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FMBKEDOE-BER L2 THIBEAHDVEEAOEXRY - FXHREB(CL ZBmE
BMEFICEWT, FMBREHRXEOEEHNLELERSOAS. T ROKERFEIC
BEEEEZH#4S5B40H3. AMXTTRICFANREREEXBEED BEIREAINEE
WRAEOHEMERFTL, HHETERMICERLABEERREFORERRTTSLICL
Y, RONREREEDRKEEZREITL.

RIS R EE T (%, hereditary high red cell membrane phosphatidyl
choline hemolytic anemia (HPCHA) 7 #i, congenital lecithin : cholesterol
acyltransferase (LCAT) deficiency 1%, congenital S8-lipoprotein (8-LP) de-
ficiency 4 fl. BEH{REEETIE, hereditary spherocytosis (HS), hereditary el-
liptocytosis (HE), hereditary stomatocytosis (HSt), &0 #DfthiEE. REAIIC
(3 phospholipase A, (PLase A,) [Z T & phosphatidyl choline (PC) (C{sffiZ %
EIEEERFONBEEMFELE.

EXMFMBEEREREEESTE, HPCHA, LCAT &i8# Tl free cholesterol (FC)
E - &#2 phospholipids (PL) E#(C %, H(ICPCHEO EHEN BHH M. Na’
influx T(X, HPCHA OE#i A#IC %t L LCAT RIEETE LLS KET Ho 1.
B-LP RIBET(E FOBKEREERE (EE FRCHEIAT W, PCHEDEDE
sphingomyelin $E® HMEFRD R&H S, Nat influx H (Z(EEE THBDCHL
Ca?* uptake [IfbICHEZRALWILERALTEETLTEY, FETO 2ECELVBERE
NEBE &SI FOHBEELEEERCHVTE, HS THEL - #OENEESAL.
Thbb, EEREOE FC 2 . &4 PL 8 - phosphatidyl ethanolamine SE® &4 5D,
FEREICEER{ET A, Na* influx O FEGFEENBOHOIT, FRAOEHLEERDL
h2BEEQOEEN Na' influx OFECAELTL 3 RS hz. HE TEEIZ- -
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BEEZEOOA M- . BSt T, BIEE - - BEXELHERBCIVELRZIREZE
T ELMERMCHEBEEEDONT, MOEAFHESLTWE HD&LEFE 7=, Plase A,
EFHWIEBRETH, |ALED control #, PLase A, LB(C& Y g PC g4 & lyso-
PC (L-PC) Diin%sk L7-B¢, #4L 1 PLase A; fLE# & 5 (C albumin S % 0% 14
L7 L-PC 2 ELE#M PLES KL LB, O3HICOWTHEPL & Na* influx
& & Ca? uptake ZPE L7z CORKE, EEEOZE(LE Nat influx 30 Ca*
uptake OZE(LEASMIC HEAZEDC LB HHLAN, PC.-L-PC-#E PLEDEDE
FHREICEELTWBEMDKE [CIE ESRMho7e. Ff-, PLase A, LBHKmIKD al-
bumin QIFEMICLY, FA#ELA Na* influx (FE{EEREHEVDCEH~, Ca’* uptake
TRERDZAEEZTRL, Na & Ca & T ZOHXBFELCHOAR HED FETI L
DIHEAL 7.

Membrane lipid analyses and membrane transport (Na* influx and Ca2?* uptake)
studies were performed in red cell of patients with membrane abnormalities.

Among hereditary disorders with membrane lipid abnormalities, a marked
increase of free cholesterol (FC) and of phosphatidyl choline (PC) was detected
in the red cells of 7 cases of hereditary high red cell membrane PC hemolytic
anemia (HPCHA) and one case of congenital lecithin: cholesterol acyltransferase
(LCAT) deficiency. Nat influx was elevated significantly in the HPCHA red cells,
contrary to the decreased Na* influx in LCAT deficiency. In 4 cases of congenital
B-lipoprotein (B-LP) deficiency with a marked decrease of plasma lipids, total
membrane lipids were maintained almost normally, even though a moderate dec-
rement of PC and an increased sphingomyelin were observed. In the disorder,
Ca%* uptake was markedly increased (approximately 100 fold greater than those
in normal control), with normal Na* influx..

Among red cell membrane protein abnormalities, moderate decrement of FC,
total phospholipids (PL), and phosphatidyl ethanolamine in the non-splenectomized
hereditary spherocytosis patients was normalized after splenectomy. Increased
Na* influx, however, was not improved after the treatment, suggesting a possible
contribution of the abnormal membrane proteins to increased Na* influx, if they
may exist. In hereditary stomatocytosis, various membrane lipid abnormalities
were observed dependent on the type of the disorders.

To clarify a possible role of membrane lipids on the abnormal membrane
transport functions, such as Na* influx, normal red cells were treated with phos-
pholipase A, (PLase A,) to convert PC to lyso-PC (L-PC). In some experiments,
the PLase A,-treated red cells were further incubated with albumin to cleave
membrane L-PC, which was formed by the enzymatic degradation of membrane
PC. In the PLase A,-treated red 'cells, Na* influx and Ca?* uptake were markedly
elevated. Ca?* uptake increases further in the presence of albumin, in contrast
to no response in Na* influx.

In conclusion, (1) membrane lipid abnormalities do affect the membrane trans-
port functions, and (2) a different mechanism would exist between Na* influx
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and Ca?* uptake.

(BB13% 1% 198D

Key Words (D Membrane lipid abnormalities (2) Membrane transport

(® Phospholipase A,

#* B

HRMFRE 2 EE L TIREEEA»OBR I L
TWBZlik, <MbhsLATHS. £
L THIMERIMORR OO & D& LT, FHikk
EREREDHFLENMON TR, 05 bl
HREFENELLHEREELDh D KBRS SR
ERRDON TS, ok 2iF, TREERE
L Tix, hereditary high red cell membrane
phosphatidyl choline hemolytic anemia
(HPCHA), congenital lecithin: cholesterol
acyltransferase (LCAT) deficiency, congen-
ital B-lipoprotein (B8-LP) deficiency 7¢ &,
BRMESR & LT, HEEBCH S BEIRERT
X AEmEfs SN <abhbEBTH
5. Fi, ZThLHEBICE CRIRERIERE
DEENUTLIEERDLRAZ Edh bR T
5. Ff, ROBRERARELEMOFERE H
XhnEH, hereditary spherocytosis (HS),
hereditary elliptocytosis (HE), hereditary
stomatocytosis (HSt) /¢ & ¢, [EIEFEEE
ZROCHESHERDSH. L LAFTIL,

Ihb o BEREREFEDO R 2L X B
T, WA, EE, RREBR SO TIARB R
BEABINTHE008BRTHB. £ TK
BHETIE, ZhbREDKRMBRIENEE DM
Br& X OBEHHEBEARERT 2 Liclic. ¥
fehb T, IEHEMRMBIC AR X
THIRERFRMEBRE 7 A2 FRL, = Olg
B S IR BRI DO BERE R E & IR ER 5 AE

L LTRSS it b, RmERERE
REIEDRE L OBI#EAY D = L & L.

xt ®

FEREARMBRBERFEIED 5 b, FEREMBEEE
RgE L LT HPCHA 74|, LCAT X&iB%
161, B-LP RIBHE 4 flic D\ T, FhFITE

B BEY BD5HE L LTk HS 2241,
HE 134, HSt 18f1% & b B, BEOXE
L7, Xoff, FROMIMBEEFEY > Bl
MR E U CRETRH H5 ik fi Rk o sto-
matocytosis 14 f|, chorea—acanthocytosis

26, Zofhd acanthocytosis 14, X5iIC
b DRR X % EfiAImm 33 Flicou T i
wLI.

KT, IEWARMERA 7o iR BB i 5
i, REN BIRE S #8#% T » % phospho-
lipase A, (PLase A,)#% f\», & phosphatidyl
choline (PC) # lyso-PC (L-PC) = Z#a3 %
BT AT 2 SRR AE R X O REOEbic D
WTCHREL .

5 &

BRI & U THAEGIC, Kigmedr, sRimBkis
JeE ¥, Na*influx ORELBTLIC. %
7o, IEWFMROERE X ALPCEMHL, =
HiZ £ 5 Nat influx, Ca?* uptake OZ{L#%
B L.

1. RS mmEt

PRk A BB SR G E T, ARumEk
¥, ~esmEvE, ~~ b2V, M, X
DI BIREARC T ARMBREEY BELL. ¥
e Rk AR, wet-film ¥, 35X OV ERIMmEE
EHIZ0.1 M V) vEREEABEAEK-1 %71
Z—=AT AT e FEHKCTESE (1:30, v/v)
L7k, KR L OEARBBEHCBZEL 2.

2. FRIBRIERE 5T

~o% Y VM CERIR ML A BRI, W RROE S
21,0008 T204r, X512 3,000g 1 T
10 Zr&P L MuBk & s sl , Mmak% 48
AR T 3 [@PEE L T buffy coat »fZ,
BEARMBRIFER 2 ER L e,

(i) RMIRBEIEE O : FRilnRERE D
L, Rose DD Cit-7c. RERIML



FaA : ARMmERERE EAFRE O 33

BRigHER O 1 ml 278K 1 ml i@ TRERH M S
B, L 7eh s isopropyl alcohol 11 ml %
frewhnzg, 1BR#C #HL s chloro-
form 7Tml B ATz, XHIT1ERE%BCAE
BaEg dml iz, chxr—BEREEL
T tEIL L, B EEOKSERREL, B b B
&, MROERBRER % & A 1 hhitig 2 —60°C
2 e Y. _h“z%ﬁﬁ%%kiﬁrﬁﬁ?
BYUNKDEE SEREL, MR ARIEREL
E#ﬂaﬂﬂ%ﬁ%f’ﬁ)ﬁbt oMK E e —2Y —
ARV — 2 —ICTHE &R, Zhic Folch #
(chloroform « ' methénol 2:1RAK) 0.5ml
&MK,EZ%LL

(i) g free cholesterol (FC) ¥ L O
phOSphthldS (PL) ojiizE: L3t MK OF
WA © i (20~50 ul) HLh, i BRI

C B3 X O PLBOERICH L 1. FCITilk
Bz v A5 e —AJIEF S b (FC %, F—K,
HAmHE B4 W T@EL 2. 2® & PL
i3, Bartlett 39 it - THEL 7. Tiab b,
k% 100°C 1577 fImB L B ar & Br 2,
Z i 10N H2804 0.5ml #jnz, 180°C1.5
g P o 28 ﬁkﬁbtfﬁ H;O, ZEMAE < b
T2 Ik, FFOT180°C i T 1 M) k.
WS 0.22% €V 75V T vE=Y A%
4.6 ml, Fiske-SubbaRow ¥ 0.2 ml %% T
100°C o @ik sh T 1040R Il L REaRIGE
oI, ZhEoXtEET 830 nm i THIE
L. ' '

(i) Jg PL 2yl o> EE: ARiMBREE PL &4
B & A DA« Eii, Skipski HOFHEY @
P\, EEZze< 7 4 —RE o, T
bbb, v A /r“wH}ﬁ (22 cm x 22 cm, Merck

H) FCEIARKE OEE A %46 L, chloroform-

methanol-acetic acid-water (25:15:4:2) '

DR T BB, &4 AR, M HAEE
h, HiEd Bartlett gl TEE L .

3. MEHIEEE DR

(i) Na* influx ORTE: F# e FRimEk
HIERL,
0.145 M Na/K V v (pH7.4) T~=

Thk sSaa—xhn (250mg/dl) -

F2 Yy 30 B FEEL K, T ORMERE
#wE 1 ml % 22Na (NEZ-081, New England
Nuclear, Boston, MA) & 37°C 2 B:RBE L
7%, 4°C 0.1M MgClL, % = T 1,2008 24
T3EEHL, MRRCHFET S PNa %
L, ARMIERAC ELD A & h o 2Na o g
Wh - VR THE L. ©

FRIMMBRF P Y v ABIOHY Y2l 7V —
A7 4 b A MY =T, 589nm ¥k ¥ 769 nm
THEL 7.7

(ii) Ca?* uptake DHFIE: —FPDOIEFIZD
W, REWR U T Ca*t uptake o JlE
R L. BiRmERkE, SmM KCI &
20 mM imidazole HCl #inx 7o &%EAFHALE
BWOEHT.HECTAERERGFL~= 2 Y » MY
0% CREL, WEC gL, ¥, EHREL
Ca?* efflux & LD 5 MENRH D, FRIMER
fi\]@ adenosine 5—triphosphate (5’-ATP) %
IHFREC BRETA LI LY ZOHM
LA ER A, 2mM 1qdoacetate L 10mM
inosine % Nz 7-%3E imidazole « HCl {4
AW (PH 7.4) % B\ 37°C 90 A RfHE
L7c. ZO%H TR, ARilsk 5-ATP g
0.001 mM LAF & 7557z =@ ATP-depleted
FMERA AT, Ca* uptake ZPFEL 7z, *
3 OHRMBKIFHER 1 ml & 37°C 12T 2 K,
1.5mM #CaCl, (1 uCi/ml) & $FiE L7 £,
4°C ABAIEIR T 4 MY L, FRMERA D ©Ca

- HEhEMEA liquid scintillation .counter G|

ELR.?

4. Plase A, & X % IEF AR MERBEIE B B

BBk X 51, 30mM N-2-hydrox-
yethyl piperazine-N’-2-ethanesulfonic acid
(HEPES), 10 mM CaCl,, 140 mM NacCl, 0.25
mM MgCl,, 5mM KCl 35 X ¢ 15 mM glucose
X b &5 incubation buffer (339 mOsm, pH
7.6) CTHHL, ~< 2V .y V& 10 BTH
B 7o 0 RN, FEANE L C ARk
HrAWE3IRGgY 1 A~ LT T 1.
Ticbb, & 184%, Plase A, L% ThH
felvz v be—, 2881, Plase A, LB
755D, H3BL, Plase A, B $£X
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512 albumin W THMESS 0 & Lk, L
7o T, 2R L EI3W T, Plase A,
(20IU/ml RBC) #fnz5s 2 & &L, Zhic
PLase A, JEALBOE 1Az v bre—1 Lt L
T, I°CITBLL. 1RHEE, %21, 10
mM EDTA, 30 mM HEPES ¢ 140 mM NaCl
& b 7% buffer(332 mOsm, pH 7.4) % A&
2 TRIGHR KT X4, 30mM HEPES, 145 mM
NaCl %k o8 5mM KCl & b 7c5 g buf-
fer (PpH7.4) 12T 3 [algk% L /. PLase A, % i
22D 5 b 3 ik, X5 albumin
WEA fT-7. T bbb, 10mM HEPES, 5
mM KCl 35 X of 145mM NaCl & b 7c % buffer
(pH 7.4) = albumin (100 mg/ml RBC) %
% 7-¥ = ¢, PLase A, MU RME % X5
w 37°C 104y BB L, ZFokindo st
buffer iz T3 @K H LA, = 5 L B RKimEk

Table 1.
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BT oWC, FRinBRERE 4T, Nat influx
L O Ca?* uptake ZHIEL 7-.

BRELUEER

(1) SERUERMMRERERFEEFC OV T
(Table 1)

(i) HPCHA: AfEHRMIREIE TIx, FC
B, ®PLELICHML T\, ZoHE
X, BERMBRS X KRETHD L% EE
LTh kB RERETH . PL o
B Ti¥, phosphatidyl ethanolamine (PE),
phosphatidyl serine (PS) + phosphatidyl ino-
sitol (PI), sphingomyelin (SM) D% & D4y
B CUE, FRIMERO AT LA T U T Hesat &
A FRD B, HC PC A Mb D4 BT o~
FLIHEIMLTEY, ZhXESEOK PL &
IR b =~ v F - RIUIH LA TH

Characteristics of clinical data, membrane lipids and membrane transport in

congenital erythrocyte membrane abnormalities and others.

Clinical Data Membrane lipids ug,”10° RBC Membrane Transport
. Na’ influx |Ca™ uptake
x’fgfl }jgl Rebe- | ke el | BE PStPL PC SM  L-PC |m moles/L|n moles/ml
noe ° ( W% | RBC /hr |RBC /2hrs
M480+70 15,5%2,0 1202 | 2604 806 (309 4.1 733 (28,2 663 (5.4 \ 39
Normal range| p 105460 13, 0+1.5 1005 | 103 | Sog1 i%(il),s) +38(i )i (+1 o) +7 (+12) 11(+0 5) L2014 8.0£2.0
298 119 - 1793 | 3644 | 966(26.5) 532(14.6) 1206(33.1) %40(25.8)  — 4,22 -
- - - 1539 | 3222 | 796(24.7) 403(12.5) 1102(34 2) 921(28.6) — - -
- - - 1797 | 3271 | 892(27.3) 444(13.6) 1040(31.8) 892(27.3)  — - -
251 9.4 19,2 | 1415 | 3102 | 862(27.8) 481(15,5) 1042(33.6) 676(21.8) 41(1.3) | 3.7 -
HPCHA |' 402 13,1 143 | 1365 | 2899 | 786(27.1) 481(16.6) 925(3L.9) 661(22.8) 46(1.6) | 4.78 -
- - - 1557 | 3279 | 948(28.9) 492(15.0) 1043(31.8) 751(22.9) 45(1.4) | 2.8 -
217 8.4 248 | 2030 | 3262 | 904(27.7) 506(15.5) 1020(31.3) 822(25.2) 10(0.3) | 3.91 59,8
1662|3240 |87 (27_1 ) 176 (148) 1054(325) 809 (249)36 ( ) 3.90
+239| 224 |260\1.3) +46\+14) £e5\+11) +15l 225 t1kr06) | x0T
LCAT B B
deficiency| O3 199 1763 | 3435 | 694(20,2) 429(12,5) 1707(49.7) 577(16.8) 28(0.8) | 0.93
413 133 L4 | 1364 | 2398 |789(32.9) 453(18.9) 493(20.6) 643(26.8) 20(0.8) - -
3 1L5 2.1 | 1514 | 2591 | 793(30.6) 479(18.5) 565(21.8) 731(28.2) 23(0.9) - -
4-LP 40 135 07 | 1099 | 2454 |729(29.7) 410(16.7) 540(22.0) 748(30.5) 27(1.1) 113 440(2”55}@
deficiency| 387 136 1.3 | 1071 | 2652 | 835(3L.5) 509(19.2) 528(19.9) 764(28.8) 16(0.6) L2 1055, 8
1262|2524 |77 (31,2)46 (183 532 (211)722 (28.6)22 0.9 )
+214|  +18| xa\+1.4) +a2\+11) £30\£1.0) +5al215) £5\%02
chorea 39 1.9 0.4 | 1242 | 2729 | 540(19.8) 491(18,0) 835(30.6) 808(29.6) 55(2.0) 1.47 16.0
acanthocytosis| 403 129 0.8 | 1206 | 2500 | 725(29.0) 387(15.5) 708(28.3) 662(26.5) 18(0.7) | 1.78 -
drug induced
acamthocytods| 28 89 1.0 | 1336 | 2361 | 710(30.1) 481(20.4) 548(23.2) 583(24.7) 38(L6) | 2.59 3.3

*Retic.: Reticulocytes
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5. Tiebb, PCLADMDHED <=+
F =L EE»D CPRAEHEEY AL T WD
Ch2nbb, PC HETIL B g
BHBHRB, RICZ OB R CLE > T Nat
influx OBETLHENF DL, EFHL1.29+
0.14m moles/L RBC/hr Xt L, AFEHRMmER
C T2 3.90+0.71 £ 35T Hoto. HPCHA
DEERGT HS Llc FrRemL, HEED
IR E R MR A 234, HS o JERss
(2.14£0.25) L LT = o Na* influx o
TUEL, LM ILIEEEERL .

(ii) LCAT RIBfE: ARSI LMEREELCAT
DRIRC L 225, FEfyis BIEE © B

35

HPCHA SEFICLIL T\ 5. Tib b, i FC
8, BE PL BB eiink X ot PC 2o
EWcHmMTH5. PC HE oML, HPCHA
BICHANRTHELZ Eb2 D, BERE-OD
X, T TH Y s s, Natinflux (3, HPCHA
BB IEFRL VD LAEHEE - TWB S
ETHD. COERNMICERTELOTHSD
NIBBEE TIHEL AT, SHBOBETH
5.

(iii) ZER#: B-LP KIBAE: ASE Cik kil
Rz FC &, # PL B33 EH &I R X
hTwik., Lal, o PLoEY B3 L,
PC 7B DB L 27§ & SM 438 O B hnfE )

-
—

Table 2. Characteristics of clinical data, membrane lipids and membrane transport

in hereditary spherocytosis.

Clinical Data Membrane lipids g/10" RBC Membrane Transport
. Na' influx |Ca" uptake
legfm ;;’] Ri/z‘c' e | 9| pg pstEl B SM LPC |mmoles/Lin moles/ml
( )% | RBC /hr |RBC /2hrs
+ +
NN et o T AT A A T A ) [P e
w5 81 30.0 | 1131 | 2531 | 825(32.6) 364(14.4) 780(30.8) 562(22.2)  — 1.8 -
N8 100 68 | 1007 | 2099 |613(29.2) R1(15.3) 605(8.8) 57(.6) BLY | 215 -
W 17 0.4 | 137 | 2704 | 803(29.7) 416(15.4) 695(25.7) 752(27.8) 38(L4) | 170 -
%6 121 4.0 | 976 | 2071 |601(29.0) 317(15.3) 590(28.5) 530(25.6) 33(1.6) | 2.98 -
306 129 7.2 | 142 | 2285 |67429.5) 377(16.5) 624(21.3) 576(25.2) 3(L5) | 178 -
3 124 L8 | 1263 | 2550 | 747(29.3) 339(13.3) T8(30.5) 655(25.7) 31(1.2) | 2.10 -
83 133 2.2 | 144 | 2306 |692(30.0) 323(14.0) 639(27.7) 616(26.7) 36(L6) | 2,01 -
s M 129 13.6 | 1028 | 2214 |620(28.0) 345(15.6) 662(29.9) 549(24.8) 38(17) | 3.05 -
B IL1 1.6 | M1 | 2250 |827(36.8) 304(13,5) 590(26.2) 495(22.0) M(L5) | 2.05 3.2
G648 L0 | 12 | 2859 |781(27.3) 397(13.9) 915(32.0) 680(23.8) 86(3.0) | 1.93 2.1
20 7.6 19.2 | 18T | 2433 |727(20.9) 389(16.0) 691(28.4) 572(23.5) 54(2.2) | 234 -
45 139 212 | 1088 | 2372 |697(29.4) 413(17.4) 695(20.3) 505(21.3) 62(2.6) | 2,42 -
M 9.8 1.8 | 1214 | 2360 | 701(20.7) 394(16,7) 673(28.5) 538(22.8) 54(2.3) | 2.20
W 109 13.0 | 997 | 2156 | 582(27.0) 353(16.4) 591(27.4) 591(27.4) 39(L8) | 2.47 -
7 | B |76 29.8)36 (15 )681 (zss) % (24.6)43 (1.8 22
+119| +oo7| +ai\£2.4) t3\£13) +o\s1g) tr\en0) ilt06/|  +0.41
- - — |1 | oms |722(20.5) 33(14.4) 693(28.3) 680(27.8)  — 3.04 -
- - | 1 | uses |768(20.9) 357(13.9) 732028.5) M) — 2.82 -
(splefefto_ - - — | s | mes | 75(20.9) 3614.5) 726(28.0) 7I6(27.6)  — 3,17 -
mied)| M1 W9 — | 1519 | 2190 | 790(28,3) 382013.7) 795(28.5) 770(21.6) 53(L9) | 241
173|200 |74 (29.4 ) % (14.1 ) ™ (233)719 (277) 2.86
+169| +12| +20\£0.8) t1\£0.4) t43\20.2) £37\ 401 +0,33
- - Z w061 | 2227 [ 635(28.5) 32(14.9) 641(28.8) 619(27.8)  — - -
319 101 44 | 1041 | 2367 | 706(29.8) 367(15.5) 606(25.6) 660(27.9) 28(1.2) | 1.60 16.4
(non_*:ljem_ 25 9.0 152 | 1316 | 2474 | 700(28.3) 356(14.4) 735(20.7) 636(25.7) 47(L.9) | 5.2 11,6
omized)| 33 TL0 77 | 854 | 1926 |495(25.7) 266(13.8) 595(30.9) S26(27.3) #4(2.3) | LTI 17.8
1068|2249 330 (14,7 644 (28.8 | 610 (27.2
to0| +238 +9s(+1 )+45(+0 7) + (+z 3) +5 (+1o)

*Retic.: Reticulocytes
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BREDL ZENEBET Hot. HEROWMET RECEEADD EEBRTWBEN, L&D

1, Na* influx (3708 & XhTW3A, 4M Y SE i) information @ & AEFNE, HEH
D2 FIOBRETITZTERE TH 7. Lal, Bl e BEE4BFTOTHD, H4GNL BHEMI

= 2k 1 Ca? uptake [T 3 Ti, FHD
100 i b EOTCHERR L, D FAMBERH 1T
FEBDLRENRERE CH . Ltﬁs
5T, KEETI N#* influx & Ca?* uptake D
R i3k = T R h 0D & HLe .

ASE & [k D fmlﬂi &
tosis) %T?ﬁﬁﬁﬁ ﬁ_kx_bi&ﬁcjhalrea acan-
thc?&ytosrs tc £Ti, fmlﬂiﬂiﬂ‘ﬁﬁk bi GIEW
ﬁ%@i5ﬁ%ﬁ%£ﬁuub6h&mot,
i?gl_, }]K%\%sbf?l) Na* influx & Ca?* up-
take (%, \¥Fh{ BED ILLJ@[‘W—ZVDZ)@}E
T, &K#E B-LP RIBIEEC RS i Ca®* up-
take O BH LRI BB I, HEHIC
REEAEASLELOND.

(2 ROBRPIE A O B A ER S HEE S
% P M A AR D\ T

__HS, HE, HSt &R Z 1T - 7.

(i) HS: KEORHEKERE Table 2 iR

Lt.HSfu,HW%&%W&fm%mﬁﬁ

L (acanthocy-

Lt

IEE T Hote.

information {X7c\ 2%, FEIRATOER & HEE X
h5. HEERET HS #Ecix, BEFCE ,ﬁ%PL
Eoﬁ9#m&5thL% B % PE 4

ﬁ&@ﬁké%lﬁ@@g.&QE#%W&®
HS #ECiL, & FC &, s PL &, PE 4@ o
ﬁ&ﬁmmﬁﬁéh EREA L Bl T
%. L L, Na*influx %R % & fEOEE
WBAtRTE <, BEOTULEREI L TV 5 X
5TH%. Hﬁﬂaﬁ D EEC D 2 bHbbHT,
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Table 3. Characteristics of clinical data, membrane lipids and membrane transport

in heredrtary elhptocytosrs »

Clinical Data Membrane lipids #g,/10° RBC Membrane Transport
. Na' influx |Ca" uptake
X‘fgfm ;gr Fﬁ/i‘c' FC -"-“1;‘]‘:" PE  PSYPL  PC SM  L-BC |mmolesLin moles/mi
/ A PL (*)M% | RBC /hr [RBC /2hrs
+ + 604 : %54 X
Normal range I\F/Igg;zg }ggﬁg L0£0.5 113(1)33 Qiﬁgil 81?36(31)098) 3:?8(14 )7324(23,120) 633(23142) 31911(10 5) L2204 8.0£2.0
%2 1020 L0 | 1460 | 3151 | 989(3L4) 441(14.0) B41(236.7) &19(21.9) - - -
3%3 13 18 | 1189 | 2555 | 807(3L6) 370(14.5) 713(27.9) 664(26.0)  — - -
- - — | 147 | 2580 |816(31.6) 376(14,6) 740(28.7) 648(25.1)  — 1.92 -
- - — | 185 | 2553 | 778(30.5) 411(16.1) 689(27.0) 675(26.4)  — 1.59 -
- - — | 195 | 2667 | 818(30.7) 419(15.7) 7T(2N.T) 691(25.9)  — 1.58 -
- - — | 1350 | 2949 °| 932(31,6) 451(15,3) 793(26.9) 773(26.2)  — 1.4 -
24 76 L6 | M3 | 2706 |75227.8) 455(16.8) 782(28.9) 666(24.6) 5L(1L9) | 2.15 7.6
HE U5 10.8 0.8 | 1179 | 2290 | 660(28.8) 334(14,6) 607(26,5) 646(28,2) 43(1.9) 116 5.5
398 122 25 | 1007 | 2148 | 670(3L.2) 322(15.0) 584(27.2) 554(25.8) 17(0.8) | 1,27 3.8
N 1.0 32 | 105 | 243 | T673LE) 3AILT) ST(45) 663(27.2) 2(LD) | L7 6.0
36 113 0.8 | 1002 | 2207 | 677(29.5) 354(15.4) -648(28.2) 597(26.0) 21(0.9) | - 1.27 5,2
20 10,1 122 | 1169 | 2535 | 750(20.6) 434(17.1% 679(26.9) 631(24.9) 41(1.6) | 2.15 -
Ca w2 20 | 1058 | 2301 | 60(30.0) (A1) 5200400 688097 4620) | 211 -
193 |2551 7z7~(30.4>390 (153‘)690 (270)675 (26.5) % (15 ) 1.63
- 145 278 +90\+1.2) +a8\+1.0/ #8014/ £a0\+15) +13\+0.5/|  +0.39

*Retic,: Reticulocytes
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HSt 1k ZofFEi X v 5 8 351,

Ca®* uptake DRI LR T HS & ﬂtc - T FHACOWTHF L1z, 5B DL 2 DiFRB 0%
W5, iy, I8N, Na* influx 27 TifEs
(ili) HSt: XED HEFEFET Table 4 1@ KL, FRMIERP Na R4 8245 BT,
Table 4. Characteristics of clinical data, membrane lipids and membrane transport

in hereditary stomatocytosis and secondary stomatocytosis.
Clinical Data Membrane lipids 4g/10* RBC Membrane Transport
. Na' influx |Ca™ uptake
o o e | RC fotal PL PC LPC | m moles/L |n moles/ml
noe K ( )W% | RBC /hr |RBC /2hrs
M480£70 15.5%2.0 1202 2604 733 (28.2 1.5 '
Normal range F420£60 13.0+1.5 1.0£0.5 1103 | +201 ) + (+1 0) +73( +ll(+0 5) 1.29+0.14 | 8.0%2.0
307 10.4 6.4 1340 | 2714 684(25.2) T 71(2.6) 9.32 214
- - - 1404 | 3006 818(27.2) 815 69(2.3) 8.92 8.8
Hst 290 10.1 1.4 1549 2632 708(26.9) 708 66(2.5) 12.66 14.7
Type 1 306 8.7 - 1702 | 2870 809(28.0) 714(2 37(1.3) - -
456 16.0 3.0 1302 2723 787(28.9) 659(2 63(2 3) 4.90 -
1459 2789 761 (27 2 ) 725 61 ) 8.95
+165( +£149 61\£1.4/ £57 14 +()5 +3.18
240 7.2 - 1820 | 3140 801(25.5) 810(25.8) 144(4.6) 1.70 -
- - - 951 | 2329 692(29.7) 587(25.2 - 2.21 -
217 7.7 3.6 1384 | 3137 929(29.6) 778(24.8) 84(2.7) 1.70 17.1
226 9.0 12.8 1294 | 2522 699(27.7) 631(25.0) 118(4.7) 2.74 58.6
289 10.1 2.8 1175 | 2683 701(26.1) 685(25.5) 19(0.7) 1.72 1.9
Type I 266 9.3 2.1 | 1342 | u455 609(24.8) 624(25.4 - 2.15 1.1
398 12.6 5.8 1016 2008 522(26.0) 468(23.3) 48(2.4) 1.93 4.8
200 7.1 15.7 1598 | 2868 786(27.4) 677(23.6 54(1 9) 1.59 -
1323|2643 n (27.1 )658 ) 1.97 20.7
+288| 396 +124\+1.8/ £108\£0.9/ £47 +1 6, +(0.38 121.6
- - - 997 | 2116 584(27.6) 552(26.1)  — 1.57 -
Type I 8 7.0 — | 135 | 25% T94(31.3) 628(24.8)  — 1.39 -
283 9.0 4.8 1485 2924 868(29.7) 743 18(0.6) 1.54 51.3
Type N 202 .7 170 | 1434 | 3015 856(28.4) 709(23.5) 60(2.0) 141 -
Type V 351 11.3 0.6 1677 | 3703 992(26.8) 967(26.1) 56(1.5) 1.713 7.9
251 78 50.0 | 1364 | 3094 93(30.8) 727(23.5) 59(1.9) | 2.3 -
449 12.4 14.0 1174 | 2860 795(27.8) 766(26.8) 74(2.6) 1.27 9.8
- - 0.1 1023 | 2538 733(28.9) 599(23.6) 140(5.5) 1.76 -
. - — — 1390 | 2728 750(27.5) 747(27.4) 41(1.5) 1.39 —
VC-induced
(Stomcat’:cy“tzsis) " 54 34 | 1505 | 2051 974(33.0) 664 “1s) | 17 17.9
A47 74 0 1424 2346 786(33.5) 591 45(1.9) 1.62 2.9
249 8.7 6.0 1355 2877 693(24.1) 699(2 52(1.8) 1.43 18.0
1319|2171 812 ( )68 65 (24 1.63 12.9
+165| £256 |+ +109\£3.3/ 27 +3H\t +0.32 +7.3
- - - %1 | 2210 617(27.9) 597 - - _
75 1.0 114 | 1098 | 253 708(27.9) 6 - - -
stomatocytosis | 231 17 94 | 1272 | 2604 703(27.0) 64 2(16) | 1.1 -
due to 399 10.6 15 | 1385 | 2858 855(29.9) 769 56(2.0) 1.45 8.5
unknown origin | 349 11.6 1.8 | 1365 | 2477 699(28.2) 609(24.6) 47(1.9) 1.62 _
310 10.2 9.4 | 1251 | 3087 856(28.0) 633(20.7) 101(3.3) 1.2 8.7
173 6.3 10.0 1810 | 2365 868(36.7) 539(22.8) 50(2.1) 0.98 —
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Table 5. Characteristics of clinical data, membrane lipids and membrane transport
in hemolytis anemias due to unknown origins.

Clinical Data Membrane lipids #g/10" RBC Membrane Transport
' . Na' influx |Ca" uptake
X‘f?.fpl ;31 R;z‘c' FC “}Ei‘ PE  PS+Pl  PC S LPC |m moles/L|n moles/ml
( )M% | RBC /hr |[RBC /2hrs
"
Normal ranel Y 540 13015 10205 | g | o i}gs@ogs) Bfgs(l:fol )% (2f120) ﬁfgs(2i514z) 311(11'3,5) LBE01) 80520
560 5.5 10,0 | 1233 | 2619 | 827(31.6) 209(11.4) 780(29.8) 653(24.9) 60(2.3) | 123 2.6
182 6.6 7.8 | 3760 | 4244 |1396(32.9) 730(17.2) 1430(33.7) 658(15.5) 30(0,7) | 181 47,9
25 .3 2.9 | 1404 | 3120 | 889(28.5) 571(18,3) 861(27.6) 768(24.6) 31(1,0) | 2.19 40,6
319 9.6 3,0 | 1252 | 3271 | 932(28.5) 559(17.1) 880(26.7) 844(25.8) 56(1.7) L7 15.2
209 9.4 144 | 1154 | 2424 | 688(28.4) 504(20.8) 640(26.4) 582(24,0) 10(0.4) | 1.81 18.4
0 10.8 3.5 | 1256 | 2614 | 727(27.8) 460(17.6) 677(25.9) 669(25.6) 81(3.1) 154 7.9
% 1L1 15 | 1210 | 2806 |845(30.1) 474(16.9) 791(28.2) 685(24.4) 11(0.4) | 1.44 20.7
45 1.7 0.7 | 1632 | 3761 [1147(30.5) 583(15.5) 1045(27.8) 952(25.3) 34(0.9) | 1.10 15.7
459 148 1.3 | 1160 | 2580 |769(20.8) 377(14.6) 717(27.8) 653(25.3) 64(2.5) | 151 6.9
228 7.8 41 | 1487 | 3052 | 848(27.8) 510(16,7) 882(28.9) 778(25.5) 34(1.1) 151 -
279 8.9 2.2 | 1432 | 2913 |865(29.7) 469(16.1) 851(20.2) 702(24,1) 36(0.9) 1.05 16.4
316 8.9 4.2 | 1220 | 2369 | 673(28.4) 398(16.8) 682(28.8) 595(25.1) 21(0.9) 1.66 46.5
212 9.3 29.8 | 2216 | 2881 | 746(25.9) 461(16.0) 960(33.3) 671(23.3) 43(L.5) | 1.9 31.2
38 1.9 16,0 | 1287 | 2505 | 686(27.4) 381(15.2) 754(30.1) 634(25.3) 50(2.0) | 3.04 28.1
hemalytic 17 74 155 | 1201 | 2628 | 773(20.4) 418(15.9) 744(28,3) 665(25.3) 28(11) | 1.3 30,6
anemia 251 9.3 6.0 | 1419 | 2995 | 913(30.5) 464(15.5) 698(23.3) 869(29.0) 51(17) | 1.92 -
due to 210 7.2 15 | 1792 | 3255 |960(20.5) 446(13.7) 937(28.8) 863(26.5) 49(1.5) 1.38 -
unknown 150 8.1 3.5 | 1888 | 2829 | 662(23.4) 509(18.0) 911(32.2) 693(24.5) 54(1.9) | 1,67 -
origin 254 7.4 7.8 | 1515 | 3063 | 928(30.3) 450(14,7) 769(25.1) 858(28,0) 58(1.9) 1.3 -
206 6.7 9.4 | 1241 | 2979 | 897(30.1) 426(14.3) 923(31.0) 673(22.6) 60(2.0) 1.82 -
460 114 0.2 | 1159 | 2711 | 805(29.7) 415(15,3) 724(26.7) 724(26.7) 43(1,6) | 1.66 -
135 4.3 3.3 | 1300 | 3115 | 931(20.9) 458(14.7) 994(31,9) 692(22.2) 40(1.3) | 1.58 -~
88 127 1.6 | 1192 | 3024 |980(32.4) 426(14.1) 832(27.5) 750(24.8) 36(1.2) | 1.42 -
431 9.9 0.9 | 1103 | 2857 |877(30.7) 360(12,6) 900(31.5) 677(23.7) 43(1.5) 1.46 -
- - - 1037 | 2353 | 661(28.1) 332(14.1) 663(28.2) 696(29.6)  — - -
- - - 1455 | 3219 | 921(28.6) 570(17.7) 843(26.2) 885(27.5)  — 1.58 -
252 8.0 1.2 - - - - - - - - -
- - - 1246 | 2705 | 803(29.7) 413(15.3) 752(27.8) 735(27.2)  — - -
- - - 1317 | 2873 | 894(31.1) 468(16.3) 638(22.2) 873(30.4)  — 1.67 -
353 9,6 4,0 | 1152 | 2538 | 682(26.9) 409(16.1) 771(30.4) 640(25.2) 36(1.4) | 2.04 2%.0
314 9.3 5.0 | 1123 | 2376 | 720(30.3) 411(17.3) 618(26.0) 537(22.6) 90(3.8) | 2.6 3.0
7 110 8.0 | 1126 | 2476 | 711(28.7) 433(17.5) 733(20.6) 562(22.7) 37(1.7) L7 23.2
218 6.8 126 | 1468 | 3474 |1046(30.1) 528(15.2) 907(26.1) 917(26.4) 76(2.2) | L.72 6.4
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transport

Clinical Data Membrane lipids pg,/10° RBC Membrane Transport

. Na' influx |Ca™ uptake

X‘}gfﬂl g}}:l Rebe | b | 31 PE PSPl PC SM LBC |mmokes/Ln moles/ml

( )W% | RBC /hr |RBC /2hrs

+ +
Normal range I;‘{igg;gg }ggﬁg 1.020.5 };210023 iez?l zTgﬁ(ioogs gt (11019) % (4_?12 616 (25142) g11(+0 5) L29£0.14) 8.0£2.0
418 7.8 = 922 2180 | 735(33.7) 261(12,0) 593(27.2) 591(27,1) - 1.1 -
537 17.5 - 1194 2399 | 746(31,1) 348(14,5) 677(28 2) 629(26,2) - 1.85 -
436 12,7 - 1179 2516 | 775(30.8) 398(15,8) 684(27.2) 659(26,2) - 1.46 -
585 17.5 = 1085 2513 | 777(30,9) 392(15,6) 709(28,2) 636(25,3) - 1,87 -
521 14,4 - 1170 2488 | 776(31,2) 371(14.9) 699(28,1) 642(25,8) - 1,43 -
386 13,0 - 1176 | 2597 | 774(29.8) 410(15.8) 789(30,4) 623(24.0) — 1.41 -
Normal - - - 1000 2241 | 681(30.4) 336(15.0) 659(29.4) 565(25,2) — 1,53 -
control 345 12,0 0.4 1217 2599 | 793(30.5) 377(14.5) 681(26,2) 702(27.0) 46(1.8) 1,72 -
394 12,2 0,7 1234 2749 | 827(30.1) 445(16,2) 733(26.7) 717(26,1) 27(1.0) 1,27 —
407 13.2 0.4 1253 2692 | 837(31,1) 385(14,3) 727(27,0) 697(25.9) 46(1.7) 1,21 -
389 11.3 0.6 1174 2672 | 858(32.1) 377(14.1) 684(25.6) 713(26,7) 40(1,5) 1,17 -
- - - 1242 2639 | 731(27.7) 438(16.6) 723(27.4) 686(26.0) 61(2,3) 1.3 9.8
1154 2524 716 ( 378 (14 9 ) 697 (27.6 ) 655 (26 0 ) 4 (l 7 ) 1,50
+102(  *176| £50\t T49\+1,2 +1,3/ +49\£0,9) £12\%0,5, 10,24
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choline content in normal red cells treated with phospholipase A,.
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