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MEmHE FHIRAGIIYGE U2 & BIERE MR
BREIZ L0 BOAKILITWET 505, B
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TTHERE (BARKSE LM B Rmims) EREL TP LT 572Dl
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FIRAV OBEFE 2B & 0NT T A 72 D IS ik

NIEITHESE (BIOCEESIMEABERND g5 = 73t 215 1-.

ZESEIT (BARKFEFE/NERD)

BT (PESERANIR B RTFERT) B. WA
/NEERIE (EZERATR AR IERT) BB D O IE R DF S

B b A= L (900 rpm, 10 min,
A BFZEE 4 C) Leob, RiLEE & Az

JElz, FBS Bz uim (Rt 15 mL)

AR T 7 & —BIEL, BRBIUED
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FIRACREE 2 ok o4 YR SRR T
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T A @A L B - AL OA
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MUY URREESR) REIL, A %
2 N—ZNT 3 S &7, FBS
BTS2 Ik S8,
suspension L, 77 AIHN|TFH->T
WD Al A FBS B ClEIN L7z,
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EZK A E NS IR TP SENON . S
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HBAERCS 2R E LTz,
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BEB L OEHRLE (REFE) | E
R D ZERER G F L OVE I
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BETRB AL~ DENDS, RER
DIFREEET LTz, TNENOMIE G
RNA %t L RNA S2E & #es8 L 714,
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W, MR R R TR 21T - 72,
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AFFRIL, & N5 L EE TS
(B89 2 MRS CEAL 16 FREE 12 A 28
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C. HRHR

1 FRAV LB

JEF 1ICBIL T, BRI 1 A %D
EMAIEIX, 100% R —& A 7 Thole
D, BAE 8 DAEMN D, 10~20%EIZE T
Fr—#EMET L, £0%, BEE
T DWEREHERFFLTND, MIERDH

fald, TNETAREBELTHNDOH, F

B HERER L CHEEE LI BER eI I,

100% L v FHEOEETH D,

JEM 2 (2B L C. BREEAE 1 A %
LEAEE T, 100% R —& 1 FaifE L
TW5b, BERSBMT, SBmETT5
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AEHON 133 BlaF. BEIET LTS

b DO 257 BiEF. EE AT L TRA

HETHBICEE L WA EETHRICEN
T, BEEHEMLTODH 00 21 BIEF,
BEETLTWDHDON 13 BIxTFH o
Too Fiz, BEIIH L TUREETHEID
EE L T DBETFHICEWT, JEHE
JILTWB DR 297 BT, FBEKT
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b DN 323 BinF. BHRIETLTND
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NI —Z A FICEE Do T2hs, fEF 1
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EINETA4EATOTWDR, Liv=x
YEDEETHD, L, BRIRAIZIE,
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 ER AT 7 & =¥ (Hypophosphatasia, HPP)

%, tissue—nonspecific alkaline phosphatase
(TNSALP) % 2 — V3 % lLver/bone/kidney alka-
line phosphatase (ALPL) BIAFERIZL Y FIET

LEFEERIEED 1 0T, ALPLBETE
CRBIZIYTUAYRAT 7 I —E (alkaline phos-
phatase, ALP) IEHAYET L, Bo@EOARKILE
BEETIY, BEBRESCSEEREIIEEISET

C HAD, BETFHEERILOBEENEEINT

wad UL, BARICH 5 EREO KRB

EERAENTLRL TRV, 2FCELTE
HAL, S, a3, HAEOHPP OERE
AL, HPP OBRRGERE L2,

[ HREHE

L O/ RRHG 500 HEET, TEIE 2000 £ LI

t*ﬁ%%%%,%ﬁ,%ﬁbfwéﬁaﬁm
7 vhr— NRERTFW, FOB, R, o
¥, JEIR, ALPE, AHE, FRZEICOVWT,

R ORISR Lo EDICB L TSI

BTRELL. THbbBEERICL-T, £

# g R EERZHNG BRI

*2 BARK SRR I/ R

Takeshi Taketani : Clinical Features of Japanese
_ patients with Hypophosphatasia. '

Division of Blood Transfusion, Shimane University

Hospital.
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N BE 5L TR
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1) EXREE

SEOT v — VREIC LY, FMRERED
BN AT E 20, WEHTHo7 (FVvr—
NN $ 73%). 409EFI OMEBIPNERIE, R
HIA, FLUREL, URIBELZS, ZhEh 26, 54,
9B THoTz. T L, KENBER 11HKR
BELE URZOIHLIRRRIFAUKET
Boiott, QRZN, B sHHE (FEHR LN
REOMAEDE) Thol

2) REBIEERG G5 1)

(1) EEHR ,

JE FE R 26 Birh 18 61 (69%) (%, MEIRTICHA
RBEEET, DROEBLEN EREOFR,
FABEEEBENL TV, BECEAMNPNIE
IREBE, 20 ~ 30 EAB B o 722, 20 BRI
BRENEB D B o 7. BWIRERIE, A% 3
HURAZ L AL THo 7S, £ 2~ 38ME
12, REEAEAL L TR TR S nAm s b Bl
Holn. ' ‘

DU OB 2 o TR, WBAEN, 2T
Bb%horz. Lo L, BB, HERCH:
514N (54%) ICIPIRREE D bz, 0
14 B 13 APSATIREE 2 BEL L, RS
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F1 EFRA7 77 —BiE 40 Bl oOwmE B ERE

BNVEY LR Vol 58

FIEME FLIBR ‘ /NRES
NE 26 A 5A ' 9A
BUTRER H#h0~3 2~37R 8~6374H
RS VuiksEiE, B HEEIITR BEE
, BA LYY LLE FL LR
TR ,
PUEESESE - B 16N 62% oA 0% 3A  33%
B B 7A 2% 1A 20% oA 0%
PR E 14 A 54 % 3N 60 % oA 0%
i 8 A . 3% 1A O 20% C2A 22%
KRFELX TA 27% 4N 80 % oA 0%
EHE , 11 A 42% 2A 40 % 5A 56 %
RERNR R B A 23% 5A 100 % 1A 11%
AL E 4N 15 % oA 0% 3N 33%
WS 5A 19 % 1A 20 % 3N 33%
BV A 5A 19% 5A 100 % oA 0%
- EEERREEA ~ 1A 4% 2A 40 % oA 0%
ALP FR g 24 82 133
au i ~ BRED T~ 149 20 ~ 193 66 ~ 214
Ly , ,
AIRIEE 15 A 58 % 5 A 100 % 1A 1%
BRHE 6 A 23% oA 0% OA 0%
ERE 0L 19 A . 73% 0A 0% 3A 33%
BRBORE 14 A 54 % 5A 100 % 1A 11%
BERBOTREN 9N 35 % 1A 20 % 0A 0%
73 0E , C1BA - 50% 4N - 80% 0A 0%
T | |
2 15 A 58 % 2 A 40 % 9A 100 %
s 11 A 42 % 3A 60 % PN 0%

PO OMREERERIRETH 72, T A, 26
Big 8 (31%) KD LN, TOTVhAR,
WBEOPFITWRAE (VT ENRL, 3554,
T/ NNVEY -V E) WEET, ¥y 3
B6 D&5HHY REAFS 226 TRD 5N
7o ALP W, H9E 24 TU/L (BREEMUT ~ 149
IU/L) LEMETH o7z,

ALP DEETH 5, Phosphoethanolamine ZhRT
CHELZENE, SFREBEEZRLTYE (R
9L 4,475 gmol/gCr : 1456.4 ~ 10132.2 umol/
gCr) (FL#{E ; 30-80 xmol/gCr). AN T
AT 26 IR 5H (19%) RO LN B
VY NP UYBRR TR, RBEEBOER, AIR{LE

=, BERIEORNE, BB R ENERYEO
SEBIT A AL AR 1A, B). B OKIEIL6H
(23%) THON, RERECTHBN L, BHEO
FREACE, 9A (35%) THor (E10).

(2) B

FLRE 5 PIOBWIRERIL, A2 ~32AT
bot:. AEHCEERRBINENZSD
T, SPIDMRERIARE L& VY Y AlE R 5

TRICBW SN KRPIBEAE X TRk S

neh, 4461, 3PALN, TR AL
HCHY, WEOEMRS X UERESHEORET
ERO LN EP o7z ALPHIE, I 82 TU/L
(29~193) LEMETHoT. BLY MY ER
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4) T

:?&K%Lﬁ:fh%iufﬁhbﬁbfméﬁu
JE RERARY 26 BFR 11 B, FLIREL 5 F 3 FIAsE <
oWz (1), EEPERERE LA

— 112 —



84 (1094)

FVEY LR Vol 58

#F2 WARIALPL @R TFER

HETFER

Rl

1559delT/1559del T (4], 1559delT/pR433C (1), 1559delT/pN190del (1),

1559del THF327L (2], pF327L/pR428X (1], pF327L/pG439R (1),
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1.0
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A
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BRI QBME) LTWwaRMbHR SN
FRABRRTAEO P IT 72018, BEGEO
WBE o 28, RS, HIRILEE, 80

KﬁklU&%%%ﬁ@%f@@?&$Ef%o 

7285, FOhARTPRRERFLERDONE
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FFo 725, FHRREBIO ALP EAME BRI A
BRIz, Ay b TEREECER» o7, —

7, EEROFRY LY, BERLAEORIR

%, FHSEEN £ &, QOLAET LT
WLZEPHLPE R ST
Bz =

Sox 13 BAIC B 5 HPP OBRAR KR 80R 1At
L7z

3 ?7&7&.?@%@?

CI00TFAKY THRABRERELTCWELEDR

HH P value

TP REE ~0.0004

A 0.3527

FIRILHEE e 0.0033

BORE 0 0.0024
Pehgss 0.0055 t
X 2FRE

BNOHE L K5 L, BACIHEEYE NS
LEVHETHL L LW ol HES
MOMER, BHTRI0FACLAL VI #
ED L BB, RAOBEICLLE, ERME

5. Lirl, RRBEOHLLTFRELRD, i
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ZORBOBBEEIHAE, BXLTwhn,

(1095) 85

BUBH IR T2, AFRIT L ES BT,
BORMBEE 2 &2 A6 LW 2 mEBIEEST 2
7o, EFFHROWEDAL ST QOL 0% ED
72 h, RBBEESLETH L. BE BT
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