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Acute Intermittent Porphyria

BT . 58 - #eaEBRAEMMER (Intractable poor localized pain ) ; ALAEA ( muscle
weakness ) ; BBZLFR ( dark or reddish urine ) ; 8% ( female predominance )
RIZCHEE - AIP

mizEs|

S: 0: | PAST ILLNESS : Diagnostic clues :

* Abdominal Pain | - Abdominal - Acute Intermittent Porphyria 1. Exclude other causes of

+ Dark Urine - Tenderness Diffuse | - Recurrent Abdominal Pain abdominal pain

* Weakness 2. Positive urine porphyrin
3. Poor localized abdominal pain

¢ 4. AIP history
5. Previous 1V heme use
AP ) ) 6. Check 24hr ALA and PBG
Acult Intermittent Porphyria 24 hr urine ALA > 7 mg

i 24 hr urine PBG > 2 mg

Indications for IV heme and admission criteria:

- Recurrent attacks who have previously required heme

- Residual neuropathy from a prior attack

- Severe symptoms such as neuropathy, hyponatremia, or
seizures

no i l yes

- Observation - Admit to neurological ward
- Oxygen - Oxygen
- On pulse oximeter -On _pulss Tzl
-1V infusion with D10W " 1y infusion with BIOW
- Morphine 5 mg IV - viorphine 5 mg IV prn
"PHIRC 5 Mg TV pr - Heme IV 3~4 mg/kg QD x 4 days
- Check spirometry QD
r
AIP-E-2 no
- Symptoms remission up to 24 hrs
- Electrolyte imbalance corrected
- Able to tolerate oral fluid
- Pain is well controlled
- Stable vital signs
yes
AIP-D-1

- Discharge and follow at OPD
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SEFETBEREEE (porphyrin ) RESTEMRHREFME - KBS ABNEZNERY—NEE
(heme) MIATEEY) - ASRNBEENBEITHREY  GRESENNRELEAEYNBERT - 214HK
BEEEAHTEEERERENTY  ABELES TEERASANEEE-ESRNEE
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( porphobilino-
gen deaminase ) JEME DR Z FAEH - XREBEARRIEBRIIRSZRKENHER - ESRMEBBNTLAHR
IREMULAEENRRE - MERDAFERREA -
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EMABREREERE (12NBHER ) MRELUEMURNER - EREAR - VRS HMBIEEER - BHEX
BMIKIBER - N2LEEFRNOFEXNABIARY - BIK ReRE2RACHRREERSERFEREEL

Bt Ry 7 VAR ER R R porphyrin - ER A BUNE24/NE R ERALAKPBGEE - EAminolevulinic
acid (ALA) > 7 mg per 24 hrs - ERPorphobilinogen ( PBG ) > 2 mg per 24 hrsBloJf&z2 -

B. A2 3RAA

1. FAREREM AN UM KRERENEY  WARUAEMENEE - AIMERS - WG E0E - ERE
S A D EAEIK ESheme (3to4mg/kg QD - EIUK ) W EHRE B R E R4S T LR
:

2. EBARGEEI Hemef &4 - S BRSNS IEHHEZEYARFEA LR - &EFRAEREHOHKEEY
(300~400 g/day ) Bk% (BIEHEAASIADH ) - EFEBEAEEEATHEEER (DIOW) - LRED
B2 - BEBREAHRENHE  EONNERRREER - BRIERIA TV Heme a2

3. EARBRITEITELMEEFRE - DIREEBMMAIHRE -

E e

JERERRRE - BEBEABIV heme
BEBFRINA R BRI EIER
VBERREBME - EMANZEAREAVRAER

w N RN

. bRt S
IEARAR AR

. EBRECESREBLE
CHLER

4. BIRESES

w N PO
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IV BRI RERY ol
Q. HIRAIPTE A B EAAERIZEY) ?
A BRT AT FRriZ RIHeminFpropranolol 29t - BT 2ERBERIE -
1. Cimetidine 300 mg g8h-g6h IV ( Cherem et al., 2005 ) ¥15RAIP crisisSlSEB & B - Ol Z R RER
porphyrin¥s#{ - TNOJFREG T REEME - DR MAEIEIEISIV hemeS 2 B AR -
2. Hp el - olfEFAGabapentin - propofol + MgSO4 ( Sadeh et al., 1991 ) %Y - &F FraH MV ZEY &L
BARSFRAIPRE A -
3. IE/0M&Nt : oJfE APhenothiazine ~ NovamingiWintermin - MetoclopramideRIE NZEAIP crisis -
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