25) Duchenne Bl A b a7 4 —fEIC BT 5510
PRI BE B L O RRICBE 9 B ST

WEmhE | H R

RO

F L iz
19744 Kunze &3P R b w74 —fR
BIRMERED IR, BIEEOREE2HREL,
F 7z dystrophic mouse OFRMBREEE N
BRELEEEHIC L 2H8E T, Mathe-
son (19744F)Y, Miller (19764F) 2 & 3,
Duchenne &5 2> 2 s w7 4 —#E (Duchenne
muscular dystrophy ; DMD ) &2&|c Bl 5
RMBIERERE 2 8E L 12, 2L DFgEld,
EATHBH A P27 —EII BT 5 EEH L
RIGAFOEIZBEEEFL 2L TwbZ L%
HELLHLZLNTHE. DF ) ERIIZHE
WMESLHRAOFFOEREZBRT L LICLY,
ZDRBDORE E T 3 Fo0 N e
B2 EHHFEENLE. RN RERAE
( Red Blood Cell Deformability ) #iliE
L, ER20ORELEZEHICI DRETL /2.

g% S U HE
X8I BF 6 4 5204 F T DMD fEH
3668, RFFEFOREETFEZHERE L.
FRMERZEFZHE | Schmidt—Schonbein JEiEY
I2EDWT, Reid? L0FEFEIZLDAEIEL
7z, FHEZES « DMIL (pore ) % lomy
N 4xX10% fEHLDER104 7 polycarbonate

* RERERH ¥ E—HF

E3
A

*

= m B

E3

7K = B

nuclepore membrane ( Lot No. 54A7D66)
ZRICRLCEKREEFEICEREL, 3.8%
7 rEI/I0FERMEFIR L & U platelet
poor plasma ( PPP ) ZiERMER% FHEEL

a2 SYRINGE

i
MEMBRANE
HOLDER -

25m2 GRIFFIN
PIPETTE FILLER

20cm WATER

WATER
J RESERVOIR

A schematic represen-

tation of the apparatus.
(H.L.Reid}

FILTRATE
RESERVOIR

VACUUM
RESERVOIR

|

723D %, 37CIZ incubate L 728, 1 mé %
VT A Gy 7 BUESTERIC /2 L, membrane
[220emKAEDNEHE 5 2, 5%, 158, 30
o S WATFFRENICMIL 28R T 2 MR me)
B & R ERMER 1 nl o @dlc B 5 rE
(#) # # L. F# Deformability Index (D.L.)
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&LT, D.L(5") (m¢), D.I (15") (me),
D.I (30") (md), D.L (1mé) (%) & F=HL
7z, EMEIZ LT, pH7.2 5 £ 1°8.0000.25M
B IRE I AR ER 7 & 112 200 mosm/kg
& 500 mosm/kg O B ¥EKIFHARMIBRIC DT
4, £ D.1. &L /2.

EEEHIC L 2ROIROBEE | FFEIREL Y
BRml 7-4em ( EDTA-2K &) %, 1%
FNF =TT F (0.1M BEESER,
pH7.4) o TETE, SREBREE (2455
#, EIKO#t#1B— 3% ION COATER |z
T200ANERI24HHEL, HiL SSM—2A
WEAEETFRHMESFEICLD, EFE20KY, 747
A FEFI002A TEELS. HicpHT.2
r8.0m0.25 M IEERFEE TR 13 L 1UF200mosm ./
kg & 500mosm/kg 7 frIEIKIZ IR - A2 AR
Bz DOWT L e TRET L2z,

i R (F1)
PPP ik o BRIC 175 AR ML ER 2 H
Beld, BEFD.L (5"); 0.42+0.11mf (X§
BAFE 1 0.33+£0.05m8), D.I. (15") : 0.90+

7= |

R.C.—Deformability Index of controls  (n=25)
(membrane Lot. No. 54A7D66)
D). 5 sec 15 sec 30
0.33+0.05 | 0.81+0.1 21.08+4.6!
PPP n 1-4 — w2 !?c

sec L

pH 7.2 | 0253006 [ 049£0.15 | 0.8920.11 [35.33%7.42
L1 L ~ Sec

0.36+0.07 | 0.7520.10 23.4224.99
#-l 80 e nt : L Ead

200 mosm | 0-50+0.00 | 0.86+0.11 | 0.93+0.07 [22.73+11.63
Led i d Sec

500 mosm | 0-2520.05 | 0.62£0.11 [ 0.94+0.06 [27.32%9.12
nZ L3 L Sec

R.C.—Deformability Index of patients with D.M.P.
{membrane Lot. No. 54A7D66) {n=36) (Duchenne typs)
1] 5 sec 15 sec 30 - sec 1 mg
0.42+0.11 | 0.90+0.10 17.62+6.08
PPP - vl = e sac

pH 7.2 0.26+0.11 | 0.52£0.20 | 0.65+0.25 }11.84+62.90
) ne g o 4

0.37£0.07 | 0.72%0.17 | 0.91 +0.09 B3.66+1641
pH 8.0 3 fad ne e hoed

200 mosm | 0732018 —s" T —,  To95: 4.29
500 mosm | 026008 [ 06320.18 [ 0.91£0.09 131.79213.07

(= S8%T)

0.10m¢ (0.81+0.11m¢), D.I. (1mb);17.62
+6.08%) (21.08+4.65% ) ThH - T, BER
EMBBOMICEEELRO LD 2. pH
7.2 0.25 M BRI BT BN MERIC BT
13, D.1.{57);0.26+0.11uf (0.25+0.06mé),
D.L (15"); 0.5240.20mé (0.49+0.15mé),
D.1. (307); 0.65+0.25m¢ (0.89+0.11mé),
D.1.(1ml); 111.84+62.90%(35.33+7.42
) THH, D.L (30") iz B TIZBRED,
D.I. (1ml) TRIRFLVIEEEEZRL72.
pH 8. 0 FIF MRk TI3,D.L (5");0.37
+0.07m¢ (0.36+0.07m¢), D.L (15"); 0.72
+0.17m¢ (0.75+0.10m¢), D.I. (30");0.91
+0.09mé (GE#5ET), D.I (1mé); 33.66%
16.4175(23.42::4.99%) T4 9, D.L (307),
D.L (1mé) (235 Cil@BEN T & 7.
—HBBEDEICL BREICONTED L,
200mosm/kg O AIFKIFHFHRMEKTIL, D.L
(5"); 0.73+0.18m¢ (0.50+0.09m¢), D.L
(15"); 858527 (0.86+0.11m¢) ,D. 1. (30");
BT (0.93£0.07me), D.I. (1me);
9.95+4.25%p (22.73+11.63%)) & BEREC
BYTREARMOGHEIZEHTH - 72,
500 mosm / kg BIHKIE BARIMERIC 5T,
D.I (5"); 0.26+0.08m¢ (0.25%0.05m),
D.L (15"); 0.63+0.18m¢ (0.62%0.11m¢),
D.I. (30"); 0.91+0.09mf (0.94+0.06me),
D.I (1mé); 31.79+13.07% (27.32+9.12
M) EWEREELOMICHEREERRO Lo 72,
FEREIHEIC L 5 BEROBROFEREAYFFIC
2T, Bessis @ -5 fEVRRET U 72 B
BT ELTH L. MNEBERMEK (BE
| —E) T3, REFIMEME D disco-
cyte Z2 L TWwWasnicx L, BEHTIIE
BOZREAMIB IO ERE I AL (BER
| —F). T%+b, RMmek500E12x5 2
B FEREDR IR HIBHAE L, stomatocyte I
46.29%;, stomatocyte II 25.49%5, discocyte
18.7%, echinocyte 1 5.69%5, echinocyte
11 4.195T& 1, stomatocyte 2°71.6%25 & K
HyE GHH T2, DWTERERE L UNE
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FEOFRIER % 0. 25 MiEE iR B (pH7.28 L
U8.0) Zr s NIcEIEK (200mosm kg &
U500 mosm “kg) I2iFHES 4, pHH B i
BEENEENII T 2 RMERDEREZELE &
L7z, pH7.2, 0.25MAEEESAR1E ML LF HE7R I
;ﬁf‘ii, EEERmER (BE82 — L) TI8
BEME:{L L 72 stomatocyte I A% { & & #,
M IZIITNE S 2 TW 5 R0h 4 M HFr 2
&Lz, —HFEERLEK (BR2 —TF)
T, FOERICEVERDERE ZHL O
4,0, $ 7B stomato I —acanthocyte £
DEAFERET BLD0EE CHBLL Twiz.
pH8.0, 0.25M&EeREBFE MR MIR T,
AN (BRI —L) BT, 20
KAt discocyte DK E & EH T 7295,
EEEGEEAROMMEZEL TE ), L&

ICiFEvwEREZRES . W6 202
echinocyte 1 & B 115 L D H10~20%F2%
ALz, BRERFMmE (EE3 —T) o8
Wik, BE S 2T echinoeyte I, II &5\
B E ALN DL D% e, WHREER
mMERICH L ZDBBIZRETH 72, Lo L
BEEITITITE L2 TH D, FrrlclBiEZO/N
PEdE 2 S8 72§ ¥ 20 H> > 72, 200mosm kg
D EIEAIEFERAIRKIC B TUE, SRERM
R (BE4 — k) TT LA EPIUTHHF
%4k L 72 stomatocyte L /23 II+# 2L 72
FNLOEEmMIIE LS T, —ERC/NEESE
BH72DHTH- 2. BERANLIK (FRA
—T) B3R EILE 2L, stomatocyte
II, sphero - stomato I acanthocyte ,

sphero-stomato II acanthocyte #¥% &1,
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W LD BT I e T Vv U IS BRI O

W B Rep e MERE D A b L7z, B00mosm/kg
AR RRInEk (BEHEERE) CTlk, R
ILERIE, SEICARNOEREZ T HEHEL N
BnELE 2L T VHEREZITS. T

echinocyte I & % \»13 & fLICHEDIL 22 TRE
ZTALEIZE A S OFRMERICEZZL T 55D
THD. PRMMEL o LT DOERIEIBIA
KEBLTWBLDLALN, —HRC Kera-
tocyte BED I LD & L7z, BERMBR T,

ZOF MBI LI A R Z L 8 AL

Tus724%, echinocyte I 35X U I1 o0 HEAS
ETHN, VI FOBEREIC/EREZ
#e2s>72. 7> echino-acanthocyte L b T
PTHEMAHLILIZ.
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BERIS14E O ARELIZ 5\ T, DMD &
FlHLEMISHEED LR E2W|E L 25%, £ DR
D~ 7)) v MERBESEBENES TS -
fedrh, ZTOEERELTIE~FZ) b ®
B & % oo MR T % 7203 mERAEF R
ExHrEsn5sy, mEERFE LT, fibri-
nogen , globulin , f#E pH 7 & UIC M3RE
EBELEFFOERELRTLELTCHITHNS
A%, EIEOBETIZ TR LIEFHEETH N,
O BEH I MBI OBICELRDO LD -
7. F2T, SEF<IZBRMETFOLDOT
» B ARMERIC DT, FDETZRES & U4
BOSRI E AT L 7oL ARIMEBREEHSRE R, ARIMLER
BEEtA o pH 72 13BBENEENICL - T
LBEAESIT LI LT WS, KRedn



AR kU, RERERREIC BT, PPP
FHARIMER TIIXTEEEICH L EEEE: 240
S7eoicit L, pH7.28 K 1U8.000.25M ¥
ERRERIE R IR T, BRI ENL TN
FEWHLEBEOVKRT 2R L. BEBENEL
iR L Tid, {KBEE (200mosm /kg) AR
FRIFFEARMER TS, MFLEEFEOZF L W
MED A L N EEDTUHE R TR L 2 2%, SigE
JE (500mosm /kg) BIEAZEHER MERTIZ,
FRBE L ORI EEE L BO L - 2. (&R
FEBEICBIT 2MMILEBARMAOEREIZ, BH T
BRbHHRTHY, TOBBEIIOWTIS
BEICRFEPLELTE2LHTH L. 197655
Fisher 5130.5% % 50.3% F TORKIEAIR
iz BT, DMD HHIR MR 2 EHL
W A2 ME L T %27, BOBEFEIITZEIC
Y ZEK, R DEBESEMF(200mosm /kg)
TRBMDOFEIITREN o7z, RIZZ
LR DEGEOEIGIZ & B IRMERO T RERYZS
b2 EREHICL OBRFLIER»LE LT
A7z, 19744 Matheson? 5 (3 DMD 2%
23T, echinocyte D ZH BB+ HFHEL
72hf5, %, Miale® o 3EHRE CTRILER
DR LT ENEILERD Lo/ LT
5. F7z Roses” 5, R - 7255 TH
| 72 DMD BERMEKIZ, £ stoma-
tocyte D HIER % FESH 72, 19764 Matheson 8
53, FEEEBIC BT 2R MERAFE < DM |
LT, WMOTHBELZITR2TWI E2HE
L72. W4 Miller & (%, B0 HFiEE TE
EEHEE 21T v, DMD BERMERIC
BWT LD stomatocyte O H I % ST
B, FERCHE2 DM -3 T DMD &%
RMERDOMEIFEZ L T2 5. e ok
FEFRIC L 2858 T3, WEIME! discocyte D
fl1l=, stomatocyte I, stomatocyte II ,
echinocyte I, echinocyte I & HiE 7% KR
IMERFZEE D ZHRMEH B 37027, stomatocyte
DOHBDEL K AL i2Z ki, Miller 55
RIC—EL T3, EiZ pH B WBEED
ARz L Ciz, pH7.2123v»T stomato-

cyte I —acanthocyte FEDE(LERT L DAY
%<, 72 pH 8.0ic%FL Tix, echinocyte
OHBBAENHEMA B L, BEEHICBITS
Weed 9 OEi&EBEL T, £ £ pH
DEENCXT T 2 DMD B2FEHROIKD FZREZEL

AR MR L DEETH B EERL.

FroBBEBEoEbicx L ComEr A4S L,
{IBEBE TIZARIMERE AR EN 2 L & =R
HD S HDOBERIRBEREAZED LNz, BigE
FEic BTy, 3 ) REREERE O/ NER
WERFEL, WTNLRIBRIEOAHE] 2
BEgEmLTwad. T4bHiH DMD BE DR
IMmERIY, Fr2z DEEETIZ L 1S stomatocyte
PELTEEEIFBIDLNHNTHYN, &N
MreeE ool s B U ( JEAETE L RBEIC B
TiE, EEFRMERE D, L DEeEOELE:
BT L0THD. RBEEICBIT 2ERR
DITHE & e Z b & DEEIZ B TH 597,
ZHZ kg T DMD BEFMEROIFE 2
R LDEEZI., ELTENEBL LS
DMD & v 5 EBEDKHE LAV DR T
H59.

& E)

(1) DMD BERMBREEEE LR L, EEE
BHIZ & D ARMmERFZRE = AR5 L 7.

Q)R IMERZSFZERIZ, pH7.28 L 1r8.01C B w
T, WHEEICILLUFHLET 2D, £
7z, {RBBEICHL TS, ERENEFHL
TUiEETR L7

QEHEEHBE I CRERMIRT D SR
A A, FRZ stomatocyte D HERATE
B CH -7z, £72 pH B L UOBEENEE
239 2 BERMBROTSREIS, HHRFER M
HICHLZEZBEICEA, &) BRELEER
bzRL 72z,
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