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Abstract

Introduction: Plummer-Vinson syndrome is a rare disease that is defined by the classical triad of dysphagia, iron-deficiency anemia

and esophageal webs. Even though the syndrome is very rare nowadays, its occurrence in association with celiac disease. Given that

the association of Celiac disease with Plummer-Vinson syndrome is uncommon, In this article, We present the case of a patient diag-

nosed with Plummer-Vinson syndrome and Celiac disease.

Medical history: A 9-year-old boy has been complaining dysphagia over solids about 3 years ago. The patient also suffered from

chronic diarrhea and abdominal pain. The patient's pain worsened by eating bread. In a biopsy performed last year from the duode-

num, he was diagnosed with celiac disease. In endoscopy, the esophagus web was observed in the upper third of the esophagus.in

laboratory, the patient had a hypochromic-microcytic anemia.

Conclusion: Depending on the pathology response and the presence of diagnostic triad(dysphagia, iron-deficiency anemia and

esophageal web),The patient was diagnosed with Plummer-Vinson syndrome and Celiac disease, and was treated with balloon dila-

tion and gluten-free diet.
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Introduction

Plummer-Vinson syndrome is a rare disease that is defined by
the classical triad of dysphagia, iron-deficiency anemia and esopha-
geal webs [1]. This disease is associated with atrophic glossitis
and angular cheilitis [2]. Plummer-Vinson syndrome, also known
as Paterson-Kelly syndrome or sideropenic dysphagia. It is a rare
disease, being difficult to determine its prevalence, since in the
medical literature only case reports are published [3]. This disease
increases the risk of squamous cell carcinoma of the pharynx and

esophagus [1]. Even though the syndrome is very rare nowadays,

its occurrence in association with celiac disease [1]. Celiac disease
is clinical presentation includes the classical malabsorption syn-
drome, unspecific and extra-intestinal manifestations, and silent
celiac disease [4]. The prevalence of Celiac disease in the general
population is approximately 1% and some countries have shown
that their prevalence has tripled in a period of 15 years [5].The eti-
ology of the disease is unknown but It is the result of the interaction
between gluten and immunological, genetic and environmental fact
[6]. In this disease, immune response to gluten causes mucosal in-

jury in the intestine and stimulating the immune system is involved
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in the pathogenesis of the disease [7]. Studies have indicated that
the vast majority of patients with CD express HLA-DQ2 or HLA-
DQ8 [8]. The clinical manifestations of CD have a broad spectrum
ranging from malabsorption syndrome to asymptomatic disease
[9]. The diagnosis of disease is narrow by endoscopy and intestinal
biopsy and confirmation of diagnosis is based on the evaluation of
the response to gluten-free diet therapy. Using serological tests like
Anti-TTG can be useful in diagnosis [10]. The association of this
disease with other diseases, such as iron deficiency anemia, her-
petiform dermatitis, IGA deficiency, thyroid disorders (Hashimato
and Graves), type 1 diabetes and connective tissue disease (SLE, ...)

have been proven [10].

Given that the association of Celiac disease with Plummer-Vin-
son syndrome is uncommon, In this article, We present the case
of a patient diagnosed with Plummer-Vinson syndrome and Celiac

disease.

Case presentation

A 9-year-old boy has been complaining dysphagia over solids
about 3 years ago. The patient's dysphagia was initially to liquids
and then to solids. The patient was referred to and admitted for
about a year ago and underwent endoscopy, and he was diagnosed
with esophageal web and biopsy taken from his duodenum. The
patient was discharged with a recommendation to follow up the
pathologic response, but the follow up was not performed by the
patient. The patient also suffered from chronic diarrhea and abdo-
minal pain in addition to complaining of a lack of improvement in
dysphagia. The patient's pain worsened by eating bread. Following
the pathologic response of the patient, it was determined that the
patient was diagnosed with celiac disease. In the tests performed
for the patient, the level of Anti-TTG was high, but the level of total
IgA was normal (Anti-TTG=89).

Physical examination

In the head and neck of the patient, angular cheilitis was ob-
served. Also, The conjunctiva was pale. Hypopigmented skin rash
was seen in the patient's face, which seemed to be Pityriasis alba.
in abdoman examination, the abdomen was soft, did not have a gu-
arding or distention, had a slight tenderness in the periumbilical

area.
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Laboratory

In Cell Blood Count (CBC), The patient had leukocytosis
(WBC=12400). Also,the patient had a hypochromic-microcytic
anemia (HG=8.8,MCV=62.38, MCH=17.15).

Investigation and treatment

The patient was again subjected to endoscopy and the esopha-
gus web was observed in the upper third of the esophagus (figure
1). For the patient the balloon dilation was performed. Then, the
patient was diagnosed with Plummer-Vinson syndrome and celiac
disease (figure 2), and was treated with gluten-free diet, and dis-

charged with a recommendation to do the follow up.

Figure 1: Web of esophagus in endoscopy.

Figure 2: (duodenum).
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Discussion and Conclusion

Plummer-Vinson syndrome is a rare disease; So that in the me-
dical literature only case reports are published [3]. The combined
of Plummer-Vinson syndrome with Celiac disease has also been
reported rarely in several studies in recent years [1]. The first re-
port was published by Dickey and Mc Connell in 1999 [12]. They
describe two patients with Plummer-Vinson syndrome whose iron
deficiency anemia was due to celiac disease. They presented with
dysphagia 13 and 9 years, respectively, before celiac disease was
diagnosed [12]. In other study in 2010, Leila Mnif and,, et al. in-
troduced a case of Plummer-Vinson syndrome and Celiac disease.
The patient in their study was A 28-year-old white woman was re-
ferred to endoscopic department for dilation of upper esophageal
web [13].

Postcricoid carcinoma as complications of unrecognized celi-
ac disease is common.In two study,two patients with combined of
Plummer-Vinson syndrome with Postcricoid carcinoma as compli-
cations of unrecognized Celiac disease as case-report Introduced
[14,15].

In our report, in pathology, Sections show poorly oriented duo-
denal mucosa. the preserved villi show blunting and increased nu-
mber of intraepithelial lymphocytes (about 451 lymphocytes/100
enterocytes). The lamina propria is infiltrate by some lymphoplas-
ma cells and few eosinophil. the findings are characteristic of GSE
(MARSH III a) and clinical correlation is recommended (figure 3
and figure 4).

Figure 3: H and E stain- (duodenal biopsy).
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Figure 4: H and E stain- (duodenal biopsy).

Depending on the pathology response and the presence of di-
agnostic triad (dysphagia, iron-deficiency anemia and esophageal
web), The patient was diagnosed with Plummer-Vinson syndrome
and Celiac disease, and was treated with balloon dilation and glu-

ten-free diet.
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