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¥ L " X 4 Vascular endothelial dysfunction resulting from L-arginine
deficiency in a patient with lysinuric protein intolerance
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Nitric oxide (NO) 3t~ Z2ABEEHZAF LTI B ZOEBRNICBITHEBIZOWTEHBA S TIIRY, TAX
=ik NO 6 rkEER (NOS) DM—DEETHY, TORZIINO EAKTE2 L0 EELZ LN, LOLTAX
SUVIHMATI/BTHY, FRNTERENDEDRZRELZ O D LIIBODTHETHD, VYV REEAR
fitiE (lysinuric protein intolerance ; LPI) i “HEMT I VB F 7V AR—F—OREIZL VB Z 5 ¥ BEESH
BEEBTH D, PETRHRINFL L RPPEROTTEC L VERNOTAF = RELIRZLTEY, TALF=UR
ZREOEENIIBITDEREZHLNE T 27O LPLEAIOREXIFET I LR THD L EX BND, KB
ik LPI EBIOREBERTT D Z LICE D TAX = RZREOAEKNICBIT AEREZAONIT A Z ENEM
THh D,

[ ik b O AK]

LPI OB WESET I VB THEITAX =, VYV AA=F T RERE L RPPBEM TR &
no, EFEREDFREREF SLCTAT BRESNEGTEMLAREL oo T2, RETHRIZ L LPI BF 2BV
Tl TR T I BEMET L, R e T L TV, RT-PCR, PCR. direct sequence = TAREF O SLCTAT
BEFERAEZARF T LAAZ IVS3+1G—A, BF 7 LZ 5.3-kbp Alu BFIBESREFRBO2L /ST R
AT OBIGFRELEOARE L HELE LT,

AEEZAELVEBEOFZNHY Ly RIVTRAMEToBRI, 1, aVE, V4, V5, V6 &\ horizontal
type @ STIETEZRBDBHMETH o7, LN 7T — 7 MRE THEELHEBROFESBIE(LHE DIFEE RO R
Mol

TAXF= RZOMENBEEEIC S JITTRELHA LT 2EMTERARE L EEH 10 flThh 7L ¥ =E,
fid NO i, MR IEES I EHLERE (endothelium dependent vasodilation (EDV) (2D XM %1F > 7=, st
IEZERER I ZEIRRE T, 7 F = RURT & R 30 531% T1T o 7. EDV PR ML #% o BSOS L s Ko st 2 £ Rilka
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C BIRANEORAES Ry 75— a— o CRIE UBRE L, %72 I8 PR EK TP MM 153848 (endothelium
independent vasodilation (EIV) ) #FRB7-HDIc=bua sVt ) ETF 445%OARIHEBIRNBROE K RE
BEt L, BETRRA—-OREX 3BT, EFEFATES LET ST -7, MH7AF= 2 EIZBHF CEFFICL~S
540 LI T LTz (21.1£4.3 vs. 98.2+9.8 nmol/ml) 73 5% 30 2% TIHZIEFE TH - 7= (260.3+54.0 vs.
298.1+82.3 nmol/ml) , ¥ NO % chemiluminescence IEICCHIE L- & ZABETEFRF O3 HD 1 GC{&TA
LTV /2(9.93+1.56 vs. 34.024.47 p M), 7 AF¥ = mii# O M+ NO EITIEF G CILmlan L &2 -7-(36.5
+4.89 ¢ M) PEETHERICHEML, EF L~V Liolk (29.37+0.85 1 M) . EDV iAMATTIHAE TEY
BHZHEA_RFABICE T LT (2.80+0.76 vs. 9.95£1.656%) , 7TAX = RiEH%EED EDV iZEL., EEF L F
%L 72572(10.01+£0.30 vs. 10.31+1.83%)  EIV i3 BRE & EEFITEN Jeh o 72 (15.74+2.87 vs. 16.51-2.46%)
WO FR LT & OE ML F#fE % O 13N-ammonia positron emission tomography (PET) TT7 /¥ = #iE
Al & BICB W TRE LTz, BB OLEHERLFMRIITERFIZLEME T 23D 7203572 (0.80 vs. 0.57+0.08 ml/g/min)
25, ATP B#E%ITBREOCHMLKOBE T 258D 7~ (1.65 vs. 1.98+0.46 ml/g/min) , F 7= &Mk FEELEHRET
ZEB7- (2.10 vs. 3.56+0.65) , T/ X = HifE4iL ATP #ER OOHMEOER /L E 43R (2.68 ml/g/min) |
M FHEbERE L (4.33) ,

[#45]
TAX=URZREICZSH DY VU REEARESRE CIH NO ., mMENEEEESBRIT L, BFFRICL Y £
ANTHOT XU RZRETIHOLF NOEOET 2N L T ENEEFEELEILRENMET T3 AL 8o
7
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U URMEARTHERE CRTAX =V IV AR— S —DREPLELVWTAX =V RZREBIZSH S, TAFX
=1tk Nitric Oxide (NO) SHEBREROM—OEETHY . £ENIZEITE NO DIERELHA L LT 57 DICARERF
OFEBEBTTIZLITBODTERATHLI LEZOND, KRUIMFEE2ERLE L ETAX =V 7 AR—F—R
BEEFICBWTTAF = b TV AR—F —%a2— 75 SLCTAT BT 2B L . HILLVEBTERZRVLIL
Too ELIAEBNTOTAF=URZREBICL VP NOEME T L, MENKBEREL KT L, ZLTIND
DREPTAXR= BB EIVRETSLEHALMNI L, EERNICBIT AT AX = U NI ERNREEECERD TE
ETHDHZLEEHALNI LR TRAIOBITHY ., ZOBRITE ., Lo THERTHE L (BE®) 0FEMFELIC
EdsLEXLND,
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