fiE L ESHMEE 4 (D

AR R 2 R - 7 &
RV 7 40 >

P R R 1
KE O —

—— R » BB CT 2+ v VAT R 2 POie—

te B AL B, H R
= Ml

i C & Ic

SHRIBMEAL 7 4 ) VEERA L 7 4 ) ViER
o &b HEDOECERT, EIER, MR,
BER e &, &% tﬁ%%T?&ﬁﬁﬁﬁﬁ*
ThHb, TOFRRELTY R ELT 1Y ) =4
v -1-4 EEE3E (uroporphyrinogen 1 synthetase)
EHEOET, BEOCFRELTEArvEY — 11
Hlfe E ORI, AR, B, 87 L 0S5 Rm
BT U 63,6,8)0

bbb ROTER L - AED 10, 28
ERRFFEL Y, FBERICE Na MIEAFRED 5
nic, BRI « B CT 2+ v vHATHHE
KRB HFTRARDONIDOT, ThBHRAHL
CHRET 5,

iE 1]

B 1 26 0%, otk IR & BN RGE FERICRE,

KIRREE : 1377 37 KOy, JEIR & BAER 2 H > T
HEr 74 ) VEEE 2K & i, IR o Watson-
Schwartz G, Loy LBEAEZELER, B
BAEx BB BEKRN L, Ko Watson-
Schwartz & b &ett, RO & Z Ol &
74 E (F1),

BEfERE . Bt T N&Z &7l

IRFREE © BRAN 58 4F 1 b ), Lo b T IEE
o CoEEs LB, BBk E D, X

*EmIIAEAR GREE, SOLKULEREEAED
*EPE G, et REREEAED

R PR

B ) RS R

wB
ji****’ é% 71< F?f

X 1E @
Z***

Uil

A 141
1. £ % KX

R, B, PRGN OB & B, 2
B4 BARBEAREZZZ2L, WHEABRLK,

APRRFIRAE : & & 154.5cm, {5 46 kg, &
RRB b S, KR 36.5°C, Bk 72 %, MHE 126/
80, BIICHE /e <, RFICRE R DD, T
i @7 L, BEZORTY « EERETH -
e, B IEW, |- oz, - fTeT
B L BERERLEONE Y F 2 T s,
EHCHERE e, I, B, B bpmcxd, &
BEis L, MUl OEEREESCHMEREE L o, B
FoRE X, Y, =5, BEk 7%
VARSI TR IER, RORHAR L, T
EEE D oy,

AR EREGR D WX HEHE LK
03 40%, FEF e BT Ris L, OERIIER,
GOT 73, GPT 481U ¢ i+ 5 v A7 s F—&
OBE LRz, Roveey s —»v (277
mg/dl) & v vty (3.03mg/dD) 1T EH LT
7oy, T Oflo—MiRd CHRL T 5 BRI R
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= 1. AbRErREpHE

1L a,-gl 9.4% CRP (=)
RBC 460 x 10¢ £-gl 9.4% ASLO 120 Todd
Hb 13.3 g/dl y-gl 15.4% RA test f—3
Ht 37.9% BUN 8.2 mg/dl TPHA (=)
WBC 3,100 Creat 0.77 mg/dl HBsAg <8
Band 2% UA 5.3 mg/dl Ab > 256
Poly 53% Ca 9.3 mg/dl HBeAg (=)
Eos 0% P 3.7 mg/dl Ab 528
Mon 8% Mg 1.45 mg/dl HBcAb (+)
Ly 37% T. Chol 241 mg/dl 7
PLT 14.2x10* T.G. 60 mg/dl EH 30 mg/dl
M AEALS: CPK 34 mU/ml B (=
T.Bil 0.40 mg/dl Fe 92 pg/dl e -4 2.77mg/dl
GOT 731U NH;, 38 mg/dl EYLEY 3.03 mg/dl
GPT 48 TU FBS 98 mg/dl bk 52 mg/dl
Al-ph 42U VA HE 1.032
LAP 59 IU I 238U pH 3.5
r-GTP 111U PR 1,410 U i Bl
Ch-E 6.69 U Na 137 mEg/1 &
LDH 27710 K 3.3mEg/1 P 11 2 (=)
ZTT 10.0U Cl 98 mEg/1 Hgp (=)
T.P. 6.6 g/dl LA
Alb 60.2% 1 BsREE 5mm
a,-gl 5.4% L7 57 O A
[ BT -70.0% 7 F 7B 450 ml( % 7212 0.

APRBERARBB(X 2) « L fEHh & B,
BEAELT7 4 )V VEETH T2 EMBATEIC X
HAREME R E 2, ORI LT 1 HEL G 30
mgosr—L7e<syOfEr ABRE2 HH
fTlaot, SHLIHEIWMBCITEB L £ XD
mg, 2 HIICIE~ Y & Vi 30mg 2B
MELK, B3mWE 216 0) i THkE
FHROIRE 2B, BIRbTH - 275 10 Kei
¥, 2R, SEEERREE (KBE ez -
foo BIFH, b 5 A S RELSHEERECKY, B
498 B LR A i < i L R E IR
21, W EEofE s #d bhts,

FOFEX, Sk, SMmAE, (€ Na miFE(mE Na
108 mEq/1, 1% Cl 76 mEq/D) 7 &332 b
foo X LIEAB DR, HHECT 2%+ v O R
mb, KRFOGMFECEE LSO EEZ, B
Bz T, BHEORMEL AT v A FElO

9% fr¥E sk 400 ml) +109% &k 40 ml o S 5EH
% 3 FfE ks X T, EEI 50% 7 K v B
OmlZEIMLIc, T 1 HI2E, S+ 24
vamg HFE LI, 5K BICIIEMERE
%z X h (ME Na 130 mEq/], miE C1101 mEq/
D, 6B IERLER L), IRIALMEDS
IEEAL U, 8, BRI & bR mE L, &
Hr L -C#6 51 8 BBk L7,

KFVED B - EHO BT, RO
HORREE S BT, REBECLLZOBRIIFER DO
D, B TLRLHRBETH - (B3, T2
WA B REL T 4 ) VIREERYRLE
», o ALA, PGB, Urop, Coprop, #fdo
Urop, Coprop 23 AMHIC RE SETH - 7o, Btk
Hlotrre g EREHE (ADH 4.4 pg/ml,
M 11-OHCS 7.7 pg/dl, R 17-KS 3.4 mg/
day, 17-OHCS 8.3 mg/day), Si#a I3 eE
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EEG®
0

V272722

150 Z
% I ;8> / ’ //
-3 . ”"’
o AR sol sl /////f///////////////;////////////////////
x—x Na
e—e(Cl Xy, i
100
o--a GOT
»—a GPT 50
0
1983 20/1 25 5/ /] 25 [ 5
ALA e +
R | Urop 3 }S %
Coprop + +
Urop i EH
i i a{ o
. I T
2. B OK & B
4 5H Tl bRER 11 R A& T, 88 1 K%

o

3. KotH

ZAk
RAEEE 4, 50 58 HICHEL, 4GoRBREIKE A
NTHM & LT,

23170 mm H,O & 85 FA 275 Uic DAy, 5w
R bnich -1,
BR(X4) 1 KREELD 7RG GF 4R H),

1Tl -7 80~150 uv, 0.75~1.5/sec @ & P A
B, LadbimiicBlL Tk, REORE
VLRTIEE T iRIE, 20~30 v, 4~7/sec @ 6 P
RAEL T2, EatERE CRIFE v, ¥
FBREERY, H1IHEAOMEIEEL QHES
1, 30~70 uv, 3~5/sec DEHPH IR 21T
HBE L, Thou@FR cBERm, ok 5 ik
B AR -T2 H 3 - T T HIE 18R
FEEH, 53 [ ORI IREE 47 75 H il st Ly,
FFEE BT 30~50 xv, 10~10.5/sec o % 57 I 18
Bo a T, BFRCEEHRIBIC L - Th RERE
BFERIRT, EEELHTE SR,

GEECT A ¥+ > (E5): FHAMH LT
KA CIMZE O PIME, 88 10 W H O 2 WL IEH &
WS EERDME S e,
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xR2. AMMEEmPBoFEL 7 4 ) VERRE
Ko 7 4 V) vk (EFE B a2 0t M 3 ]
i §-aminolevulinic acid (ALA) (5.0 mg/1 LI ) 134 —
Porphobilinogen (PBG) (800 pg/1 L F) 39,100 3,440
Uroporphyrin (Urop) (5-30 ug/1) 185 17.5
Coproporphrin (Coprop) (100 zg/1 L) 653 189
#i(#  Uroporphyrin (10-40 xg/24 hr) 728 41
Coproporphyrin (400-1,200 xg/24 hr) 2,449 178
Protoporphyrin (Protop) (1,800 xg/24 hr L)) 1,752 347
Mm% Coproporphyrin (0-2.0 xg/dl RBC) = 1.07
Protoporphyrin (15.0-60.0 zg/dl RBC) 19.0 27.9

754 95 H
FpP1 ) A
N N .‘\/’ N N ‘\\J
FP2 ' s
[
F3
" T s 4 k \
Fa N .
I NP VN P AN
cs .
c4
NP IO N o
Ps
P4
Y e NP k)
p )
o1 T o
N~ ~ N ™ - ot
0z
F7
Fs8 -
e
Ts
T4 .
I S S S
TS
- -
T6
L S e
EKG
NRSXEY S ESX T

A, SRR AL

B A NS SANASNA

1145 H

AN A A AN

et i e p )

50uV L

B4 (25 4, 11, 47 9% B iCacid, sB R MG E R 2 JHETERR & L 7 BRRE , [RIREAD
FOLEX (B TR T RMLEECEFLLTW2008DHBR5,

% -3

Ko7 4 V) VEERE, EEEtE, I BT
DEDOWB Y, ZOFORERL 7 4 ) VEEE O
SMERIEME A L 7 4 U VIE acute  intermittent
porphyria (AIP), @ RMAEL 7 4+ V vIE var-
iegate porphyria, @ EEMH =2 7r HEAL 74 )
i hereditary coproporphyria, @) ¥t BT
v 7 4 V) v iE porphyria cutanea tarda
(cutaneous hepatic porphyria), & # KA

7 4 ) viE acquired porphyria o 5 iz 436 &
N5 O~Q v FhbHRahEsgRz
THH, BEIICIELL BRRER & BREE
FiRZRTID, ThZhOBESHIILTL b
BEH TR, Lo L HREIOKKE, X 0H
BRONCIZ BT O YBBHEL e <, Rep 7 A 27 3
/v 7Y v (ALA), #r 718 /=5 v
(PBG) #»3Z&p:i, PBG &Mz L8l <k
b, AMcEinL T b T e EAL T 4
) MR IER AL LIS i En D, bhd
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EXEE 475 H,

NIEKRFEG %2 AIP L 2 L7z,

KR 2 CHEWED 5 A0, AFEAcEE
—HUTERDORBL L BNz T, KREFO
S EBABHEEEY et THD, T
NARIEEAIP © 10~20% B+ 57 L b
s, ZORFCLESYEHLEERERESIE
iz o2,

HEAGIOMEAT Ric oW TEHT5 &, &
RIEOH-1-BH, FEREOLETIINENK
BRI R SR, £0 7 B, B#ER & -
TeRERCIEINENE LS EL, o, M
EFAL LT, 2 MOB6HE & b, FIER L IS
BRI, TAPARREEMREEIERE L
hic, $Ek, AIP oRBEFTR & LT, FEROME
=T BB ATT I ERHbRT WS, T7
bbb, SERERYETLEEHCIOER 6
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BEHCT 2%+ v

Fi3.88 10 55 B ICECER

I, CAERRBICIS & EEEIRIE O B, £L
THEROEMRE & b ICHBEIKRBCEFEILSH
59,

—Ji, REFOFEBOTMCT 2% v v TR
ZOP/NMELFED b, REFEEOTREM S RE
i, BLULEFIOET CT 2% + vitBiL T
3, BEToHE BRI BT X, Bonko-
wsky 5, Vavra & Avioli® o#E L& 141 &
 CT 2%+ VIIIEHETH Y, BEDIKEFDOILTE
Na % 127 mEq/1 ©& - 7=,

AIP Ti3E Na, ClIMfEXETHZ 0B H 2,
B ExFIT % If1jE Na 108 mEq/], 1iE Cl 76 mEq/
1 L BEREER R LT, AIP 12ff 5 & Na M5
OB B L T, FiFIRAL € v RHE &
v ORERE, ACTH okt /s & OFTR
nb, BRKTHEER » X /HT 285 bH 5
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By, TR A0 S, BRBREIE A BRI —
BLUEROBB EMELXE L Enb, Er
e v OAEBAME Na MfE D FEBIC B S L 7o e
HIZKE L,

125 mEq/1 Ll F iz X S E Na ffEA A4 U
B &, VTR & BRI AR i S < AR A 12 e
DM 5 L vbin?, BRAlCo RS
OFERMEER L2 et B CT 2% + v,
BEWGIE, BEHAIC X - TEST b, bitb
AU Na I 3o < iFE o 2k, RIXIE
fE ORI 24770\, 1MijE Na 23 125 mEq/1 b E
i DICRAT, BHEEE IR CEELLC &
WU Lo, T OFEEILF M, BRo 2k
DIELD Tl ERTRHTEEDEVL LD,

BB T b hie AIP o A ilicie = - 70k
EEE, ThitO ki EFEELEHLOTESE
THERTH »lc, ZDORKEEH 2 b I{K Na 1M
FEWCFES S MEBEEOZ WL, & S wEHCT »
Fr VRNEHTHhoZ EARBIER LIV,

& &5

SRR 7 4 ) VEED 1 H1(26 5K, o)
WCOWTHRE L, 2BRMERARIFICO X<
HELTESBEEYE L CEEMoMERE, (€ Na
MAEW X ABGEEIC S b &EZ BRI, &
I BB CT 2%+ vnERATHE T
& B nEeR L7,
KEFOBMICEIL, HHER R CRIEAERE=R
Bl e x RERHRCEHP L EFET, EHCT =%+

v D¥FE R AT - T RS RIEE R O /NBRIER 4, A
7 4 ) vEORIE T S iR BRI E S EE O 4
HfE ZRICi# L ET,

X [

1) Bonkowsky, H.L., Sinclair, P.R., Emery, S. and
Sinclair, J.F.: Seizure management in acute
hepatic porphyria: Risks of valproate and
clonazepam. Neurology, 30: 588-592, 1980.

2) BHEE hHRpEERESE, medicina, 20: 750-
751, 1983.

3D HREF: KL 74 ) VEE, BAKBEEY KSR,
14, FERHE RS, ILERE, ® s, pp. 215-234,
1976.

4) Kb % FEook—, EEBEF, NEFRE: TA
DA EBBINIARL T 4 ) VIED 14, BRER
B, 23: 385-388, 1981,

5) Perlroth, M.G., Tschudy, D.P., Marver, H.S.,
Berard, C.W., Zeigel, R.F., Rechcigl, M., Col-
lins, A.: Acute intermittent porphyria: New
morphologic and biochemical findings. Amer.
J. Med., 41 : 149-162, 1966.

6) thix J%: £Har7 4 Y UAE (porphyrias), fGEH,
12 : 143-152, 1975,

7 A2 REKXR &FFH=, WUFEL: Er74 9 v
REOMFEIER, MEL, 20: 1052-1062, 1967,

8) FREF/ZE, fil  H: Porphyrin fiE, st A4x,
9: 292-316, 1965.

9) Vavra, J.D. and Avioli, L.V.: Intermittent
acute porphyria. Arch. Intern. Med., 142:
1527-1529, 1982.
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