13-3 ®/m7mY yMECZHEANLLL
pyrroline —5—carboxylic acid DFHK

HAXYESH
o ®m5H
RAH #

H ;]

E7e ) yYMEZETSHEANI L, 7l v R#O—KRHERESEL LT
X, proline oxidase MEEFE K IFE I I &L, pyrroline—5—carboxylic
acid (LUF P5C L#E ) dehydrogenase mEEIC X3 1R A4 50 TRD,
¥/ BT Cik a—KG dehydrogenase OEEFEICHEAEL -E 7 = Y ~ MiE
FHEIN TS, B7r ) YMETMoMmF R L FRFIEZ, P5C M
BRHLN B, 1H T P5C ofmirz<, KP PsC2ERBTII LI
7Y, MEOEJITETH S, LrL, P5CRIRELRYWHET, LFEM
M CHEET 3 Z L BERD, TREATWAV, B4, &7rY
yeT7 v g yAEN1GERRL, toBEBFLBTIRSRY ¥
MiECPKEB @271z, FH PsC 0B 2H AL, 0B standard
LLUTHER P5C 285 T23Z LERPIENEMLE L o

) e

P5CEHERDDIFRL ML, TP I TH Do

hydroxylysine hydrochloride ( Sigma # )

A #5a vREBF Y v A CREHEE)

AG 50W—%x8 (20~50xAy>¥=, HHM For3iire)

Dowex 2—xX8 (50~100 vy v a, CIH#, &£ I hrt)

2, 4—dinitrophenyl hydrazine ( FIYEHliZE )

0 —aminobenzaldehyde (ABEILFTE)
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7 %

1) P5C o&

Mezl B8 X7 Knox 219764 LHREL-FEKEL, 10k 5 kIR
FTfioo RIGOEFEEX hydroxylysine m@ =2 v EBELic L 53 0T,
FRT mild 2 £BTCRIBE®, ELAEEQEN P5C 0B B #RA + >~
TREIE, KOTHBA A > TRBIE?S 22 TERL, 20BKIC 2, 4—
dinitrophenyl hydrazine 2B TFL T, P5C %#i¥/k 2,4—~dinitro-
phenyl hydrazone ¢ L THRET 3, Bdhi P5C D hydrazone i,
Teb7=/ v, ERCABTIILich), BEMIC P5C cBELET ST L
BR[RETH Do RIL DEEEIX, hydroxylysine 150 mg 2 AW TfForo

@ R Ps5CoHEE

EEAECI VB oNAE P5C 0 hydrazone i 7 v+ 7 =/ >~ RUHEEE
i, pertition TV, BiABIZbA=>%Mix T pertition #%
fT>-TP5C » standard %78, Strecher LD HEIELU RS Ps5C
FEB U7, BB, Roml io1md Oo=2/ —AdkMi, KT 10% TCA,
1% 0—aminobenzaldehyde =%/ —ABK 1Ml ¥z T 303 EE
KTHE®R BEOSELZTY, LE% 430 me c THAELK,

& R
(1) 150mg » hydroxylysine 2HWTARERAALER, 32men
P5C hydrazone #B3Z L8 TE, NWBRH20%TH - ko
@ BFvYryeT75=r - 7LEIVYIFE*YBELE 14T EBERAORE
P5Ci, R10X5T, HBRERTRRBEZRL TWER, XRAOS
Ze) yMELlBOBICERZ LEVWETH 5 &

£ #®
B7R Y MmiE B, BESE S SOEEE, NEREL2 CEEERE
L, TECTRAEREE, K8, RERAELIZEDSH, b Fe ) vl 1Mo
B ERS~15M 4y THorowreHL, IHOLEiX20~40184, %
AT EBREIN TS, £/, IHIZBW Tk P5C — dehydrogenase 23f&
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LZINTWAEER, MFBLIFRHPICPS5COERERDONG, M7 7V VIMLE
D—WOEMZEERTH Y, ERSIF 7 e ) »EOATHELZENT S Z
iz BT, BESHICRERRBOIH, Ktz P5C 0BEBE0FELHAN
B LRNETH D, | HTRELTWS proline oxidase X, k F O,
B, R AT AERT, QMRS fibroblast KBFELAEVWEZRDIT
VWBe 0T, |HoEESHCRFALETH), ZhE BB LY
BEEIM 2T BER 1 AR LN B, ZoOficid proline oxidase %
BELZREIRDONT, 1 HoBRZHIERCREbD TEEL Ebh
Bo —HN1HMizBWTEEENTWS P5C —dehydrogenase i fibroblast
B ELEL, [1EBED fibroblast K RT3 EMETOREFAIED S
BN, TOBRMNTCEHHERAMERIC I VERL 2 P5C HEAELLTH
T, i VEEDHIZRETH bo. |

fEo-T, 18, 1#MoEicimp, Rbo P5C &S —RIVCHV S
nNTWa, Bkt 510, P5C EEMEE, Standard & L THER P5C
AR AR CB S Z L REE T, MRS TWARWE, &I, PsC
DERICETIRErBEINBZDT, Hrd Mezl SORECELTAR
PR Ao Mezl Sz T hif, P5C oREix over all T50~60% &
EhTRY, BAOEBETRH20% LEP oM, R——2ra= 57
TH—n spot ¥;R¥ P5C #8B5HZ LT/,

= #

BErSe ) o miE]BE 1B RPA~DN—- pyrroline—5—carboxylic
acid (P5C) OHMMMOERIC L VENTELEbA TN, P5C
BHERENATOVRVWOT, ZOERERA A Sk hydroxylysine 08
avEBRLicL3b0T, ERTRIGSE, RICWEZERA + ik &K
TR A EEY T ARV THMIE L, B850/ P5C % standard kL
T, B57e ) yECBEEORP P5C 2HEL 2o
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_Preparation  of P5C

Hydroxylysine
NaOH

Na peciodate

’L ‘stirring for 20 min at reom temp.
m 50«"1' Column

washing with water

poured inta NH,OH

‘sterring  for 10 min

filtration

[ Dowex 2 oW Column|

washing with water

eluted with HCI
P
[rsc

DNPH

[—Binitmphe_nylhydralonil

P5C Excresion in Urine

{ m mol / g creatinine )

Present case 0.055 0.068
Control 0.032

ted '
o type 11 000 02 0.2
normal range ) ‘0 -0.02

+  Arch. Dis. Child. 50 : 637, 1975



BREHTX R b OCRGEEMXTER) Y IMER @
WX O—HTEt. BREOEECRTNATNIRANBYET

HiY

7 ) VIEE T AEED I L, 7 ) AVHO R EERE L LT
I, proline oxidase DREFIZH-S< I &, pyrroline-5-carboxylic acid (LA
T P5C &) dehydrogenase DFEFIZL D5 MMM O THEY, £72&KIA Tl o
-KG dehydrogenase DFEEEICHAMEL7cm 7 v U VIIEHHE SN TWD, &
7' Y o dE DR o H s X OVRHIZIE, PSC OHIMATED Hivs A3, 18T
P5C DHGIMNER <, JRH P5C & E&T 5 2 L1272 0, W& ORI ATRE T o D,
LU, PECIERLERE T, AL RIS HIFL 22 CHEET 5 2 & SRR 720,
MRS TV, Fxid, m7aly - 77=0 « XAXIVIED 1 filE
BB L, T OBEICBITDE T 7 U U MEDRKIK % 515 72912, JRH P5C OJE &
HIRTZDN, £ OB standard & U THRER PEC BT 5 2 & 2 ARBIFED H I
L7z,



