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Abstract 

Fever is a common symptom in childhood and primarily suggests infectious diseases. The syndrome of 

periodic fever, aphthous stomatitis, pharyngitis and cervical adenitis (PFAPA syndrome) is a periodic fever 

syndrome of unknown incidence and is not rare in childhood. In this case report, the management of a patient 

who was followed up for PFAPA syndrome during a fever attack is presented. 
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Introduction 

Fever is a common symptom in childhood and primarily suggests 

infectious diseases. During the infection, fever, general condition 

disorder, anorexia, nausea, vomiting and symptoms related to the 

localization of the infection may be observed. In addition to the patient's 

clinic, impairments are observed in laboratory values. The most common 

finding is an increase in acute phase reactants (AFRs) and leucocytosis in 

bacterial infections [1,2]. 

The syndrome of periodic fever, aphthous stomatitis, pharyngitis and 

cervical adenitis (PFAPA syndrome) is a periodic fever syndrome of 

unknown incidence and is not rare in childhood. The characteristic feature 

of the syndrome is high fever, which is seen in all patients and recurs 

regularly every 3-6 weeks, lasts 3-6 days, starts suddenly and can reach 

41°C. Patients are completely healthy between attacks [3]. 

In this case report, the management of a patient who was followed up for 

PFAPA syndrome during a fever attack is presented. 

Case Report 

A 33-month-old patient who was followed-up for PFAPA syndrome and 

previous febrile convulsion was admitted to the Pediatric Emergency 

Department with fever. Physical examination revealed fever of 39 

degrees, aphthous stomatitis and pharyngitis. Other system examinations 

were normal. Hemoglobin: 11.1 mg/dl, leukocyte: 20 thousand and C-

reactive protein (CRP): 80 mg/l were found in the tests. Other tests were 

normal. The patient was admitted to the pediatric service for follow-up. 

Empirical antibiotics were not started after family consent was obtained. 

Methylprednisolone was administered at 1 mg / kg IV. The patient, who 

had no fever for 24 hours and whose symptoms regressed dramatically, 

was discharged. When he came to the polyclinic control on the fifth day 

of his fever, it was observed that he did not have any complaints, and his 

leukocyte and CRP were found to be normal in the examinations. Also, 

no growth was detected in throat culture. 

 

 

Discussion 

When fever, aphthous stomatitis, pharyngitis and adenitis are observed in 

the patient, the first disease that comes to mind is upper respiratory tract 

infections (URTI). The most common findings in the case of URTI are 

fever and sore throat. Increase in AFR and leukocytosis may be observed 

in URI. CRP, procalcitonin (PCT) and erythrocyte sedimentation rate 

(ESR) are generally used as AFR (4-5). 

URTI is usually diagnosed clinically and treated. Immunodeficiency, 

adenoid hypertrophy, hypertrophic tonsils, allergic diseases and recurrent 

fever syndromes should be considered in the differential diagnosis when 

there is a history of recurrent fever or URTI. Periodic fever syndromes 

include PFAPA syndrome, mevolenate kinase deficiency (hyper IgD 

syndrome), familial mediterranean fever (FMF), cyclic neutropenia, fever 

syndrome with tumor necrosis factor receptor defect, cryoprinopathies, 

familial cold autoinflammatory syndrome, systemic form juvenile 

idiopathic and Crohn's disease. However, apart from these, there may be 

many diseases that are not yet known and can be seen with different 

clinical pictures [6,7]. 

PFAPA syndrome is the most common cause of periodic fever in 

childhood and was first described by Marshall et al in 1987. The onset of 

the disease usually begins before the age of 5 and usually resolves during 

adolescence. Patients are asymptomatic between episodes and show 

normal growth. PFAPA syndrome is an immune mediated disease 

characterised by a cytokine dysfunction; moreover, the strong familial 

clustering suggests a potential genetic origin of the syndrome. Although 

the clinical picture of the syndrome is well defined, the absence of a 

disease-specific laboratory finding makes diagnosis difficult [3,8,9,10]. 

PFAPA syndrome responds dramatically to steroid therapy. The diagnosis 

is made in this way. The clinical features of PFAPA syndrome are known 

to mimic URTI, but there are limited evaluations in the literature about 

the laboratory values of patients with PFAPA syndrome during an attack. 

In our case, the excessive increase in leukocytosis and AFR together with 

fever suggested an infectious disease. However, since our patient was 

diagnosed with PFAPA syndrome, the current clinical and laboratory 

findings were thought to be due to this, and a throat culture was taken and 

  Open Access      Case Report 

                   Clinical Research and Clinical Trials 
                                                                                                                  Muhammet Mesut Nezir ENGİN *                                                                                                                                                        

AUCTORES 
Globalize your   Research 



J. Clinical Research and Clinical Trials                                                                                                                                    Copy rights@ Muhammet Mesut Nezir ENGİN et.al. 
 

 
Auctores Publishing – Volume 3(2)-032 www.auctoresonline.org  

ISSN: 2693-4779   Page 2 of 2 

empirical antibiotics were not started. The clinical findings of the patient 

regressed after a single dose of methylprednisolone, and the laboratory 

findings of the patient also improved. 

Conclusion 

PFAPA syndrome should be considered in the differential diagnosis in 

recurrent upper respiratory tract infections or patients with recurrent 

fever. It should be kept in mind that PFAPA syndrome will cause an 

increase in AFR and leukocyte values, as in our case. We believe that 

patients with suspected PFAPA syndrome can be followed up closely 

without antibiotics after taking a throat culture and performing steroid 

therapy. However, if there is no dramatic improvement in the patient's 

symptoms, if there is an increase in AFR or if a growth is detected in the 

throat culture, antibiotic treatment should be reconsidered. 
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