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Systemic Lupus Erythematosus (SLE) is an autoimmune multisystem disease usually affecting
mucocutaneous, hematologic, and renal organs. Whereas, Celiac Disease is a chronic digestive
and immune disorder of the small intestine leading to diarrhea and malnutrition. We report the case
of an 18-year-old girl with chronic diarrhea for 1 year with bilateral feet swelling, photosensitive skin
rash over sun-exposed areas, recurrent oral ulcers, marked hair fall, generalized lethargy, and
fatigue. On examination, she was underweight having malar butterfly rash, oral ulcers, alopecia,
conjunctival pallor, and bilateral pitting pedal edema. Investigations revealed raised ESR,
microcytic anemia due to iron deficiency, and low serum albumin. Duodenal biopsy showed villous
atrophy, lamina propria inflammation, and intraepithelial lymphocytosis. The autoimmune profile
revealed positive anti-fissue transglutaminase (ITG-IgA and tTG-IgG), ANA, anti-DsDNA, and Anti-Sm
anfibodies with low serum C3 and serum C4 levels. A diagnosis of co-existing Celiac Disease and SLE
was made and she was managed with a gluten-free diet, steroids, and hydroxychloroquine.
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INTRODUCTION

Being an autoimmune multi-system disease, the
clinical presentation of Systemic Lupus Erythemato-
sus (SLE) varies from mild mucocutaneous features
to potentially life-threatening mulfi-organ disease
involving renal, musculoskeletal, and cardiovascular
organs'?. Between the 1950s and the 2000s, the
overall SLE survival significantly improved from 74.8%
to 94.8% for the overall 5-year survival and 63.2% to
91.4% for the overall 10-year survival.! However, the

survival improvement slowed down between 1980
and 1990. Neuropsychiatric and renal involvement
in SLE patients negatively impacted the overall
5-year survival while neuropsychiatric involvement
remained so for the 10-year survival for the past 50
years'. Additionally, the frequency of neuropsychiat-
ric involvement has been increasing significantly
over the past 5 decades'. Due to advances in diag-
nosis facilities and management options, mortality
and morbidity caused by SLE have been reduced.
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However, delay in diagnosis and inadequate
disease control still results in significant disease
burden, poor quality of life, and mortality.

On the other hand, Celiac disease is a chronic
digestive and immune disorder of the small infestine
leading to recurrent or chronic diarrhea, nauseaq,
vomiting, and indigestion which usually results in
malnutrition®. Celiac disease has been linked to
various autoimmune diseases including tfype-l
diabetes mellitus, Addison’s disease, thyroid disor-
ders, autoimmune hepatitis, and  Sjogren’s
syndrome, however, co-existence of celiac disease
with SLE is rare*. The association of celiac disease
and SLE has been suggested in a few recent studies
but the mechanism of their co-existence remains
poorly understood>¢. Soltani et al. evaluated 130 SLE
patients to document celiac disease in 3%, which is
5 times higher as compared to celiac disease preva-
lence in the general population®.

Herein we present the case of a young girl who
presented with chronic diarrhea, photosensitivity,
oral ulcers, alopecia, and iron deficiency anemiaq,
subsequently revealed to have co-existent celiac
disease and SLE.

CASE REPORT

An 18-year-old girl presented to CMA Hospital, Azra
Naoheed Medical College, Lahore, with chronic
diarrhea for the last 1 year with the frequency of 4-6
large volume stools per day. There was no history of
naused, vomiting, abdominal pain, and passing
mucus, worms, or blood in stools. On exploration of
history, she reported bilateral feet swelling, photo-
sensitive skin rash over sun-exposed areas, recurrent
oral ulcers, marked hair fall, generalized lethargy,
and fatigue. No history of fever, genital ulcers, renal
stones, puffy hands, Raynaud’s phenomena, urinary
complaints, or neuropsychiatric features were

Table 1: Lab investigations of the patient

reported. She was unmarried and did not smoke or
use illicit drugs. There was no family history of gastro-
intestinal or rheumatic diseases. On examination,
the patient was underweight (35 kgs, BMI 14.1
kg/m?) with malar butterfly rash, 3 round oral ulcers
over buccal mucosa, marked alopecia, and
conjunctival pallor. Bilateral pitting edema was
present extending up to mid-shins. There was no
cyanosis, clubbing, lymphadenopathy, or parotid
swelling. The abdomen was soft, and non-tender,
with no palpable viscera and negative signs of free
fluid in the peritoneal cavity. Examinations of the
precordium, chest, and nervous system were
unremarkable.

As shown in Table 1, on investigation CBC revealed
microcytic anemia with hemoglobin 9.2 g/dl and
normal TLC and platelet counts. Erythrocyte
Sedimentation Rate (ESR) was raised at 40 mm/hour
with normal C-reactive protein (CRP). Serum albu-
min was low (2.8 g/dl) but Liver Function Tests (LFTs)
were normal. Renal Function Tests (RFTs), serum
electrolytes, serum Thyroid Stimulating Hormone
(TSH), and urinalysis were also normal. Serum iron (32
mcg/dl) and transferrin saturation (3.8%) were low
with high serum Total Iron Binding Capacity (TIBC:
830 mcg/dl) indicating iron deficiency. Serologies
for Syphilis, Human Immunodeficiency Virus (HIV),
and Hepatitis B and C were negative. An upper
gastrointestinal endoscopy was done for duodenal
biopsy which showed villous atrophy, lamina propria
inflammation, and intraepithelial lymphocytosis on
histopathology. Trans-thoracic echocardiography
and ultrasound abdomen and pelvis were within
normal parameters. An autoimmune profile was
ordered which revealed positive anti-tissue fransglu-
taminase (tTG-IgA and tTG-IgG), ANA, anti-DsDNA,
and Anti-Sm antibodies with low serum comple-
ments (C3 and C4) levels but negative ENA profile.

Lab Investigations Patient’s Value Reference Range
Hemoglobin (G/dl) 9.2 12.0-16.0

TLC (per mm3) 4,600 4,000-11,000
Platelets (per mm?3) 168,000 150,000-450,000
Hematocrit (%) 28 35-46

MCV (fL) 62.6 77-91

MCH (pg) 21.4 26-32

MCHC (G/dl) 32.8 32-36

ESR (mm/hour) 40 Upto 20

CRP (mg/dl) 2.56 Upto 5.0
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Serum Iron (mcg/dl) 32 60-170
Transferrin Saturation (%) 3.8 20-50

TIBC (mcg/dl) 830 240-450

PT (seconds) 14 13

APTT (seconds) 37 34

Blood Urea (mg/dl) 44 10-50
Serum Creatinine (mg/dl) 0.9 0.6-1.4
Albumin (G/dl) 2.8 3.5-5.0
Globulin (G/dl) 3.0 1.8-3.2
Serum Bilirubin (mg/dl) 0.8 Upto 1.0
AST (U/L) 18 Less than 35
ALT (U/L) 21 Less Than 35
Alkaline Phosphatase (U/L) 102 30-120
Sodium (mmol/L) 136 133-150
Potassium (mmol/L) 3.6 3.5-5.0
Calcium (mg/dl) 9.1 8.4-10.2
Phosphate (mg/dl) 4.2 3.0-7.0
Bicarbonate (mmol/L) 25.6 22.0-29.9
Chloride (mmol/L) 102.4 97.0-110.0
TSH (IU/ml) 0.526 0.35-4.95
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Based on clinical and laboratory findings, a diag-
nosis of co-existing Celiac Disease and SLE was
made. Counseling and nutritional guidance
regarding gluten-free diet were done. She was
started on pulse infravenous methylprednisolone
500mg/day for 5 days followed by enteric-coated
oral prednisolone (10mg/day) with gradual dose
tapering over 6 weeks. In addition, she was
prescribed hydroxychloroquine (5mg/kg body
weight per day once diarrhea settled), sunblock
SPF 60, iron, calcium, and vitamin D supplements.
On follow-up at 12 weeks, the patient was asymp-
tomatic and reported a weight gain of 10 kgs (BMI
18.2 kg/m?). She was tolerating hydroxychloro-
quine without any adverse effects and following a
gluten-free diet with good compliance. By
12-week follow-up, her hemoglobin level, ESR, and
serum albumin were within normal limifs.

DISCUSSION

Celiac disease is usually diagnosed by serum anti-tis-
sue fransglutaminase (ITG-IgA and {TG-IgG)
anfibodies and small infestine biopsy showing char-
acteristic histological findings of villous atrophy’. Our
patient had positive anti-tissue transglutaminase
antibodies in addition to villous atrophy on intestinal
biopsy leading to a diagnosis of Celiac disease.
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Having a specificity and sensitivity of 92% and 97%
respectively, the Systemic Lupus International
Collaborating Clinics (SLICC) criteria is usually
employed to diagnose SLE. SLE is diagnosed in the
presence of >4 criteria, at least 1 immunological
criterion, and 1 clinical criterion®. Based on the SLICC
criteria, our patient had a score of é: oral ulcers,
alopecia, photosensitivity, positive ANA, positive
Anti-DsDNA anfibodies, and low serum complement
(C3 and C4). In addition, our patient also had iron
deficiency anemia which is associated with both SLE
(chronic inflammation) and celiac disease (malnu-
trition and malabsorption).

There are no specific guidelines about the treat-
ment of co-existence of SLE with celiac disease and
both diseases are treated according to the
patient’s signs and symptoms. The mainstay of treat-
ment of Celiac disease relies on a gluten-free diet’.
Gluten is a protein found in wheat, rye, barley, and
triticale. Avoidance of gluten-containing food
usually leads to clinical improvement in patients with
Celiac disease. Whereas, tfreatment of SLE depends
on disease severity and the organ systems involved.
The first-line agents used are corticosteroids due to
rapid onset of action and powerful anti-inflammato-
ry actions. Hydroxychloroquine is used to treat
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fatigue, and musculoskeletal and mucocutaneous
manifestations of SLE and also improves long-term
survival by protecting against thrombosis, irreversible
organ damage, and bone mass loss, and aids in
preventing disease flare'''2. Other freatment options
include conventional DMARDs (azathioprine, meth-
ofrexate, mycophenolate) and biologic DMARDs
(rituximab, belimumab) depending on disease
severity and organ-system involvement'3'. Our
patient was started on a gluten-free diet, steroids,
and hydroxychloroquine which resulted in clinical
improvement and weight gain.

CONCLUSION

In conclusion, high clinical evaluation is required to
diagnose the co-existence of two autoimmune
disorders as proper recovery may not be achieved
until both diseases are controlled. Though these two
diseases are seldom associated with each other, the
likelihood that a patient may be afflicted with both
diseases at the same time does exist. Additional
researches are required in order to determine the
frue prevalence of this coexistence.
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