RAAEREER X O REEM: 7 VR

EEAEEEHNRS BE EX

EE T

TRRA LY o AMEEE OEBCET SR, CfT-» c2EBEEREOR, BARRFES IV

RABFREE - 12 7 MROBEF 24T - 12, EFIIZRB TR TH- 12, Hith, REFEEN(J)

O oBFR14Bl RS, BR, 7vTF=COLRERY, E—FEARREM 7 VIRISHO

£ < FEHHAL, VUR 2 SEHERE L RICRBEREI b - THBEFATH -7, IZOZ
FRARE - BAIRIKHE 7 A7 & LTAIT LI, BHRBOEARER LITRLI,

) REEHEE

(@ Fanconi IE{REE .

fEF B4, &s5ET, N2HIEERRE IR, ol Flix Tyrosinosis 2 &8 L=k Fan-
coni SERER Cd ~» 7=, Cystinosis & APF L /-iEFIX -1,

DMEHEES : 85 £ 7.0 ( 1:R1 7B ~208%) Th-12,

ERBEOEFHIBHRE (—3.2221.4SD), BAR, ¥R, TROLY, HTRELEEERCR
BLTWS,

RBEOAELFF R £ ERME, & Cl ifE &R, MKy 2080 FHEE pH 7.30310.09,
HCO; 16.5+4.6, BE —8+4.6 LB 7 o+ F— > 2OFR&RH . 4#ic 2.50g/dl LT K
BME AR, HR BAR 7 /BRRIBESA TV ERRERIZED 67z, NaHCO; A%
KRBT 4 FIcfTbhh, £OREEE 4 17, 20, 20, 18mEq/L L{ETL T/,

SN LRBOH 12 THIR THIZ 7 LFERD I,

&8 : 24 NaHCO3, stohl #Kiz & 3 7 /L% Y #&#, phosphate Buffer 8 L' VDy £ 723 1a
(OH) D; (0.01~0.2r/kg) DF#EFFE 2, AEFRAKEL TV, L LERFRIIRENER
E, BRBICHELT -SD @ K& B> T,

& Lowe fEMRRE

EF : B17, K2H0E19IThH -1,

DR 0 1,25 3.0 ( 2 7 A ~118107 A ) 19126l 1 BERmicBishTn s,

RSO | APNEI06], BBESEH HL £, ZofluTvhi, 7R, BBR, FERA
EEERIRZLTN S,

% EBOACEFR  BREOHEIX-3.16£1.9S.D. FEHFENASK I, 1769 5 Flic {E KL
£, 7HIcE ClMiE ##o, # RO OFHMET pH7.339£0.091, HCOy 17.6+5.6, BE —7.4
+5.2mEq/L LRBMET L F—v 228w, BEOS 71662z 7 2 7BR, BARE, 961
HERMARO O,

—319—



7 AR D 1BFIRBEIC 7 AR ERRS, LENCERRE, 10ICHEES, 3flicds vRrionsk
FiERe

{&##% : VD, NaHCO;, Stohl #%, phosphato Buffer AW HILTW S, VDg 1,500~3 5 U/
" day, Ia-Djg i3 0.01~0.03 ng/kg/day T 1 Hlic 8~10 ug/day O KEHSER S hiz, REREIIRK
EEHEINTHED, 3FERE, £FEN —SD.EKE>T5,

© BERAEET Y F—v 2

R B 4B, L7Hl, AHuBlTh-,

PWIRER : TH53.4£ 3.2 (27A~9RIOTYA ) B TH -7,

R REOXFH: SRS CREENNTR, W?Lﬁﬁi%, Mg 7 £ CERRECIME KM i £F 5 BH
HHEEE e, BTEE, S8 ERRLETh1.

FEREENENIEER | E —2.0£1.8S.D.TH 5, 1065 9 FlicF Cl fufE, 7 iz {& K fufE #
¥, pH7.299+0.006, HCO; 13.7+4.56, BE —11.5+4 6 TZ L7 R—2 R & Bv7-, Eadk
WRFE TR pH OETHEL, NaHCO; AWM & 1T~/ 3Tk HCOy m ik 21 mEq/L L ET
BB EEL ORI,

PR ITRROB - 9B 2B DRy VIFEERD I, £ 2B RAFRILEBD I,

BE: 1@icom VD AR & h, fiud NaHCO;, Stohl ##4 X a7 v Y BERfTbh T 5,
ELFEFRRIIHEL, HE®D catch up growth A4 b, —S.D /IS LT3,

@ Zofh:B6H, K4FOFIOFTHS, RALMEN TV BEFS S0, £<0~35%
KTEORR, BTHEELRLECHEREN, VD, la-D; THEIATWS, 1 HIIZRREME Mg fu
EEELOGRB,

Q@ BRBEF REETESICLDINE

EF 2 B2, &7, AEteFITH B,

BEHBEH: 70X 4.7 (UB~U4R ) KR TH 5. FREX (1) BXEEERFLE &8, 12
B, (i) VUR &f-7-BHBFREER, 260, (i) BEREL L ORREEERICL 5 L& 24,
(iv) Zellewega Syndrome 24, (v) #fiofich s,

FERROER : REARS, KEHMAR THREH 74=—2 B8HERe, K Ca WiEicrs -
LOREL, HCBEBERAEOBRARPICERIAL 4883 H 6N,

FRMEOEACEFRR  SER —2.96+1475.D. CIEZ R B0 7=, <1 Ca fUfE, acidosis &
#EH, BUN, 7 v7F=CEFEFARIFAOATH-1-, £ {EBAR, BREBVORRKRE, RATHE
KEESATWSZ EHRFRENS,

TR RERL, BEALA6H, Zhllss viEERDI,

B)T&IE © VD 1600~3 7 Bifir/day, Ia-Ds 0.5~4r/day (0.02~0.17 r/kg/day) P& £ 0f NaH
CO3, AI(OH),, Calcium lactate, phosphate Buffer 72 & THBtEN TV 5, 7 LHFTR, 4L
EHREBBEFBENL TS, RO —SD.IFRETH-Tz, 6HIIELL, 2HEER1RRBIN
b,
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@ FTLY _
REEWET & F— v 2P OATRE, REERECIBRICs VREEHT D, VD, TAhVE

AN CIREL, ELEFRORBERAGA LY, FRIOHL TREEIPR (RkFRN —S.D.
FEABLOAEN), RTA Y LRIV, TAd Y RETERL Catch up growth

BHER TS,
7 o ¥R
] 4 E #1 B 4y #r
4. RAAEREE €29 €:7))
(8) Fanconi fE {&# 9 9
(b Lowe FEMGRE 18 18
© BRAEET Y F—v R 11 11
@ % o 25 11
5. HKEREEH 7 VIR 15 29
(& hakis, RAEHESE)
A & 78 78

FRIEME Y v EREE # 2 v DEFE 7 VR

RRKRFEZHNLH BF A

FIHRPEE Y » MFEHE & L DIEHME 7 9% (LT HVDRR) 02E7 v 7 — MREEAT » iR
EWES D, M, AERROAE LHRLBFOREL L LICEEDI,

= R

. FERCETARN OEEOEE, L 404275 4 (LT3 ~T MIS.D, n=47), f}37.4
+ 6. 74 (n=47), @RBENEE X 166.8+7.5em (n=39), & 150.9+7.5m(n=38), @FIEN
A—EB0RE, @bV 65 (37.5% ), Bl 106l (62.5% ), OirHE @»HY 8# (11.9
% ), ®7%L 5951 (88.1% )

1. BKFECET 2R ONBl, B2ok (39.2% ), K45 (60.8% ), @OBEIRFH 3.4
+ 3.24F (n=72)

. BERS L OCEERIERER 452374 (n=29)BLU5.1+ 394 (n=64)

V. ZROE OEEOER 37# (56.9% ), OHTRE 8#l (12.3% ), OMESHI(7.7
%), OFEIARENNDH(7.7%), LATERE
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