
2017
Vol. 3 No. 3:6

iMedPub Journals
http://www.imedpub.com/

Case Report

DOI: 10.21767/2380-7245.100059

 Journal of Rare Disorders: Diagnosis & Therapy
ISSN 2380-7245 

1© Under License of Creative Commons Attribution 3.0 License | This article is available from: //www.raredisorders.imedpub.com/                          

Michael Skolka and 
Helen Pauly-Hubbard

Penn State Hershey College of Medicine, 
Hershey, PA, USA

Corresponding author: 
Helen Pauly-Hubbard

 hpaulyhubbard@pennstatehealth.psu.
edu

Penn State Hershey College of Medicine, 
500 University Drive, Hershey, PA-17033, 
USA.

Tel: 215-407-9922

Citation: Skolka M, Pauly-Hubbard H. 
Rapidly Progressive Plummer Vinson 
Syndrome. J Rare Disord Diagn Ther. 2017, 
3:3.

Case Report
A 47-year-old African American female with a history of 
hypertension presented to the emergency room with dysphagia. 
Over a period of two weeks, the patient first noticed difficulty 
swallowing large chunks of food followed shortly by trouble 
swallowing liquids. She described pain in her oropharynx with 
eating and regurgitated both solids and liquids every time she 
ate. She had lost 10 pounds over two weeks and described a new 
craving for ice (pagophagia). Review of systems was otherwise 
negative. She denied chest pain, dyspnea, abdominal pain, 
hematemesis, and had no history of Gastroesophageal Reflux 
Disease (GERD). Physical exam was unremarkable. There was 
no evidence of glossitis, angular cheilitis, or spooning of the nail 
beds (koilonychia).
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Abstract
Context: Plummer Vinson Syndrome is diagnosed by a triad of dysphagia, 
esophageal webs, and iron deficiency anemia. These symptoms typically progress 
over a period of six months and often include other systemic effects such as 
angular cheilitis, glossitis, and spooning of the fingernails. Treatment includes 
iron supplementation as well as esophageal dilation. Annual upper endoscopic 
surveillance is an important measure for cancer surveillance. 

Case report: A 47-year-old African American female with a history of hypertension 
presented to the emergency room with dysphagia. Over a period of two weeks, 
the patient first noticed difficulty swallowing large chunks of food followed 
shortly by trouble swallowing liquids. She described pain in her oropharynx with 
eating and regurgitated both solids and liquids every time she ate. She had lost 
10 pounds over two weeks and described a new craving for ice (pica). Review of 
systems was otherwise negative. She denied chest pain, dyspnea, abdominal pain, 
hematemesis, and had no history of reflux. Physical exam was unremarkable. 
There was no evidence of glossitis, angular cheilitis, or spooning of the nail beds 
(koilonychia).

Conclusion: This case represents an atypical or rapid progression of Plummer 
Vinson Syndrome which developed over a period of approximately two weeks. 
Subsequently, the patient did not display the tell-tale systemic effects typically 
associated with this syndrome. Clinicians should be aware of similar presentations 
that fulfill the diagnostic criteria but circumvent the typical progression and 
associated sequelae. Indeed, recognizing this triad has important implications for 
esophageal cancer surveillance.
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Initial studies included a CBC which showed a microcytic anemia 
with Hgb 6.5 g/dL, Hct 24.1%, MCV 59.2fl, MCHC 27.0%, and 
RDW 19.2%. An iron panel confirmed anemia secondary to iron 
deficiency with a serum iron of 14 µg/L, ferritin 7 µg/L, TIBC 
402 µg/dL, and iron saturation 3%. The patient was admitted to 
the hospital and transfused. A barium swallow study was then 
ordered for dysphagia (Figure 1), which displayed a probable 
esophageal web at C6-C7. An Esophagogastroduodenoscopy 
(EGD) was then performed, which confirmed the presence of a 
5.0 mm esophageal web (Figure 2). The web was dilated to 10.0 
mm via balloon. Plummer Vinson Syndrome (PVS) was diagnosed. 
After the procedure, the patient quickly resumed oral intake 
without difficulty. The patient was discharged on omeprazole, 
ferrous sulfate, and Vitamin C and instructed to follow-up with 
the gastroenterologist.
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Discussion and Conclusion
The diagnostic criteria for PVS, also known as Paterson-Brown-
Kelly syndrome, include a triad of esophageal webs, dysphagia, and 
iron deficiency anemia [1]. This rare disease typically progresses 
over a period of six months and affects primarily women in 
their fourth to seventh decade of life [2]. Associated symptoms 
include fatigue, pallor, glossitis, angular cheilitis, and koilonychia 
secondary to anemia. PVS is thought to be autoimmune in nature 
[1]. Treatment begins with iron supplementation, which has 
been shown to resolve dysphagia in many patients, while others 
require mechanical dilation of esophageal webs [3]. Symptom 
resolution following successful balloon dilation, as performed 
in this patient, has also been described [4]. Patients are at an 
increased risk for pharyngeal and esophageal squamous cell 
carcinoma and require an annual EGD for follow up. However, 
a reduction in mortality with annual surveillance has not been 
confirmed [5].

This case is an atypical presentation of PVS due to the rapid 
progression of symptoms over a period of two weeks. 
Subsequently, most likely because of the brief and rapid course, 
this patient did not display many of the tell-tale systemic 
effects of iron deficiency anemia typically observed in PVS such 
as glossitis, angular cheilitis, or koilonychia. The patient did, 
however, complain of pagophagia or pica. 

In summary, PVS is a rare triad composed of common symptoms 
seen often in medicine. Clinicians should consider this syndrome 
when a patient presents with dysphagia and symptoms of 
anemia. Indeed, recognizing the triad has important implications 
for cancer surveillance, and diagnostic work-up. Lastly, 
physicians should be aware of atypical presentations that fulfill 
the diagnostic criteria but circumvent the typical progression and 
associated sequelae.

Figure 1 Barium swallow study with a focal region of narrowing 
at the C6-C7 level reflective of a possible esophageal 
web.

Figure 2 Esophagogastroduodenoscopy with a high grade 
5mm proximal esophageal web located anatomically 
below the cricopharyngeal area.
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