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ANAMNESIS

__, 9 2 afos, empeoramiento clinico de
Amigdalitis pultacea

Motivo de Ingreso

repeticion

AllEeelses aEiesr i = Bronquitis 11/24

~ Seguimiento por infecciones de

Padre Sd. Antifosfolipido y
__hermano seguido por Reumatologia
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EXPLORACION

Ta 38°C; TA92/51 mmHg; FC 130 lpm; SatO2 98%

Somatometria

Peso 13,4 kg; Talla 92 cm; IMC 15,83 kg/m2

ORL: mucosa hiperémica con hipertrofia amigdalar,
exudado. La amigdala izquierda > derecha, coloracion
| violacea
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Resto de la exploracion anodina




PRUEBAS COMPLEMENTARIAS

PPCC

Resultados

AS y Sangre Perif.

Leucocitosis (N>L), |Fe, 1PCR (15,49

mg/dL), 1PCT (0,73 ng/mL), | Vit D
(19,7ng/mL), ASLO <50.

Ac. ATGTy ASLO

negativos

Gasometria Venosa

rango normalidad

Sedimento Orina

anodino
SOH negativo
Hemocultivo y Serol. negativos

ECO abdominal

sin hallazgos patolégicos

Estudio inmunologico

pendiente
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CSy Casa

Inicio en Hospital

(Calendario infecciones)

En planta
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TRATAMIENTO

— Cefixima (v.0.) + Paracetamol

— Cefotaxima (i.v.) + Clindamicina (i.v.)
+ antitérmicos

— Metilprednisolona bolo (i.v.) 2 dias
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EVOLUCION

11/03 & Febril, REG, tratamiento ATB I.v.

Bolo CC

Afebril, mejoria brusca, disminucion
> hiperemia amigdalar y placas,
tratamiento ATB I.v.

> | Afebril, BEG, Cefixima v.o., + vit. D

Alta i

1

o .
Servicio de
Pediatria
prtiihe e




REVISION LITERATURA: Sindrome PFAPA

Clinica:

* Fiebre recurrente de
Intervalos regulares

« Aftas orales

* Faringitis/Amigdalitis

« Adenitis/Adenopatias

Diagndstico diferencial

de Fiebres
recurrentes

Diagndstico de
exclusion

Etiopatogenia desconocida,
enfermedad autoinflamatoria

Tratamiento = corticoide (oral)
en brotes
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Relacion PFAPAYy
vitamina D:

Correlacion inversa
Suplementacion
disminuyd episodios
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ANEXO

Dlagnosus Patient with recurrent fever attacks == |
|
1
Presence of cardinal PFAPA sxx Observation Single dose IL-1 inhibitors Medical tx (Adeno)tonsillectomy | !
during attacks OR periodicity +NSAIDs cs (cost-effect issues ~colchicine |
lack of enough experience) -cimetidine -
-IL-1 inhib. |
l l -others .
Disease onset <6 yrs : -
Y Once Occasionally In every attack |
for confirming (for attacks occuring (may inc. attack |
the dx at unsuitable times) [frequency) :
1
I
Search _fo‘;m Response to single dose * :
MONogeme il CS during attack Outcome '
No to (adeno) illectomy -
No decrease in attack frequency as the child gets older :
No Normal growth & development Absence of self-limited course :
S (for children) i
I
Yes = |
-Presence of URTI sxx (e.g., cough, runny nose, etc.) Search for other diseases Search for monogenic AlDs = =========cccccmcmmoaans !
-Positive throat cultures during attacks Yes as recurrent infections,
-Response to AB treatment during attacks immunodeficiencies
-Presence of other cases with similar sxxin the N cyclic neutropenia, etc. Genetic test results
family during attacks )
No mutation detected Heterozygous for pathogenic
________________ - a monogenic AID MEFV variants
PFAPA syndrome <> :
Living in an endemic area fora :
monogenic AID I Try colchicine (if not tried)
'
|
I

\j

Perform extensive genetic analysis Watchful waiting Search for other diseases that ‘

(incl. checking for mosaicism) cause recurrent fever attacks
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