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Case Report 

Intestinal Pseudoobstruction Associated With Eosinophilic 
Enteritis as the Initial Presentation of Systemic Lupus 

Erythematosus in Children 

*Marco A. Yamazaki-Nakashimada, tRodolfo Rodriguez-Jurado, +Arturo Ortega-Salgado, 
*Alonso Gutierrez-Hernández, *Susana García-Pavon-Osorio, and *Victor Hernandez-Bautista 

•Departmenls of Clinicallmmunology, fPathology, and f Surgery, lnsli!Uio Nacional de Pedialría, Mexico Cily, Mexico 

Systemic lupus erythematosus (SLE) is a multisyste­
mic autoimmune inflammatory disease with a variety of 
presenting features and manifestations. Abdominal com­
plaints in patients with SLE may pose a difficult di ag­
nostic challenge. Intestinal pseudoobstruction (IPO) 
recently has been recognized as an uncommon compli ­
cation of SLE (l-3). IPO reflects a dysfunction of the 
visceral smooth muscle or the enteric nervous system (2). 
The clinical presentation of this complication usually 
includes a subacute onset of abdominal pain associated 
with vomiting and constipation, as well as a distended, 
tender abdomen with hypoactive or absent bowel sounds 
(1 ). Only a few cases of IPO in SLE ha ve been described 
in the literature (2-15). IPO is considered a severe 
manifestation of SLE (3). There ha ve been recent reports 
associating eosinophilic enteritis with SLE in adults who 
presented with obstructive symptoms, but none in chil­
dren (16, 17). Eosinophilic gastroenteritis (EG) is a rare 
disorder defined by gastrointestinal symptoms due to 
eosinophilic infiltration of the gastrointestinal tract. We 
describe 2 cases of children presenting with IPO caused by 
eosinophilic enteritis as the first manifestation of SLE. 

CASE 1 

A 1 0-year-old boy was admitted to the National Insti­
tute of Pediatrics in Mexico City with a 1-week history of 
abdominal pain, constipation, bilious and fecaloid vomit­
ing (6/day), and no fever. He had been treated by primary 
care physicians with antibiotics and analgesics without 
improvement. Physical examination revealed generali zed 
abdominal tenderness and sluggish bowel sounds 
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without rebound tenderness. Laboratory tests revealed 
Hb 16.6g/dL, white blood cell count 14,800/f.LL, 84% 
neutrophils, 9% lymphocytes (total Iymphocytes = 
1332/f.LL), eosinophils 0%, platelets 470,000/mm3

, Na 
120 mEq/L, K 4 mEq/L, and Cr 2 g/dL. The abdominal 
racliograph revealed distended intestinal loops with air­
fluid levels and no air in the rectum. Because of concems 
about either appendicitis modified by medications or a 
mechanical obstruction, a laparotomy was performed, 
revealing abundant serous liquid and a congesti ve small 
bowel. Clínica! improvement was seen with conservative 
treatment. One day after discharge from the hospital, he 
was readmitted because of recurrence of vomiting and 
abdominal pain . Abdominal symptomatology continued. 
An ultrasound showed fluid in the right flank with 
bilateral hydronephrosis and dil ated ureters. A second 
laparotomy was performed, which revealed an engrossed 
appendix, so he underwent an appendectomy. The hi s­
topathological studies revealed mural infiltration of eosi­
nophil s with fe w plasma cells and neutrophil s in the 
appendix. Full-thickness biopsies of the small intestine 
and colon showed numerous eosinophils infiltrating, 
predominantly in the musculari s propria with diverse 
grades of fibrosis. Sorne areas had more than 20 eosino­
phils per high-power field and an infiltrated isolated 
myenteric plexus. Fibrosis in sorne fields was predomi­
nantl y marked in the outer longitudinal !ayer (Fig. 1 ). 

During his second admission , the patient developed 
generalized seizures and he was transferred to intensive 
care. The electroencephalogram showed diffuse slow 
waves with occipital spike acti vity. Brain CT sean clid 
not show any abnormalities . Laboratory tests revealed 
complete blood count Hb 15 g/dL, white blood cell count 
20,000 f.LL , 450,000 platelets, Cr 1.9 g/dL, and cy lin ­
druri a with traces of protein in the urine. Immunologic 
eva luation revealed pos itive anti -nuclear antibody tes t 
(ANA) 1:1 60, CH50 76 ( 150-250), C3 36mg/dL (55-
128), C4 < 5. 3 mg/dL (15-52), immunoglobulin (lg)G 
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A 

B 

FIG. 1. A, Full-thickness colon biopsy; colonic mucosa (arrow) 
with lymphoid hyperplasia and inflammatory infiltrate in muscu­
laris propria (*) and serosa !ayer (hematoxylin and eosin stain; 
original magnification x 1 O) . B, Full-th ickness small bowel muscu­
laris propria (* ) infiltrated by numerous eosinophils (arrow) (hema­
toxylin and eosin stain ; original magnification x 40). 

1430mg/dL (886- 1359), IgM 67 mg/dL (43- 11 2), lgA 
119 mg/dL (7 1- 19 1 ), IgE 13 IU/mL (< 54 IU/mL), 
negative ANCA, negati ve dsDNA, negative anti -S m, 
IgM antH32 glyco protein-I 47.8 U/MPL (0-20), and 
anticardiolipin 23 U/GPL (0- 12). The diag nosis of SLE 

was made based upon the foll owing criteria of the 
American College of Rheumatology: positive ANA, 
lymphopenia, seizures, serositis, and cylindru ria ( 18). 
Treaunen t was begun with di azepam and phenytoin for 
contro l of the seizures. Aspirin , intravenous gammaglo­
bulin , meth ylpredni solone pulses, and oral cyclophospha­
mide also were initiated wi th subsequent improvement of 
symptoms. He has been clinicall y followed for 2 years: 
abdomi nal symptoms ha ve not reclllred, the renal function 
ha norma.li zed, and predni sone has been tapered. 

CASE 2 

A 1 5-year-old girl was referred to our hospita l with a 
4-month history of abdominal pain , loose stoo ls, and 
vomi ting. She had undergone 2 previous surgeri es, an 
appendectomy in another facility and an adhesiotomy. 
D uring thi s time, she lost 25 kg of weight. On admiss ion, 
physical examinati on revealed a distended abdomen, 
sluggish bowel sounds, and no rebound tenderness . She 
underwent an esophagogastroduodenal endoscopy, 
which revea led candidal esophagiti s. An upper gastro­
intestinal series was performed, which suggested a 
mechanica.l obs truction in the lower portion of the duo­
denum, and a laparotomy was performed. Full -thi ckness 
in testinal biopsies were taken. She was struted on 
parenteral nutrition and intravenous fluconazole. Labo­
ratory tests showed Hb 11.9 g/dL, white blood ce ll 
count 4000/¡..¡.L, lymphocyte count 1400, 354,000/mm3 

platelets, Cr 0.4 g/dL, UA with proteinuria 500 mg/dL 
and cylindruria, 24-hour proteinuria 1.73 g/day, negative 
HIV, positive ANA 1:160, CH50 57 (150-250), negati ve 
anti -dsDNA, positive anti -Sm 30 U ( <20 U), positive 
anti-ribonucleoprotein 200 U ( <20 U), IgE 77 .8 IU/mL 
( < 100 IU/mL), IgG 11 90 mg/dL (822- 1 070), IgM 
148 mg/dL (39-79), and IgA 254 mg/dL (85-2 11 ). An 
echocardiogram revealed mild pericarditi s with pericar­
dia l effusion. Stool studies ruled out enteri c in fec tion. A 
percutaneous renal biopsy showed a lupus nephropathy 
class m (focal proliferati ve g lomerulonephritis) with an 
ac ti vity index of 4 of 12 and chronicity index 2 of 12. 
Scanty mesangial deposits oflgG, IgA, IgM, Clq, C3, and 
fibrinogen were fo und wi th immunofluorescence studies. 
Esophagea.l biopsy showed an ulcer consisting of fibrin 
and numerous neutrophi ls and eosinophils; the epithe lial 
remnant showed regenerative changes. The musc ul aris 
propria of the esophagus also showed inflammatory invol­
vement, predominan tly by eos inophils. Small intestinal 
and colonic full-thickness biopsies demonstrated similar 
infl runmatory changes previously described with a more 
florid acute peritonitis and miid perivasculitis (Fig. 2). 

The presence of proteinuri a, cy lindruria, seros itis, 
lymphopenia , positive ANA, and anti-Sm anti bodie in 
th is patient led to a d iagnos is of SLE ( 18). While in the 
ho pita!, she developed atax ia, which was con.sidered to be 
a clinica l manifestation of SLE, so methylpredniso lone 
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FIG. 2. Full-thickness small bowel biopsy. Dense fibrosis (in blue, 
arrow) in muscularis propria (M). lnflammatory infiltrate is com­
posed of eosinophils. Also shown are serosa (S) and myenteric 
plexus (MP) (trichrome Masson stain; original magnification x 1 O) . 

pulses were admi nistered, with reso lution of the neuro­
logical symptoms. She was discharged home without 
gastrointestinal symptoms while takjng oral cyclo­
phosphamide and prednisone. She has been studied for 
more than 1 year ; she is stable wi th no flllt her intestinal 
fi ares . 

DISCUSSION 

Gastrointestinal mani festations of systemic lupus 
erythematosus are common and can involve any organ 
of the abdomen ( 1 ). Intestinal abnormaliti es in SLE 
include dysmotility, vasculiti s, and malabsorpti on (1 ). 
IPO has recently been recognized as an uncommon 
complication of SLE and can be the presenting feature. 
There are only a few small case series describing thj s 
complication (2 -1 5). Laparotomy with bowel biops ies is 
a useful diagnostic too!. In the li terature, intesti nal his­
topatho logica l findings have shown that vasculi tis is not 
the cause of thi s complication, but rather it is a myopathy 
secondary to inflammatory in fi ltration. 

EG is a rare dj sorder de fined by gastrointestinal 
symptoms due to eosinophilic infiltration of the gastro­
intestinal tract ( 19). The d iagnosis of EG is confirmed by 
a characteris tic biopsy and/or eos inophil ic ascit ic fluid in 

J Pedia rr Gasrroenreml Nur r, Vol. 48, No. 4, Apri/ 2009 

the absence of in fec ti on by intestinal parasites ( 19). A 
correlati on ex ists betwee n the depth of in testinal wa ll 
inva ion and the extent o f clinical symptoms. Disease of 
the muco a i a sociated wi th malabsorption and protein­
lo ing enteropathy; infil tration of the muscularis propia 
re ults in obstructi ve symptoms and involvement of the 
ero a produces ascites. EG is class ified according to 2 

di fferent subtypes, primary and secondary. The primary 
subtype includes the atopic, nonatopic, and familia! 
variant . The secondary subtype can be div ided in to 
eosinophilic di sorders (hypereos inophilic syndrome) 
and noneosinoph il ic disorders, wh ich include in fection , 
inflammatory bowel disease, vasculiti s (Churg Strauss 
syndrome), celiac di sease, and scleroderma ( 19). Our 2 
patients can be classified in the secondary subtype of the 
disease. There have been recent reports associating eosi­
nophil ic enteritis with SLE in adults ( 16,17) . In these 
reports, eosinophilic en teritis manifes ted a symptoms 
and signs of IPO, parti cular! y when the musculari s !ayer 
was affected. Barbie et al ( 16) reported a 37-year-old 
woman with a hi story of purpura and a 2-month history of 
nausea, vomi ting, diarrhea, and abdominal pain. Gastric 
antrum and small bowel biopsies revealed similar 
changes as in our cases. Because gastric antrum invo lve­
ment occurs in more than 95% of cases, the authors 
diagnosed a c lassic presentation of eosinophil ic gastro­
enteriti s (mu ral type). Sunkureddi et al ( 17) described a 
47-year-o ld woman with SLE and severa! months of 
nausea, vomüing, diarrhea, and abdominal pain. Com­
plete blood counts revealed discrete eosinophili a (500-
700/mm \ She responded to hydroxychloroguine and 
prednisone (17). 

The diagnosis of eosinophi lic enteri tis was made in our 
patients based on the c li nical and hi stopathological fi nd­
ings. The colon was severe ly in flamed, contribu ting to 
the abdominal pill n and weight loss observed in both 
patients. As in Barbie and colleag ues's report (16), 
peripheral eosinophi lia was not documented , but its 
presence could be a diagnostic clue . In all of the cases 
(incl udi ng ours), the clin ical course was chronic and the 
diagnosis delayed. 

Hi ll el al ( 13) reported on a 38-year-old woman wi th 
in testinal pseudoobstruction and segmenta! resec tion of 
the il eum and co lon; histopathological studies showed 
changes simjl ar to our case: myoc ite loss and fibrosis 
with mixed infiltrate. Eosinophils were present but they 
did not predominate . Isolated submucosal vasculiti s with 
fibrinoid necrosis also was described, but there were no 
alterations in the mesenteric vessels. Her final diagnosis 
was an intestinal smooth musc le myopathy. In another 
repo1t, Perlemuter et al (2) described extensive fibrosis of 
the muscul aris !ayer wi th a decreased number of smooth 
muscle cells and norma l innervation of the digestive wall. 
Polymorphic cellular in filtration of the mucosa! and 
submucosallayers was present, but no eosinophilic infil­
trati on was described . It i importan! to note that in both 
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o f our cases the eosinophilic infiltrare marked ly predo­
minated. Although eosinophils are not usuall y involved 
in the pathogenesis of SLE, a Th2 cytokine imbalance has 
been noted (20). IgE levels and peripheral eosinophi ls 
coun ts were normal in both of our patients, with a 
part icul ar intestinal Th2 cell-mediated damage. IPO 
in SLE is usuall y relieved with high-dose steroids and 
imm unosuppress ive therapy. Treatment with these medi ­
cations has been advocated in severe cases of EG ( 19) . 
Other therapeutic modalities for IPO include octreotide 
and erythromyc in to improve small bowel motility. 

lnterestingly, 63 % of patients with IPO have conco­
mitant ureterohydronephrosis, as identified in our first 
patient (9). The high association of IPO and ureterohy­
dronephrosis suggests a possible common smooth muscle 
dysmoti lity (9). Interstitia l cystiti s, an uncommon mani ­
fes tati on of SLE, has been repeatedl y associated with 
intestinal mani festati ons, but we could not document it in 
ou1 patie nts. However, Alarcon-Segovia et al (2 1) 
reported invo lvement of the urinary bladder due to 
in tersti tial cystitis in 11 of 35 necropsies of patients with 
SLE :vho had no lower urinary trac t symptoms. 

Five prior cases of IPO as a mani fes tati on of 
SLE have been reported in the pedi atric populati on 
(Table ! .). In these cases, the hi stopathological find­
ings were no t reported. Munyard and Jaswon (4) 
descri bed a 1 5-year-o ld Indonesian girl who presented 
with !PO as the first symptom of SLE and was 
success full y trea ted with corticostero ids and hydroxy­
chloroquine . Tanaka et al (1 5) described an 11-year-old 
patient with suspected SLE who late r developed IPO. 
This patient also had bilateral hydroureters with mild 
hydronephros is and a contracted bl adder. She was 
cort icosteroid dependent with poor response to immu­
nosuppressant treatme nt. In a large multicenter retro­
specti ve stud y from France involving 155 children with 
SLE, 2 presented with IPO as the initi al manifestation 
(22) . Recently, the same authors described a patient 
with intestinal occ lusion among a group of 39 patie nts 
with childhood-onset SLE and abdominal mani fes­
tations (23). 

In summary, IPO has been recogni zed as a rare but 
impo rtant complication of SLE, and it can be the 
presen ting feature of the di sease. Eos inophilic enteriti s 
was the cause of IPO in our 2 pediatri c cases. We 
consider vi scera l eos inophilic rn yopathy to be an 
alternati ve name for thi s rare entity because it refl ec ts 
a more de tail ed hi stopatho logy. It also could be a way to 
separate it from the c lin ical syndromes that eos inophilic 
gastroenteriti s embraces. Furthe rmore, SLE shoul d be 
considered in the d iffere nti al di ag nosis in individu als 
presenting with !PO to ac hieve appropriate early 
medica! treatment. 
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