FIEATE R EEEIZDULNT

FEALA & 2o d SRR & L TIRMTRSERE A 2 <, RO THER} 0018 R 00 T & B BRI
(I RIERL) SR EhaA, 910 Fih 6 A ARIERO WA T & 5 1 CRIEVESIL
EVWOBMEHRMELTESE MAEN—F v b, 29—, EHUOFEEREY »
vFAE, HEEERE L TR TOWARBRBECROCEENEREEZ AT
D, CTHNEECREMNHELO L IXWPERE LTIIEL, 2 32T e Tk
D, FBBEARHIGhTES (]).

12 E2=ohi eV

PO RE (—RARICIEIMILLLE) AEALAS, FFIINMEASESIRETHS. h
Hiaz, MoarEd:, IRESREUYEORAIIVHAITH 5. WiTL THEIERIEATIED A 2 1) — =
YU REITD. THSMEE NGB R EEER,  4 ZARREE (EBV, CMV

KE), TLLEF—-ER GERERMEGD) O -2 7 97 %i75. CRPHIWE 7o
ANy b= OGS < BGIZIEE A EEERESIN T & 2 WSIWIHE & #E e B o o[ GE1E A T

B, BEMOBBERITRT, ThEhORIMI I I AT S, & Fib
ihdfMoha k5> TE L WAL FMFORMEREOTPHE LTI F 5177
TdhdEH, CINCA/NOMID (20 L CTIL-1 ZHFKFLHFES{TITH D, BETHS.

1 BED 3 TIC RS TR ) CIRARIC & D 24B%(C 5 BARE

.CRPB&5ICER (21.6 me/dL)
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Marshall fE[ I & € 0FREN S, (O EAELEER L Bk ), PFAPA ORISR - %
Ehh-oThik, HIEE AU TH A1 EFEORELEDE VW EFLAON D, 2~5KTIBIE
L, Mtttz & P s & BOG L &V iES A3 3~6 Hilkiked 5. 880711 A I 28 0 ()
TlE AT a4 FiG5A40THS. Thbb, 7L F=vurlbl (1~2 mg/kg) 715~
2 2211 (0.3 mg/kg) 1280 24 BEMBINIZEERIZN S 5. BIEO PHIZY 27V
yOfed A IR T L OWG L B 5. TRIEILFT, SIS RIEOMEIZED
D, 4~8ELINIZARIZIHET 5

AHE & PFAPAZSEDN =728, RORBREEFEISGE AT FOHNEG 252 &
“kD, APEFRREERIRS A Z L AfElc ks, BIESEIC A B4, R{EOHIEIZILL &
D, 1212 THS. L, 45K FOSFERIZ 1k 6 REGEEXA SN, FEEED
BEdbdts, JEEHCRGE, [N 6 BIFENEERIA RS MY, PFAPAIRIOMIZART
BAREBUTREHSH, OEAICHEEEITEZIEWI L EMILTRETHA S,

PEE (E77YUY) OSBRSETS DRRET



PFAPAD fE I 3R &

Gaad = NG

ABR 3 HEINS 38 TADHHASH. BHEIMY / EBMA UhAESE, M
RIREAITVCRP MR (6 me/dl) b, 71 ARDIRERE (ET7ARY) %
AT, ZORBEHSNTERF39TEEHED AR,

SEREIHENRE. Wil 100/9. WR24/5, #55839.2T. ME\EHR O
AR, BeEEYSRkeD. MEESEMESRBICIEEU/E (B 1 emid
T) ZHHE. ZOMFRTNERREL.

REFECEAEERARLL. BE - BEICHELL. 1 @mH o IWMFETICHEALESY
> ) (EREARIC K D HIRIC S BAR. BONBEEOSERSICHOERL, BERELTV

FaER X #R. REBRERfE X iR L. TP 7.2 8/dL. AST 19 1U/L, ALT 111U/
L. LDH 279 1U/L. BUN 9.6 mg/dL. Cr 0.42 mg/dL. CRP 13.7 mg/dL,
IgG 859 mg/dL. I1gA 193 mg/dL, |leM 88 mg/dL. 1eD<1 mg/dL. ANA<
40f%, ASO<10, RBC 415X 10%uL. Hb 104 g/dL. WBC 11.800/uL.
Pit 22.2%10% L.

QT AE=E (EorYUY) OSEERSETIOEATTA0 CRiEORMDYEREL, CRP
HEBICER (21.6 mg/dl) LichARDS BB SEEEELEZD, U/ EDE
IWLTER. MFEEHFEEE . TNETOEENS, FBRERIERSIO—D
T&H PFAPA (periodic fever, aphthous stomatitis, pharyngitis, and cer-
vical adenitis) HEEOIC.
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a) 772EOR%
b) $EER!) >/ \EIRBER
c) MABER
AT R ECHAME Z BRI T D
BIRHAICIE E o e TERERE 0D
IEELR, HthET)3E

(Lee WI et al, 1999")




F PFAPA EER NGBS HERR - OIER A 3P ~Gaslini diagnostic score~

SEIER

g (L=0 Bf&~%=1 ®WII=2)
FaOm (GL=0 Be-~%=1 HI=2
e (ZLl=0. &t=1)

Tl (& L=0 Bi4=1 @{%=2 Wic=3
RIEE (&l.=0, #&L)=1)

diagnostic score=
— (0.067 % B A #R) + (1.494 > J7) — (1,504 % 77 214 OIM8E)
+ {1,958 % Baff) + (0901 = &) + (1 501 x Rzl

diagnostic score > | 32—~ B{EtEEHIASEIR B QRN DEE

(3t 20 KV5IR)
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AN PZARREBEAE LR LW
FERMFFICRERSEBDEL

No

Yes
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RAFHHEEBRPINNABREBII LA, | No
P/ 74 NABRE) FERENR

Yes
Il g5 I
B No B
HERGEN BERBRE
MNBESTPIRA D 1 BBt SFPIRAD E
L& BRIMPRATES ERHT S
Yes
v

WERK, 7 72EOR%, WIS /RO IBPRLEBIDERHH?
SRETICRETAHIEHNEL
MFHgDESBEETRT EHHS
EXNGRE. REETRT

Yes No

No
[ BOMES ASKERERNIBHTED }————

Yes L 4

EEE;EEEJ[ﬁmnﬁﬁaaﬁﬁﬁﬁﬁumﬁm]

PFAPA fE4&8% © (periodic fever, aphthous stomatitis, pharyngitis, and adenitis syn-

drome). CRP : CRIS1$42//17. EB : Epstein-Barr
©! SREENICIZ 3~8 WA THRMICERYETY.

© RAARIFEFIC PSL 05~1 mg/kg 15 (1 @ELI3 2@) TERDICREHSPHT
EDORBPMO—OTHD. L. REHRLOEAUT. RIEOUMHSIHTES.

¢ MHRFIRTIC LY FMF. MKD. TRAPS. HA20 ZRATHZ EARELLL
E2 PFAPA EfRBOBH7O—-F+—b

Gk 1) & YBIREE)
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RS T BBk R 2 > CRP ¥ W 7 L3,
RIEDOF W eItk 2, it ORI & OF
5 LWL, AR ERERT T/ 74 v
AMERHER & kmiﬁbﬂrb*ﬁﬂﬁlﬁfﬁ)%
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AT ITE TIACEAE D HUER ) 23 il A A & h
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B M ORESFNIEVEEZLNS. F
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Aphthous ulcers

Round, yellow-gray ulcers are present on the oral mucosa.



Pharyngitis in a patient with periodic fever with
aphthous stomatitis, pharyngitis, and adenitis (PFAPA)
syndrome

Grachic 68744 Version 1.0
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.d' ORRERSSSUESEH S 2

o BTHEVDIEANRYF—FITUEOAK EERZRETDIESE, BCREMERD
PFAPA (periodic fever, aphthous stomatitis, pharyngitis and cervical ade-
nitis : BHRMEEEL, FT7SMONRK, WHEER, >/ EX) ZE8ied 3.

w OFENRESE SLE OEZMBEDDEDTHD. ERMUTHICENEFEHESNDD, B
H5FHULD., BICOBISEBNTETHERLOBNAIRARICEDZ EH'HD.

= Behcet DORNESEBERUETHD. EYZT/PIRIINARE - RFEER, EFE
HE, REEESNDIDDEHZHD.

e ZotpOBRRREE :
(o) o)

o ERDOFICEGNICASNDSUS AL Bedner BB EFIENERERT S, IR
AIFHE TEEDHNITRICAVELRENASNSZEH'BD, KEWODIFEHRE ST
NBARIRT 2.

& W LBHOARZEHFDOEVDBAZRISEBRBLZHDD (T 1) ZEZH>THL.
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Mot NBUSDFEESR BEERIARZE
SLE UDYFR RIMEEER
BRIERA ESMESHER =SMHBLE &R

FrVANYUME  SEMRRIRA  SE MR
N—FIwhE IT—SFUViEES

IgA MER (BB : NS ik - Y1 —V 51 VEHR) FLRTE
BERIE AEMMEER CEEMABA, CrohnfE) SA L 5hE
B REEEMEnZE (O VR, BEE, SEitad)
MEE oA
1 LA BORAETES
RIEMEMPER BIgDEER (ANDVEEF—1E/RIGE)
TRAPSIEIREY PAPASEIERY E&EMH LI F—UR BlaufEEa
PFAPAJEIZE: hi{FE-mHliEEE: DIRA
Rl CAPS (CINCA/NOMID, Xwir -1 URAGERE, REMESSCATERD)

BIHEE (BmE. BHUVNE, SREF0RES L)

1 » SEESRIERIE R ORI EE

IgD:immunoglobulin D (R&507')/D)

TRAPS:TNF receptor-associated periodic (TNF 2&{&ES#FHEM)

PAPA:pyogenic arthritis with pyoderma gangrenosum and ance ({bERI4SEEIEEIMIA, BB MHRRE,
PERD 14 £EFE)

PFAPA: periodic fever, aphthous stomatitis. pharyngitis, and adenitis (8% F&®, P251E0AR
2, BmERUNER, EEER)

DIRA:deficiency of the interleukin-1 receptor antagonist (IL-12%#7 2 JZARRIGIE)
CAPS:cryopyrin-associated periodic syndrome (SU /B8 EHAMEHEIE 128
CINCA:chronic infantile neurological, cutaneous, and articular syndrome (181432 #8552 578
i fEIZE:) 'NOMID:neonatal onset multisystem inflammatory disease (374 REEFEZMSEHA
MEMEF)
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Wit RS | HEmhis AR EtE WHmmE WaEifiE R
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FME & familial mediterrancan fever CHREMERIS Y, PCAS ¢ familial cold autoinfammatory syndrome  CEEEFEDOR (10 S
W), MWS : Muckle-Wells syndrome, CINCA/NOMID @ chronic infantile nearologic cutaneous and adicular syndrome,/
neonatal anset mullisystem inflammatory discase (SHEFLULEEE S8, WITEEEEE IR BRI SRR RAEER), TRAPS :
tmor necrosis fetor receptor-associated periodic syndrome (TNF SR RFEERER . HIDS @ hyperimmunoglobu-
linemin D with periodic fever syndrome (W IREETE8A% £ 9 88 LgDSEBIEE),  PFAPA @ periodic fever, aphithous stomatitis, plir
yogitis, and cervical adenitls (MIAVERM, 77 #HECods, SIS, BUEY >0 00 SRR, MEFV @ mediterranean fever (H
hilEak), SAA ©serum amyioid-associated (M7 £ 04 FA), (R £ 8850
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1 BN —(CLZECRIEERBOET
R HOSHEERNEORM  y — 2. TRAPS &L FMF TRW ALy —C2RL. BIIIEOE2Z EdiH 5.
HIDS : hyper-1gD and periodic fever syndrome, MKD : mevalonate kinase deficiency, TRAPS : TNF receptor-associat-
ed periodic syndrome, FMF : familial mediterranean fever, FCAS ! familial cold autoinflammatory syndrome, MWS :
Muckle=Wells syndrome, PFAPA : periodic fever, aphthous stomatitis, pharyngitis and cervical adenitis syndrome.

(3CHK 6) & 0 71HIccE)
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CAPS HIDS  BILIH, EStEas
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HIDS CRMO &k, SEIRME

PAPA NNS R EN, 1

—

2 BCHREEMRBEOELER
H O RAEEmFOBEREIRII S B TH S,
FMF : familial mediterranean fever, TRAPS : TNF receptor-associated periodic syndrome, HIDS : hyper-1gD and peri-
odic fever syndrome, CAPS : cryopyrin-associated periodic syndrome, PAPA : syndrome of pyogenic arthritis with
pyoderma gangrenosum and acne, NNS : Nakajo-Nishimura syndrome, PFAPA : periodic fever, aphthous stomatitis,
pharyngitis and cervical adenitis syndrome, CRMO ! chronic recurrent multifocal osteomyelitis,
(TEHC #mERlH 4 F1X gD
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BEHBWZE5ODHEBIIOVTUTICHRHAT
5.
@ KK (familiar Mediterra-
nean fever : FMF)

a. "R - 78

PFAPA SEGRHORICHENS wHORKIEN
KL FMF Ch s, HNTOZEENRED
KB 9300 ZOEAVBREENTHS,
Wi, EBERBELTEWHN (1~3 BRE
¥ d5) ORBRIETHY, WRPBERZFE

—N—RUDFRZEHATIZSY,

) T EMNEZV. BB TR R ERA A
TAHEFABBEENTWS ), Lodzitac
RIEGEBERLYVEBZRDOLVERAIS
V. MR CRERICMTF CRP H% 0 #£E
BELrZD5. RUEMNICIZAATIOAL F—
VARRIL, IKETIuf F—A0H
EABETFHREELT 5. FMF ORERETF
W MEFV T, BiaAELTEREZEROK
Be3had, MEFVRBEFICIXEHEEICE
RFEMETFEUNREEND -0, BESRE
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Tel-Hashomer DK Z L HARE I T
WwWaY (R). B EEICEHT IHE,
MEFV Bz FREF DI b, MEFV 815+
10Oy vV yERAI GRS EBIETF
THHHA 7V 102 MYl EDEFEE
ReFEESE bHVRIBE~ATEEHD
F7UVNICEDLYE, KiktErpi#i#s (Wb
WwA5EEE FMF) LB T&%. BVWiERd
F AR R AR A di s A U IOF ARE ok 1%
i R TR TCIIBHRIERTHHH, —F
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v, Z D72 Tel-Hashomer @ KK 32 Wi 2k HE
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AR R R ERIC D W T, i IL-1 HikAiE
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2. JUZEU VEERE MR REREY
(cryopyrin associated periodic fever
syndrome : CAPS)

a. f®A - mER
VERRYF v AT 4 F (LPS) HomEARH

K&, Toll BREBHMHICE - TR

n, flixDIEES A4 b AL OEAZFLT

5H, FRHORTIL-18 % IL-18 3R BEAD
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%A1 NLRP3/cryopyrin %&b 2 &

T, ASC, R\ T caspase-1 AL, H9T

BEWHTHEL v 7=V —LERTHECL

T, IL-18 % IL-18 @ N KFAYIM & h, #io

Bfad HiEERICERENS. D NLRPY/

cryopyrin # 2 — K954 NLRP3/CIAS] #tiz



Erysipelas-like skin lesion

Erysipelas-like erythema (A) and, following three days, a full spontanecus recovery (B).
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