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Intestinal pseudo-obstruction in systemic lupus erythematosus
complicated by Castleman disease: a case report
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Background: Systemic lupus erythematosus (SLE) is a systemic disease, which can bring damage to
multiple organ systems. It is easily misdiagnosed as mechanical intestinal obstruction and treated by surgery,
which not only brings physical pain to patients, but also increases their economic burden. On the other hand,
Castleman disease (CD) is also a rare disease that can be easily missed clinically. Consequently, IPO in SLE
complicated by CD is extremely rare in clinical practice and easily ignored for clinicians, which may result in
delayed diagnosis, and treatment, and even overtreatment.

Case Description: An 18-year-old Chinese woman presented with over a month’s history of abdominal
pain and fever, accompanied by abdominal distension and nausea. The patient was admitted to a local
hospital before admission, and imaging test showed intestinal obstruction. After symptomatic treatment,
abdominal pain was relieved, but symptoms reappeared about 20 days later. In addition, a red rash on face,
light-sensitiveness and alopecia appeared 7 months prior to presentation. Physical examination showed a
temperature of 38.9 °C, facial butterfly erythema, enlarged axillary lymph nodes, lower abdominal tenderness,
and diminished bowel sounds. Laboratory examinations showed proteinuria, decreased white blood cell, low
C3 and low C4, positive antinuclear antibody (ANA), and positive anti-double-stranded DNA (anti-dsDNA).
Abdominal noncontrast computed tomography (CT) showed partial small bowel obstruction. Chest contrast-
enhanced CT showed multiple enlarged lymph nodes in the bilateral axillary and mediastinal areas. The
results of the axillary lymph node biopsy were consistent with the typical histologic features of clear vascular
CD. After glucocorticoid and immunosuppression therapy, the patient’s immune indexes and proteinuria
gradually returned to normal and abdominal pain did not recur during the follow up.

Conclusions: In order to avoid misdiagnosis of IPO in SLE and missed diagnosis of SLE complicated
by CD, this case emphasizes the importance of medical history combined with appropriate laboratory
examination, imaging examination and lymph node biopsy in SLE patients with lymphadenopathy for
accurate diagnosis and reasonable treatment. At the same time, this case report aims to improve the

diagnostic thinking of clinicians for similar patients.
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Introduction

Intestinal pseudo-obstruction (IPO) is a serious
obstructive disease caused by intestinal motility disorder.
Its pathogenesis is characterized by partial or complete
obstruction without any lesions blocking the intestinal
lumen. The clinical manifestations can be vomiting,
abdominal pain, diarrhea or constipation. Its diagnosis
should exclude mechanical obstruction, ischemia, and
perforation (1). IPO is a rare and serious complication of
systemic lupus erythematosus. The pathogenesis of SLE
complicated with IPO is still unclear. It may be related
to immune damage to small blood vessels that nourish
intestinal smooth muscle and nerves, as well as immune
complex deposition in the wall of small blood vessels,
causing chronic intestinal ischemia, leading to intestinal
smooth muscle fibrosis, atrophy, and neurogenic intestinal
dysfunction, even death (2,3). The prevalence of SLE
complicated with IPO was about 1.96%, the in-hospital
mortality rate was 7.1%), and the misdiagnosis rate was
about 78% (4). Diagnosis of IPO can be challenging,
especially when IPO presents as the primary symptom
of SLE, which is prone to misdiagnosis and unnecessary
surgical treatment (5).

SLE is a chronic autoimmune disease characterized by
a variety of clinical manifestations that may affect multiple
systems, often accompanied by systemic or localized
lymphadenopathy. However, Castleman disease (CD), as
a rare lymphoproliferative disease, can rarely accompany
by SLE, and the diagnosis relies mainly on lymph node
biopsy (6,7).

We report an 18-year-old female patient who presented
with IPO as the initial clinical manifestations and was then
diagnosed with SLE with IPO. She was diagnosed with
SLE combined with CD one month after IPO symptoms.
Consequently, early diagnosis and timely medical treatment
are essential to avoid unnecessary surgery and achieve
satisfactory results. We present the following article in
accordance with the CARE reporting checklist (available at
https://atm.amegroups.com/article/view/10.21037/atm-22-
4461/rc).

Case presentation

All procedures performed in this study were in accordance
with the ethical standards of the institutional and/or
national research committee(s) and with the Declaration of
Helsinki (as revised in 2013). Written informed consent was

© Annals of Translational Medicine. All rights reserved.

Lan et al. IPO in SLE complicated by CD

obtained from the patient for publication of this case report
and accompanying images. A copy of the written consent is
available for review by the editorial office of this journal.

An 18-year-old female patient admitted to the emergency
department of Guizhou Provincial Orthopedics Hospital
with abdominal pain for more than 1 month, and was
transferred to our department after consultation.

Facial red rash, sensitiveness to light, and alopecia
had appeared 7 months before presentation, but she
didn't attach importance and treat. Her previous medical
history was unremarkable. She developed abdominal pain,
abdominal distension, vomiting and fever without obvious
inducement 1 month ago. She was admitted to a local
hospital and received abdominal computed tomography
(CT) examination indicating intestinal obstruction. After
symptomatic and supportive treatment, her symptoms
were relieved. About 20 days later, due to reoccurrence
of abdominal pain, abdominal distension, and fever,
she admitted to the emergency department. Physical
examination revealed a body temperature of 38.9 °C, facial
erythema (Figure 14), enlarged bilateral axillary lymph
nodes, scattered abdominal tenderness, obvious tenderness
in the lower abdomen, tympanitic sound to percussion, and
diminished bowel sounds of around 1-2 sounds/minute.

The patient was given further examination after the
transfer to our department. The test results revealed reduced
white blood cells, positive urine protein, lowered C3 and
C4. Owing to the patient's previous experience of recurrent
symptoms, which had been relieved after symptomatic
and supportive treatment, immune system diseases were
considered. Immunological tests and lymph node biopsy
were performed. Blood routine tests showed a red blood
cell count of 3.78x10'*/L, hemoglobin of 107.0 g/L, white
blood cell count of 2.98x10°/L, the neutrophil ratio of
53.04%, and platelet count of 175.00x10°/L. Biochemical
tests showed a total protein level of 57.4 g/L, albumin of
33.9 g/L, uric acid of 393 pmol/L, and B2-microglobulin
of 3.68 mg/L. Urinalysis showed protein (+++) and
24-hour urinary protein quantity was 3.19 g/L. Due to the
clinical manifestations and results of the laboratory tests,
a decision was made to conduct further immune-related
examinations to assess the patient for immune system-
related diseases. The immunoglobulin and complement
tests revealed the levels of immunoglobulin A (IgA)
of 2.53 g/L, immunoglobulin G (IgG) of 13.88 g/L,
immunoglobulin M (IgM) of 1.29 g/L, complement C3 of
0.29 g/L, and complement C4 of 0.03 g/L. The extractable
nuclear antigen polypeptide antibody (anti-ENA antibody)
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Figure 1 Clinical and radiological findings showing: (A) facial erythema; (B) abdominal CT (red arrow: small bowel obstruction); (C) chest

contrast-enhanced CT (red arrow: mediastinal lymph node enlargement); (D) chest contrast-enhanced CT (red arrow: right axillary lymph

node enlargement). This image is published with the patient’s consent. CT, computed tomography.

test was positive for anti-Sj gren syndrome A (anti-SSA)
antibody, anti-Sj gren syndrome B (anti-SSB) antibody,
and antiribosomal P protein. Moreover, the patient showed
antinuclear antibody (ANA) homogeneity (1:640) and was
positive for anti-double-stranded DNA antibody (dsDNA)
and perinuclear antineutrophil cytoplasmic antibody
(p-ANCA), but negative for antineutrophil cytoplasmic
antibody (c-ANCA). The results of other laboratory tests
were unremarkable. According to the 2019 EULAR/ACR
Classification Criteria for SLE, patients ought to conform
to the criteria for inclusion, which is ANA positive, followed
by a total score of >10 points in clinical and immunological
domains to be diagnosed with SLE (8). Because she had a
weighted score of 25 (fever of 38.9 °C: 2 points; white blood
cell count decrease: 3 points; non-cicatricial alopecia: 2
points; subacute rash: 4 points; proteinuria: 4 points; low C3
and low C4: 4 points; positive dsSDNA: 6 points) indicating
a clear diagnosis of SLE.

Intestinal obstruction was considered due to the
symptoms of abdominal pain, abdominal distension, and
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nausea. A plain CT scan of the abdomen showed dilatation
and gas and fluid collection in some segments of small
intestines. Multiple air-fluid levels of different sizes were
visible. The surrounding fatty tissue of the distal ileum
was blurred. Patchy shades of liquid were seen around the
adjacent intestinal tube. There were no signs of mechanical
ileus. Thus, incomplete small bowel obstruction was
considered (Figure 1B). Since the patient had a fever and
bilateral axillary lymph node enlargement, suspicion of
pulmonary infection and lymphatic system-related diseases
was warranted. Next, chest CT was performed, which
confirmed enlargement of multiple lymph nodes in both
axillae and the mediastinum. Chest contrast-enhanced CT
examination results still showed multiple enlarged lymph
nodes (Figure 1C,1D), and further lymph node biopsy was
performed. The results of the axillary lymph node biopsy
were consistent with the typical histologic features of clear
vascular CD (Figure 24,2B). Immunohistochemistry showed
the following results: CD(3+), CD20(+), CD45RO(+), Bcl-
2(+), CD68 (focus +), CD38 (focus +), CD79a (+), CD34
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Figure 2 Histopathological findings: (A) low magnification (hematoxylin and eosin staining, magnification x100), (B) high magnification

(hematoxylin and eosin staining, magnification x400). The lymphoid follicles proliferated, and the germinal center atrophied. The

lymphocytes in the sheath area increased significantly, surrounding the germinal center as concentric circles. The proliferated small blood

vessels penetrated the lymphatic follicles, forming a “lollipop” shape.

(vascular +), CD138 (focus +), CyclinD1 (focus +), CD
(focus +), CD15 (<), and Ki67 (germinal center +).

Taken together, the patient was diagnosed with IPO in
SLE complicated by CD.

The patient was treated with glucocorticoids combined
with immunosuppressant shock therapy, which included
methylprednisolone sodium succinate (200 mg/day)
intravenous infusion combined with mycophenolate mofetil
(1,500 mg/day) oral shock therapy on the first, second, third,
and fourth days of treatment. Methylprednisolone sodium
succinate (40 mg/day) combined with mycophenolate
mofetil (1,500 mg/day) was continued on the fifth to the
thirteenth day of treatment. The patient’s symptoms were
relieved and she was discharged on the twenty-third day.
After discharge, prednisone (1 mg/kg/day), mycophenolate
mofetil (1,500 mg/day, twice a day), hydroxychloroquine
sulfate (0.4 g/day, twice a day) were given as maintenance
treatment. She had regular outpatient follow-up and
medication reduction. During the next 1 year of follow-up,
she had no recurrence of abdominal pain and distension,
and her urinary protein and immune indexes of outpatient
reexamination gradually improved, and chest CT showed
that lymph nodes had decreased. At present, the patient is
still under continuous clinical follow-up and her condition
is stable.

Discussion

SLE is a chronic autoimmune disease with an annual
incidence of 1-10 cases per 100,000 person-years. The
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incidence rate is relatively high among Asians, especially
Chinese, and is common in middle-aged women (9).
Multiple organs are involved in SLE, such as the
brain, kidneys, gastrointestinal tract, and hematologic
system (10). Pseudo-obstruction is a rare and dangerous
complication in SLE and is easy to be misdiagnosed.
Its clinical characteristics include intestinal propulsion
disturbance without mechanical obstruction. Patients
often seek medical help with complaints of gastrointestinal
symptoms that might recur after conventional symptomatic
and supportive treatment (5,11,12). In our case, the
patient repeatedly presented with abdominal pain as the
initial symptom. Although abdominal pain had been
relieved after symptomatic and supportive treatment for
ileus, it recurred 1 month later. After reviewing relevant
literature, we narrowed the potential diagnosis to SLE
combined with IPO and implemented glucocorticoid and
immunosuppressant therapy (13). There was no recurrence
of abdominal pain during 1 year of follow-up. As a result,
SLE with IPO was diagnosed (14).

CD is a rare lymphoproliferative disorder with clinical
manifestations ranging from asymptomatic lymphadenopathy
to severe generalized diffuse lymphadenopathy (15). The
lymph node structure is basically present, and the lymph sinus
is partially present or completely gone. The proliferation of
lymphocytes in the sheath area appears as concentric circles
or “onion skin,” surrounding single or multiple germinal
centers of degenerative transformation, and eosinophilic
deposition can also be seen. The proliferation of small
blood vessels between the follicles is obvious, penetrating

Ann Transl Med 2022;10(20):1148 | https://dx.doi.org/10.21037/atm-22-4461



Annals of Translational Medicine, Vol 10, No 20 October 2022

the germinal centers to form so-called lollipop follicles.
Proliferated interfollicular small vessels present hyaline
degeneration or fibrosis, and eosinophilic infiltration can

also be (16).

Conclusions

As the initial clinical manifestation of SLE, IPO is easy
to be missed diagnosed and misdiagnosed in clinical
practice, thus delaying the treatment, increasing the
unnecessary economic burden of the patient, and even
leading to unnecessary surgical treatment. In addition,
lymphadenopathy is a common phenomenon in SLE,
which may be combined with CD. If lymph node biopsy
is not performed, the disease may be missed. Therefore,
improving the understanding of SLE and its associated
diseases has certain guiding significance for clinicians in the
diagnostic process and treatment of SLE.
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