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Summary

The etiology of PFAPA syndrome is still unknown and due to that there is no specific laboratory test and no specific
treatment. Some cases of successful treatment of patients with PFAPA through tonsillectomy were described in
literature, but their level of evidence is not enough to consider the PFAPA-syndrome as indication for tonsillectomy.

Material and methods. For determination of the frequency of PFAPA-syndrome in children, who were aimed at the
routine tonsillectomy, and the efficiency of the tonsillectomy in children with PFAPA-syndrome the analysis of the
results of the examination and treatment of the 216 children was performed. The rheumo tests and the identification
the beta-hemolytic streptococcus in the pharynx were performed to estimate the bacterial background of the tonsillitis.
PFAPA-syndrome was diagnosed according to the Thomas criteria. For distinguish the PFAPA-episodes from the
others cases of the throat infection we constructed and tested the special questionnaire.

The efficacy of the tonsillectomy was estimated by counting the episodes of upper respiratory tract infection, the
amount of courses of antibiotic therapy as well as the amount of days of not attending the schools because of the
throat infection during the year after tonsillectomy.

Results. PFAPA-syndrome according to the criteria Thomas was diagnosed in 6 children (3,3%). The average age
of patients with PFAPA was 4 years, the average period between febrile episodes - 28 days.

The two groups were formed according to the results of examination: the first group of the 23 children with
bacterial origin of tonsillitis (with presence the hemolytic streptococcus in the oropharynx as well as the high titer
of antistreptolysin O); and the second group of the 6 children with symptoms that were assessed as PFAPA-syndrome.

The testing of the constructed questionnaire showed that the score in children of the first group ranged from 8 to 20
points and the score of the children with the PFAPA syndrome ranged from 22 to 32 points.

After the year after surgery the four and more episodes of throat infection were revealed in 4 children (17,4%) of the
first group. The average amount of courses of antibiotic treatment per year has decreased from 6,4 to 1,8.

The complete disappearance of the fever episodes in a year after surgery was established in five cases of PFAPA-
syndrome. The amount of episodes of upper respiratory tract infections in this group decreased from 9,5 to 0,7, the
amount of courses of antibiotic treatment - from 10,3 to 1,4; the amount of days not-attending the schools because of
throat infection - from 68,4 to 14,8.

Conclusion. The frequency of the PFAPA-syndrome among tonsillectomy children was 3,3%. The constructed
questionnaire improves the differential diagnosis process of the episodes of throat infection in children. Thus, the
total number of points less than 10 may indicate the bacterial origin of the chronic tonsillitis, but the total number
of points above 24 points indicates the high probability of PFAPA-syndrome. Tonsillectomy is an effective treatment

for children with PFAPA syndrome.
Key words: PFAPA; tonsillectomy, children.

The first analyses of the twelve clinical cases
that are characterized by the combination of
four symptoms: periodic fever (PF), aphthous
stomatitis (A), pharyngitis or tonsilopharyngitis (P),
inflammation of cervical lymph nodes (A - adenitis)
were published by the group of French researchers in
1987 [1]. As for the first letters the new disease was
called PFAPA-syndrome.

Since then, new data about the diagnosis and
treatment of the patients with PFAPA has repeatedly
appeared in the scientific literature [2, 3].

In spite of the long-term history of the
investigation of PFAPA syndrome the etiology of
this disease is still unknown and almost always the
diagnosis of PFAPA syndrome is the diagnosis of
exclusion [4]. There is no specific laboratory test
to diagnose PFAPA as well as specific treatment.
The peculiarities of the PFAPA syndrome are the
poor effect of the antipyretics and good effect of
the steroids in decreasing the temperature [5].
Some cases of the successful treatment of patients
with PFAPA through tonsillectomy were reported,
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however, the data are isolated, unstructured and need
to be detailed [6].

The aim of the study was to determine the
frequency of PFAPA-syndrome in children, who
were aimed at the routine tonsillectomy, and the
efficiency of the tonsillectomy in children with
PFAPA-syndrome.

Material and methods

During the 2014-2016 periods the tonsillectomy
and adenotonsillectomy were performed in 216
children. The inclusion criteria in the study were
the age from 3 to 15 years old and recurrent
tonsillopharyngitis. The exclusion criterion from
the study was the peritonsillar abscess history.
The rheumotests and the identification the beta-
haemolytic streptococcus in the pharynx were
performed to all patients before tonsillectomy to
estimate the bacterial background of the disease.
PFAPA-syndrome was diagnosed according to the
Thomas criteria:

1. The periods of hyperthermia with certain
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intervals and the beginning at an early age (under 5
years old).

2. The presence of at least one of the following
symptoms: aphthous stomatitis, tonsillopharyngitis
with films on the tonsils, increasing of the cervical
lymph nodes.

3. The exclusion of the cyclic neutropenia.

4. The absence of the symptoms between episodes
of hyperthermia.

5. The normal psycho-motor development of the child.

The questionnaire was developed in case to
improve diagnostic and treatment of the chronic
tonsillitis in children. It is consists of the eight
questions and helps to suggest a possible ctiology of
the disease (Table.).

To estimate the efficacy of the tonsillectomy the
amount of episodes of upper respiratory tract infection
were recorded during the year after tonsillectomy as
well as the amount of courses of antibiotic therapy
for infections of the upper respiratory tract and the
amount of days of not-attending the schools because
of the throat infection.

Results and discussion

From the general amount of the 216 tonsillectomy
children the 16 were excluded because of the
presence of peritonsillar abscess history, 6 — because
of the infectious mononucleosis, 14 of the children
were refused to participate in the study.

The hemolytic streptococci were identified in
26 children (14,4%), the increasing of the titers of
antistreptolysin O was diagnosed in 115 patients (63,9%),
the increasing of the levels of rheumatoid factor - in
14 patients (7,8%). PFAPA-syndrome according to the
criteria Thomas was diagnosed in 6 children (3,3%).

The four from the six patients with PFAPA were
male (three - 3 years old and one - 6) and two of them
were female of the 4 and 5 years old. The average
age of patients with PFAPA was 4 years old. The
average period between PFAPA-episodes was 28,0
days. The typical episodes of the tonsillopharyngitis
with increased cervical lymph nodes and febrile
fever with poor responsive to antipyretics and good
response to steroids were revealed in each case. The
average duration of hyperthermia was 4,0 days. The
symptoms of the aphthous stomatitis were found
in 4 children. The one PFAPA-child was examined
by surgeons several times to exclude the acute
abdominal pathology because of the abdominal pain
and vomiting without diarrhea.

The two groups were formed according to the
results of examination. The 23 children with proven
bacterial genesis of chronic tonsillitis were included
in the first group. These 23 children had haemolytic
streptococcus in the oropharynx as well as the
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high titer of antistreptolysin O. The second group
was formed of 6 children with symptoms that were
assessed as PFAPA-syndrome.

The testing of the developed questionnaire showed
that the total scores in children with proven bacterial
genesis ranged from 8 to 20 points with average of
10,4 points. The total scores of the children with the
PFAPA syndrome ranged from 22 to 32 points with
average of 28 points.

In the first group the carrier of the hemolytic
streptococci in the pharynx was revealed in 3
patients (9,1%) and 4 or more episodes of upper
respiratory tract infection - in 4 children (17,4%)
a year after surgery. Only in one case the episode of
throat infection was accompanied with fever above
38° C. The average amount of courses of antibiotic
treatment per year because of respiratory diseases
has decreased from 6,4 to 1,8.

The complete disappearance of the fever episodes
in a year after surgery was established in five cases
of PFAPA-syndrome. The one child had the febrile
episodes but the interval between episodes increased
from 26 to 90 days and it became easily to correct
high temperature. The number of episodes of upper
respiratory tract infections in this group decreased
from 9,5 to 0,7; the number of courses of antibiotic
treatment - from 10,3 to 1,4; the number of days not-
attending the schools because of throat infection -
from 68,4 to 14,8.

Thus, tonsillectomy was as effective treatment
for children with chronic tonsillitis bacterial origin
and children with PFAPA-syndrome.

Conclusions

The haemolytic streptococcus as the etiologic
factor in the development of chronic tonsillitis was
found in 64% of children with routine tonsillectomy
because of frequent episodes of tonsillopharyngitis.
The frequency of the PFAPA-syndrome among
tonsillectomy children was 3,3%.

The constructed questionnaire improves the
differential diagnosis process of the episodes of
tonsillopharyngitis in children. Thus, the total
number of points less than 10 may indicate the
bacterial origin of the chronic tonsillitis, but the total
number of points above 24 points indicates the high
probability of PFAPA-syndrome.

Tonsillectomy is an effective treatment for
children with PFAPA syndrome with disappearance of
debilitating episodes of fever and tonsillopharyngitis.

Prospects for further researches

The future investigation of the aspects of the
development of PFAPA-syndrome will improve the
effectiveness of treatment.
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PFAPA-CHUH/IPOM V JITEW: BUJAJISATH
YM 3BEPITATH MHUTJIAJTUKA?

C.A. Jlesuuvka

Bummii Jepxapunii Hapuanbuuid
3akaan Ykpainu «ByKOBUHCBKHI JepiKaBHUI
MeJINYHHUI yHiBepCHUTET»

(M. YepniBui, Ykpaina)

Pe3tome. Erionoris PFAPA-cunapomy Bce mie
3aJUIIAETHCS HEBIJIOMOK i TOMY JOCI HE iCHYE cIie-
nu¢pivaoro saboparopHoro Tecty uM crenudiu-
HOTO JIIKyBaHHA XxBopobu. B miteparypi omnwucani
BHUIAJKHM yCHIIIHOTrO JIiKyBaHHS nanieHTiB 3 PFAPA-
CHHIPOMOM UIISAXOM IIPOBEJEHHS TOH3UJIEKTOMI,
npore iX piBeHb JOKa30BOCTI HEJOCTATHINH IS TOTO,
mo6 PFAPA-cunapoM MoxkHa Oys10 BBa)kaTh MOKa30M
1010 TIPOBEJCHHS TOH3MJIEKTOMII.

Marepian i meroau. /lns BU3HAUEHHS 4YacTOTH
PFAPA-cunapomy cepen aitei, ckepoBaHMX Ha IpO-
BEJCHHS IJAHOBOT TOH3WJIEKTOMii, a TAKOX M BH-
3HaYeHHS e(EeKTHBHOCTI TOH3MIEKTOMII pHU JTiKyBaH-
Hi gitedr 3 PFAPA-cunapomoM mnpoBexeHuil anamis
pe3ynbTaTiB 00CTeKEeHHS 1 ikyBaHHs 216 miteit. [ns
OIiHKH OaKTepialbHOI CKJIAJOBOi B PO3BUTKY TOH3U-
JiTy MPOBOJIMIN BU3HAYCHHS PEBMONpPOO Ta igeHTH-
¢ikamio 6eTa-reMoJiTHYHOTO CTPEITOKOKY B TJIOTII.
PFAPA-cunnpom piarHocTyBajdu Ha MiACTaBi KpH-
tepiie Tomac. [dus mudepennianii PFAPA-emizonis
Ta IHIIMX BHUIAJKIB 3aXBOPIOBaHb Topiia CTBOPEHA
i anpoOoBaHa creniajgpHa aHKeTa. EdekTuBHICTDH
TOH3HMJIEKTOMII BHU3HA4YaJIHM 3a JIOMOMOIOI0 MHiJpaxyH-
Ky KITBKOCTI emi3ofiB iH(eKmii BEpXHIX AUXaIbHUX
HIJISAX1B, KIIBKOCTI KypciB aHTHOaKTepianbHOT Tepamnii
i KIIBKOCTI IIHIB, MPOTATOM KOTPHX NUTHHA HE Bif-
BijlyBaJia IIKOJy/CaJlou0K Yyepe3 3aXBOPIOBAHHS ropia
IPOTATOM POKY ITiCJIsI TOH3MJIEKTOMIi.

PesyabraTu. 3rizHo xputepiiB Tomac PFAPA-
CHHJIpPOM JIiarHoctoBano y 6 nite#t (3,3%). Cepen-
Hili Bik mauientiB 3 PFAPA-cunnpomom - 4 poxu.
Cepenniii nepion Mix ¢peOpunIbHUME emizonamu - 28
JHIB. 3a pe3yiabTaTaMu 00CTEXEHHS c(pOPMOBAHO JBi
Ipynu: B Iepumy rpyny BBidmuin 23 nuTHHH i3 Oak-
TepiaJIbHUM T€HE30M TOH3MIITY (HasBHI reMoJiTHY-
HUH CTPENTOKOK Yy POTOMIOTHI I MiJBHUIEHHS TUTPY
antucrpenrtonizuny O); B napyry - 6 mited i3 cumi-
ToMaMmu, oniHeHUMU sk PFAPA-cunapom. Anpobaris
po3po0IeHOT aHKeTH MoKa3ala, mo cyma 0aniB y ai-
Tel mepmoi rpynu konuBaiacs Big 8 mgo 20, y mitei 3
PFAPA-cunnpomowm - Big 22 mo 32 OaimiB. Uepes pik
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PFAPA-CHHJIPOM V JETEM: YIAJATD
A XPAHUTH MUHJAJTUHBI?

C.A. Jlesuukasn

Beicuiee I'ocynapeTBenHoe yueOHOe 3aBeJeHHe
Ykpaunsl « BykoBHHCKHI rocyiapcTBeHHBIH Me-
AUIMHCKHI YHUBEPCHUTET
(r. YepHoBubI, YKpanHa)

Summary. Oruonorus PFAPA-cunapoma Bce
ele OCTAeTCsl HEU3BECTHON M MOITOMY A0 CHX IOP
HE CyIIETCBYeT crenuduueckoro JyaboparopHOro
TecTa WM crneunduueckoro JedyeHHus 3a0oJeBaHMS.
B nureparype omucaHbl Cilydau YCIEIIHOrO Jjede-
Hus nauueHtoB ¢ PFAPA-cunapomom mocpenctBom
HNPOBEIECHHUS TOH3MIIPKTOMHUH, OJHAKO, YPOBEHb UX
JI0Ka3aTeJbHOCTH HEJOCTAaTOYEH IS TOTO, YTOOBI
PFAPA-cuHIpOM MOXHO OBIJIO CYATATH MMOKA3AHUM K
HNPOBEIECHHUIO TOH3UIIDKTOMUU.

Martepuan u MmeToabl. [l onpeesleHus 4aCTOTHI
PFAPA-cunapoma cpeau jaeTeil, HampaBJIE€HHBIX Ha
HNpPOBEJECHNE IUIAHOBON TOH3UIIIKTOMUM, a TaKxkKe
st onpenenaeHuss 3(Q(QEKTUBHOCTH TOH3MIIIKTOMHUHU
npu jedenuun aereit ¢ PFAPA-cunapoMom nposeseH
aHallM3 pe3ysnbTaroB oOciemoBaHus M JedeHus 216
nereit. [l oueHkn OaKTepHaTbHOW COCTAaBIISIOMICH
B Pa3BUTUM TOH3WLIMTA NPOBOJUIU OINpEeJeIeHHE
peBMonpo06 u maeHTHduKanuio Oera-reMoJIUTHYEC-
Koro crpenTokokka B riaoTke. PFAPA-cungpom auar-
HOCTHPOBAJIU Ha OCHOBaHMM Kputepues Tomac. [ns
nupdepennnaunu PFAPA-enn3o10B 1 1pyrux ciyda-
eB 3a0osneBaHuil ropia pazpaboraHa U anpoOUpoBaHa
crenuaabHas aHKeTa.

O} PexkTHBHOCTh TOH3MIUIIKTOMHH OIPEACISIIN C
MTOMOIIBIO MOJCYETa KOJUYECTBA IMTN30/]0B MHPEKIIUH
BEPXHHUX JABIXaTEIbHBIX IyTeH, KOIMYECTBA KYpCOB
aHTHOAKTEpHUAIBHON Tepaluu U KOJIMYeCcTBa JHEH, Ha
MPOTSIKEHUN KOTOPBIX PeOCHOK He mocemaln MKoIy/
JETCKUH caj u3-3a 3a00JeBaHMs Topiia Ha MPOTsKe-
HUHU TOZla MOCJIe TOH3UIIIKTOMHUH.

PesyabtaTsl. CornacHo kputepusm Tomac PFAPA-
CHHJPOM JIHarHOCTHpOBaH y 6 xereit (3,3%). Cpennuii
Bo3pact nauueHToB ¢ PFAPA-cunapomom - 4 rona. Cpen-
HUH neproj Mexay peOpuIIbHBIME S1U30/1aMH1 - 28 THEH.
CornacHo pesyinbraram obOcienoBanus chopMUpoOBa-
HO JIBE TPYMNIBI: B MEPBYIO TPyIIy Bouuin 23 pedeH-
Ka ¢ 0akTepuaJbHBIM MPOUCXOKJICHUEM TOH3MILINTA
(MACHTU(GUIUPOBAHBl TEMOJIUTHIYCCKHH CTPEHTOKOKK
B POTOMIOTKE M MOBBIUIEHHBIH TUTP AHTUCTPENTO-
nuzuHa O); BO BTOpYI - 6 jgeTeil ¢ cuMmnromMamy,
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micis omepanii 4oTUpHU 1 Oinbmie emi3ofiB iHPEKIil
ropna BusineHo y 4 nireit (17,4%) nepuwoi rpynu.
CepenHs KiTbKICTh KypciB aHTHOIOTHKOTEpanii 3a pik
3Hu3nnacs 3 6,4 no 1,8. [loBHe 3HUKHEHHS (eOpHIIb-
HUX eMi30/iB yepe3 pik micis onepaiii 3apikcoBaHo B
n’satu Bunaakax PFAPA-cunapomy. B onniei qutuau
30eperiucs emizonu (GeOpHIbHOT TeMmeparypu, aie
iHTepBaJ MiXx enizoxamu 3pic 3 26 no 90 nui. Kinb-
KicTh BUMAAKIB 1H()EKIIH BEpXHIX AUXAIbHUX LIS~
XiB B Ii#l rpymi 3MmeHmuiacs 3 9,5 no 0,7; KiAbKicTh
KypciB anTubOakTepianpHoi tepamnii - 3 10,3 no 1,4;
KIJTBKICTH JAHIB, IPOTSITOM KOTPUX JTUTHHA HE BiaBij-
yBaJja IIKoJy/cafovyoK Yepe3 3aXBOPIOBAHHS Topia - 3
68,4 no 14,8.

3akawouenns. Yacrtora PFAPA-cungpomy ce-
pel TOH3UJICKTOMOBaHUX jiteil ckmana 3,3%. Po3s-
poOieHa aHKeTa MoKpaliye mnpouec audepeHiiHol
JIaTHOCTHKHU emi3oxiB iH(pekuii ropna y giteit. Tak,
3araibpHa cyma OaniB menme 10 Moxe BKa3yBaTH Ha
OaxTepiajJbHE MOXOMKEHHS XPOHIYHOTO TOH3HIITY,
HAaTOMICTh CyMa OaniB Oinbiie 24 BKa3ye Ha BHCOKY
imoBipHicTh PFAPA-cunnpomy. ToH3MIIEKTOMISI BH-
sBUiIacs €(EeKTMBHUM METOJOM JIKyBaHHS JiTeH i3
PFAPA-cunapomom.

Karwuosi ciioBa: PFAPA; Tonsunexkromis; giTu.

onpeneneHHeiMu kak PFAPA-cuanpom. Anpobanus
pa3paboTaHHOIl aHKETHI ITOKa3ana, 4To CymMMma 0alioB
y JeTel mepBoii rpymnmel kojaebanack ot 8 1o 20, y me-
teil ¢ PFAPA-cunapomom - ot 22 no 32 6annos. Ye-
pe3 roj mociie onepanuu 4eTeipe U 00JIbIIe SMU30/10B
nHdexnuu ropiua BeisiBIeHO y 4 nered (17,4%) nep-
Boil rpynmnel. CpenHee KOJIMYECTBO KypCOB aHTHOM-
OTHUKOTEpaANnuu 3a roja cHuzuioch ¢ 6,4 no 1,8. Ilo-
JHOE WcYe3HOBeHHE (eOpUIBHBIX AMU30[0B uepes
TOJ TI0CJIe ONepanuu 3a)UKCHPOBAHO B IISATH CIydasx
PFAPA-cunnpoma. Y omHOro peOCHKAa COXpaHHIUCH
MU30abl (eOPHUIBHON TeMIlepaTypbl, HO HHTEpBal
MeXJy 3nu3ogaMu Belpoc ¢ 26 go 90 nueit. Konuue-
CTBO CiydaeB WHQEKIMI BEPXHHUX bIXaTEIbHBIX MY-
Tel B 3TOU rpymnmne ymMeHbInuiaoch ¢ 9,5 no 0,7; xonu-
4eCTBO KypCcoB aHTHOaKkTepuanbHoi Tepanuu - ¢ 10,3
10 1,4; xonu4ecTBO JHEH, Ha MPOTSHKEHHH KOTOPBIX
pebeHOK He moceman IKoNy/IeTCKui cax u3-3a 0o-
ne3Hew ropna - ¢ 68,4 no 14,8.

3akawuenne. Yactora PFAPA-cunapoma cpenu
TOH3MJUIPKTOMUPOBAaHHBIX JeTedl cocTtaBuna 3,3%.
Paspaborannas aHkera ymyumaeT nporecc audde-
peHIMaNbHONH AMArHOCTHKM SIH30J0B HWH(PEKIUU
ropna y npereit. Tak, oOmas cymma 0aljioB MeHbIIE
10 MoXeT yka3blBaTh Ha OaKTepHaIbHOE MPOUCXOXK-
JICHHE XPOHMYECKOTO TOH3MJUIUTA, TOIJa Kak cymMma
OamnoB Oousibine 24 yKa3piBaeT Ha BBICOKYIO BEpO-
aTHOCTh PFAPA-cunapoma. TOH3MIIIKTOMHS OKa-
3a7achk 3()(EKTUBHBIM METOJOM JICUCHHS JETCH C
PFAPA-cunapomom.

KiarwueBble ciioBa: PFAPA; TOH3MIIDKTOMUS; IETH.
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