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7 2 =—~nT 7= (Phe) 3EMIC B TF a v~ (Tyr), Homogentisate % 8 T/ ## S 1.5 #REEAS
FRETH S, UH LA S Phenylpyruvate (PIF Phe-Pyr & B%9) % % C Phenylacetic acid (Phe-AA
EHET) ~ORBDOEESHEZ S, & IC Phe ) 5 ATyrd KJGH/R R L 72 Phenylketonuriaic 51
TI3% B0 Phe-Pyr, Phe-AA, Phenylacetyl-glutamine 23fErhicHilt S L3 ¢ &, 513 Phe fi7 3
/ EN 7tk Phe-PyrmSiRBRFUG A 5 1 T Phe-AA I B RIBOBEHEBEZ SN TS, O Phe-Pyr
5 Phe-AA ANDRIICEH L TEEHH O A1 6 THMAEBIC BT IE LAEWMENII, 19624F
Seidenberg 453 Proteus B0 Bk ¥ & Phe# incubate -2 & medium #»5 Phyenylacetaldehyde
DBHMENE CEERE Ul EBMEERAO T LORR LY UBRRENICBHT L CE2BHNE
L7z

] %)

1) ERICAOHMBE Phe ZM—DREIRE LT X D8 L Achromobacter eurydice T
H5, HEEHBOWERKIZ 02% Phe, 0.05% KH,PO,, 0.15% K,HPO,, 0.02% MgSO, 7H,0, 0.5%
NH,NO, & %,

2) Phenylacctaldehyde ( Jg[‘FPhé-Ald L) ORE

2LMI3E R4 B D3, 2,4-dinitrophenylhydrazine (2,4-DNPH & #84) ¢ 2,4-DNP-Hydrazone & |, T
Phe-Pyr & Phe-Ald % 53 iliz B4 2 A RESL L 720

N@EFEBPEE UTIABICHEAET % Phe-Ald dehydrogenase % Fu 7o, 31 BAB O i
7w ) MRS BT R UGENTT 5 € &1 & D Phe-Pyr i iREREEH % 7 R4t U, 40°C5 53 n# L
Phe-Pyr [ jREREEF % K15 S 4 o Sample ZF U 72, '

— 71—



3) T3 /BOBEERA~D “& Y d” T Millipore filter 2 AWNTHEEZHFED, #RAT7u—hv v
£ —THEEL o

Uk &)

T fimbasmdic B 508

AEOHIEEIIZIZERED O, uptake 278 LT Phe % SE2ICBRILAMRT 55, % O FMIHH
RICiE Phe 7» 5 Phe-AA 2 UK T 2 B ROBELT 5 C L 2B D, 755 Phe |3 Transaminase
1T & 5T Phe-Pyr & 73 1), Phe-Pyr |3 Thiamine pyrophosphate (| F TPP & #%d), Mg*+ % iEe#
& 9% Phe-Pyr decarboxylase |2 X - TIBILAICHLRER S T Phe-Ald L7320, & 5iC Phe-Ald |3
NAD %#Ei & 35 Phe-Ald dehydrogenase |C Jk - T Phe-AA icE{b & N2 C &2 W5 E L
& 5T Phe-AA DR A% FMICRBICE D B~ B A RET LSRRI LIgd - 7o

M Phe-Pyr decarboxylase D¥58I K 18 2 D FH

a) Wl AEEAFDTER LT 10,000xg0 FEAMEBRKE Ui, ChEHZES M L 105,000
Xg k%ML, Cholatejug, #Jjuz (40°C105}), FZES M, 7wz 1 vjuf, ECTEOLA-cellulose
KXBHF L u= b7 T 74 —Z%fTIRVK60ER Ulco ARRITHEBRBICEOTOARETD
= fehs, 10*M TPP ORI X D ZE/L SN, 30°C 4BREEEOET 5D SN s - 72 (PH6.3,
& v 0.5mg/ml), f » TREER DB IITPPELE Ficfiiibhic, UL Lo 5 DEAE-cellulose,
Calcium phosph. gel, Alumina Cy 73 & D 4 & VA MAKIC X D WPE L7125 &, EikoEERIZ10~
20% EEhDTET U, CORRBEAEBEFETIELY, ECTEOLA-cellulose T 3#) 50~60% O]
WERERL, D1+ YRBELD BEZHTH - 7,

b) RIGERYORE ; ZHE LT Phe-Pyr ZH 1, RINAER#H% 2,4-DNP hydrazone & LT L
i FE0H) KWl F RO amMmB L, B Fv, Trva—v(Tra—v 5%, K178)
REERMNTRERRE LR, RRICERRO Phe-Ald £y, Z0 2,4-DNP hydrazone 7% 5 iC
8T, Authentic Sample & | 7-,

C H N
SEHSHT " o® 56.00%, 4.039, 18.60%
Authentic 55.70 3.90 18.39
T A 55.45 4.39 17.11
B A Authentic 121.5°C RISAps  121.0~122.5°C

TROBIRZ <=7 b RIGAEEYE  Authentic Sample & (I—F L 7z
P FO#R X0 RIGARY I Phe-Ald & RE I L7z,

c) Stoichiometry ; B &% % Phe-Pyr O/ & E Phe-Ald AR E, CO, REEE B—FK L1,
L OISR R & FRICERIICHETT U 7,

d) FEER  REERIZ60%HZEH (PH 9.7, 5°C) Icxd L TEN T 3 C & ick D SERIcT #{LX
1, ctic TPP Z_INY 5 L 80~90%TEMAEE Lic, XEREICH L TidiRig iz 1077 EDTA
T L THEN T 5 &EBEIRS0BIIET UizdtC o Ric 103y Mgt+ 2 iRIn4 % & EMIZE 1 L.
OB ERIEE L Cutt, Zn*+ (33 HIEEEZR Ul

e) EERUMERD Km;



Phe-Pyr 2544 %2 Km |3 5.1x 10=%m, TPP jz3¢ U T Kmapp 1.0~1.5x 10=6um

f) FEHE R

Phe-Pyr 100%,, p-Hydroxyphe-Pyr 0%, Indole pyruvate 509%,, a-Keto-y-methiobutyrate, a-Keto-
r-ethiobutyrate, g-Keto-caproate |3 & 4 #30% D & M%7 L, a-Keto-isocaproate 5%, a-Keto-3-
methylvalerate, pyruvate, a-KgiZ N & 0B TH -7 1 TN HDRER K D RFEH 6 HL LD a-Keto
BRI EEEEZEEZ OGNS,

I AWicsy 5 RH

EEBEEEORTR LIS, Phe ZAF IS RKEICE O TR 3 DO®EH% ZPhe, Phe-Pyr, Phe-
Ald @ fth, Try, Indole pyruvate Indole Acetaldehyde €53 LT R A2 50%DEMEE LT, #E
> TZDREICENT Try & Phe LRIBORETHRINL AN H S, €T OEE Try £t

KEFRE UCHEB X127 Phe £B & RHICZ OB A H#IC Transaminase, Decarboxylase,
Dehydrogenase %37£7E L Try & Phe & [F##iC Indoleacetate ¢ TRIIN B K Lz, 22T
T DED resting |C 1+ 5 Phe, Try O3 AT B f-DICRBEERET O, uptake 2~ 2 L WHHFIC
ZEBED LN, T1HH Phe AHFHETIL Phe it KX » TEHIAL O, uptake 23D 243 Try TlIL
{ O, uptake % BH T HIC Try EFHTRTryTEW L O; uptake 238 5 78 Phe TA L O, uptake
ERDU 510 B THENICE TS Try, Phe O FRIEEIR—TH 21O TERFICE N TH
HAANDORE DBEBIEMRIL > TND T ENBEZ SN, €T Phe-*C, Try-C % U THIKNA
QLY HEFHNE A, Phe LHHE, Try AEEOMBFEFTPLROEESRDON, TH2DED
T AH1E107°M2,4-DNP a2l i I NL S EBBD LN/ TDX D BBRODHY & L Tpermease
D5 AEST 5 & Phe EBEE Try £HEE TRFE 4 Phe i3 Try ic 35 175 - 7z permease
BHRESNTIS T EARB S NI,

(& &)

E8erh X Do HE L 7o Achromobacter eurydice % T Phe 73 Phe-Pyr, Phe-Ald £ §%2T Phe-AA ~ 43
FRE N BREHAH S 2nic U Phe-Pyr BREEBERIC DV CHERFENCZOWEEZ WO hE L, 51
- AEIcBT Try & Phe & [@#ic Indole Pyruvate, Indole acetaldehyde %-#% T Indoleacetate |z 43 fi
ENBCEEWOPIT Uz, SHICZOE Phe LHEE Try AFEE TRILEORERIC K > T Phe-
AA, Indole acetate T TR INANBWT I VB OHBEANDE D ZADKMRBINETEL > T3
TIREMEASRD BT
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K3 AEY) (Achromobacter eurydice) % Fi T, Phenylalanine OfAEHIFRE % I S ic L, &<
iz Phenylpyruvate decarboxylase [ DIV TR A TR, ZOEHBEA WO NI LALLDOTH B,
Phenylalanine [38#1c 351 Tid, Tyrosine, Homogentisate 2 THE I NZBENTERETH 278,
Phenylpyruvate % #% T Phenylacetate & 73 Z RIEOEA S EZ DN B, & LT, Phenylketonuria i
JRA1iC 2 8 ® Phenylpyruvate,Phenylacetate, Phenylacetylglutamine 73 F23gEtt X3 c & BHI LN T
Wh, BEEREMICET S, COBMRROBVILEMRBEEE LT, 23MEICET S Phenylpyruvate
DRIZRDEFAITIE o 72, FD§ER Phenylpyruvate |3 3EER (LI 1C B R ER X 71 C Phenylacetaldehyde
&Y, 51T NADLRIE#R & 95 dehydrogenase T X - TH{L & 71T Phenylacetate 1730, X5
WCHIEEICBWTRASICKEBRYT 2 L KICHREN S T & %3 Ufz, Phenylpyruvate decarboxylase
% LU Phenylacetaldehyde dehydrogenase D BRI TIIAIL &N Tz, T DD BRIFIC OO THE ~ 1k
AR d, K500 RAE D 1,

AW 13 Thiamine-Pyrophosphate, Mg++ Z #ifg# & L 1 52 F @ Phenylpyruvate in & 1433 0
Phenylacetaldehyde & CO, % stoichiometrically (T 45% U1z, ABEZEORHBETROEINICE
BRI ONTHEDOANEES AT CETH »1co ABERETHERTH - 72013 Cholate 41
BTHD, AREEY lipd &P OBELBEEFEEE UTHEEL TOAAREESHE RSN, FH
R & dRicREICRZEN T ARRE U T lipid 5 0RBAREL TS, 41— FOBLE Y
BBEKBERLSDT, a-r FROBRBBROBHIAMETHY, FRoX > uuENLREICSH
3LEZON, TOBRICEVTOARNOBERIRENEZZL S,





