M EFE> EENRUNBLOFERERRL, R—Ric>xOHH, @1 »HEEEREE,
SHRIE %17 - 720

BROBRCTRREINIFFV v IBEMED 5 RBROBEA DRI OV THREEIT-> 7,
AEHIODDTC-MIBKEIC L0 L, ¥—< YRFEXATHEL LD, @BHKLE,
UF V' v-MIBKEICE DL, 7 b — o RNRFBLETCIE L& & i Ui, @lz-20 TiagEe
WEDHRICDOT bRH L, BIEBICAVARERID2 mé @50ml TH5,

<# B>ROWMTH 5,

1) ¥—= vEFRLH RO 7 U — 2 NEFRL TORIEME I ENE 1,

2) BBERY 1 47 ABERERICENITH - T,

3) EFIR 2.8~23. 1ppb THEOIXL T, FAEM 5 MOFERK T 215ppb EF L SiE%

wL, 22 —=v 7OajfetEsrmB I N,

Reps : BDAAIE S

Jb—41Z DDTC-MIBK & 7 -3k
BREBRE: | SOt | RN | Dz- MIBKE
WEBMEE  mean | 9.6 9.7 9.4 9.4
(= SD 5.4 4.8 5.5 5.7
R mean 10.0 10.9 9.6
(+) SD 5.9 6.7 6.2
CASE T.T. 212.7 245. 8 188.6
(ppb)

E2FYVIMEOEAFEHNLHicBS 38K

BTFERELBREBTREY Y~  BRK HE
Hr#EaERAEMNIE R X2

EXF U VMERAROFERR 7 ) - =V I TROELS BRINIEETH D, FHEEBLZ 1

FACL ADEIRTHESD, X7 Y — =V I TRAINTEAC SOV TOEESHEIC VT, Rif%:
Atz
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1) Histidase DHIEHE
HEAEBAHVTOBROS LT L 2B BEMSEL, LYRORMECIAEYT
H%, BIES Isotope 2HBE LAFESAVLNTE D, BEMENTETH S, L L, .
Isotope 2B EWHSRESFET S, —HREFAEE,OMB LI xF I EvahY
BAEEB/o~ b TEELTOML, RESELREy % densitometer THELT WED
HAkp 3L, ZOMHi2iEiE histidase D& AT 2, T DL HLHET histidase ZfHjE
RICRIESZDd 1 ook EA o5 (Fig 1)
2) Rpe x5 v RBEMORIE
EXFUVIETR Y 08 YBROBEIFRA SR SIS0, 4 35 - B S HBRE X
Ve xFPrREFOI0EMU LcsgHttsh T b (Fig. 2), B/ v = I~ 2 HW CHIE
HABTHD, FECLHICBRIOEDEEL 6N,
3) o _
R FIGLU ORIBRSTLAEBETENL, X F Y VOROEMARIERR ¥ 58
5 KBRS Bo - ,
ERF OV IHER DVTE ZHIEVA VA EBRINTE L LK, KESFIEERS 20 JEE
RPTH Y, BEOPREEETIREN, SEOMESEEbN 3,
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Figure 1.

Urocanic Acid and Histidine in Stratum Corneum Extract
from Histidinemic Patient and Their Parent.

subjects Ur“‘::}:. Histidine* u/H
Histidinemic
patients
case | N 59716 0.024
case 2 . 586 29269 0.020
case 3 1028 34260 0.031
case 4 1403 46781 0.029
case S 1912 38256 0.049
case 6 1632 40818 0.039
case 7 16 39728 0.003
case 8 2872 57392 0.050
case § 3018 52877 0.057
case 10 1753 52112 0.034
case 11 1025 39621 0.025
case 12 15917 36175 0.440
Parent of
case 1-11 17420 ¢ 4977 46130 2 12946 0.26 ¢ 0.12
case 12 F 2134} 41847 0.5M
M 18400 34718 0.530
Control
children{n=40) 34952 + 14092 39719 ¢ 13613 0.88 ¢ 0.41

adults (n=40) 26495 ¢ 10166 46482 4 18382 0.57 ¢ 0.20

* integrated 0.D of the spots obtained by computerised densito-
metric scanning.

Figure 2. Urinary Excretion of Histidine and its Metabolites.
 Urocanic Imidazole- Imidazolte- s
Subjects acid * acetic acid' lactic acid. Histidine*
Histidinemic
patients
case 1 0 62.5 43.8 1720
case 2 [+ 46.9 66,0 2020
case 3 0 43.8 67.5 2300
case 4 trace 15.7 16.9 1250
case S 0 37.5 25.0 2660
case § trace 28.0 32.5 5500
case 7 trace 32.9 61.6 . 1430
mean 38.2 44.8 2410
Control
children (n=5)
mean 4.1 2.4 3.5 168
range 3.9-4.7 1.3-4.6 1.9-4.9 117-283

* mg/g creatinine
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