5 8 B4
2006 4F: 8

m-lk

1] P E % RILA LR E
Chin J Contemp Pediatr

Vol. 8 No.4
Aug. 2006

- Jw Bl

[l i 52 2 — N Il SEORG 25 B I 2R e 45

IRFE A, RUE , HE R, AR

(BhXFWBESE—ERILE, & 7 M 510632)

[RFEZES] R394 [ X#fFRIRE] E

BILRFI ML LS AR5 4 B2 %9
NH . F2005 47 H 20 HFERABELEHRZ . K
KK T2 KT 902 5 2 B0 H 0T 48 HELJE £
BLRIAME, SUR 55 DG R i 0 A e . L
13 D5 B WARMIEERI, Hh w001 5 2 A
16 2 Kttt 75— 20 %, SR FETE S A — R 5
INT 16 BRI, 53— b & S W AE R, SE AR 5%
ZRBJUML, KR I LA 1,

s . B LB ST RE L IESKER
%o IR KT N b R AW BT SRR /AL B
2 AR, SR, AL, HRFEAS 58 , & bR i
G, SRR 0, UL, DU AR I R BA , PA LEIE
YR A RT48 R BR A, F 4RO RO 5
KAV E RS, S0 1 2 i PROSUNI I B V) I A 71
AR IRIRRE ISR KSR BRR : 5L 4 h
4.5 nmol/mL, 5 4 h 3.9 nmol/mL ( IE L H 4 h:

[XEHS]

1008 - 8830(2006)04 - 0350 —01

317 ~668. 2 nmol/mL) ; FRKE ZHHAZ I : S5 — AN JR
FA R I W i 4 SR 220 O BV 5 J8 L AC SR IDS R A
WA K S, HoBE % DS B Exon9 K A= B it 58
AR, RG22 1 A B O L T ATIE S
PIRER WA 4 em, 540 3 em  JFF52J5 [a] 75
Yo, AR5 AL s O NER (0 28 Bk A, - 3250
KOG AN T , 7 s K, = [ B R T2, — A e iy vt
Ji A A 8 ARPRR L (MT) =R PR AL (TT) 5 285 -
ZEPFAE R , A8 IA) B 15 7o %8 Jm BER IS , — 0 i 2
IR EE MRS SR L (AL R TI X 28
BRI KA, L MOME R AL TN, 2 TR
GERUNWRIE , LA i B A =, Ul - S i i el
AR, A DA AL 5 5 B 2 MEMRHT T 250 S
FELER 10 11 XUl 1 v B 52 R I P 0 Al S
fik o MR ST s — AU 00 ik = ] [T L 24 B 15 o s
i A

| \
QTH9

| ﬂm;g

T * :

10711 12 13 14 1516 17 18 19 20 21 22 23 24
164202 l RCEZ

427” %27”

Om OO

B 1 MPSI—xRZEE

e R R ( mucopolysaccharidosis , MPS)
JE TR A S SRR =, (A [W) (4 R M KG 22
TEVRINANBESE AR A, 5 B [ 28 A0 R 220 1 4
2% ZH AN AR T 5 | 1) e R R A 56 4 A ] ) —

[ Wi F H 3512006 —01 —22 ;[ & 18] H 3 12006 - 03 - 06

LB o MR I PR BRI 64 R B A [R] , MPS a3
96 B, MPS I DRk Z At e — LA X Pk i g fak
PRGN, 2 B R, otk 2 o 5 &, ok

IR B (B2 5 I Al 22 ) i PR W = 2

[FEFE A AR, 03 FE ML S0k, IR BRI, SRy 1) - B A J LB
[EINAEE ], B8z, e KA 5 — Bl LB R4 1510632,

- 350 -



AR I PR I X 2B R SR IR rh ok LR A (] Y
KB Z A . 455 MPS B 6 112 i i 2
P 20 R 8 2 R BT 24 240 L S B TG P o A A
IR (MPS 1) 7 2 ol i 5 DR 4 B e 5 0 45
G SRR AL TR T Tl ( 1DS ) A6 PR R 2%, 5 E AR
W2 Bz JIK 3% R R £ Tk I 3 7 20 80 b DL AR RN B DR HE
the 8 T 1917 4F i in & K W FHEE A= Charles
Hunter TR EM, KIHHFL T nZ—. HTIEK
TR, AT 43 A FE A (L8819 Hunter ZE51F ) Flfz
A, FAVIG PR R ILH A A RS S R EA
R G5 B RGP RO A, P B ) B
15, Z TC AR, T 13 R B8 DL, K kw4 /N
A TR I, 0O LR , el ik 20 2
PLb s i R B S EAA L, (A B K, I A7
TEE40 2% . K ZHTIBE RS RS, 51T
W BHZE RS Ak Y0 T 588, JE 48 K28 MPS 1T i

FBEIN o SORE MBI IR IR i A (125) 32 F Xa28
DX, H1 9 AP T g i, HBS BE O 24Kb, B H BTN
1At SRR A 300 AN [R] (4 58 A8 3 WA A L 1
FEEEBRR A R R MBI H R

FURTZ 1 JOARIG Ip ik, EEORIAEIRIT . K
R RASMEFE M 1] DNA Kl Hh 2 5 T
FFHEAT ISR AL T 46 T 5 B TR B0 K AL SR B A
Ji P R S il ) E T AR RTAR AR IS W

(& % X #]

[1] B3, L0y Em S LR A M. 56 7 U dbo:
R TAE W A, 2002 ,2174-2179.

(2] THE BRELAILBEIM]. B 5 3RS iRtk ,2004,
995-997.

(Sl T4 )

- R PR

A7 D0 I 22 Tl 38 A 51 2 Bl i i 1 )

L' FRED, & AR

(B BRFEER 1 IUHEHSE ;2. 348,58 /% 710004)

[fhES%S] R725.4 [ X#ARIRAG] E
BIL, 5,5 H R A 4 d 22 AP, Y
WS R BBt A, A s IE R, AT 37.5C,
P 110%%/min, R 48 YX/min, AT 9 kg, Wi < B4
B R T, U AT TR A i g K /NER A2
R aEto A ASPANE (o A 7 X1 = RE= Al A ]
MO.5 cm, 03 BRI 4300 T 40 B i, o0 %
110 Y&/ min, HE 5%, 2 AR 12 X A ) f 2% o BB 4K,
JHREAAT B 5 A B S 4 S8 I 4% L 5 R Pk o0 Wi
(B0 ) 2573k = 50 R AETRYT s IR it
PR GESR H BT W PRI X | 1] S DU i 77 55, 24
W AR WIR AT IS e W R B S B, RO AR
TARNAS BB S B B, (RO AT T, 45 T R
UG I RS AR E 5 G S IS #E AT 0 0E B L
B R B S CT A 5 O E B s Ok
L TA I R s, 45K B 1 A S e B r VR B T

[ Wik H 8112006 ~03 -01; [ #&[E] H 34§ 12006 - 05 - 05

[XEHS]

1008 —8830(2006)04 — #+ 1T - 02

RAT , oAU DD T 8713 W9 20 B 38 0 o ) I 1] 9 4
ARG A A R, AT T 2 75 32 20 kAR A i
S BRAE SR B kL B IR, WL 1R s T ST
B E P S QRS P B, WA 25 iy Bos O
(LT A I, 2 il AN G i R i R R B
S, AL AL DLZE b T AR L 1A A AR AR
SRR K ORI T i ) BT IR 5 2 SUHE K
-, Ze i R SRR SUIB DG, FFIEAL T4 2=
IR, B AL E IR, WK 3 ~ 65 JHR CT R A L
O, ZEME AN K, SO I A8, DLIEL 7,80 i
PG T BE BRI WHIE SCRFARIRYT 10 d
TR TR RS 1S R AN 5 7c 7 A sk Ak
AW AL A SRR BT 2 il A BRI T %
W HBE, A G BEVI AR PR R
2R R S DAING] B o e i <3 IV N s SR DRI ]

(AT 125 5 6, 5, Wz, LRt s ) 24 . EXO5 1A S8 A LB





