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= Abstract =

Acute intermittent porphyria(AlP} is a rare inborn error of metabolism characterized
biochemically by the hyperexcretion of the porphyrin precursors $-aminolevulinic
acid(ALA) and porphobilinogen(PBG) in the urine, and clinically by widespread lesions

in the nervous system.

The clinical manifestations were observed in 17 patients who were diagnosed as AIP
at Kosin University Gospel Hospital and Keimyung University Dongsan Hospital

between Jan 1988 and Dec 1995.
The results were summarized as follows :

1) The age at onset were 10-59 year old (mean 25.8+14.1 year old). The prevalence

in female is higher.
2) The family history was observed in 11.8% of cases.
3) The most common precipitating factor was upper respiratory tract infection.

4) Majority of patients showed abdominal pain, tachycardia, fever, hypertension,

constipation, nausea and vomiting,
5) Conventional laboratory findings were nonspecific.

6) The prognosis was good to excellent in the properly treated cases with

intravenous administration of glucose.
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Table 1. Age at onset and sex distributions

Age(yrs) Male  Female  Total(%)
10-19 2 & 8 (47.0)
20-29 ; 3 3 (17.6)
30-39 1 2 3 (17.6)
40-49 1 . 1 (5.9)
50-59 . 1 2 (11.8)
Total®) 5 (29.4) 12 (70.6) 17 (100)
Mean age(yrs) : 25.8114.1
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* Table 2. Precipitating factors

Factor No. of cases %

Unknown 8 47.0
URI 5 294
Alcohol 1 5.9
Menstruation 1 5.9
Starbation 1 5.9
Steroid 1 5.9

URI : upper respiratory tract infection
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Table 3. Clinical manifestations

Symptoms No. of cases(%) Signs No. of cases(%)
Abdominal pain 17 (100) Tachycardia 14 (82.3)
Constipation 8 (47.0) Fever 9 (52.9)
Nausea/Vomiting 8 (47.0) Hypertension 8 (47.0)
Extremity pain 3 (17.6) Discolored urine 7 (41.2)
Back pain 2 (11.8) Hyponatremia 6 (35.3)
Chest pain 2 (11.8) Altered mentation 5 (29.4)
Fatiguability 2 (11.8) Seizure 5 (29.4)
Headache 2 (11.8) Motor deficit 2 (11.8)
Irritability 2 (11.8) Myoclonus 1(5.9)
Amenorrhea 1 (5.9) Peripheral neuropathy 1 (5.9
Diarrhea 1 (5.9 Sensory deficit 1 (5.9
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