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Abstract
Periodic fever, aphthous stomatitis, pharyngitis, and adenitis (PFAPA) and familial Mediterranean fever (FMF) are the most frequent 
recurrent fever syndromes in children. Both cause episodic inflammatory flares, and appropriate management markedly improves 
quality of life. Given the limited data on physicians’ awareness of these conditions in Türkiye, this study aimed to evaluate the 
knowledge and attitudes of pediatric specialists and residents regarding PFAPA syndrome and FMF. An online questionnaire 
consisting of Likert scale and multiple-choice items assessing clinical features, diagnostic approaches, treatment practices, 
and demographic characteristics was administered. A total of 306 participants were included: 59.5% were women, 40.8% were 
pediatricians, and 52.9% were employed at university hospitals. The clinical features most commonly considered when diagnosing 
PFAPA were fever (frequency and duration, 85%), sore throat (58.5%), aphthous ulcers (56.9%), and cervical lymphadenopathy 
(54.6%). Sixty percent of participants stated that PFAPA can be diagnosed clinically, and participants showed high awareness 
of treatment options, such as corticosteroids (89.2%) and tonsillectomy (85.9%). In FMF, recurrent fever (97%), abdominal pain 
(93.8%), and arthritis (76.1%) were well-recognized features, whereas awareness of less common symptoms was lower. While 
84% acknowledged the diagnostic importance of MEFV mutations, only half knew the appropriate timing for genetic testing. Most 
participants recognized colchicine as the first-line treatment for FMF, and 78.4% were aware of the use of biologic agents in 
colchicine-resistant cases. In conclusion, this study is one of the few nationwide assessments of pediatricians’ awareness of PFAPA 
and FMF in Türkiye. Although overall awareness was high, important gaps remain in the recognition of atypical clinical features 
and the appropriate use of genetic testing, underscoring the need for targeted educational initiatives to support early diagnosis and 
timely treatment.
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Introduction
The most common recurrent fever syndromes in 
childhood are periodic fever, aphthous stomatitis, 
pharyngitis, and adenitis (PFAPA) syndrome and 
familial Mediterranean fever (FMF). Both disorders are 
characterized by episodic attacks, 
but with appropriate treatment, 
patients can experience significant 
improvements in quality of life. 
PFAPA syndrome typically affects 
children under five years of age. 
It is characterized by recurrent 
episodes of high fever accompanied 
by aphthous stomatitis, pharyngitis, 
and cervical adenitis, with children 
remaining completely healthy 
between episodes¹,². Because 
PFAPA is non-infectious in origin 
and is associated with elevations 
in acute-phase reactants during 
attacks, it is an important condition 
for pediatricians to consider 
in the differential diagnosis. 
Early recognition can prevent 
unnecessary antibiotic use and reduce the need for 
advanced diagnostic evaluations. FMF is an inherited 
autoinflammatory disease characterized by recurrent 
episodes of fever and serositis (peritonitis, pleuritis, 
and acute synovitis). Diagnosis is primarily clinical but 
is supported by genetic testing. Colchicine therapy 
effectively prevents complications in the majority of 
patients3-6.
Both disorders can be recognized early through careful 
pediatric evaluation. However, delays in diagnosis may 
lead to unnecessary antibiotic use, increased healthcare 
burden, and reduced quality of life. Particularly in 
FMF, delayed diagnosis and treatment are major risk 
factors for the development of amyloidosis. Therefore, 
awareness and knowledge among pediatricians are 
critical.
The aim of this study was to assess the knowledge and 
awareness of PFAPA and FMF among pediatricians 
and pediatric research assistants in Türkiye. The 
findings may provide valuable insights to support 
the enhancement of clinical practices related to the 
diagnosis and management of these conditions.

Materials and Methods
The questionnaire used in this study consisted of 
sections evaluating participants’ demographic and 
professional characteristics, as well as their knowledge 
and awareness regarding PFAPA and FMF. The 
survey included multiple-choice items and Likert scale 
questions.
In the first section, participants were asked about 
their age, sex, professional title, years of experience, 
workplace type and location, presence of chronic 
illnesses, personal or immediate family history of 
recurrent fever syndromes, the number of patients 
with recurrent fever syndromes managed in the past 
year, and their definition of recurrent fever syndromes 
(Supplementary File 1).

The second section included 23 questions assessing 
clinicians’ knowledge of PFAPA. Of these, 14 addressed 
awareness and attitudes toward PFAPA; 5 focused on 
atypical presentations and the exclusion of alternative 
diagnoses; and the remaining 4 assessed the clinical 
findings used to diagnose PFAPA. A total of 28 questions 

were asked to assess clinicians’ 
awareness of the clinical and 
laboratory findings used in the 
diagnosis of FMF and their 
attitudes toward FMF. Of these, 14 
addressed clinical and laboratory 
findings, while the remaining 
14 focused on awareness and 
attitudes. All questions were 
designed using a five-point Likert 
scale (1= strongly disagree; 2= 
disagree; 3= uncertain; 4= agree; 
5= strongly agree).
The assessment items were 
independently reviewed and 
finalized by two pediatric 
rheumatology specialists, each 
with over five years’ experience. 

The final, complete list of questions related to diagnostic 
considerations, atypical findings, exclusion of alternative 
diagnoses, and awareness and attitude assessments 
for both PFAPA and FMF is provided in Supplementary 
File 2.
Participation in the study was voluntary, and individuals 
who agreed to complete the survey were included. The 
online questionnaire was created using Google Forms 
and shared through institutional pediatric communication 
groups via messaging applications and email links. The 
survey targeted pediatricians across various regions of 
Türkiye, including residents, specialists, and academic 
faculty. A random sampling method was employed to 
administer the survey.
Ethical approval for the study was obtained from 
the Kocaeli University Ethics Committee (approval 
number: GOKAEK-2025/14/39, date: 18.06.2025). 
Written informed consent was obtained electronically 
from all participating physicians prior to enrollment in 
the study.

Statistical Analysis
The database was generated using SPSS 29.0 (IBM 
Corp., Armonk, NY, USA). The normality of variable 
distributions was assessed using visual methods 
(histograms and probability plots) and analytical tests 
(Kolmogorov-Smirnov and Shapiro-Wilk). As the data 
did not follow a normal distribution, descriptive analyses 
were presented as median (minimum-maximum) values. 
Categorical variables were expressed as percentages. 
The chi-square test was used to compare two 
independent groups. A p-value <0.05 was considered 
statistically significant.

Results
A total of 306 participants were included in the study, of 
whom 182 (59.5%) were women. The age distribution 

Highlights

•	 Pediatricians demonstrated high 
awareness of the key clinical features 
and treatment approaches for 
periodic fever, aphthous stomatitis, 
pharyngitis, and adenitis and familial 
Mediterranean fever.

•	 However, notable gaps remain in 
recognizing atypical symptoms and 
in understanding the appropriate 
timing of genetic testing.

•	 These findings highlight the need to 
strengthen educational programs to 
support early diagnosis and effective 
management.
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was as follows: 135 participants (44.1%) were 25-30 
years old, 127 (41.5%) were 31-35 years old, 32 (10.5%) 
were 36-40 years old, and 12 (3.9%) were over 41 years 
old. Of all participants, 125 (40.8%) were pediatricians, 
112 (36.7%) were pediatric research assistants, and 69 
(22.5%) were pediatric subspecialists or fellows. Among 
the participants, 29 (9.5%) were pediatric rheumatology 
specialists or fellows actively working in pediatric 
rheumatology. Regarding professional experience, 171 
participants (55.9%) had 0-5 years, 105 (34.3%) had 
6-10 years, 21 (6.9%) had 11-15 years, and 9 (2.9%) 
had more than 15 years.
When institution type was evaluated, 162 participants 
(52.9%) worked at a university hospital, 78 (25.5%) 
at a training and research hospital, 34 (11.1%) at a 
private hospital, and 32 (10.5%) at a state hospital. Of 
the participants, 173 (56.5%) were from the Marmara 
region; 81 (26.5%) from the Aegean region; 18 (5.9%) 
from Central Anatolia; 16 (5.2%) from the Black Sea 
region; and 6 (2%) from each of the Mediterranean, 
Eastern Anatolia, and Southeastern Anatolia regions 
(Table 1).
Seventeen participants (5.6%) reported having a chronic 
disease. Six participants (2%) had a personal history 
of recurrent fever syndrome, and 17 (5.6%) reported a 
first-degree relative with recurrent fever syndrome.
A total of 220 participants (71.9%) correctly identified 
the definition of recurrent fever syndrome as “three or 
more fever episodes within six months, with at least one 
week of symptom-free interval between episodes.” A 
significant association was found between professional 
title and the ability to accurately identify the definition 
of recurrent fever (p=0.038). The correct response rate 
was 84.1% among subspecialty fellows and specialists, 
68.8% among pediatricians, and 67.9% among pediatric 
residents.

Regarding the clinical features considered in the 
diagnosis of PFAPA, 260 participants (85%) consistently 
considered fever frequency and duration. One hundred 
seventy-nine (58.5%) reported a sore throat. One hundred 
seventy-four (56.9%) considered aphthous ulcers; and 
167 (54.6%) considered cervical lymphadenopathy. For 
PFAPA, more than half of participants agreed or strongly 
agreed that the presence of findings such as diarrhea 
(59.9%), rash (55.8%), chest pain (54%), arthritis 
(52.9%), and abdominal pain (51%) should prompt 
consideration of alternative diagnoses.

Table 1.
Demographic characteristics of respondents

Variable n=306 
Sex
Female, n (%)
Male, n (%)

182 (59.5%)
124 (40.5%)

Academic title
Pediatricians 
Research assistant
Subspecialist/fellow

125 (40.8%)
112 (36.7%) 
69 (22.5%)

Professional experience
0-5 years
6-10 years
11-15 years
>16 years

171 (55.9%)
105 (34.3%)

21 (6.9%)
9 (2.9%)

Type of institution
University hospital
Training and research hospital
Private hospital
State hospital

162 (52.9%)
78 (25.5%)
34 (11.1%)
32 (10.5%)

Geographic region
Marmara
Aegean
Central Anatolia
Black Sea
Mediterranean
Eastern Anatolia
Southeastern Anatolia

173 (56.5%) 
81 (%6.5%)
18 (5.9%)
16 (5.2%)

6 (2%)
6 (2%)
6 (2%)

Table 2.
Respondents’ opinions on PFAPA awareness and attitudes statements

Statements Strongly 
disagree n, (%)

Disagree 
n, (%)

Uncertain 
n, (%)

Agree 
n, (%)

Strongly 
agree n, (%)

PFAPA syndrome is one of the most common causes of recurrent fever 
in childhood.  17 (5.6) 19 (6.2) 30 (9.8) 82 (26.8) 158 (51.6)

I consider the diagnosis of PFAPA in children presenting with recurrent 
fever in my clinical practice. 0 0 18 (5.9) 77 (25.1) 211 (69.0)

PFAPA can be easily diagnosed using clinical criteria.  9 (2.9) 40 (13.1) 72 (23.5) 94 (30.7) 91 (29.7)

I have difficulty distinguishing PFAPA from infections.  15 (4.9) 51 (16.7) 122 (39.9) 59 (19.3) 59 (19.3)

I have sufficient knowledge about PFAPA.  3 (1.0) 49 (16.0) 92 (30.1) 112 (36.6) 50 (16.3)

Delayed diagnosis of PFAPA may lead to unnecessary antibiotic use. 0 0 9 (2.9) 64 (20.9) 233 (76.1)

Corticosteroid therapy reduces the frequency of PFAPA attacks.  80 (26.1) 34 (11.1) 59 (19.3) 50 (16.3) 83 (27.1)

I believe that more education and training about PFAPA are needed.  3 (1.0) 0 29 (9.5) 96 (31.4) 178 (58.2)

I think corticosteroid treatment is effective during PFAPA attacks.  6 (2.0) 3 (1.0) 24 (7.8) 85 (27.8) 188 (61.4)

Colchicine is a treatment option for PFAPA.  10 (3.3) 15 (4.9) 68 (22.2) 93 (30.4) 120 (39.2)

I am aware that tonsillectomy can be recommended as a treatment 
option in PFAPA.  15 (4.9) 10 (3.3) 18 (5.9) 60 (19.6) 203 (66.3)

Tonsillectomy is always the first-line option in the treatment of PFAPA.  134 (43.8) 64 (20.9) 58 (19.0) 21 (6.9) 29 (9.5)

I am aware that probiotics can be used in the treatment of PFAPA.  60 (19.6) 34 (11.1) 107 (35.0) 67 (21.9) 38 (12.4)

PFAPA generally has a good prognosis and does not lead to serious 
long-term complications.  3 (1.0) 9 (2.9) 55 (18.0) 116 (37.9) 123 (40.2)

PFAPA: Periodic fever, aphthous stomatitis, pharyngitis, and adenitis
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Responses regarding PFAPA awareness and attitudes 
are shown in Table 2. Most participants (88.4%) agreed 
that PFAPA syndrome is one of the most common 
causes of recurrent fever in childhood. A high proportion 
of participants (94.1%) considered PFAPA a diagnosis 
in children presenting with recurrent fever. Awareness 
of treatment options varied: 69.6% were aware of 
colchicine, 85.9% of tonsillectomy, and 34.3% of 
probiotics.

Most participants identified recurrent fever (97%), 
abdominal pain (93.8%), chest pain (68.6%), and 
arthritis (76.1%) as significant manifestations of FMF. 
Additionally, 97% of participants considered FMF as a 
diagnosis in children presenting with recurrent fever and 
abdominal pain. Approximately half of the participants 
were unsure about how often skin rashes occur during 
FMF attacks. Responses to questions on clinical and 
laboratory findings relevant to FMF diagnosis are given 

Table 3.
Awareness of clinical and laboratory findings in the diagnosis of FMF

Statements Strongly disagree 
n, (%)

Disagree 
n, (%)

Uncertain 
n, (%)

Agree 
n, (%)

Strongly agree 
n, (%)

Recurrent fever attacks 3 (1.0) 3 (1.0) 3 (1.0) 22 (7.2) 275 (89.8)

Abdominal pain (peritonitis attacks) 10 (3.3) 3 (1.0) 6 (2.0) 37 (12.1) 250 (81.7)

Chest pain 22 (7.2) 15 (4.9) 59 (19.3) 57 (18.6) 153 (50.0)

Arthritis 10 (3.3) 12 (3.9) 51 (16.7) 69 (22.5) 164 (53.6)

Erysipelas-like erythema of the lower extremities 19 (6.2) 19 (6.2) 87 (28.4) 64 (20.9) 117 (38.2)

Family history of FMF 0 15 (4.9) 19 (6.2) 63 (20.6) 209 (68.3)

Completely asymptomatic periods between attacks 0 6 (2.0) 24 (7.8) 54 (17.6) 222 (72.5)

Disease onset before 5 years of age 26 (8.5) 46 (15.0) 127 (41.5) 55 (18.0) 52 (17.0)

Scrotal pain and swelling (tunica vaginalis 
involvement) 13 (4.2) 21 (6.9) 144 (47.1) 61 (19.9) 67 (21.9)

Dramatic response to colchicine therapy 0 6 (2.0) 46 (15.0) 87 (28.4) 167 (54.6)

Elevated serum AA levels 10 (3.3) 12 (3.9) 60 (19.6) 96 (31.4) 128 (41.8)

Detection of MEFV mutation in genetic testing 10 (3.3) 9 (2.9) 30 (9.8) 78 (25.5) 179 (58.5)

Conjunctivitis 68 (22.2) 61 (19.9) 134 (43.8) 19 (6.2) 24 (7.8)

Urticarial-like rash 58 (19.0) 56 (18.3) 136 (44.4) 28 (9.2) 28 (9.2)
FMF: Familial Mediterranean fever, AA: Arachidonic acid

Table 4.
Awareness regarding FMF diagnosis, management, and disease characteristics

Statements Strongly 
disagree n, (%)

Disagree 
n, (%)

Uncertain 
n, (%)

Agree 
n, (%)

Strongly agree 
n, (%)

FMF is one of the common autoinflammatory diseases 
seen in children in our country. 3 (1.0) 4 (1.3) 3 (1.0) 73 (23.9) 223 (72.9)

I consider FMF in children presenting with recurrent 
abdominal pain and fever. 3 (1.0) 0 6 (2.0) 39 (12.7) 258 (84.3)

Skin rashes are frequently seen during FMF attacks. 31 (10.1) 58 (19.0) 139 (45.4) 52 (17) 26 (8.5)

I know when to request genetic testing for FMF 
diagnosis. 12 (3.9) 33 (10.8) 108 (35.3) 75 (24.5) 78 (25.5)

FMF can be diagnosed even without genetic testing. 19 (6.2) 38 (12.4) 106 (34.6) 64 (20.9) 79 (25.8)

I have sufficient knowledge about FMF. 3 (1.0) 40 (13.1) 103 (33.7) 104 (34) 56 (18.3)

I experience difficulty diagnosing FMF in my clinical 
practice. 40 (13.1) 70 (22.9) 116 (37.9) 59 (19.3) 21 (6.9)

Delayed diagnosis of FMF may lead to serious 
complications. 0 3 (1.0) 42 (13.7) 61 (19.9) 200 (65.4)

I need more education and up-to-date information 
about FMF. 6 (2.0) 13 (4.2) 61 (19.9) 104 (34.0) 122 (39.9)

Recurrent fever and serositis attacks are the most 
important clinical findings for FMF diagnosis. 0 3 (1.0) 3 (1.0) 81 (26.5) 219 (71.5)

Colchicine is the first-line treatment for FMF. 3 (1.0) 0 3 (1.0) 63 (20.5) 237 (77.5)

The dose of colchicine should not be increased during 
an FMF attack. 61 (19.9) 46 (15.0) 91 (29.7) 45 (14.7) 63 (20.6)

Biologic agents may be used in colchicine-resistant 
patients. 0 12 (3.9) 54 (17.6) 61 (19.9) 179 (58.5)

I agree that measuring serum amyloid a is important in 
risk assessment for amyloidosis. 6 (2.0) 18 (5.9) 70 (22.9) 71 (23.2) 141 (46.1)

FMF: Familial Mediterranean fever
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in Tables 3 and 4. Participants indicated uncertainty 
about early disease onset (<5 years) and scrotal pain 
or swelling: 41.5% and 47.1% responded “undecided”, 
respectively. The items with the highest correct and 
incorrect response rates are presented in Table 5.

Discussion
In this study, we evaluated pediatric physicians’ 
knowledge, attitudes, and awareness regarding two 
common recurrent fever syndromes: FMF and PFAPA. 
Our findings indicate that participants generally had a 
high level of awareness of both conditions. The fact 
that PFAPA and FMF were considered in the differential 
diagnosis of children with recurrent fever in 94.1% 
and 97% of cases, respectively, reflects strong clinical 
awareness among physicians. Pediatricians comprised 
the largest group of participants (40.8%). A significant 
association between professional title and accurate 
recognition of the definition of recurrent fever (p=0.038), 
with subspecialty fellows and specialists demonstrating 
the highest accuracy (84.1%), suggests that longer 
training and greater clinical experience are associated 
with improved diagnostic accuracy.
The clinical findings most often used to diagnose PFAPA 
were fever frequency and duration, the most frequently 
reported parameters (85%). This was followed by 
sore throat (58.5%), aphthous ulcers (56.9%), and 
cervical lymphadenopathy (54.6%). Similarly, a survey 
of pediatric rheumatologists and infectious disease 
specialists reported that both groups agreed at a rate 
of 95% that recurrent, patterned febrile episodes are 
characteristic of PFAPA7.
The atypical features considered by our participants for 
alternative diagnoses included diarrhea (59.9%), skin 
rash (55.8%), chest pain (54%), arthritis (52.9%), and 
abdominal pain (51%). Although the Eurofever/PRINTO 
2019 criteria designate diarrhea, chest pain, skin rash, 
and arthritis as features that rule out PFAPA2, our results 
indicate that only about half of the participants were 
aware of these exclusion criteria. This suggests a need 

to enhance clinical awareness of specific signs that 
warrant inclusion in the differential diagnosis. Moreover, 
60.4% of our respondents answered “strongly agree” or 
“agree” to the statement that PFAPA can be diagnosed 
using clinical criteria. This finding indicates the need to 
enhance education on the diagnostic value of clinical 
assessment for PFAPA, particularly among specialists 
and pediatric rheumatology fellows/residents, who 
constituted most of the study group.
Regarding PFAPA treatment, most participants 
were familiar with the available therapeutic options. 
Corticosteroids (89.2%), tonsillectomy (85.9%), 
and colchicine (69.6%) were the most frequently 
selected treatments among our participants. The 
2020 CARRA PFAPA Working Group recommends 
antipyretics, corticosteroids, prophylactic colchicine, 
and tonsillectomy for PFAPA8. However, considering 
the self-limiting nature of PFAPA and the absence of 
long-term sequelae, it is recommended to optimize 
corticosteroid use and reserve tonsillectomy for patients 
with a true otolaryngological indication or for those 
with refractory disease. In addition to these treatment 
modalities, a study evaluating the potential efficacy 
of Streptococcus salivarius K12 in preventing febrile 
episodes in PFAPA reported that probiotic use may 
help reduce febrile attacks and the need for additional 
pharmacological therapy9. Although recent evidence 
supports the use of probiotics in PFAPA, only 34.3% 
of our survey participants were aware of probiotics 
as a treatment option. However, recent literature 
increasingly highlights the role of probiotics, indicating 
that participants’ awareness of current evidence on this 
topic remains limited10,11.
According to the Yalçinkaya et al.12 criteria, the 
presence of two or more of the following features—
fever, abdominal pain, chest pain, arthritis, and a family 
history of FMF—allows for a diagnosis of FMF with 
86.5% sensitivity and 96.3% specificity. In our survey 
cohort, most participants acknowledged the diagnostic 
relevance of clinical manifestations, including recurrent 

Table 5.
Items with the highest rates of correct and incorrect responses

Agree-strongly agree
In all 

participants %
In pediatric research 

assistants %
In pediatricians

%
In subspecialists 

or fellows % p

Correct
1. Recurrent fever and serositis attacks are the 
most important clinical features in the diagnosis 
of FMF.

98 94.6 100.0 100.0 0.02

2. Colchicine is the first-line treatment for FMF. 98 100.0 95.2 100.0 0.09

3. Delayed diagnosis of PFAPA may lead to 
unnecessary antibiotic use. 97.1 92.0 100.0 100.0 <0.001

Incorrect responses
1. I am aware that probiotics can be used in the 
treatment of PFAPA. 34.3 33.0 29.6 44.9 <0.001

2. In FMF diagnosis, erysipelas-like erythema 
on the lower extremities is an important clinical 
finding.

 59.1 49.1 56.0 81.2 <0.001

3. PFAPA can be easily diagnosed using clinical 
criteria. 60.4 59.8 62.4 58.0 0.04

FMF: Familial Mediterranean fever, PFAPA: Periodic fever, aphthous stomatitis, pharyngitis, and adenitis
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fever (97%), abdominal pain (93.8%), arthritis (76.1%), 
and chest pain (68.6%). When asked whether disease 
onset before the age of 5 years is typical for FMF, a 
considerable proportion of participants either agreed or 
expressed uncertainty. Although FMF most commonly 
begins in childhood, there is no strict age threshold, and 
disease onset may occur later in adolescence or even 
adulthood13. Therefore, onset before the age of 5 years 
should not be considered a defining or obligatory feature 
of FMF. The high rate of agreement with this statement 
suggests a misconception regarding the typical age of 
disease onset rather than accurate clinical knowledge. 
This finding highlights an important gap in disease-
related awareness and underscores the need for 
clearer educational messaging regarding the variable 
age at onset of FMF. Awareness of less common FMF-
related clinical features was significantly lower. When 
asked about the diagnostic value of symptoms such 
as scrotal pain and swelling, rash, and conjunctivitis, 
about half of the participants responded “uncertain.” 
This indicates that participants lacked sufficient 
knowledge of the clinical signs that may accompany 
other, rarer autoinflammatory diseases. These findings 
highlight the importance of emphasizing in educational 
programs the atypical clinical features of FMF and other 
autoinflammatory diseases for consideration in the 
differential diagnosis.
The 2019 Eurofever/PRINTO classification criteria 
incorporated genetic testing into the diagnostic process 
for FMF for the first time2. In our study, knowledge and 
awareness regarding genetic testing were evaluated 
through three separate questions. Although most 
participants (84%) acknowledged the diagnostic 
significance of MEFV mutations, only half (50%) reported 
knowing when to request genetic testing. Additionally, 
46.7% agreed that FMF can be diagnosed without 
genetic testing. This indicates recognition of the central 
role of clinical evaluation in the diagnostic process, but 
also highlights heterogeneity in knowledge regarding 
the appropriate use of genetic testing.
Low awareness of atypical clinical features and of genetic 
testing practices may reflect that atypical manifestations 
are less frequently encountered in routine pediatric 
practice and are often overshadowed by more typical 
clinical presentations. As a result, such features may 
be underemphasized during clinical training and daily 
practice. Moreover, earlier diagnostic approaches for 
FMF relied largely on clinical findings, whereas the 
Eurofever/PRINTO classification criteria incorporate 
genetic findings into the classification process2. This 
shift from a predominantly clinical framework to one that 
also considers genetic data may not yet be fully reflected 
in routine clinical practice, potentially contributing to 
uncertainty regarding the appropriate use and timing of 
genetic testing. 
Nearly all participants were aware that colchicine is 
the first-line treatment for FMF, reflecting widespread 
recognition of this therapy, which has been the 
cornerstone of FMF management for nearly half a 
century6. Furthermore, 78.4% of respondents expressed 
support for the use of biologic agents in colchicine-

resistant cases, indicating a high level of awareness of 
additional therapeutic options. Awareness of potential 
complications was high: 85.3% recognized that delayed 
diagnosis of FMF can lead to severe outcomes, such 
as amyloidosis, underscoring the importance of early 
diagnosis and appropriate treatment14. In addition, the 
fact that 69.3% agreed with the statement “measuring 
serum amyloid a is important in evaluating amyloidosis” 
indicates that awareness of monitoring for complications 
is generally adequate.

Study Limitations
This study has several limitations. The use of Likert 
scale questions may have led some participants to 
select “agree” or “uncertain” without fully comprehending 
the statements. The absence of open-ended questions 
limited our ability to gauge participants’ depth of 
knowledge regarding PFAPA and FMF. As no pilot study 
was conducted, the findings should be interpreted with 
this limitation in mind. In addition, potential ambiguity 
in some questionnaire items may have influenced 
participant responses, underscoring the importance 
of employing clearer, more explicit wording in future 
survey-based studies. Participants’ institutional pediatric 
rheumatology practice or involvement during training 
was not specifically assessed, limiting the ability to 
correlate awareness levels with clinical practice. 
Furthermore, the majority of participants were employed 
at tertiary care centers, including university hospitals 
and training and research hospitals, which may limit the 
generalizability of our findings to primary care pediatric 
practice. Since more complex and atypical cases 
are more frequently referred to tertiary care centers, 
the level of awareness observed in our study may be 
higher than that of pediatricians working in primary or 
secondary care settings. Moreover, the online, voluntary 
nature of the survey may have introduced selection 
and response biases, potentially favoring physicians 
who are more interested in recurrent fever syndromes 
or more confident in their knowledge, which may have 
contributed to higher observed overall awareness. 
Because no previous studies have assessed awareness 
of PFAPA and FMF, we based the questionnaire design 
and interpretation of our findings on comparisons with 
existing clinical criteria, therapeutic approaches, and 
guideline recommendations. Despite these limitations, 
this study represents one of the first efforts in Türkiye to 
assess pediatricians’ awareness of and attitudes toward 
PFAPA and FMF.

Conclusion
Even in Türkiye, where FMF and PFAPA are highly 
prevalent, our findings indicate that significant gaps 
remain in awareness and education regarding these 
conditions. In diseases with heterogeneous clinical 
presentations, even rare features that contribute to 
the differential diagnosis are important. Particularly in 
recurrent fever syndromes, where early diagnosis can 
significantly improve quality of life, timely and accurate 
recognition and management are critical. Furthermore, 
staying up to date with the current literature is essential for 
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implementing innovative approaches in clinical practice. 
Encouraging active involvement in the management of 
PFAPA and FMF cases during residency training, along 
with structured postgraduate educational programs 
for pediatric specialists, may help translate updated 
knowledge into daily clinical practice.
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