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CLINICAL SPECTRUM OF SYSTEMIC LUPUS
ERYTHEMATOSUS IN CHILDREN. CASE REPORT

ESPECTRO CLINICO DEL LUPUS ERITEMATOSO SISTEMICO EN NINOS. REPORTE DE CASO
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ABSTRACT

Systemic lupus erythematosus is an autoimmune disease with multisystem involvement, an alternating
clinical course, and which constitutes a diagnostic challenge, with a greater disease activity in the
pediatric age group, which also darkens its prognosis. In this article, we report the case of a ten year
old female patient who debuted with systemic lupus erythematosus with gastrointestinal, renal and
hematological involvement; the chronic course coupled with the varied clinical spectrum suggested the
diagnostic possibility.
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RESUMEN

El lupus eritematoso sistémico es una enfermedad autoinmune con afectaciéon multisistémica, curso
clinico alternante, y que constituye un reto diagnéstico, con una mayor actividad de enfermedad en el
grupo etario pediatrico, que ademds ensombrece su prondstico.

A continuacion, reportamos el caso de una paciente de diez afos de edad que debuta con lupus
eritematoso sistémico con afectacién gastrointestinal, renal y hematoldgica; el curso crénico aunado al
espectro clinico variado sugirio la posibilidad diagndstica.

Palabras clave: Lupus eritematoso sistémico; Nifos; Enteritis; Nefritis; Anemia (fuente: DeCS BIREME).

INTRODUCTION

Systemic lupus erythematosus (SLE) is an
autoimmune  disease  with  multisystemic
involvement and recurrent chronic course, which
is associated with a considerable morbidity and
mortality™.

is unknown. It is characterized by inflammatory
lesions localized in many organs, especially in skin,
joints, kidneys and serous membranes®.

The varied clinical spectrum of presence, together
with the fact that it shares characteristics of other

Pediatric SLE (cSLE) is a rare disease with a median diseases, often makes early diagnosis® difficult.

age of presence between 11 and 12 years; being
quite uncommon in children under five years, it has a
majority prevalence in the female sex?. The etiology

Likewise, cSLE follows a more serious clinical course
compared to its presence in adults, with greater
disease activity and a faster accumulation of multi-
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organ damage®.

The objective of this report is to present the
heterogeneous clinical spectrum of SLE in a pediatric
patient reviewing relevant aspects for her diagnosis.

CASE REPORT

Ten-year-old female patient with a family history
of SLE, diagnosed with hypothyroidism in February
2020 and treated with levothyroxine. Eight months
prior to this diagnosis, the patient presented dermal
lesions in the armpits. Two weeks later, hematuria
and edema were added in the lower limbs and
arthralgia. At the fourth week of iliness, she had an
intermittent fever. She was evaluated and treated by
a private doctor with antibiotics for probable urinary
tract infection, without clinical improvement.
Weeks later, the symptoms persisted. The arthralgia
intensified and hindered the mobilization. She was
taken to the former hospital where she was admitted
through emergency, being hospitalized for study.
Patient undergoes creatinine elevation, proteinuria,
severe hemolytic anemia with positive direct
Coombs test and coagulopathy, which requires
transfusion support and coagulopathy correction.
Due to the high suspicion of diagnosis of SLE, ANA is
requested which results positive and treatment with
prednisone and hydroxychloroquine is initiated. The
patient is discharged with treatment and indication
of outpatient care.

she presented a decompensation by an underlying
condition, with signs of shock, uncontrolled vomiting
and anasarca. The analysis shows severe anemia with
positive direct Coombs, hypokalemia, prolongation
of coagulation times, proteinuria in nephrotic
range, hematuria and consumption of ¢3 and C4.
The specific detection of various autoantibodies is
detailed in Table 1.

Ultrasound shows hepatosplenomegaly and
abundant free fluid in the abdomen associated with
distension of intestinal loops. Thoracoabdominal
tomography reveals the presence of intestinal
subocclusion signs, dilatation of jejunal loops, mild
pleural effusion and mild pericardial effusion.

Therefore, the patient is treated with multisystemic
involvement of lupus (hematological, renal and
gastrointestinal). Hemodynamic stabilization and
initiation of intravenous methylprednisolone pulses
are carried out.

Renal biopsy studies were supplemented
with a diagnosis of lupus nephritis class IV.
The patient receives induction treatment with
cyclophosphamide. With persistent vomiting,
resulting in normal intestinal transit, duodenal
biopsy is reported with a highly suggestive diagnosis
of autoimmune enteropathy.

Progressive disease control is achieved with

prednisone and hydroxychloroquine. Patient is
The patient enters again through emergency as discharged after 5 months.
Antibodies Reference value Result

Antinuclear antibody Positive

(ANA) Title: 1/1280

Anti-Smith antibody (Sm). (U/ml) <12 16.1

Anti Ro Negative

AntiLa Negative

Anti RNP Negative

Anti Jo-1 Negative

Anti Scl-70 Negative
Anticardiolipin IgM antibodies (MPL/ml) <15 229

Anticardiolipin IgG antibodies (MPL/ml) <17 11.5
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Figure 1. Intestinal loops dilated and with liquid contents, of apparently preserved wall to the part of
ileal intestine. Ascending colon part of transverse sigmoid descending colon and rectal blister of apparently
collapsed appearance with thickening of the wall without evidence of haustration to rule out a inflammatory
process.

DISCUSSION

In relation to the clinical phenotype, most studies
have reported substantial differences between
cSLE and the adult onset disease, showing a
higher frequency of renal, hematological and
neuropsychiatric involvement in pediatric patients®.

It is recognized that the juvenile onset SLE has a
more active course of the disease compared to the
onset disease in adulthood, as occurred in this case.
Patients have a worse long-term survival®,

Lupus enteritis can be expressed as the first
gastrointestinal manifestation. It is rare, the
prevalence reaches 0.2-2% in the total of patients
with SLE, and it requires a high index of suspicion
that includes abdominal pain (97%), vomiting
(42%), and diarrhea (32%). The aforementioned is

complemented with images, such as the abdominal
tomography which describes the thickening diffuse
from the bowel wall, dilatation of bowel loops,
thickening, splanchnic hypervascularization and
increased attenuation of mesenteric and ascites fat.
®919]n this case report, the patient presents a clinical
picture, complementary imaging examinations and
duodenal biopsy with a highly suggestive diagnosis
of autoimmune enteropathy.

Likewise, anemia is the most common hematological
manifestation of SLE in children and adolescents.
Usually, this is a microcytic anemia of chronic
disease7. Although rare in SLE, Coombs positive
hemolytic anemia occurs most commonly in
the infantile form of the disease. If it is the first
manifestation, it may appear several years before the
diagnosis of SLE101",
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CONCLUSION

This case report shows the varied clinical
manifestations of SLE in a pediatric patient that
constitutes a diagnostic challenge due to its
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heterogeneous and alternating clinical spectrum.
However, the chronic and multisystemic course
suggested the diagnostic alert and establishment of
the treatment which allowed the progressive control
of the disease.
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