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A case of PFAPA (periodic fever, aphthous stomatitis,
pharyngitis, cervical adenitis) syndrome

Junhyuk Song, M.D., Sunyoung Hong, M.D., Younglan Kweon, M.D.
Sunghoon Jung, M.D. and Sungho Cha, M.D.

Depatrment of Pediatrics, College of Medicine, Kyunghee University, Seoul, Korea

The PFAPA syndrome is characterized by periodic fever, malaise, aphthous stomatitis,
pharyngitis and cervical lymphadenitis without long-term sequelae. It has been known as
one of the cause of periodic fever in children. Because there is no specific laboratory find-
ings, the diagnosis of PFAPA syndrome is not only made by exclusion of diseases which
are related to the other causes of periodic fever, but also made by a careful history and
characteristic clinical manifestations. The dramatic response to the single oral dose of cor-
ticosteroid is unique to this syndrome. The PFAPA syndrome tends to be resolved without
any long-term adverse sequelae. We have reported a 3 year old boy who was diagnosed
as having PFAPA syndrome by episodes of periodic fever for 3 months and by excluding
other febrile diseases. He was treated with oral prednisolone and his symptoms had been
improved dramatically. (Korean J Pediatr Infect Dis 2007;14:194-198)

Key Words : Periodic fever, PFAPA syndrome, Fever of unknown origin

o F714 wAg wel 1299 o} BAE S /%
M = & F, 1989\ old 9 THES PFAPA SHFwroz
s’ Ao /14 W, Sz

1940919l Reimann< 714 2E(periodic fever) <A5Fg3 AE =49 59 S48 PFAPA =530
of Q= A BE FeE Az nusadt. wE 2 Fostgrh T} PFAPA FFTS #0% & 9
X, #7194 wde] i3] John S 2A o] HE = FAPHe] 1Y) WEel 9 FAOR zivksje]o}
T2 olatd Qdte] glowA 6719 B Ha 79 o 8hy] W] Anke] ofgl ol vk Ea vk} el
el Aoz 3ad o4 o] diE AR Aol sl & BelAA ghobd BBAF AL} AR AY
Ak e A9t Ede,

2714 BAS ol Aol B PoBel YE B FeA T4 29 19l 34 Holold g ¢
tl, oJ71A RiE= PFAPA S5 94 714 4d 5§ 7438 § PFAPA S3vo& vy A=
o] elojrp* ¥, 3 %3 37 washs vpolt)

1987\ Marshall 570] d#e] 94 F45(2d, of
ZEUE, AT, B "HEAA)S B 94 B = |

AYAA: A4 5, A osta o st dobst st
Tel : 02)958-8279, Fax : 02)967-1382 g 0F: 400, 34, ot
E-mail : sunghocha@Kkhu.ac.kr

,194,



%433 9] 49 :PFAPA(F7]#%d,

O}lE O

=
T
Sy g4 A4 A AUE Syt A A
Q % =3 (pharyngeal injection), %%

=2
jincs
ro,
ol
ol
38
v
rN
2,
2
2
5 o o

32 o
£
n

rlo

b1

g
I
e

£
PLon b oo
it

o o
Y

2

R

o B

Q o
TO A o
fr

1)

3
N

oz

o
L
2

i)

2

I
I Y

_NI_‘z
o
ojN o
tlo oy 2
S X o
N
I oox o

10

| 5
TAE glojA Ul BE A 77k B
723 stell eleelA A
AlZbstd ), GA] Bl Al Alelsk ol AafelA
g o] Z7H15,880/mm” BHe T 51.4%) 9
< t 274(1.1 mg/dL)ol el =
53 o] &2dE gtk o] ¥ e F4 BF B
= o ARem HaHRo|= FHZA
(nonsteroidal anti-inflammatory drugs) &= W
A 79H o] 3U3E Bho] A& WAZHEYE
A 3 Y 49 -olE 9 BE Axgold

WA= FAE Ak A3 HAALE Aldeke] wkg

oL
St
ol
ol

e
=
of»

¢

[
i
ey

A "W ZH A (reactive lymphadenitis) &2 ¢t {gko
L o] Fo e M AT XEE o] yHEA wy Fo
ek F7H A 2 A8 98] o FE JdstArt

A A A S ZA4 glled, o 3
T2 2AZ et JEEA T, oA JE wE o
-2 Rl e A gAoldinh AF 571
AJNEHER o gt on FA| Al AV
AST 467 IU/L, ALT 760 IU/LoIA Fd-& BRESH H)

AEEZRIVIG = A9 FARES F sjdxo] Hdd
Aol AL

S0l wolel 2y gelow 7]

=

JhEe - obul A7k 19974000 WA AekS wekn 6
AL ok A F FAH0} Holrh Aalo] wdH A
&

ShLEbPu Y, 21

o2

(50 WsIR)olgith A gEe JEsigieh ofe

Q% UZel D3k W AT BWHE 05705 om A

7o) P v Agel BAAAL, AFE 5

dauglh 4% gzdol 15510 em 2

A Az N FAHYT EEI GBS B
o

o e8% Axrgol

fo b
A

39
X ¥ R

S
ki
offt
ol\
i)
2
offt
tlo
offt

o

=
)
o

H
a1
(e}
B8
ly
N
o

)
1=
i)
o
2
2,
o)
iy
=
o,

—_ w
=
o
=
=2,
i

o i e £ o fo !
3
ol
o
K=
_0|L
rr
02’1., fo
k1
38
A
x|
fo
o
o
it
2,
2
o
>,
B~
MY

HARAA - 4 G Alds Ex F HAld A F
W 5 11,120/mm’(TH T 4.7 %), FA& 11.8 g/
dL, 48T &4 36.4%, P49 335000/mm’el 2Ack. &

o] =k HAR= Godol it Astst Aol A s

d 2, AST/ALT, BUN/Cr 3 Al /el
C-¥b3a 12 mg/dL, 48T % $% 36 mino. =2
% AATE W APl A B o] gl

W 5 il AARIAE 2T gk
I A7lell A skl AAIE C3, C4 A ZHAE A4
Ao ATHC3 140 mg/dL, C4 40.8 mg/dL, CH50 65
U/mL). 8922858 AAE Z4 2718 BAgG
1,220 mg/L, IgA 132 mg/L, IgM 83.6 mg/L, IgE<17.6
mg/L). FvlEl2 A3S dolny] 98] AAg C-/P-
ANCA, 3ol%7t9 DNA3A (anti-DNA  antibodies),
F7HE] 2~ A rheumatoid factor) HAMIME % &
AE Btk Ui 19 7 EPEellA] AAlg s A
(antinuclear antibodies) &A1 ARG EUojA] 4
Algk A= A i A(nucleolar) ol ATt A AN}
ol2]=(CMV) IgM, IgG AAR=E EF 24030tk 54
¥ AFE(toxoplasma) IgM, IgG AAF GA] SAdoldtt
) elRlvbule] H ~(EBV)<] &% 84 (serologic mar-
ker) AAF A= o 2o A ES YER R Q)
Stk viral capsid antigen(VCA) IgM(-) VCA IgG
(+) early antigen(EA) DR IgM(-) Anti EA(-) &4
2EQlvfutel e~ A&U(Anti Ebstein-Barr nuclear

antigen, EBNA)(+).

2% Asdgo] gxde] Ald g #HAF Aabes gk
4 "FZHY(reactive arthritis)o] Atk =4 Az =

Arke AldetA) st
P74 AFow 9 AR oJHstgon obze

BN
4 & oox o
N



Zopzed Al 14 A Al 2 & 200749

T A ool hE Hol AL Qm 24 AR A
Wahx) gk ks AR HE sglom A EED

# olol e 5ol A gliv

MARM A7 7hah B3 RAR AR, 27w
Bk P35 T2 PN AR 5EE ol ge el
o Waglolt A7) FHG AAkE A@EA kst

RE W A 99 F APolA ok 28 AE W
do] A&HUL. A T4} e ABS Pgugos
W oz

o <%k

)
Mo ne In Ty oo
o & 5 &
e = 2
=) ek
=2, o)
)
i
Y
rhu
o

ooy
N
Xt}
rj_q

£ 0 XN o o
oo &
3R

o
2 =2

© 2 K
o

19879, Marshall 717 1199 LAY} o} e
W, AFG, 3% 9 5405 s 1299
FA4TS B 3. 198996l Thomass ©l¥ =
e aHrS PFAPA EF oz Wwstn’ 9
EAS A Bk =l
ol A& 20061 Aol g3]e PFAPA %+ 1&7t 5

oA o
tr—‘“i;goé—e‘

PFAPA 378 o)/l 541 oltelq Al4at}, 7]
#o]3 W Aol nedo] SAMOR WS, de 39

slov] Ha 79 ol4e] Aoz

Table 1. Diagnostic criteria for PFAPA Syndrome”
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Regularly recurring fevers with an early age of onset (<5 years of age)
Symptoms in the absence of upper respiratory tract infection with at least one of the following clnical signs :

Aphthous stomatitis

Cervical lymphadenitis

Pharngitis
Exclusion of cyclic neutropenia
Completely asmptomatic interval between episodes
Normal growth and development
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