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8-1 Hypophosphatasia ¢ Alkaline phosphatase
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Hypophosphatasia iZmiEsé o 7140V 7 s A7 72—+ (Ab—p)
ODERETEHY, REXBVWEREKRKERIEET, A TRIEL CHEIEL
ENEL, BERAEIZEL Y, BEE T, XEOREETBETHY, KEOD
REEL AL—p L CBIL ToMED S BV EAE TRIENES 2 & 5
Bit, HARZMOBILE ZbN B, LL, FIETOFERRFEREGHEFM
oo Ab—p BHAPLTLIRBMEFEFLAVWEZRDN, HERZHOBEEL
RERZAWD), 0k, EXKBITEBD Al-v ZEHEMICEEBRIT 5D
ERd b, bhbhix, EHROMBBRERLURH»S Ad—p 2FHL, £«
Rt s PR ERL 2D T, [EPR3 8BTREL LREFAORF &, HATRIIC
BonFEKRD Ab—p 2RFMFRNIIHEL 7o

i+ ] &

Hypophosphatosia @ Af—p RFMc s+ 5%, P10 =2 XY
et Ad—p %, 72/ — B, 7T vIEE, DEAE cellulose,
Con A _Sepharase, Bio-Gel, Sephadex NG 200 ZoFH ¥ AW THEH
Lico MBI PIF AL—p ROWVWTHABO TR THER Y To7co ZORKE
Al—p BZFRBICESHL, BEBREAOSTICHE Al-p OHEEFRL 2 &
B, BEBBIUF»EBHELE AL—p BEYV 72947 3 F¥ATOBESREK
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BT, B0 band ZiRL, BB AL—p BFF AL —p XV HEERIEVD,
MHEE4000 FBERHENTBY, ZofimMBEOHAEMSE H<, 0.1~0.2
wEBHEMTH LI R, BRLAGOESYOWBE L Lo

WEEstgE, 3 8ETHEL - hypophosphatasia DRIROF LB RDIE
BRIz ERL 23K Z ST EBENBORBIUVFEKTH B, Al—p EHER,
p—nitrophenyl phosphate ZEE L, 2 amino 2 methyl—1-
propanol pH 105. 03M ZfE&EKEIL THEHAL, BREE37C 10
STRIGE®. £ &N/ P-—nitrophenol 2kBL THE L, £72
4MU-phosphate ® G6P 3 HEHBF L L THWL, BEROWELFEWBER
WTit, #—phenylalanine (10mM) & 4—homoarginine (20mM)o
PEfEA %t 5 & 3kic, 01M Tris—HCl buffer pH7.4 T56TC®
BLEE F TV, R A p EHEOEMEREF Lo e, BEELHED
KB AL—p % 0.1M Tris HCl (pH 7.4) 1mp/ mbHmE7 L7 3
vERMOE ETHe b Ad—p., FEME LK, 3 7TC 2KMH incubatel,
LCTHAS, COBRABREDERTRE T - /=7 ) VIE LR S ¥,
BEILHIC LEO AL—p FEEEHIGLOPNP 2 E L L THIEL 2%

s 3t 1539 =

f42 2% hypophosphatasia OFEKD AL—pEHEHBOF KO Zhiz X
THE L, %5z acid phosphatase bt D% L5 L, TOEERFL {2 - 7o
hypophosphatasia OFRRDOIF Ald—p BIEERBOK Loy LK o723,
R ICBEL 2 Al—p BER, BEobdo LB LOMTEERD &L
57 4MU phosphate, G6PE2EBE L L 284&%d,. PNPZ2EEHL LK
LR, BEROF0OAL—p BHRRBO L g T Tholke 7 3 7 BIC X
HPHEEBR T, KO AL—p ENBICH T f—phenylalanine £ X3
FHENGEL, FFO Ab—p i £—homoarginine I X BfHE PHBiC LT
BEWHRAED bk ERB8EEHIE>VWTE, BROEKRUFASL-D
I S SRR TR TH - /oo

g 8 b hypophosphatasia DFEKD Ab—plte bAb—p RRMBFEED
R, EEdBozhioRniczERs<, BB AL JFETRALESR
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BRI ERL fro —F, WB L AR hypophosphatasiamffFAL—p &
Bal Ad—p iR L BRBRAERIGL Ao/, FFAL—p HiELBT5%%
TRIEL, B0 XS51100% KILT52REIBLLE Dok,

% ¥

Hypophosphatasia ik, Af—p EHDOELWET2RAD2EETH 5D,
FORBRRETH B, BRBCZWHLABEMEERL, FARFREDH
Al—p K OWTRHLAEZFER, HBLERTHRCIHENTET, 731/ BoO
BHEEIRBEIR R @A %87, AP hypophosphatasia DG,
XAkD AL—p ILZIDY ) RERFHNLRE L ALALSIE, ZThZzfIALTHE
EOHERBK PRI ZELTELEE LD, SHBHULILBRBRUIFAL
—p OHERFERL BRI LhiE, BRIEA hypophosphatasia T FDE
XD AL—p X RABCIBETH 2, BROFAL-—pBFFAL—pHLELD
B 75 2 BEOWBERL, SBROXIC 100% OWBMIRISLd oo L
BL, BEAL-pHELEIRG LA o/o TDXIIE, KEDOKHAL-—DI
HEIC LTIEEFOAL—p LERNRASBELZTL, EBRFENRE
BYRLHTEERSY, SBI L VFHCZORRERFTITETH S0

3 & »

B FEH 7z Hypophosphatasia OB ¥ K, FAL-—p 2REEFE LU
BAL-—DpHMAETERAL CTHELEER, REOHAL-—p e FFFAL- ik
L BENARILERISAVDOERD I, £, MBOFAL-—p Ll
Wt sLEROF Al—p RRBERLT I VEBEASCcOVWToORECBNTE
ROBBOERDIo T AFFBATLE, FEZHEMNBET 2 2 LOHX
BEEILILND

X i

1. Mulivor,R.A. et al. : Am.J.Hum.Genet. 30;271,1978.
2. Sakiyama,T. et al. : J.Biol. Chem. 254;935, 1979.
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#1. Term Placertal Alkaline Phosphalase Purification

volume  activity  profein  specific ad. "
-—-Step i :::/n:v\ mg p-d;:.':/-gpnf Y'd %

.\.f;hOIQV};omogenaTe.m 8000  1o03.] 720000 0.1t (00

- batanol extracts 3850 82.7 25064 3.3 80
aceton “precipit. 282 72.7 8,920 214 71
_:lsf DEAE 385 383 323 1184 37
conA sepharo. mo 253 115 2205 25
2nd DEAE 60 226 7z 3120 22
' Bio Gel A-0Sm 36 152 28 52 5
sephadex N&200 2.2 12.7 21 5876 12

K 1. Hypophosphatasia PREDFFB L TFFEK Alkaline phosphatase

o PLILTE 3T 5 KK
Standard Amnion Live ¥
— — — — — —
patient control patient control 1 | conirol 2
100} o 1+ o o 7T o + + e o 1+ o o A
[ ]
]
T o 1 - 1 1 i
S o o
hod
a
5 6o} i i 4L 4+ 4 -
Y
S
(-9
Fry s J 4 4 4 4 .
*
@
()
re
g 20f 4 + 1 + 4 4
] L]
N — .o e g . PR
o1 02 0.1 02 o.1 0.2 0.1 0.1 ol oz 01 o2
o.nﬂbeJy }I'. .

o : placental alkafing phosphatase o :Livar alkaline rhntP‘“"ﬂS&- s
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