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EIZEEIzE~<ER) , AGAG @ degrada-
tionlz L EENH S Z L HHEE N2, Hur-
ler, Hunter 52 \Ti3, BFEHD plas-
ma % infusion ¥5 Z &2k ) PMEIZIETL
degradation O¥INIC & N SEA WML, %
NICEGP /S BEIIET 22528, T
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= Di Ferrante #(2LHh & L THE»H 5.
> TDRP MDA o SEREREL L,
BEOBEPFHFTEDZZ 2 h 5, KDFIEKT
D % PMDIZ plasma infusion %477 - 72.

vl &
8 ~114»DRPMD BT 6% (EEEIZ
LRI~ V) ort L, Bk i
(BMmERNI0% % L) £#5~6 HHET, &
511800~2100m¢ % infusion L 72, /2% D
I 1% (EMFL) 13, 2»ABicEEnEE
1500m¢ @ infusion %477 - 72. & infusion
DF% 5~ 7 HH, EREFREZL, ThFED
R AGAG ot Bim oo @E Y LML KA
ETIT-72. " CPK, GOT, GPT, LDH,
ol ADL, O ERKRIEHEL 8 TfT-
7z

& L3
EI1ix, case 1 (9, B) oRb L%
¥gT, PEY PSS EL I,

infusion %
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B %
£iE 1 L Fit 2
P (mg) P/S P(mg) P/S

T RETCIR T8 4.7+0.9 0.76£0.15 1.6+0.9 .274+0.14
case 1 ST IE TR A 1 4% 5.8%+0.5 0.3810.04 5.84+0.4 0.434+0.08

B9 1 BR A 5 8 it 4.9+0.5 0.56+0.09 4.5+0.6 0.524+0.10
‘case 2 T RERIR i 2R 2.2+0.6 0.46+0.16 2.4+0.9 .25+0.08
case 3 " 4.2+1.3 0.431+0.14 4.5+1.9 .15+0.07
case 4 " 3.7+£0.1 0.60+0.23 1.4+1.3 .30+0.09
case 5 " 3.6+1.0 0.4340.08 1.6+1.0 .24+0.18
case 6 " 4.3+2.0 0.43%£0.15 0.8+0.3 .20+0.06
S—J ¥ T e R I A 3.8+£0.9 0.36£0.12 3.2£0.7 .31+0.09

¥ 8-—J Schwartz — Jampel syndrome

NEBZLAWAP LT3, 57 GETE 2
) 1%, #reenekmiE (7H31H~8A5H
IZHE) L DAoL (™2) , miE
BMRLETERLTW3 (K3). LarLE
FEIMEE (118168 ~21Hic#5) T, &Y
LT A S L h - 72, B B mERE 56 m
FEEE 6HAL (1HALY, FEM 200 mlh 5
BRIRE L B mERBERA2008) % 5 H %
5L, BEOmERDTIRE S Lzh (T 1),
R sz SHEICIIEEAS LD 5 72,
flho> 5 5 (case 2~ 6), 5 LERAFAGA
G DFERE, I WML T, P/SEITLEH
IZHEIC infusion BICEWA R L /2. MIFEE
FFHYIc iy, K4 ntnd, CPK, LDH GPT,

H*% A infusion 124 3 B HEAA S 4L,

FRAREYIC X, ADL SEffiicER PN 2BOELIZ
L ofzps (HS) , B 57 A b (20kg-v
AFEMER) Tl (K6) , £85I
T3 & DEIRY RS 7. Schwartz—Jamp-

el syndromeiZ >\ T, FFEEEREMERLLS L

TIRFPAGAGHELE A 725, casel DIFE

L FBELI /s Lo,

INFLUENCE OF PLASMA INFUSION ON URINARY AGAG
OF THE PATIENT WITH DUCHENNE DYSTROPHY(T.MA)
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DX PMD 3 il & &, F#EmIk m 4% in-
fusion I L D, P/SEIEEICET L,
RREIZER L L /2 2 213, DI PMD#H 42
EENREEZFTE LI, RronELHIC
compatible T 3 .

S 4% infusion T3, IR AGAG
WELEEZ hh o2 (RI)D, IR, 2D
BE&Ziy, BRI ZI LN THBDT, £D
HEBbhi-oT, BHOIKESHIME, case
1ok L TR A2, BiLRRA LN T2
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FEER  BITESFIR ba 7 g —EB
ICBIEEBICAT 3 2 2 BHEORE.
BEEBHI A0 7 4 —HENHERNILEAIC
B9 B AF9E (shoEE) , BEFISIEEHRR
&3, 1977, P139~140.

[=1=1

—337—
Vv



BREHTX R b OCRGEENXTER) VIMER @
WX D—HTTH. BREOEECRENMR TN IR NBYET

gd

Duchenne D O OO0 OODODDODOOCM O PMD OOO)DO OO Acidic
Glycosamino-glycans(AGAG U 0 O)OD O OOOODODODODOOOOOOOOOO
0000000000 ,000ddd1).00000 Hurlerd HunterO O OO
OO0 ACACOOOODOODOOO ,cetyl pyridinium chloride(CPOYO OO OOO
OO00OAGAG(D O POOO)O ,000O0D0OOO0..ODO,CPCOD0DOOO0OOO
ACAG(D O SOOO)YOooo(@uouboooboobooo,0o0bogp/soOg

O0000D00),AGAGO degradation OO0 D00O0OOOODODOOODO.




