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Abstract: Dysphagia in children is a relatively frequent symptom in childhood, and the main causes
are congenital and linked to ear–nose–throat etiologies. However, non-congenital esophageal dyspha-
gia is less common, and the main cause in such cases is eosinophilic esophagitis (EoE). When there is
no response to a well-conducted treatment, with normalization of histology, the diagnosis of EoE
must then be reconsidered. Here, we present the case of a 10-year-old patient whose initial diagnosis
of eosinophilic esophagitis delayed the diagnosis of type III achalasia.
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1. Case

A 10-year-old boy came to our unit for progressively worsening dysphagia evolving
for 1 year. There was no personal or family medical history, including no asthma or
atopic eczema. The patient reported regurgitation and retrosternal pain without a real
impaction episode.

A first upper endoscopy was performed, which showed no stricture, and whose
esophageal biopsies evidenced an infiltration of the esophageal wall with >15 eosinophils
per field of optical microscope.

A first line of treatment with esomeprazole 40 mg was then conducted for 2 months,
with no improvement in dysphagia. A new upper endoscopy was performed, the biopsies
of which evidenced a persistence of eosinophilic mucosal infiltrate (27 eosinophils per high-
powered microscopic field). A topical steroid treatment (viscous solution of budesonide)
was then started.

Despite this management, the patient’s general condition worsened, with major weight
loss (up to 20% of weight) and school dropout. As dysphagia persisted and worsened, the
patient had to be fed by enteral nutrition through a nasogastric tube.

A new gastroscopy was performed four months after the start of steroid therapy, which
revealed esophageal candidiasis, thought to be related to the topical steroid. Esophageal
biopsies showed a complete histological response with <5 eosinophils per field.

Three months later, given the persistence of dysphagia after effective treatment
of esophageal candidiasis, an esophagogram with a barium swallow examination was
performed (Figure 1), highlighting an insufficient esophageal emptying associated with
esophageal dilatation and no relaxation of the lower esophageal sphincter, suggestive
of achalasia.

An esophageal manometry was then performed (Figure 2), which showed an el-
evated integrated relaxation pressure of the lower esophageal sphincter (44.3 mmHg)
associated with the presence of esophageal spasms, leading to the diagnosis of type III
esophageal achalasia.
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Figure 1. Esophageal barium swallow. 

Figure 1. Esophageal barium swallow.
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Figure 2. Esophageal high-resolution manometry. 

Investigations did not reveal corticotropic insufficiency nor alacrimia that could be 
indicative of a triple A syndrome. 

The patient was then treated with per oral endoscopic myotomy (POEM) with tai-
lored myotomy based on the length of the spasms on the manometry. The procedure had 
an immediate effect on dysphagia, with no recurrence of symptoms at clinical follow-up. 
The barium swallowing was improved, with no stagnation above the cardia 6 months 
after the procedure, an improvement in his general condition, and a return to school. 

A final follow-up endoscopy was made 6 months after the POEM, and showed no 
eosinophils on esophageal biopsies. The patient had stopped the budesonide treatment 
since the myotomy. 
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agitis vary according to the age of the patients, and dysphagia is more frequent after 10 
years, with 28% of children suffering from it at a median age of 13 years, while young 
children usually experience vomiting, regurgitation, abdominal pain, and feeding disor-
ders [3]. On the contrary, dysphagia and food impaction are rather predominant in ado-
lescents and adults, and are generally related to advanced tissue remodeling. 

Upper endoscopy is normal in 17% of cases of eosinophilic esophagitis, stricture is 
present in 21% of cases, and a narrow-caliber esophagus occurs in 9% of cases [4]. 

In EoE, esophageal biopsy is the gold standard for diagnosis, but this does not ex-
plore tissue remodeling or fibrosis, nor does it provide information regarding the presence 
of esophageal fibrosis and narrowing. However, dysphagia in eosinophilic esophagitis is 
most often related to fibrous narrowing of the lumen, and not to the inflammatory activity 
of eosinophils. Strictures in this setting are usually focal and located in the upper 2/3 of 
the esophagus. Esophageal endoscopy is imprecise, and can be misleading because it does 
not recognize narrowing between 11 mm and the diameter of the scope (7–9 mm), whereas 
a barium esophagogram shows this narrowing in 71% of adults [4] and 55% of the children 
[5]. In our case, the persistence of eosinophils of infiltration with a worsened dysphagia 
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Investigations did not reveal corticotropic insufficiency nor alacrimia that could be
indicative of a triple A syndrome.

The patient was then treated with per oral endoscopic myotomy (POEM) with tailored
myotomy based on the length of the spasms on the manometry. The procedure had an
immediate effect on dysphagia, with no recurrence of symptoms at clinical follow-up. The
barium swallowing was improved, with no stagnation above the cardia 6 months after the
procedure, an improvement in his general condition, and a return to school.

A final follow-up endoscopy was made 6 months after the POEM, and showed no
eosinophils on esophageal biopsies. The patient had stopped the budesonide treatment
since the myotomy.

2. Discussion

Dysphagia in children is a relatively frequent symptom in childhood, and approxi-
mately 1% of children will experience swallowing difficulties, the main causes of which are
linked to ENT (Ear–Nose–Throat) issues and associated with a particular background in
children with cerebral palsy, traumatic brain injury, and airway malformation [1,2]. How-
ever, non-congenital esophageal dysphagia is less common in children, and eosinophilic
esophagitis (EoE) is the main cause in such cases. Symptoms of eosinophilic esophagitis
vary according to the age of the patients, and dysphagia is more frequent after 10 years,
with 28% of children suffering from it at a median age of 13 years, while young children
usually experience vomiting, regurgitation, abdominal pain, and feeding disorders [3]. On
the contrary, dysphagia and food impaction are rather predominant in adolescents and
adults, and are generally related to advanced tissue remodeling.

Upper endoscopy is normal in 17% of cases of eosinophilic esophagitis, stricture is
present in 21% of cases, and a narrow-caliber esophagus occurs in 9% of cases [4].

In EoE, esophageal biopsy is the gold standard for diagnosis, but this does not explore
tissue remodeling or fibrosis, nor does it provide information regarding the presence of
esophageal fibrosis and narrowing. However, dysphagia in eosinophilic esophagitis is
most often related to fibrous narrowing of the lumen, and not to the inflammatory activity
of eosinophils. Strictures in this setting are usually focal and located in the upper 2/3
of the esophagus. Esophageal endoscopy is imprecise, and can be misleading because it
does not recognize narrowing between 11 mm and the diameter of the scope (7–9 mm),
whereas a barium esophagogram shows this narrowing in 71% of adults [4] and 55% of
the children [5]. In our case, the persistence of eosinophils of infiltration with a worsened
dysphagia should have raise the question of the presence of esophageal stricture linked to
EoE, especially in the upper esophagus.

In the case of eosinophilic esophagitis, the lack of clinical improvement after two lines
of treatment (proton pump inhibitors and a topical steroid) is very unusual and occurs
in only 5% of cases [6]. In such cases, the lack of clinical response in the presence of a
histological response should question the diagnosis of eosinophilic esophagitis, and other
associated diagnoses should be considered as dysphagia etiologies. In our case, the patient
had three lines of therapeutics: PPIs, topical steroid, and, finally, an elimination diet with
total enteral nutrition.

Achalasia is a rare disease, the incidence of which is rarer in the pediatric population
than in adults (0.18/100,000 children per year) [7].

Achalasia in children develops at an average age of 14 years, with a majority of
cases being idiopathic [8]. Some may be related to genetic syndromes, such as triple
A syndrome, characterized by the triad of achalasia, alacrimia, and adrenocorticotropic
hormone (ACTH)-resistant adrenal insufficiency [9]. Nevertheless, the diagnosis of genetic
forms is often made earlier in childhood, before the age of 10, and the response to treatment
is poorer in these cases [8,9].
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The diagnosis of achalasia is suspected on the esophagogram, and the subtype of
achalasia is confirmed by high-resolution esophageal manometry.

Pneumatic balloon dilation is recommended as a first line of treatment for type I and
II achalasia, while a POEM is recommended for type III achalasia (which allows treatment
by myotomy at of the esophagus body the lower esophageal sphincter) [10].

Although there are no data in the literature to support this impression, we assume
that esophageal stasis related to achalasia was responsible for the increase in mucosal
eosinophils count, since this disappeared after POEM when the patient had stopped
budesonide for 6 months.

The association of two rare esophageal pathologies can be possible, and this case
highlights the key importance of esophagograms and manometry in the diagnosis of
dysphagia when endoscopy shows no abnormality. In addition, these approaches are
crucial in the case of weight loss, as it has been shown that esophageal motor disorders are
more frequently found in cases of weight loss associated with dysphagia in children [11]. In
EoE, if there is no improvement in dysphagia despite a histological response, an evaluation
by barium and esophageal manometry should be considered.

Author Contributions: Conceptualization, A.D. and V.V.; writing—review and editing, A.D., J.-M.G.
and V.V.; supervision, M.B. and V.V. All authors have read and agreed to the published version of
the manuscript.

Funding: This research received no external funding.

Institutional Review Board Statement: It’s not applicable.

Informed Consent Statement: Written informed consent has been obtained from the patient and his
family to publish this paper.

Data Availability Statement: It’s not applicable.

Conflicts of Interest: The authors declare no conflict of interest.

References
1. Dodrill, P.; Gosa, M.M. Pediatric dysphagia: Physiology, assessment, and management. Ann. Nutr. Metab. 2015, 66, 24–31.

[CrossRef] [PubMed]
2. Zdanowicz, K.; Kucharska, M.; Sobianec-Lotowska, M.E.; Lebensztejn, D.M.; Daniluk, U. Eosinophilic Esophagitis in Children in

North-Eastern Poland. J. Clin. Med. 2020, 9, 3869. [CrossRef] [PubMed]
3. Noel, R.J.; Putnam, P.E.; Rothenberg, M.E. Eosinophilic Esophagitis. N. Engl. J. Med. 2004, 351, 940–941. [CrossRef] [PubMed]
4. Gentile, N.; Katzka, D.; Ravi, K.; Trenkner, S.; Enders, F.; Killian, J.; Kryzer, L.; Talley, N.J.; Alexander, J. Oesophageal narrowing is

common and frequently under-appreciated at endoscopy in patients with oesophageal eosinophilia. Aliment. Pharmacol. Ther.
2014, 40, 1333–1340. [CrossRef] [PubMed]

5. Menard-Katcher, C.; Swerdlow, M.P.; Mehta, P.; Furuta, G.T.; Fenton, L.Z. Contribution of esophagram to the evaluation of
complicated pediatric eosinophilic esophagitis. J. Pediatr. Gastroenterol. Nutr. 2015, 61, 541–546. [CrossRef] [PubMed]

6. Laserna-Mendieta, E.; Casabona, S.; Savarino, E.; Perelló, A.; Pérez-Martínez, I.; Guagnozzi, D.; Barrio, J.; Guardiola, A.; Asensio,
T.; la Riva, S.; et al. Efficacy of Therapy for Eosinophilic Esophagitis in Real-World Practice. Clin. Gastroenterol. Hepatol. 2020, 18,
2901–2911. [CrossRef] [PubMed]

7. Okoromah, C.A.N.; Ekure, E.N.; Lesi, F.E.A.; Okunowo, W.O.; Tijani, B.O.; Okeiyi, J.C. Prevalence, profile and predictors of
malnutrition in children with congenital heart defects: A case-control observational study. Arch. Dis. Child. 2011, 96, 354–360.
[CrossRef] [PubMed]

8. Choné, A.; Familiari, P.; von Rahden, B.; Desai, P.; Inoue, H.; Shimamura, Y.; Eleftheriadis, N.; Yamashita, K.; Khashab, M.A.;
Shiwaku, H.; et al. Multicenter Evaluation of Clinical Efficacy and Safety of Per-Oral Endoscopic Myotomy in Children. J. Pediatr.
Gastroenterol. Nutr. 2019, 69, 523–527. [CrossRef] [PubMed]

9. Prpic, I.; Huebner, A.; Persic, M.; Handschug, K.; Pavletic, M. Triple A Syndrome: Genotype-Phenotype Assessment. Clin. Genet.
2003, 63, 415–417. [CrossRef] [PubMed]

http://doi.org/10.1159/000381372
http://www.ncbi.nlm.nih.gov/pubmed/26226994
http://doi.org/10.3390/jcm9123869
http://www.ncbi.nlm.nih.gov/pubmed/33260708
http://doi.org/10.1056/NEJM200408263510924
http://www.ncbi.nlm.nih.gov/pubmed/15329438
http://doi.org/10.1111/apt.12977
http://www.ncbi.nlm.nih.gov/pubmed/25287184
http://doi.org/10.1097/MPG.0000000000000849
http://www.ncbi.nlm.nih.gov/pubmed/25988559
http://doi.org/10.1016/j.cgh.2020.01.024
http://www.ncbi.nlm.nih.gov/pubmed/31988045
http://doi.org/10.1136/adc.2009.176644
http://www.ncbi.nlm.nih.gov/pubmed/21266339
http://doi.org/10.1097/MPG.0000000000002432
http://www.ncbi.nlm.nih.gov/pubmed/31259787
http://doi.org/10.1034/j.1399-0004.2003.00070.x
http://www.ncbi.nlm.nih.gov/pubmed/12752575


Children 2023, 10, 63 5 of 5

10. Van Lennep, M.; van Wijk, M.P.; Omari, T.I.M.; Benninga, M.A.; Singendonk, M.M. Clinical management of pediatric achalasia.
Expert Rev. Gastroenterol. Hepatol. 2018, 12, 391–404. [CrossRef] [PubMed]

11. Juzaud, M.; Lamblin, M.D.; Fabre, A.; Alessandrini, M.; Baumstarck, K.; Bazin, C.; Esteve, C.; Laborde, N.; Osei, L.; Michaud, L.;
et al. Correlation between clinical signs and high-resolution manometry data in children. J. Pediatr. Gastroenterol. Nutr. 2019, 68,
642–647. [CrossRef] [PubMed]

Disclaimer/Publisher’s Note: The statements, opinions and data contained in all publications are solely those of the individual
author(s) and contributor(s) and not of MDPI and/or the editor(s). MDPI and/or the editor(s) disclaim responsibility for any injury to
people or property resulting from any ideas, methods, instructions or products referred to in the content.

http://doi.org/10.1080/17474124.2018.1441023
http://www.ncbi.nlm.nih.gov/pubmed/29439587
http://doi.org/10.1097/MPG.0000000000002232
http://www.ncbi.nlm.nih.gov/pubmed/30628985

	Case 
	Discussion 
	References

