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Abstract

Introduction: Plummer Vinson Syndrome (PVS) is a rare pathology combining
dysphagia, an iron deficiency anemia and a cervical esophageal web. It is one
of the risk factors of the esophageal cancer. Objectives: To report the epide-
miological, clinical, paraclinical and histological characteristics of patients
with Plummer-Vinson syndrome associated with esophageal cancer. Patients
and Methods: This was a retrospective study carried out at the digestive en-
doscopy center of Aristide le Dantec hospital in Dakar from January 2008 to
December 2015. We included all patients with Plummer-Vinson syndrome
associated with esophageal cancer. Results: We included 7 patients. The mean
age was 36 years (24 - 65 years). There were 5 women and 2 men. The mean
diagnostic period was 9 months (6 months - 15 years). The main clinical ma-
nifestations were dysphagia (100%), weight loss (100%) and clinical anemia
(71.4%). The biology showed a mean hemoglobin level of 8.8 g/dl (6 - 11 g/dl),
serum iron at 30.8 pg/dl (11 - 52 pg/dl) and ferritinemia at 6.2 ng/dl (1.5 - 25
ng/dl). The upper digestive endoscopy revealed a stenosis web of the cervical
esophagus in all patients. An endoscopic dilatation was performed in all cases.
After dilation, the endoscopy showed a tumor of the middle third of the eso-
phagus in 4 cases and of the lower third in 3 cases. It was about of a squamous
cell carcinoma in the tumors of middle third and of an adenocarcinoma in those
of the lower third. Conclusion: At Aristide le Dantec hospital of Dakar, PVS
is sometimes associated with an epidermoid carcinoma or an adenocarcinoma
of the esophagus. The improvement of the prognosis depends on the early
realization of an upper gastrointestinal endoscopy (UGI) in case of any dys-
phagia and the monitoring of the patients.
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1. Introduction

Plummer-Vinson syndrome (PVS), also known as Paterson-Kelly syndrome or
sideropenic dysphagia, is a rare pathology combining dysphagia, iron deficiency
anemia and cervical esophageal web. Being common in northern countries in the
early twentieth century, it has become very rare nowadays.

Declining prevalence is linked to the improvement of the nutritional status of
the population. In Africa and Asia, cases of PVS are reported in some regions
due to poor sociodemographic conditions [1]-[7].

PVS is one of the risk factors of cervical esophageal, hypopharynx and tongue
cancer [8] [9] [10] [11]. Its association with middle esophagus or distal esopha-
gus cancer is exceptional [7] [12] [13]. Malignant degeneration occurs in 3% to
15% of cases [9] [10].

We report the epidemiological, clinical, paraclinical and histological characte-
ristics of patients with Plummer-Vinson syndrome associated with esophageal

cancer at the endoscopy center of Aristide le Dantec Hospital.

2. Patients and Methods

This is a retrospective study carried out in the digestive endoscopy center of Aris-
tide le Dantec hospital in Dakar during the period from January 2008 to December
2015.

The subjects studied were all the patients who went to the center for UGI en-
doscopy.

We included all the patients with PVS associated with esophageal cancer. We
excluded the patients whose histological record was not available.

In the medical records of the patients, we collected and analyzed the epidemi-

ological, clinical, paraclinical and histological data.

3. Results

There was PVS associated with a macroscopic appearance suggestive of esopha-
geal cancer in 9 patients.

We excluded from the study 2 patients whose histological review was not
available. Thus, we studied 7 patients. The average age was 36 years (24 - 65 years).
There were 5 women and 2 men.

The average diagnostic period was 9 months (6 months - 15 years).

The main clinical manifestations were dysphagia (100%), weight loss (100%),
clinical anemia (71.4% of cases) and angular chedilitis (57.1%). There was no his-
tory of smoking, drinking alcohol or drinking very hot drinks.

Biological tests showed an iron deficiency in all patients. The mean hemoglo-
bin level was 8.8 g/dl (6 - 11 g/dl), mean corpuscular volume (MCV) at 72 fl (71
- 88 fl), mean serum iron level at 30.8 ug/dl (11 - 52 ug/dl) and the mean ferritin
level at 6.2 ng/dl (1.5 - 25 ng/dl).

The UGI endoscopy demonstrated an impenetrable stenosis web of the cer-

vical esophagus in all patients.
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An endoscopic dilation with Savary-Gilliard bougies was performed in all cas-
es. After dilatation, an endoscopy check revealed a localized tumor in the middle
third in 4 cases and the lower third in 3 cases.

The tumor was ulcerous-budding in 57.1% of cases and haemorrhagic in 71.4%
(see Table 1). The histology of the lesions was in favor of squamous cell carcino-
ma in all cases of middle esophageal tumor and adenocarcinoma in those of the
lower third (see Table 2).

4. Discussion

In northern countries, the PVS incidence rate has fallen thanks to the improve-
ment of the food quality in parallel with, the improvement of the system and,
better management of the pregnant women [9]. In southern countries where
economic resources are limited, cases of PVS are still described [1]-[7].

PVS is recognized as a risk factor for cancer of the upper digestive tract main-
ly the esophagus. A previous study on PVS conducted in the department found a
prevalence of 1.03% [1].

In our study, we report cases of association of the PVS with esophageal cancer
in 7 cases. This association is known and was reported in the form of clinical
cases in the literature. The rarity of PVS explains the reduced size of the de-
scribed series. The average age of patients was 36 years and the sex ratio 0.4 ac-
cording to the literature in which malignant degeneration occurs most frequent-
ly in 15 to 50 years old female in 3 to 15% of cases [14] [15].

Dysphagia is the main symptom in this pathology. It was present in all our pa-
tients. It generally progressed over several years, it is intermittent and painless,

progressively worsened, often neglected. This clinical latency partly explains the

Table 1. Macroscopic aspect of the esophageal cancer.

Macroscopic aspect Number %
Ulcero-budding 4 57.1
Budding 2 28.6
Ulcerated 1 14.3
Hemorrhagic 5 714

Table 2. Epidemiology of patients and tumor characteristics.

Patients Age Gender Site of esophageal tumor Histology of tumor
1 24 M Middle Squamous cell carcinoma
2 29 F Middle Squamous cell carcinoma
3 30 F Distal Adenocarcinoma
4 30 F Middle Squamous cell carcinoma
5 30 F Middle Squamous cell carcinoma
6 44 M Distal Adenocarcinoma
7 65 F Distal Adenocarcinoma
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long diagnostic period observed in patients. A malignant degeneration is sus-
pected in recent aggravation of dysphagia with weight loss.

The detection of PVS was coincident with that of esophageal cancer. Other
authors have also reported this association at the time of the initial diagnosis of
PVS [3] [7] [9] [11] [12].

The pathogenesis of PVS remains poorly understood. It would be multifac-
torial, involving interlinked etiological factors such as iron deficiency, malnutri-
tion, genetics and autoimmunity.

The iron deficiency appears to be a predominant etiologic factor. Indeed, cas-
es of regression of the esophageal web and dysphagia after correction of defi-
ciency anemia have been reported [4] [16] [17] [18] [19].

In a study conducted in 19 patients with PVS in the same endoscopic center,
iron supplementation was associated with the esophageal dilation in all patients
[1] as indicated in the literature [4] [5] [7] [10] [20] [21].

In our study, the endoscopic dilatation of the esophageal web allowed the de-
tection of malignant neoformation in the esophagus and the performance of bi-
opsies.

The histology was in favor of a squamous cell carcinoma of the middle eso-
phagus in four patients and an adenocarcinoma of the lower esophagus in three
patients. The mechanisms of carcinogenesis are poorly understood. They would
pass through the atrophy of the digestive tract mucosa induced by iron deficien-
cy [9].

It is usually a squamous cell carcinoma that can lie on the tongue, the hypo-
pharynx or the esophagus [8] [9]. Three patients had esophageal adenocarcino-
ma. The association of a PVS with an esophageal adenocarcinoma has not been
reported in the literature.

Cases of association of the PVS with gastric adenocarcinoma have been de-
scribed [8] [22].

The PVS is therefore a preneoplastic field. An endoscopic surveillance is rec-
ommended. However its methods are not consensual [9]. The place of the otor-
hinolaryngology examination in this surveillance is not codified.

PVS is a rare disease whose evolution is usually favorable under treatment.
However, it can be clouded by the occurrence of a malignant degeneration that

can be life-threatening.

5. Conclusions

Esophageal cancer following a PVS is a serious evolving modality which precipi-
tates the natural history of the latter.

At the endoscopy center of Aristide le Dantec hospital in Dakar, the associa-
tion of PVS with esophageal cancer is most often found in a young woman. It is
a squamous cell carcinoma of the middle esophagus or an adenocarcinoma of
the lower esophagus.

Endoscopic and otorhinolaryngological surveillance of PVS should be better
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clarified.
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