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A Case of PFAPA Syndrome Mimicking Cyclic Vomiting Syndrome

Seok Pyo Hong, M.D., Hyun Jung Shin, M.D., Yeo Hyang Kim, M.D., Byung Kyu Choe, M.D.,
Won Jung Choi, M.D.*, Ae Suk Klm, M.D." and Jin-Bok Hwang, M.D.

Department of Pediatrics, Keimyung University School of Medicine,
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PFAPA syndrome is characterized by periodic fevers associated with aphthous stomatitis, pharyn-
gitis, and cervical adenitis and is unusual in infants and children. We report on a case of PFAPA
syndrome mimicking cyclic vomiting syndrome in a 42-month-old girl. She had experienced mul-
tiple episodes of cyclic vomiting with abdominal pain from age 20 to 30 months. When she was
30 months old, periodic fever with pharyngitis was combined with cyclic vomiting, and when 40
months old, aphthous stomatitis and cervical adenitis were added. These periodic symptoms and
signs were not treated with prokinetics or antibiotics. Symptom duration of an episode was 3 days.
After cimetidine therapy (150 mg three times daily for 6 months), her febrile and cyclic vomiting
episodes ceased. At the time of writing she had not received therapy for 10 months and has
remained well without periodic attack. (Korean J Pediatr Gastroenterol Nutr 2006; 9: 85~ 91)
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Fig. 1. Comparison of peripheral blood (A) WBC count, (B) ANC count, and (C) CRP between febrile day and
the next afebrile day. PB: peripheral blood, WBC: white blood cell, ANC: absolute neutrophil count, CRP: C-reactive
protein. * was expressed as meanzstandard deviation.
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Table 1. Laboratory Findings of the Patient with PFAPA Syndrome
TG 108.6 mg/dL (32~99) C3 105.8 mg/dL (77 ~195)
LDH 611.3 UL  (105~500) C4 36.6 mg/dL (7~40)
Ferritin 83.92 ng/mL (7~140) ANA Weakly positive
RF 108 IU/mL  (0~15) Anti-ds DNA Ab. Negative
ASLO 61.6 IU/mL (120~160) Anti-smooth m. Ab. Negative
lg G 1380 mg/dL (345~ 1236) Widal test Negative
lg A 972 mg/dL  (14~159) Herpes Ig M/EB viral marker Negative/Negative
g M 224.9 mg/dL (43~207) Lead 0.3ug/dL  (<10)
g D <0.7 mg/dL (0~8) 24U-Coproporphyrin 83ug/day  (34~234)
lg E 532 IU/mL (0~170) CD3, CD45, CD4, CD8, CD19, CD16/56 Within normal limit

(normal range). TG: triglycerides, LDH:

lactate dehydrogenase, RF:

rhematic factor, ASLO: antistreptolysin-O

antibodies, 1g: immunoglobulin, ANA: antinuclear antibodies, EB: epstein-barr.
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Table 2. Diagnostic Criteria* for PFAPA Syndrome

| Regularly recurring fevers with an early age of onset (<5 yrs of age)
I Constitutional symptoms in the absence of URI with at least 1 of the following clinical signs:

a) Aphthous stomatitis
b) Cervical lymphadenitis
¢) Pharyngitis
1l Exclusion of cyclic neutropenia

v Completely asymptomatic interval between episodes

V Normal growth and development

*Criteria from Thomas et al’.
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