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Acute pancreatitis is a rare, but fatal, manifestation of systemic lupus erythematosus. Only 10 systemic lupus erythematosus-asso-
ciated pancreatitis cases were found in a search of published articles. We report a 24-year-old woman without significant medical
history, who was admitted with abdominal pain, nausea and vomiting, which was diagnosed as pancreatitis. It was discovered to
be the initial presentation of systemic lupus erythematosus. The first time she was admitted, she recovered with conservative mana-
gement and steroid therapy. Two months later, she was readmitted to our hospital with symptoms and signs of acute abdomen,
which was attributed to her discontinuation of the therapeutic regimen with corticosteroids just after her previous discharge. She
underwent laparotomy twice for signs of peritonitis. Despite administration of a monoclonal antibody, rituximab, she died due to
the progression of systemic lupus erythematosus activity.
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Akut pankreatit: Sistemik lupus eritematosus’un ilk bulgusu

Akut pankreatit, sistemik lupus eritematosus’un nadir goriilen ancak éliimciil olan bir komplikasyonudur. Literatiiriin taramasin-
da sadece 10 sistemik lupus eritematosus iligkili pankreatit vakast bildirildigi tespit edilmistir. Burada, énemli bir klinik hikaye-
si olmayan, karin agrisy, bulanti ve kusma ile basvuran ve pankreatit tanist alan 24 yasinda kadin hasta sunuldu. Bu tablonun
sistemik lupus eritematosus’un prezentasyon bulgusu oldugu tespit edildi. Ilk basvurusunda konservatif yontemler ve steroid ile te-
davi edildi ve iyilesme saglandi. Iki ay sonra, hasta tekrar akut abdomen bulgulart ile hastaneye basvurdu ve durumun hastanin
kendisinin steroid tedavisini bir énceki taburculugundan hemen sonra kesmesine bagl oldugu diisiiniildii. Peritonit nedeni ile iki
kez laparatomi wygulandi. Rituximab monokolonal antikoru uygulamasina ragmen sistemik lupus eritematosus aktivitesinde iler-
leme nedeni ile hasta kaybedildi.

Anahtar kelimeler: Akut pankreatit, sistemik lupus eritematosus, belirti, éliimciil

INTRODUCTION

Acute pancreatitis is a rare appearance of syste-
mic lupus erythematosus (SLE), but it can often be
fatal, especially in childhood (1,2). It is estimated
that the annual incidence of lupus-associated pan-
creatitis is 0.4-1.1 per 1000 lupus patients. Se-
venty-seven cases of lupus-associated pancreatitis
were found in published case reports up to 2006,

and in 10 patients, pancreatitis was an early ma-
nifestation of SLE (3). The exact pathogenic mec-
hanisms of pancreatitis in SLE patients is uncle-
ar, but vasculitis, microthrombi secondary to an-
tiphospholipid antibodies, intimal thickening,
drugs, and a generalized serositis have been disco-
vered in the pathogenesis (4,5). Pancreatitis usu-
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ally occurs in those patients with known cases of
SLE (6), though in rare cases it can be seen as the
initial presentation (7,8).

We report a 24-year-old woman without signifi-
cant medical history admitted for abdominal pain,
nausea and vomiting, which was ultimately disco-
vered to be the initial presentation of SLE.

CASE REPORT

A 24-year-old woman presented to the emergency
room with abdominal pain, nausea and vomiting.
She also reported a history of laparotomy twice in
the past three months due to acute abdomen. In
the first laparotomy, she had received treatment
for a diagnosis of endometriosis, and two months
later, she had undergone a second laparotomy and
had complained of ascites and acute abdomen be-
fore being referred to our hospital.

On her first visit, she had ascites and abdominal
guarding without rebound tenderness. There were
no skin or mucosal lesions and no abnormal fin-
dings on joint examination. In her medical history,
thrombocytopenia at eight years of age was notab-
le. She had received corticosteroids for one year at
the age of nine after an immune thrombocytopenic
purpura (ITP) diagnosis. She denied alcohol and
illicit drug use, and had never taken any recreatio-
nal drugs.

Her previous laboratory studies disclosed the fol-
lowing findings: white blood cell (WBC) 7900/m?®
(PMN 80%), hemoglobin (Hb) 8.1 g/dl, platelet
203,000/m?’, fasting blood sugar 105 mg/dl, blood
urea nitrogen (BUN) 12 mg/dl, creatinine 1 mg/dl,
aspartate aminotransferase 58 U/L (normal 14—40
IU/L), alanine aminotransferase 90 U/L (normal
15-40 U/L), alkaline phosphatase 153 IU/L (nor-
mal 36-306 IU/L), protein 4.9 g/dl, lactate dehy-
drogenase (LDH) 685 U/L, sodium 135 mEq/L, and
potassium 2.6 mEq/L.

Pancreatic enzyme determinations showed an
amylase level of 350 U/L (normal <100 U/L). On
urinalysis, cloudy urine with a white cell count of
25-30 per high-power field (HPF) without casts
was found. Urine culture was negative.

The patient was admitted to our hospital for furt-
her evaluation. On admission, laboratory evaluati-
on showed WBC 6400/m? (PMN 90%), Hb 6.5 g/dl,
platelet 167,000/m?, reticulocyte count 1.1%, BUN
16 mg/dl, creatinine 1.8 mg/dl, sodium 149 mEq/L,
potassium 3.3 mEq/L, serum amylase 1240 U/L
(normal: <100 U/L), and serum lipase 420 U/L
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(normal: <60 U/L). Blood culture was negative.
Her 24-hour protein value was 2000 mg/24 hour
(normal: <150 mg/24 hour) human immunodefici-
ency virus (HIV)-antibody-negative. Following a
diagnosis of acute pancreatitis, treatment was
started with intravenous (IV) fluids and nasogas-
tric suction and suitable antibiotics.

Immunological studies showed anti-nuclear anti-
body (ANA) >12 (positive: >1.5), anti- ds-DNA
>240 (positive: >25), anticardiolipin antibody (AC-
LA): normal, lupus anticoagulant: normal, and be-
ta-2 glycoprotein: normal. Analysis of ascitic fluid
paracentesis disclosed the following values: gluco-
se 98 g/dl, protein 3.1 g/dl, amylase 1250 U/L,
LDH 420 U/L, WBC 120/m?, red blood cell (RBC)
220/m?, and lipase 1450 U/L. Ascitic fluid culture
showed no pathogenic bacteria.

Sonography of the abdomen was normal. An echo-
cardiogram showed mild pericardial effusion and
an ejection fraction of 65%. In the endosonog-
raphy, no abnormality was found in her liver, pan-
creas or biliary tract, and color Doppler sonog-
raphy of the portal veins was normal.

Systematic lupus erythematosus (SLE) was diag-
nosed, and treatment was initiated with pulse the-
rapy of methylprednisolone 750 mg/day for 3 days
and IV Endoxan 700 mg. The patient had good res-
ponse to this regimen and was discharged with ge-
neral well-being after one week.

Two months later, she was readmitted to our hos-
pital with symptoms and signs of acute abdomen,
which was attributed to her discontinuation of the
therapeutic regimen with corticosteroids just after
her previous discharge.

Laboratory studies at the time were as follows:
WBC 10500/m?® Hb 8.5 mg/dl, platelet 45000/m?,
sedimentation rate 56/1 hour , serum amylase 478
U/L (normal: <100 U/L), and serum lipase 102 U/L
(normal: <60 U/L). Urinalysis showed no abnor-
mal findings. Anti ds-DNA was in the normal ran-
ge.

A spiral computed tomography (CT) scan of the
abdomen with or without contrast revealed an en-
larged and edematous pancreas with adjacent bo-
wel loop edema. A cystic lesion in the pancreatic
tail (pseudocyst) was found (Figure 1). The patient
had normal findings on magnetic resonance (MR)
cholangiopancreatography five days later.

Intravenous (IV) fluids and nasogastric suction
were initiated. IV metronidazole and meropenem



Figure 1. Edematous pancreas with cystic lesion in the pancrea-
tic tail (pseudocyst).

were initiated as well. Despite supportive treat-
ment, the patient did not show any clinical impro-
vement. Consequently, methylprednisolone 500
mg for 3 days and cyclophosphamide 700 mg were
prescribed. She did not respond to this regimen.
Three days later, a laparotomy was done for the
first time in our hospital for signs of acute abdo-
men. In the course of the laparotomy, an inflamed
pancreas and saponified ascitic fluid were obser-
ved, and a cholecystectomy was done due to recur-
rent pancreatitis according to up-to-date recom-
mendations (9). Then, total parenteral nutrition
(TPN) was started. Three days later, ascitic fluid
paracentesis disclosed WBC 30000/m?® (PMN 90%),
RBC 35000/m?®, amylase 55350 U/L, LDH 42810
U/L, and negative microbiological study.

Another laparotomy was performed because of the
continuation of symptoms and lack of response to
steroid pulse therapy. In the second laparotomy
done in our hospital, necrosis of the colon in the
splenic flexure was observed. After debridement of
the necrotic tissue, a colostomy was performed.

Eight days after the colostomy, IVIg 400 mg/kg for
3 days was administered because of decreased pla-
telets. The patient did not respond to this regimen
and because of the continuation of her symptoms
and thrombocytopenia in the range of <10000/mm?,
rituximab 500 mg stat. was prescribed one week
after using IVIg. Despite administration of specific
drugs and conservative management, the patient
lapsed into coma and respiratory distress, and
eventually died.

Acute pancreatitis in SLE

DISCUSSION

Our case showed acute pancreatitis as an early
manifestation in the setting of SLE. SLE is a mul-
tisystem disease with involvement of the gastroin-
testinal system and with the recurrent complaint
of abdominal pain (6). Although acute pancreatitis
is a rare complication of SLE in both active and
quiescent disease (5), with a frequency of about
0.2%—-8.2% of patients with a generalized flare of
SLE (10), only 10 cases have been reported in
which pancreatitis was the initial manifestation of
SLE (11), an often deadly complication, especially
in childhood (2).

Pancreatitis in the setting of SLE was first repor-
ted by Reifenstein (12). A diagnosis of SLE pancre-
atitis can be made only after the exclusion of other
causes of acute pancreatitis, such as alcoholism
and gallstones, which are the two most common
causes in the United States. Viral causes such as
in HIV and acquired immunodeficiency syndrome
(AIDS) are considered in immunocompromised pa-
tients (6). Many cases of acute pancreatitis in SLE
will continue to be related to non-SLE factors such
as alcohol abuse and hepatobiliary disease, as well
as to medications such as corticosteroids, diuretics
and azathioprine, which are commonly used in
these patients; however, for a subgroup of pati-
ents, no identifiable cause can be found, and these
are the cases in which it is postulated that their
acute pancreatitis is related to underlying SLE.
We found no definite cause of acute pancreatitis in
our case.

In a study done on asymptomatic SLE patients,
hyperamylasemia was found in 30.5% of cases,
suggesting that subclinical pancreatic damage
might occur frequently in SLE (13). Pathogenic
mechanisms such as microthrombi, vasculitis, in-
timal thickening, and drugs have been reported,
although the exact mechanism has not been revea-
led as yet (4,14).

Mortality in patients with acute pancreatitis in the
general population is correlated with hypocalce-
mia, hyperglycemia, and renal and liver dysfuncti-
on, including elevated blood urea and liver enz-
ymes (15). In reported SLE-associated pancreati-
tis, the mortality rate was 45% compared with only
3% in SLE patients without pancreatitis. It is de-
monstrated that lupus activity is notably associa-
ted with increased mortality. (3). Our patient died
due to progressive lupus activity, despite adminis-
tration of a monoclonal antibody, rituximab.
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Treatment for acute pancreatitis in patients with
SLE should include discontinuation of any drugs
that may induce pancreatitis, maintaining not-
hing by mouth and IV hydration. The treatment of
SLE pancreatitis is with steroids. Administration
of steroids is somewhat controversial, as steroids
have been implicated as a cause of SLE pancreati-
tis (7). Recent studies have shown that the toxic
effect of steroids on the pancreas is probably neg-
ligible, whilst their immunosuppressive effect is
essential for the improvement of the pancreatitis
(3). Since the mortality rate of sterile acute necro-
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