Case report

A case of new-onset SLE during pregnancy an initial mani-
festation with all diagnosticcriteria: Thechallengesof diagnosis

and managing a complex disease in a low resour ce setting

S Kamsan? B Subhani®, M Rishard¢, J Akarawita?

Abstract

Systemic lupus erythematosus (SLE) is a complex chronic multiorgan autoimmune disease. When newly diagnosed
during pregnancy or puerperium, it is known as new-onset SLE during pregnancy. Delayed or missed diagnosis of new-
onset SLE during pregnancy may occur due to similar clinical manifestation of SLE with normal physiological changes of
pregnancy and lupus nephritis with preeclampsia. New-onset SLE during pregnancy has major organ involvement with
poor maternal and foetal outcomes. Management options are limited due to teratogenic side effects of drugs in pregnancy.
This is further compounded in a low resource setting with lack of health seeking behaviours and inadequate access to
timely care. Multidisciplinary management with close medical, obstetric, neonatal monitoring, patient education and
improved access to care is essential for better outcomes. Our aim is to report a 19 year old primigravida with new onset
SLE in pregnancy and multiorgan involvement fulfilling all criteria for diagnosis of SLE at the first presentation.
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Introduction

SLE isanidiopathic chronic-inflammatory-multiorgan-
autoimmune-connective-tissue-disease affecting
multiple-organs in the body®. It is a multifactorial
disease with evidence of genetic susceptibility,
environmental effects, and disturbancesin both innate
and adaptiveimmunity?. Increased SLE disease activity
is expected during pregnancy because of increased

levels of oestrogen, prolactin and T-helper cell 2
cytokines!®. Pregnancy isassociated with anincreased
risk of SLE flares maybe misdiagnosed due to
overlapping features. There are numerous maternal-
and-foetal-complications®. SLE in pregnancy is a
compl ex-disease which should be managed by ateam
with proper expertise for both investigation and
management®.
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Case report

Casereport

A 19-year-old primigravidaat a period-of-gestation of
22 weeks presented with recurrent erythematous skin-
lesions for 3 months duration. Rash was noted around
the abdomen with pruritus. The patient had attributed
the rash to be due to God's illness and sought local-
herbal treatments and presented following subsequent
deterioration. There was arthralgia of the small joints.
On examination, she was afebrile, pale, anicteric with
adiffuse erythematousinitially maculopapular (Figure
1), pustular and vesicobullous rash (Figure 2) which
appeared as a toxic epidermal necrotic like rash.
Painless-oral-ulcers (Figure 3) and patchy nonscarring
alopecia were noted. Circulatory, respiratory and
abdominal examinations were otherwise compatible
with the period of gestation.

Figure 3. Painless oral ulcer.
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rash.
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Figure 1. Cutaneous neck

Figure 4. Improvement in the abdominal rash
with treatment.

Full blood count and blood picture revealed warm-
autoimmune-haemolytic-anaemiawith apositive DAT
(direct antibody test) test and managed with blood
transfusions. White cell counts (Neutrophil 79.1%,
Lymphocytes 15.8%, Eosinophils 1.1% and platelets
(256) were normal. Iron levels were normal. ESR was
50 mm/1st hour and CRP were 32 mg/L. urine full
report (UFR) showed microscopic haematuria and
proteinuria with granular casts. uPCR (urine protein
creatinine ratio) was 1.16. Serum creatinine was 0.71.

Figure 2. Erythematous pustular rash in Urinary protein creatinineratio was high. Liver profile
the abdomen. was normal. Ultrasound abdomen revealed mildly
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increased rena parenchymal echogenicity. |mmuno-
logical tests revealed a positive-ANA, anti-ds DNA-
antibodies and |ow-complement-levels (C3 and C4).
Anti Ra, Lo and anti-phospholipid screen were negative.
Renal-biopsy revealed class 3 lupus-nephritis. Patient
had a systemic-lupus-erythematosus-di sease-activity-
index (SLEPDAL) score of 25indicating asevere-flare
of SLE. Therewasan initial suspicion of sepsisdueto
the blistering lesions, the wound-swab revealed
presence of pseudomonas and she was treated with
IV antibiotics with pseudomonas-cover. After the
infection subsided, she was started on prednisolone
30 mg daily initially, and then reduced to 20 mg daily
along with hydroxychlorogquine 100 mg twice daily
and low dose aspirin 75 mg once daily (Figure 4).

Two-weeks later the patient developed acute-psy-
chosis. MRI-brain and MR-venogram were normal.
She was managed as pregnancy-induced-psychosis
with olanzapine 5mg daily. Growth-assessment showed
a small-for-gestational-age-foetus with satisfactory
umbilical-artery-doppler-parameters and adequate
volume of liquor with no identifiable anomalies. Baby
was delivered by a caesarean-section at 37 weeks.
Neonatal-examination did not show any features of
neonatal-lupus. Immediate postpartum-period was
unremarkable and patient was discharged with her
routine medications to be followed up by the medical
team. At each of these stages there were significant
delays in primary-access to health-care-services
reduced health-seeking behaviour on the part of the
patient and her family and subsequent diagnosis and
management of the patient as access to advanced
immunological investigations is scarce even in the
tertiary-sector of the country and there also the often-
poor acceptance of both the diagnosis and treatment
due to low-levels of education and understanding of
the implications of the disease.

Discussion

The original American College of Rheumatol ogists
(ACR) classification required the presence of 4 of 11
criteria which include malar rash, discoid rash,
photosensitivity, ora ulcers, arthritis, serositis, renal
disorder, neurologic disorder, hematologic disorder,
immunologic disorder and antinuclear antibody. The
European league against rheumatism (EULAR)/ ACR
subsequently revised the criteriain 2019 for SLE which
require fulfilment of at least four criteria, with at |east
oneclinical criterion and oneimmunologic criterion or
lupus nephritis as the sole clinical criterion in the
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presence of ANA or anti-dsDNA antibodies. Clinical
criteria include acute cutaneous lupus, chronic
cutaneous lupus, oral ulcers-palate, nonscarring
alopecia (diffuse thinning or hair fragility with visible
broken hairs), synovitisinvolving two or morejoints,
characterized by swelling or effusion or tendernessin
two or more joints and thirty minutes or more of
morning stiffness, serositis, renal, neurologic, haemo-
lytic anaemia, leukopenia (< 4000/mma3 at |east once)
and thrombocytopenia (<100,000/mm3) at |east once.
Immunological criteriainclude ANA abovelaboratory
reference range, anti-dsDNA above laboratory refe-
rence range, except ELISA: twice above laboratory,
anti-Sm, anti phospholipid antibody: any of thefollowing
low complement and direct Coombs's test in the
absence of haemolytic anaemié’.

This new-onset-SL E-during-pregnancy is observed
around 0.014/1000 person-years’®. New-onset-SLE-
during-pregnancy tends to present with thrombo-
cytopenia-and-renal-involvement early compared with
non-pregnant patients but our patient did not have any
evidence of thrombocytopenia though there was
renal-involvement at diagnosis®®. Toxic-epidermal-
necrolysis-(TEN)-like responses have been docu-
mented in SLE but is relatively uncommon and there
is no documented literature of SLE related TEN like
lesions documented during pregnancy®*. Coexistent-
infection and topical-herbal-treatment along with
preghancy may cause a significant change in the
presentation of rashes which contributed to delay in
diagnosisin our patient’?. This patient presented with
al 11 features of SLE the original diagnostic classi-
ficationwhich israther unusual and rarely documented
at the onset though many devel op these features over
a protracted-period®.

Close monitoring of disease-activity during-pregnancy
in SLE patients with serological-activity is important
asthereis ahigh-risk of complications of the disease
as the clinical features may be confounded by the
normal clinical features of pregnancy?®.

Glucocorticoids are most commonly used to treat SLE
in pregnancy as induction-and-maintenance therapy.
Hydroxychloroguine (an antimalarial drug) and azathio-
prineisrelatively safe compared to other immunosup-
pressive drugs’. Progesterone only implants can be
used as effective contraception'*. Maintenance of same
treatment doses should be continued following
delivery®, SLE remains a complex disease which
needsto be effectively managed with proper input from
rheumatol ogists, nephrologists and obstetricians.
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Hence there is a need for education of patients with
regard to the importance of early presentation so that
early investigations can be carried out and proper
prompt are referrals carried out®’.

There is a paucity of research, including fewer-
resources, reduced-access-to-care, decreased funding-
for-research, and financia-barriers-to-care, provider-
shortage, underdiagnosis, and cultural-differencest®,
The chronic-rel apsing and unpredi ctabl e-nature-of -the-
disease, poor-understanding and acceptance of SLE,
compounded by a background of poverty, inadequate
social-support structurest’. However despite of these
limitations there have been a few studies which have
addressed APLS and other associated disorders with
significant improvement of the obstetric-outcomeswith
low-cost-interventions'. Despite the strengths of Sri
Lanka's public health sector, poor relationships act as
an access-barrier and threat-to-access and afforda-
bility?>2, In health systemswith few resources, putting
evidenceinto practiceis proving exceedingly difficult
due to patient-related acceptability?22,

Conclusion

Even though diagnosis of SLE during pregnancy is
difficult, better understanding of its clinical mani-
festations and investigation facilities help in early
diagnosis and prompt management. There is need for
education and improving the health-care-seeking-
behaviour of patients in order to improve diagnosis
and management of complex-diseases.
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