1978;276:211-9.
6. Derk CT, De Horatius RJ. Systemic lupus erythematosus and
acute pancreatitis: A case series. Clin Rheumatol 2004;23:147‑51.
7. Nesher G, Breuer GS, Temprano K, MooreTL, Dahan D, Baer A,
et al. Lupus-associated pancreatitis. Semin Arthritis Rheum
2006;35:260-7.

How to cite this article: Rudraiah HGM, Kalke SV. A rare case
report of lupus-associated pancreatitis with Evan’s syndrome
complicated by huge pseudocyst of pancreas. J Adv Clin Res
Insights 2018; 5: 136-138

This work is licensed under a Creative Commons Attribution 4.0 International License. The images or other third party material in this article are
included in the article’s Creative Commons license, unless indicated otherwise in the credit line; if the material is not included under the Creative
Commons license, users will need to obtain permission from the license holder to reproduce the material. To view a copy of this license, visit
http://creativecommons.org/licenses/by/4.0/ © Rudraiah H.G.M, Kalke SV. 2018

138

Journal of Advanced Clinical & Research Insights ● Vol. 5:4 ● Jul-Aug 2018

