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ABSTRACT

Lupus enteritis (LE) is a rare presentation of systemic lupus erythematosus manifesting with nonspecific symptoms, laboratory
derangements, and imaging findings. Rarely, LE may progress to bowel perforation, hemorrhage, and even death. Treatment with
systemic glucocorticoids often results in rapid clinical improvement, but patients may require further immunosuppression. We
present a case of severe LE complicated by life-threatening intractable gastrointestinal hemorrhage and warm autoimmune he-
molytic anemia refractory to glucocorticoids and ultimately requiring massive transfusions, intravenous immunoglobulin, and
plasmapheresis. This case illustrates the importance of early specialist involvement and treatmentwith intravenous immunoglobulin
and plasmapheresis for severe, life-threatening LE.
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INTRODUCTION

Systemic lupus erythematosus (SLE) is an autoimmune disease that affects multiple systems and can occasionally manifest as hema-
tological disorders and gastrointestinal (GI) tract abnormalities.1 Lupus enteritis (LE), a rare complication of SLE resulting from
inflammation or vasculitis of the small bowel, presents with nonspecific symptoms, primarily abdominal pain, vomiting, and diarrhea.2

Though likely underdiagnosed, an estimated 0.2%–5.8% of patients with SLE develop LE.3 The diagnosis of LE is clinical and usually
involves extensive serological testing and imaging. Serological abnormalities may include leukopenia, anemia, hypocomplementemia,
and positive SLE antibodies.1,4,5 Computed tomography scan can aid in the diagnosis of LE, often showing bowel wall thickening,
mesenteric fat attenuation, andmesenteric vasodilation.4 Endoscopy is generally nondiagnostic but has utility indiagnosing pathologies
withoverlapping symptoms, such as inflammatorybowel disease.3,4 Treatment is tailored to disease severity, and althoughmost patients
are successfully treatedwith glucocorticoid therapy and have an excellent prognosis, immunosuppression and occasionally intravenous
immunoglobulin and plasmapheresis are used in severe cases.2,4,6,7 We describe a unique case of a patient with SLE complicated by
severe LE, intractable GI bleeding, disseminated intravascular coagulation (DIC), andwarm autoimmune hemolytic anemia (WAHA).
To the knowledge of the authors, this is the first case reported of LE complicated by intractable GI bleeding with WAHA.

CASE REPORT

A 22-year-old woman with Sjögren syndrome and a 1-year history of SLE presented to a tertiary care center with 1 day of nausea,
vomiting, nonbloody diarrhea, and severe abdominal pain. She was hospitalized, and initial laboratory findings were indicative of an
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active SLEflarewith elevatedanti-double-strandedDNA, increased
erythrocyte sedimentation rate, and hypocomplementemia. The
patient’s initial hemoglobin level was 9.2 g/dL from a baseline of
12.7 g/dL. Extensive infectious workup was negative. Initial ab-
dominal and pelvic computed tomography revealed circumferen-
tial wall thickening of the distal small bowel with inflammatory
changes and fluid concerning for LE. Inpatient gastroenterology
was consulted, and colonoscopy revealed a normal terminal ileum
and one transverse colonic ulcer (Figure 1) with reactive colonic
mucosa, focal regenerative mucosal change, and lamina propria

fibrosis. LE was diagnosed early in the hospital course, and
intravenous corticosteroids were administered from day 1 to
day 5 of hospitalization. The patient hadminimal improvement
on methylprednisolone 1 g daily. Repeat abdominal and pelvic
computed tomography on day 7 of hospitalization revealed
edema and thickening of the stomach, small bowel, and colon
(Figure 2). She then developed massive volume hematochezia
and a hemoglobin drop to 3.1 g/dL. She underwent repeat
colonoscopy on day 8 of hospitalization with similar findings of
scattered ulcerations and diffuse oozing not amenable to in-
tervention. Numerous computed tomography angiogramswere
performed during the hospitalization revealing active bleeding
from branches of the superior mesenteric artery, and coil em-
bolization was performed on day 11 of hospitalization. On day
12, a colonoscopy with ileum intubation revealed mid-distal
ileal ulcers with punctate hemorrhagic lesions (Figure 3), a large
mid-distal ileal ulcer (Figure 4), and a large cecal/ileocecal valve
submucosal hematoma treated with electrocautery and hemo-
static spray. Biopsies showedmild toxic ischemic-type injury of
the ileal mucosa. She was also found to have DIC and WAHA,
confirmed with a positive direct antiglobulin test. Throughout
the patient’s 8-week hospitalization, she received a total of
43 units of packed red blood cells with a nadir hemoglobin of
2.2 g/dL on day 11 (Figure 5). Her hospital stay was also com-
plicated by posterior reversible encephalopathy syndrome, lu-
pus nephritis, cellulitis, acute hypoxic respiratory failure, and
critical illness myopathy. The patient was aggressively treated
with intravenousmethylprednisolone (between day 1 and day 5
of hospitalization), intravenous immunoglobulins (between
days 11 and 14), and 2 doses of cyclophosphamide (on day 13
and day 44) and required 5 therapeutic plasma exchanges
(between days 15 and 23). She was discharged on slow-taper
prednisone, hydroxychloroquine, and cyclophosphamide. The
patient achieved lasting clinical and laboratory remission of her
symptoms with stable hemoglobin levels up to 1 year after
hospitalization.

Figure 1. Single transverse colon ulcer seen on endoscopic imag-
ing. Arrow pointing to transverse colon ulceration.

Figure 2. Abdominal and pelvic computed tomography showing
edema and circumferential wall thickening of the stomach, small
bowel, and colon characteristic in diagnosis of lupus enteritis.

Figure 3. Mid-distal ileal ulcers with punctate hemorrhagic lesions
on endoscopic imaging.
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DISCUSSION

LE is a rare but potentially life-threatening complication of
SLE, and although most commonly associated with ab-
dominal pain, LE may present with GI bleeding in approxi-
mately 3% of cases or even progress to bowel perforation.2,8

In this case of LE manifesting with refractory GI bleeding
and acute, multifactorial anemia, the patient demonstrated a
lack of improvement despite multiple endoscopic interven-
tions. Endoscopies revealed pancolonic ulcers and distal
small bowel wall thickening and inflammation. While ul-
ceration may be present in LE, there does not seem to be
consensus on its typical endoscopic presentation. One ret-
rospective study found that over half of patients with LE had
normal endoscopic findings.4 Another study found that 60%

of its patients who underwent endoscopy had normal mac-
roscopic findings.8 Although endoscopy is often used for
thorough evaluation and is helpful to perform interventions
on bleeding stigmata, it is difficult to achieve hemostasis
in bleeding secondary to autoimmune etiologies.3 In addi-
tion, in critically ill patients, repeat endoscopies increase the
risk of procedural and sedation-related adverse events.
Therefore, we propose that early treatment of the underly-
ing autoimmune disease, in this case with immunosuppres-
sion, is the most important factor in achieving long-term
hemostasis.

There are currently no available standardized guidelines for
the treatment of LE, but most patients with LE experience
remission with high-dose corticosteroids with or without
immunosuppression.4 The addition of cyclophosphamide
immunosuppression has been shown to improve patient
prognosis.4 Unfortunately, the patient did not respond to
these measures, and her condition was exacerbated by DIC
and WAHA, resulting in numerous blood transfusions.
Depending on comorbidities, an early multispecialty ap-
proach to treatment may facilitate favorable outcomes, en-
suring repression of multiorgan involvement and decreasing
the likelihood of secondary complications. In this case, early
specialist intervention and a multidisciplinary approach in-
cluding rheumatology, gastroenterology, and nephrology
were instrumental in achieving patient remission. Aggressive
measures including plasmapheresis and intravenous immu-
noglobulins led to sustained remission, improvement in the
patient’s GI symptoms due to LE, and stability in her hemo-
globin levels. This case demonstrates the role of early con-
sideration of plasmapheresis in LE in patients experiencing
massive, life-threatening GI hemorrhage refractory to stan-
dard immunosuppressive therapy.

Figure 4. Single large mid-distal ileal ulcer seen on endoscopic
imaging.

Figure 5. Graph depicting the patient’s average Hgb level by day and trends throughout hospitalization countered by the number of blood
products transfused daily. The patient’s average Hgb level stabilized after the initiation of IVIG and plasmapheresis to a level of approximately
7–9 g/dL. Hgb, hemoglobin; IVIG, intravenous immunoglobulin.
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