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Abstract

Both patients with achalasia and systemic sclerosis can complain of esophageal dysphagia. Esophageal
manometer remains the most accurate method to evaluate esophageal dismotility. The association of achalasia and
systemic sclerosis as an overlap syndrome has not been described yet. This entity could be possibly based on
common autoimmune mechanisms and an analogous pathogenesis explained mainly by viral association.
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Introduction
Patients with some features of systemic sclerosis in combination

with manifestations of other rheumatic diseases, such as systemic lupus
erythematosus, dermatomyositis, or rheumatoid arthritis, are
considered to have an overlap syndrome [1]. Ninety percent of patients
with systemic sclerosis have gastrointestinal involvement, being
esophageal disease the most common source which is detected by
esophageal manometry that remains the most accurate method to
evaluate esophageal motor function [2]. Patients complain of
heartburn and dysphagia, due to gastroesophageal reflux and to
impaired hypomotility of the distal esophagus or occasionally
secondary to strictures. The etiology of systemic sclerosis is still
unknown. Exposure to viruses or certain toxins may lead to variable
disease expression in genetically susceptible hosts. In some individuals,
genetic factors may be sufficiently strong to lead to disease expression
[3].

Primary achalasia is characterized by loss of peristalsis in the distal
esophagus and a failure of lower esophageal sphincter (LES) relaxation
and main complaint is esophageal dysphagia [4]. Main finding in
achalasia on high-resolution manometry is an impaired
esophagogastric junction relaxation defined as a mean four-second
integrated relaxation pressure (IRP) ≥15 mmHg [5].

Both achalasia and systemic sclerosis are associated with esophageal
dysphagia as one of the main gastrointestinal manifestation. In the
literature there are two cases reported in patients with systemic
sclerosis and achalasia; however, these cases were documented only
through esophagogram without performing esophageal manometry
[6,7]. We present a well-documented case of systemic sclerosis and
achalasia.

Case Report
A 77-year-old mexican woman was admitted to our hospital

because of complaining of joint pain in hands, knees and ankles;
Raynaud's phenomenon; sharp face, reduced opening mouth,
telangiectasia in face, skin thickening, sclerodactylia,

hyperpigmentation in arms and limitation to flexion hands about 21
years of evolution. Five years ago was diagnosed with hypothyroidism.
Her past medical history included use of low dose glucocorticoids at
the beginning (10 mg/day of prednisone during six weeks); later she
also received omeprazole 20 mg/day with partial response and was
changed to pantoprazole 40 mg/day, hydroxychloroquine 400 mg/day
and levothyroxine 100 mcg/day. Currently she is taking just the last
two drugs since three years ago. She also began with esophageal
dysphagia both to solids and liquids in last two years.

Laboratory data revealed: antinuclear antibodies (ANA) speckled
pattern 1:5120, ANA Centromere pattern 1:5120, Scl-70 antibodies
positive, rheumatoid factor positive. Total leukocytes: 3,600/mm3,
Neutrophils 2,500/mm3, hemoglobin 13.5 g/dl, platelets 128/mm3,
erythrocyte sedimentation rate 41 mm/h, urinalysis: negative.

She was assessed by rheumatologist who made the diagnosis of
overlap syndrome because she had data of both, systemic sclerosis and
rheumatoid arthritis.

Approach to dysphagia was initially done with upper endoscopy
that showed a dilated and sigmoid esophagus along with multiple
raised white plaques >2 mm, edema, hyperemia and no ulceration;
these findings were suggestive of esophageal candidiasis graded as
Kodsi II classification.

The endoscope was advanced through gastro esophageal junction
without difficulty, allowing revising all stomach and duodenum until
second portion that showed normal findings. Besides, brushing
esophageal mucosa was performed showing Candida spp. yeast and
hyphae (Figure 1).

Also, a barium esophagogram revealed dilated esophageal body and
bird´s beak appearance of distal esophagus (Figure 2).
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Figure 1: Candida spp. yeast and hyphae in distal esophagus brush.

Figure 2: Barium esophagogram revealed dilated esophageal body
and bird´s beak appearance of distal esophagus.

High-resolution esophageal manometer was performed with the
following findings: 100% failed peristalsis, distal contractile integral
(DCI): 0 mmHg.s.cm, IRP 38 mmHg, LES pressure 47.2 mmHg. The
diagnosis of type I achalasia (classic achalasia) was established (Figure
3). With all these data the final diagnosis was overlap syndrome
(systemic sclerosis and rheumatoid arthritis) with classic achalasia.

The patient was assessed for esophageal surgeon and
gastroenterologist. On March 1st 2016 a Heller myotomy with Dor
fundoplication was done; dysphagia had a partial response after
procedure. She continues taking levothyroxine 100 mcg/day,
pantoprazole 40 mg/day and hydroxychloroquine 400 mg/day. She will
be follow up as outpatient by rheumatologist and gastroenterologist
very soon.

Figure 3: High-resolution esophageal manometry with classic
achalasia.

Discussion
One hallmark symptom of both achalasia and systemic sclerosis is

esophageal dysphagia, so it is important to recognize the need for
esophageal function testing in the initial evaluation of dysphagia
(endoscopy, reflux monitoring and manometer) in both entities. This is
because it is well recognized that, in genetically predisposed
individuals, an autoimmune response to an unknown inciting agent,
perhaps a viral infection, can be the trigger factor [8].

In patients with systemic sclerosis which manifests with dysphagia
the manometric findings consist of absent or ineffective distal
esophageal peristalsis and hypotensive LES. Motility studies have
shown that 40% of patients with abnormal motor activity of the
esophagus are asymptomatic [9]. In achalasia there are 3 distinct types.
All 3 types are characterized by incomplete LES relaxation, but they
differ in pressurization patterns and presence of spastic contractions.
Type I is called classic achalasia (absent pressurization), type II is
achalasia with panesophageal pressurization and type III is spastic
achalasia [10]. It is important to know that these two entities and
perform motility studies, because medical treatment is different for
each one.

This is the first case that shows the association between achalasia
and overlap syndrome (systemic sclerosis and rheumatoid arthritis),
where achalasia was evidenced by high-resolution esophageal
manometry.
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