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Determination of the Mannan-Binding Protein in Normal
and Patients’ Sera by Radioimmunoassay

Nobuko Kawasakr, Mariko Yamamoro, Yoko TANAKA,
Kazushi Nisammura and Munehiro UeMuURA

ABSTRACT: In an attempt to know the physiological roles of the serum
mannan-binding protein (MBP), a lectin specific for mannose and N-acetyl-
glucosamine, a radioimmunoassay system for the human serum MBP was
developed. = Human serum (30 g¢l) was incubated with rabbit anti-human
serum MBP-IgG in the presence of human serum MBP labeled with *25]-
Bolton-Hunter reagent, and the separation of bound and free antigen was
carried out by the 2nd antibody method. By this procedure, ~10ng of the
MBP in human sera could be assayed. The MBP in control sera dispersed
in the range of 0~4.14 yg/ml serum at the 952 confidence level and the
mean value was 1.82 pg/ml serum. The MBP level decreased slightly with
ages. More than a half of cancer patients showed the levels lower than
1.0 pg/ml serum.  The levels of patients with lysosomal storage diseases
dispersed as widely as those of the controls. Total mannan-binding activity
of the controls which includes the activity of MBP and that of carbohydrate-
binding IgG was in the range of 238~4107 ng mannan bound/ml serum and
the mean value was 988 ng mannan bound/ml serum. The ratio of the
mannan-binding activity of IgG to that of the MBP varied markedly (0.1
~0.9). Some cancer patients’ sera showed markedly high mannan-binding
activity which was ascribed to the carbohydrate-binding IgG.

Key words: lectin, serum lectin, carbohydrate-binding protein, mannan-
binding protein, mammalian lectin, cancer, lysosomal storage disease,

radioimmunoassay.
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~vrviEaarvrsB (LT, MBP &g
T ¥R~ v viREoE< v — Ak
v A7 BOBEHFIER IR EET A< v ) —
ABBHNEN-T 2F A 7 a4 3 v FRHa s
RNCERE L, Ca* FET cohé #aT5
ik 2 v 7B kbbEi L 7 FvD—D
ThhH, CDF v AZBEIREL OBYRLED
2y, b RERIZUD ETHHEAEYO MFEC L
JESBERELT V%, v o 5 idbix vy
BOMGBFNHD 7 VT 5 v AL, Vv
—ABFO = VA b — v AR LT
WAl E, ZOERENEREIEH Sh, EF
EHICTHELER Lo2oHh 5 3B THL Y,

FE LT e bER XD, BUDT
MBP % HERER L, Z o4 MmE R IO
VI FVBEREEEH LA LTWAY, ZoX
VA7 B MR OBRMO SRS v
BThHsH C-FittEx v 2278 (CRP) ® 7 1
v A F P-pa (SAP) Lixfics, #HLwx

VA7 BETHHY, MBP 3 rofiaimk s

D, MR A LT & AHIEE oM fases gt
o~ v v, KERCHREANY v v - 28
R B LT x4 ik MiERc T
BETHLEREZBNRD, T TEEBIL
D2 R BhAEERNCRA U8 e
X35 AR SIG B AL IME RV ERE LY v
V- ABERC L AEERSBRIEEE <R E,
HERPERICOIEL L) 55O Tk
Ez, 404 Y, WEREBCKT 5 ME
ko) MBP o @jfexfi~% o L2 A E LT,
KA HIE Lic, UL, v bR,
MBP iz X%, Ca* {kEM o= v v 556
MDEME, MO MEFCIIZEALRS
nieh otz Cat JEREWD, 1gG Mtk
ko~ v F VEBIEENEET AP ), MBP
DEREERIIEC X v 1775 & L ARAJEET
BbHZEDbhol, £2T, mEH0, Zh
b2 BOREEEEY 5 LT, MBP %HREY
ICERTHIED, ¥ T MBPOS A1 240

7y A (RIA) ¥xHEZ LI, ZhickD,
ADOPABERIOY v Y — ABEXBIEY
il &35 AR E A R RE B o mEh D
MBP ZoZgha -, @EEmEorh sl
WIsz sk, mEyvsFvofsiny, &
AL B R OB R il AT,

REMBETE

1. SKEERHR

D B~y r ik sSvER (P =vs
BERFT¥H) X DS L, Sephadex G-100 &
DEAE-Sephadex A-50 w7 m—= 2757 4 —
T DMLY,

2y vomEraA s v (BSA) (Fr. Vi
OHERD, X000y ¥ 1gG 1 Miles #:(USA)
Lh, v¥FHyF IgG Hifk dgG @) 1k
MBL % (B#A), Na™l 3 Xot [(*#1)-Bolton
-Hunter 3 #&i¥ Radiochemical Centre (Am-
ersham, FE[E), Sepharose 4B, Sepharose CL
-6B, Sephadex G-25, Sephadex G-100 ¥ X
¢ DEAE-Sephadex A-50 1% Pharmacia %
(AT x—=FV) IhThZhBEA LK,

2. Sepharose 4B-—< v 5 v o 3l

BrCN iz X b iE#:{t L7- Sepharose 4B i<
v RBEER LY,

3. e tmiE MBP 55

TCRFEL LI HEP I X v 5o Te, 37
bR E S — i (1, 000ml) % Sepharose
AB-=vr v s sk, g Catr kE
WEFR LT 74 =T 420= b 057 4 —
(AFC) &, Sepharose CL-6B @ # v A1z H
W, BRI, RIS — o iR b
(1,030pg) %G1z, o K% MBP Ry,
RIA @i\ C, BEEBAUR % L O JREEabUR (B
BEHE) & LTHW,

4. ¥ie +iiE MBP-1gG ofEsl

b M MBP %, v 1 EHic b, 100pg
T, 4EFWNEH Licob, BohichimE
Y, WEE7 v E=v AL AN, DEAE-x
A —ANTARIORERL, IgG @Hig &L
¥, Z ok Ouchterlony ¢, F#l MBP



JNgeT, fili: v g~ v viEE s v 2 Ho RIA Kk B8R

EH—UWRERR R R L, WE MBP o< v vig
AfEEZ e R L,

5. X v 7B o Bl

D I v v O

Greenwood B2 D HFHEICHEN, 7mv 5 3 VT
VT, Na®] (1~2mCHic L s~ v o
v BB U-#%, Sephadex G-25 % 5 4 (1.0
x30cm) THHE L, Bohnic W~
F v O HHEEEE 1~3uCi/pg THo 1o,

2) BI-gEEE MBP o4l

B R Bolton BODHEWC fotz, ©
ko MBP 15 pg (0.5 MNaCl, 2mMEDTA
a1y 0.1IMA 3 £V — LIRS E W, pHS.2
D 50pl wwysfig) %, [(1#1]-Bolton-Hunter &
#  (N-succinimidyl 3-(4-hydroxy 5-[1%]]
iodophenyl) propionate) ImCi &, 4C, 2 M
RIRIG & &8, 0.2M7 ) v 0.5ml fnx
T, RIE & FEER L, KIGKE % 0.5MNaCl,
1mMEDTA, 0.1%Triton X-100, 0,2% €35
F vk Eip0.02M A 3 XV — L HEEEER,
pHS8. 2 ¢P#5(k L7z Sephadex G-25 (1.2x
20cm) H T AV, BE ORIEY R,
Bohiz WI-EEHx v A7 Bigk, RIZRT
X 51z, Sepharose 4B-=v Fv o /N H T A
(7 1.0mD) & AFC T, #8Lic,
T b, A 0.5MNaCl, 0.05MCaCl,
0.2% €5 F V& 0.02MA 3 &Y — Lk
EEE, pHT.8 T Lich 5 & hid,
75 AHFEEIETHRE L, X b 0. 5MNacl,
0.05MCaCl,, 0.1%BSA %47 0.02MA 3 &
Y — VHEREEWE, pHT.8 THEMEL, WKiC, ¥
5 AR kES Ui 25]-fa% MBP % 0. 5MNaCl,
2mMEDTA, 0.1%BSA # &34 3 £V — 145
FRREMW, pHT.8 THM Lic, @Hhicfh
O W SHEL 4puCi/pg TH T,

6. < vIF VEEEEEORIESE

TR FEDTHE Lic, BBk o
L5 Ths, mEEEMERRIGK G0mM b

Y AfEFRAEE W, pHY. 8, IMNaCl, 50mMCaCl,,

0.1%Triton X-100, 0.6% BSA) 20041 i,
s <y v (L5pg/50u) 35X 08 StE

BB 0S4, BF 30pd), Kemz &R
500pl & U, FERCISHHE L, pH7.8 ofy
FbiEg 7 v & = 7 23 500pl 2z CRIGL &
1L, BE 2 v A2 e L Plw v
B S, R AR XD, T Ak
L (v y r=vEE, 72 v—F GF/C) ki
SHEL, F—rF V=BTV A —THB LI,
TV bENERI VG v B R
WISRIZ X D PEL, SPEMEL D2 LT,
Z OETRE, SHEHEERD 1 ZRETH - 1,
WEEEM: 1 unit 13EE L Wl-=v v Ing
EER LI,
7. MBP o RIA 12X 3EE (F1ER)
ik & fE A UcBEgbis (Bound) ##4 1
hroteb o (Free) &8+ 555 (LI,
B-F B Em4) 2k ko, WI-
Beak MBP 10, 000cpm BE GHE%hE50% &
LC# 0.01xCi, 2.5ng MBP w#824) # RIA
B7 7257y 7228y vRBREC AR, EiEl
A O b ok, FEEEH MBP %0~250ng
OFET 6 ~T7 4, B¥E 2 Tz, K,
MBP % i\t (Sepharose 4B-<=v +v 4 5
AD AFC X n) @EE 7 - 1Ml (Lo
LEDBRED 2 FRIATS) & 60l
Mz e, BEmMEHORBRECILZ oML
2T, Bk 30pl iz i, T
b b MBP-IgG GEL1Hi4) &z, X<
B Li, 752 LT, H&EORYIE, IE
W OGERE) vy IgG i 2 b O rFl
L, FFERIEAEY R, TUE, ¥i6 F¥
IgG oFFuciThd 5% BSA #4541, pH
8.5 m0. 13M* vEEE R~ A\, TXTER
HIE & Uiz S%BSA-+ RSB AN C,
RIGH &R E—EC LD b, BEEMEROE
HABEIR & o8 Q4rpm) I By o, 4C
T20~24 BEIRIG & v (BRI, Wi,
EEEMTR, 7 2 S LGRS D T
te, 3,000rpm, 543, 4ACTEL LD D,
ChIEF » VY —2 v BELCER Y+
IgG (0.02%) # 200g] fnz, X <#B#HE, v
FH oy F IgG fifk GE2 54 20pl 2z,
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2HUAREC X% e M NE MBP ofE#ERIE SR

Standard (Cold MBP (ng)]

Blank Sample serum

- 0 37.6 75.2112.8 150.4 188.0 -
125]-MBP (ub) 20 20 20 20 20 20 20 20
Cold MBP (18.8 ng/10 zd) (ul) 0 20 40 60 80 100 60 0
Serum* (ul) 60 60 60 60 60 60 60 0
Sample serum (xl) 0 0 0 0 0 0 0 30
Rabbit anti-MBP-IgG (0.0004%) («) 30 30 30 30 30 30 0 30
Normal rabbit IgG (0.0004%) (ul) 0 0 0 0 0 0 30 0
5% BSA-borate buffer (pH8.5) (ul) 100 80 60 40 20 0 40 130
Total (ul) 210 210 210 210 210 210 210 210

4C, 20~24R§R] (B8 1 RIE) EREEMREE 5 8
Normal rabbit 1gG (0.02%) (ul) 200 200 200 200 200 200 200 200
20 20 20 20 20 20 20 20

Goat anti-rabbit IgG-IgG (ul)

4T, 1 (2 K
S,J,OOO rpm, 15min (4T)

]
Ppt

195 BSA-borate buffer (pHS8.5) Tk

3, 000 rﬁm, 15min (4°C)

l
Sup (12°I-Free)
% ; AFC 1w X » MBP %\ 7z serum

THIZ X S EHE, 4CT 1R, #HE L,

Z 0%, 4C-T, 3,000rpm, 154fEO LT,

G A TR X, iSRS Uie, THBR
11 1% BSA-+ v Eafgfiw, pH8.5 @ 0.5ml
T, REESECGROGEL, RE (GRD

#1EIROEE & Lic, (LB (*I-Bound)
L k¥ (®]-Free) offiexrhEht —+
Hv=h v x—TiHE Lk, Total cpm vzt
4% Bound cpm (75 v 27D cpm % # L7
Wich ) 0l (%Bound) ke, izt
JEEE MBP b LC A = b L, EEHEfER
¥, Zhic X bifkho MBP 4Rk,
8. &V RIEBEDOEEE

Fluorescamine # f{ \» 5 BXXEE X v,
fEfh BSA EF#EL LTER L,

9. {HRREZ

15 o AHHERIGE ik Packard 4 — 4 v
~#»wva— (PRIAS, CGD240) #{#HH L1,

|
Ppt (*%I-Bound)

10. R
DABEBEMFBIE ALY —X ), HE
EEABREERSEME L, HITKEREZER)
BELL Y, RkshicdborHuvie, BEEm
WHELTUE, KEAEREEHE Y 2 —BER
I OREL O Wb DR XU AR
BRE M E IR F LB E B L O OHEN D
ORRIMIC X 5 & D& VT,

& ES

1. RIA x5,
SO ARz Y RYA
MBP @ RIA 12 X % EH#RER TSLT5
72T, DITFO X 5 ERELKRE L,
1) MBP o =] = X % E#%
MBP 3EoFEL v A7 BCEHHECE
o> TIHERREL, HEEERG-CT, TE,
7 w3 3 TEETHE, Na®lcE#@E, RitE

b b o MBP o R



NS T, b e M= v VR F v 7 Bo RIA K X 37EE

LA BRI OR D IBRID F =~ v OFRIMIC X
DTk 5t d BE Licss, Bohie WI-EER
MBP 3HifEBRC B\ T 0% U ToMEE
R, BEEAETHO AT Y FHAKEHEW
FEILE b iads - 1z, ®1-Bolton-Hunter &
T X BB, ERSRILDLD, Bbhi
BRI ERE RS, FURREIT0%
BERELE: (K151,

2) H1hikE

e 10, 000cpm F21E (2. Sng » MBP
R B RT, FEEEESTIR AU Lg\
D, #1HE (vrFhie b miE MBP-IgG)
FRMg A RS (K1), PiasBR (0.0006%
L EoFifkmm) T, PI-ER MBP 13.89~92
BV Lic, FFZimi 300 © MBP &#iHH
(20~200ng) DIEEEFBIUEOTINC L D, Y
BEAORDLNEELHiFOE L LTI, FHK
(2,49 % v < 7R D6, 00057 F 30pl 233
WMTho Tz,

3)  MmEHEmOE

2 itk gE, MiETh OB E N DIE
HBANRTC L -, BaErPEYTT52
ENSNT EREIBRTWEY, LT,
JEEHBIR O FHRRFIDO B X - TR U
#Eth#5 &, Sepharose 4B-=v v AFC 1@

X, MBP %R\ 7o E 7 — v i 2 an
LCfRSL Ui fEE g & g Le (M2),
EORA —TEHICHEEE S X 5 B’
LR, WEZENRORIDT, EiElh
MIERE X 0B Hmm LT, £DF
amiE Lo,

4 1RGO

2 RnorEE—E (1) LT, 5
1REOMMY 1H, 28, 4ARIC9AL
T, HEEVHELE (®3), 77v7
EERFRCOWCTES Ui, B3k MBP o2
OEE,  THICIFER MBP, 5%\ ik
BRI ULSE, WThoBa S RIGHFE
1 HTRIFPFHCELTWS Z Lo T,
5) #2yitkE

0.02% TE# v+ 1gG 200p] witT 2582
Bk (v =50 ¥ 1gG-1gG, HifkifilOmg/mb)
DEX 104, 204, 404, 100p] L& 2T, &
GREEVHE L (F— 240, 10pl Tikitk
DL oD, EE S DI DT
W E A R T hH - 1o, 100pl Ci27 7 v 7 {8
n20%w ¥ T ER L, JEEFR MBP o@ngED
Tl X EaR0E e s, BF &
BEDWIEC M T MG DR, R R TER
BORL Vo7 20p] HERELE Ui,

1

B/F '25|-MBP
O — N WA 000N o W o

10 5 | 0.5

0. 0.05 0.0l

Anti-MBP antibody concentration ( xI0=3 %)

1 1 HAEHERIbR
51 itk (2.4% & v < 7 EE) %2,000, 4,000, 8,000, 16,000,
32,000, 128,000 &ML T, MENER (X12R) i
B/F ; BI-F54 R (bl & WL (B3 okt
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T T T L T

100

90+ 7]

80} .

% Bound

0 50 100 |5lo 200 250
Unlabeled MBP ( ng )

i 1

B2 RIA k% MBP EgExEhg

—O—; FEE# MBP 0 F R O 20 L % EHE
B (bR ELIZRLCED)
@ b b E (MBP 2BRWTHDLD) %

TN LT DR EEMR

6) 82 RISDIRERH

1 RIGORME —E (4FED) LT, #
2RI 1, 2, 4WEREAE(LXE, HBEEY
FWRIc k2 A, 1 HETPREECE LT (5
— 2 EHE),

L kot ofER, MBP o #AIERE2E
1o7mba—-ARR LY 5CEDT,

COEMT, JEEBHIRELY I VRO RE
BRT0%EI%, FHENESGE (Fov2) 1k
2~3% Thotz, ZDFT, 10~200ng o
MBP (f£5 AmiBEic UGl 30l i)
DEBRMTERSTE & 7o fo, BEREMBITIE
HIRDID, LD 1 HAHER 1SR L, E#E
Mo EmD I WEilA O E&E G0%LLE,
20% LT D %Bound) iR LicHifkicowTit
RAEY A 2 C, BElE L, 1.8pg/ml miE
DREFEFEMNFEE AT, 8 BREIEDLEER

60}
_O‘\—ﬁo

50|

40t -
- — .
c M\ﬁ
g X
D 30}
R

20}

10

) 54 3 8 10

Time of the first antibody reaction (days)

K3 1 KEORMOBRE

—O— ; WI-fEx# MBP 020 ER

—@— ; WI-jm3# MBP+JE#Ea MBP (113ng)
DOREFR

—x — ; 1511k MBP +fEw & i (50ul) o fl
EF

¥ (coeflicient of variation, C. V. EB3) 1%
1.7% ThD, ZPHDTRIFAREBEFBELYR
Ui, %o, F—0kE, JEDNy 7L,
a2V br—E LTHEL, ZORFOEIEME
kb MBP %% Licst (HEFHK), C.V.
116.5% THY, XELI-FEREIEOLNRL,
HERE O RERBEOHRROEREL T &
HBHELUTDL S TH -1,

D A OBRE & mkRAF

MG HEE, 1 BARRAE Lcliks, —T70
Tz 1 BoRfsss, B LicBikicoune, R
i MBP B ll%E Lichs, ZZRbRIishoT
(FE2), ¥, B -T0CIBEHL, 3HHE,
7THH, 118 H, 18H B LT MBP &%
WE Lichs, FERE ORI GRifsE, 3 5
TMmESHEL, ELClE) OfEHELT,
B RO, BN R O BS R E ek
LTCRARETHHZ Eaibhotc (83),

2) KD BRALRLAT

MEx ~70CHEEL, 1O LD L,

— 29 —
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F2 BAEORERELFHILAROKLE

MBP
B =  %Bound®  (ugml serum) _
1. 4T, 24h 43.9 2.17
2. 56C, 45min—4¢, 24h 55. 0 0.95
3. —70C, 24h—1 [niFhf7 45.0 2.01
4. 56%C, 45min—>-70C, 24h— 1 [EIFELHR 57.1 0.74
5. —70C, 24h—>3 EIEERR 44.0 2.16
6. 56°C, 45min——70%C, 24 h— 3 EIHEELMH 58.0 0.53
R ERENE, WENER (R1ER) iR,
* kB 30 ol 247 % Bound.
RI BEORBEREREOME
MBP*?
o R %Bound*! (ung/ml serum)
1. 2avbpr—n* 46.8 1.87
2. —70%C, 3 days (1 [EIFEER) 43.6 1.78
3. —=707C, 7 days (2 [E@ELfR) 43.5 1.80
4. —70TC, 11 days (3 mEigk#R) 48.0 1.64
5. —70%C, 18 days (4 [AFL®) 40.0 1.96

CUTFhOEENE EENER (1B L) ER,

*. #ufk&E 30 4l %7 b o %Bound,
%o, FOROREME D, FHEHIIH,

*3. Rk, 3R mES ML, EbcilE,

3 [EEASRLE 2 < D B Lcd o onWT [l
WCHIZE L MBP Bieziz Abhich - (£
2), BRI T X OBIAREbRisnC &k
ERBRERRCOWTOBERE»S LRI
(#3),

3) AR IEEIL AL

56°C, 454 FIFRMEML LicimniE» MBP &iis
B BUSEEOVGThOBA L, JEEME Loy
Lo MBP Bo40% il Lic (E2),
F1, FEEMEMBRBREMMEO S VIELTE S
i~ MBP BB bhie, B X b,
PR EDRIEEPMET T2 0 EE2bND,
4) IR L mE o

B~y v s LTREtEh bz &
MHBHDT, A—EEL LM LK%,
Mg &~ vinmigc s T HgiL, MBP
BB LIcL s, @EXRDRE, -T2
E4),

M Eko#Rekox, BakmEzdemed
I, —T0OCTCHRE LK,

4 M E A~V VRO LS

Btk 9 Bound* (%%ZL
LA MmiE 33.0 2.92
k3 32.3 3.03
HEEB M 33.9 2.78
1M 34.7 2.65
fEHEC MmE 42.0 1.84
it <4 44.7 1.58
Wb EEIE BEENER (R12R) X
h B,

* aff&E 50 ul Y79 o %Bound,

2. RIA 12k % BEIME R X O % F s
» MBP n%Es
MBP (38 M2 B0 93 A 0D o A ph Py
Wkt 3 5 R ENBTEIGY B b3 DTk
e EEx, FV VY —aflmEvhheET s
BABERMATECKS\ TS MBP Biefi] b
DOEERRLRLD TRV EE L, M A
B MG 105 Bk, 0 AR B R B
BawEIoWT, RIA X b MBP BE3%
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MBP determined by RIA ( ug/ml serum )

0. 2 4 6 8 o 12 14 [3
(A) '
Normal thedupil: ..
Lysosomal [gu oo - . .z .
Disease
Cancer *Wf . .
'25)-Mannan bound( xIO~3units/ml serum)
0 2 4 6 8 10 12 14 16
(B) .
Lysosomal |, .. ... . ...
Disease
Cancer é,ﬁﬁ.gf..g-gi-z- Teodo ey o2 P P . ﬁ..a

4 B, HAWHNBMRTESRES JUABELG RO MBP B(A) &< v r vEAEE(B)

MBP £13 RIA ©X v &8,

B LOELEER),

e FIMH (o) BIOEHME (5% EHXE 277, (MBP BIZIESA,

EHIIHRTERSME LT hThERD),

LT, Hlsatorew, [/ ek

<V VEEETER L SR v OB SRR T (ERBE

~vr e

FHLUTOMEYRTDOM50% L Ea EdTuwb

OWTATER L, M4@ard X 5, % DNEFEEN) CThote, VYV —AFR DI D,

FimER o MBP X2y b RIS id s Lic
Py, BT 5 & LT, FiEE (L EEERZE)
i3 1.82(£1.16) pg/ml MG & 7c-7e, FT,
Z OFEGET I & I, T Ted B
Y vy — AREFT B
b Y & [RIRE DS IR A e

Bxs Uiz (R5@),
BV T,

1loHTHS

7.5pg/ml I % 73 ok Sanfilippo JE (Vv
v — AR X D A 2 SBEERRE) ThD,
A BE R 8 3pg/ml K% T O ENLER
MATH-Tc, &L, FRLEAY VY — AT
BUMAMTHB L&, MBP ofnsx%x
Hire b EHRN b Ich B A,

L, MBP OEHMEL, @FEZFOFHEE 0T, COMCOVTHIBEPHALETS
+ 2HEREE L LT KbT L,

M T H 5 73,

)V Y — AR BEG A5G
OB L D S OD 6 FIFHE LIy, 5
tEEE T O TIERL, —EDHLIE
LRV I ok oo, —F, DABRZ MG
DB LD EF&EFEAZ#E 2 2 DL 31T
ot & UUEMARL, lpg/ml

0~4. 14 pg/ml %,

4~50bH%

5 CHABAENRHREE &Aoo MBP
BOTF—2%RLI, 205,
B (Fabry ik, GM-# v 7 VA4~ F—v A,
BIOHT 7 b F—¥, v7TIX—-LLHic
ETFTLTWAHEE) ©onwt, MBP Bosgf
FEH L TALOBK6WTHA, F—EEN
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MBP determined by RIA ( ug/ml serum )

Age o 2 4 6 8 10
T 1 v T T
(A)
10—20 -.!:. e I R I
2|_3O x X oo i.
3|_40 es o o sen
a)—s0 |i+c er -
5| — e e s
125]-Mannan bound ( xI0~3units/ml serum)
Age o 2 4 6 8 10
T T T T T
(B)
|o__2o --lui:--bi-. . .
Dl —30 | 38 e
—
31—40 | =kt
41—50 | =t -
si— | ¥
5 FEAc-EEmEEo MBP B(A) &< v v#EEEHE(B)

ERETR 4 OFH L AR TH S,
—e—; FHHLFERFEL D LD T

THEWSHEBAE R L, —EDH b, nEm
HERWE SR T,

3. BEMER IOBRELEMED < v F VS
Ei D Bl

RIA wx s MBP oFER L ¥iTLT, *h
ZHOBGED ~ v F VGEERERRE Lic, &
HiEd Car fkiftko MBP disko & &,
Ca?* JEtkfEMD 1gG HRDOERY b ics
EHEE TR LTWS, H4@mT X5, @F%
FEMBFCRT S~ v F EEAEEY, SEER

SRR L, SESEE 988 units/ml MiETH
ofc, Ei:, ~vFVEATERES, MBP B
FIKE, b & 36 i d e WAME I AR L7
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KT, VvV — B O RS A TE ML
WEREREOR A MEHEYRL, &ICHDL
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x5 HEAWHERBREERFZFOMEFO MBP &L <vr viamEs

MBP determined Mannan binding activity MBP/MBP +1gG
Disease by RIA (%1073 units/ml serum) (%
(ug/ml serum) MBP +1gG MBP*

Fabry 0.34 0.51 0.04 7.8
0.18 1.37 0. 005 0.4
0.77 1.50 0.10 6.7
2.78 1.20 0.36 30.0
0.23 1.01 0.03 3.0
Galactosidosis 0.36 1.41 0.04 3.0
{Sialidosis 0.27 2.74 0.03 1.1
5.15 1.29 0.67 51.9
2.78 1.02 0.36 35.3

Gaucher 0.35 n. d. 0.04 —_
GM;-gangliosidosis 2.26 5. 65 0.29 5.1
2.18 1.34 0.28 20.9
3.74 2.24 0.48 21.4
4.47 4.22 0.58 13.7
3.39 0. 48 0.44 91.7
B-Galactosidosis 0.32 2.24 0.05 2.2
Hurler 0.49 2.06 0.06 2.7
I-cell disease 5.50 0.46 0.55 119.6
MLD 0. 60 5.20 0.08 1.5
Sandhoff 5. 80 6.15 0.75 12.2
Sanfilippo 7.54 5.96 0.98 16.4
Scheie 0.39 3.27 0.04 1.2
0.47 6.00 0.06 1.0
Tay-Sachs 3.60 1.04 0.47 45.2
5.51 0.89 0.72 80.9

n. d. ; not detectable.

* R MBP o x v s Mo b oA GRS 130 units/ug ThHDH Z Lk, MBPR XD,

FHEIC & Tk,

IEEH (5% FEXME) », 238~4,107 units
/ml MEx B2 5HENEERD8% % id, &
D 5 bDFM50%E, EFHED 2 5L Losdn
R LI, BfExX R L2290 55, b oD
it A (801D, atkEHMEAmE (5 D),
HA (460D THot,
REWWEWT, VYV —rFOBEER L
X5, MBP B& &~ v vHaEREDH
i, MBI R bhichot, T0 T LTS,
PABE OWE bR T, MBP & BERAH
IgG I E\IHSI LTI L TWA EE L bR
b, W, MBP HsED~ v vEESTER: & 4

=V VEEEEE (R LUCRESTER, b
H MBP fisk #&7EM: +1gG ik #5414
DR DI, Ik, MBP ko~ v v
HIEME, B MBP GO X v 2 Hleho
HAEATEN: 2%, 130 units/pg THB Z L &,
RIA wwX vkt MBP Bépb, HEKX
DRI, THWRT XS, 2Dz 1~90
% ERELET LI, Elo, LEEEMEI G
BEE, BEE BABRE VYV - AREE
DWThOBMAETS, 2EAEDEE, G
DGO X5 2 EAVHB L,

—7F, 1@l Lastensy, I-cell fEic s\ Tz,
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MBP determined by RIA ( ug/ml serum)
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X6
TEEEIN4 OBRWEEFAETH D,

T OETEEIIIZ LA ETT MBP sk L,
IgG PG ETEESBE S hieh o ke, GMy-
HY 7 VAV —RAD 55 D14, Tay-
Sachs JED 5 LD 1 A o h ERIBED & — v
R LTS,

B mE o, MBP &, fS&aEks
LIFEHOEETRT L DR\, SREETEE
Fic 5@ 5, MBP ko EAEROEIGEZE
W5 &, FH20~30%TH- T,

% =

mEd o MBP i2)jfiEo MBP &, 4531
R, HEDBNFEIEREDOETRES O
D, WERSERERM, 7 I EBER, v ==y
FOSTFRELEDHE TR ONT, HE
LSRRG E 7m0, I MBP xfifay o
FHENIERCHEE L, FEx v o2 BHoR
PR B A i LT\ B 2 EAVRIBI R T
WABY, I MBP @BfED L -5, HF MBP

B A EEREE RS REFEO BAMEPO MBP (A) &~ v 7 vHiaHERL(B)

D5 HD—EWHINL DOID T a x>V TG
IhEfisghicos, mMERCGWBIhED
Tl &2 bh b, FoLHEREC
DWTULELRHASLACER TV, UV Y —
AFED DY, a-<wv/vE—¥, B-FIF7 L
VR —EEORIBIETH D [-cell iFizou i,
Neufeld &3 BF OB ERMEMAE A7
EEEL D, VYV —aBEEOY VY — 2N
~DRTEL T, < v/ —A G-V YEETERN
v FVvhEBRLERYRCL WS Y
e LTWwWsh, L, TV —A
6- Y VEERHEBIIITHE TIRBEAE LTV T AT RE
VPSS L, f4oT, MBP 24 LT3 40
CEbhD, MBP 1 a-~v ) v & —¥, B-
TNy R = F—Rig g v — ATEEREE
ORER VAR IBTHB )Y Y — ABERITEE
FEAR S > TREETHRD, VY Y — AREH
3% MBP o b0 G Bk A S 7oh b,
L L, BEEEEABREFEOCHREIN DL,
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T oI BB e o e b oo, MBP ot
BhTOREERETS X 57, VbR
ELRE o T,

e EmEEo MBP 204 MM 7e
MRS, o SEBEMIIEE L LTRHWIRS
WA, =7, Al B0 AN BB A K LT
WHEDTRIELHEELDRS, ¥, HAR
FoMmiEdo MBP iy, EFR&HEO 5 BTH
EBEZXTTHDORE o 1hy, FOERICOL
THARWTHS,

MmiErho MBP %, fiio Ca*t fKiFi: o BEmM
DEEESYER v 2B ThHD CRP = SAP
LRELBLDOTHBENY, HE, MHABEM
HreowTik CRP ERRIESRTWH A, &
&, MBP kX0~ v VBRIV
AWM Lishote (F—2R8&9),

i, DNABEMBOW DM WT, <
VT VS EIEMED I B ism A R Lic, RIA
2L »C MBP o8 REVERSTHE & 1o - okl
F, MBP Hskofi Gl &, Ca*r JEKFED
WamEE o35 2 ERNTE, ZhBDER
GREEIME TR WTE,  Car JRkAFrE oiGd:
MU T WA EPHB LI, 20, BED
{ heterophile 7gHRILEkEH 2 Bh >0
Lorm, SEEEEN 1eG »2KDIRE L it
DD E S EBRFETD Z LIXE b THLE
BHbHZET, SEOFCLWEHRETHS,

= 3|

g v 7 v OEEMERE O FIR~OF230
DERBDIDIC, EFRBMNEEE LToRA
DR XHE D L% BE LT, miEdo
MBP BEx#HRINCERTH Lo TE% RIA
ERTESL Lz, & by (304D %, #°1-Bolton-
Hunter 3Fiz X b, [-{Z3# 17 MBP L3t
<, voFHe rmiE MBP itk dgG) &R
JGERTDD, 2HAFRTB-FHEE LI, 20
MERZ XD, e bfiErho 10ng Bl 1o MBP
DEBMEX L, EEARE LT,

{8 M1 © MBP i30T b RIS 43 A
xR L, £OPRME (XEERE) 3, 1.82

(£1.16)pg/ml 1 THH, OfEE ks
Hi P BT A AR R LT,

ThIR LT, BABEMEFO MBP &t
1.0pg/ml MELT OEMERTRT S DA, $950
Gk Gbte, VYV — AEERIBEYRLET
HHEAEENRBREEREO MG+ MBP &
TRFEEOGA LHBREQR S MEEY R L,
—EDR Lo BT R ek o T,

—7%, MiEho~vr v EETEERT, BES
TR 988 units/ml mE<ch b, IEH
T (95% EHEXRED 1 238~4, 107 units/ml
MEFTH -7, DABBEMFBEIT R TEH LD
RO ETEEY T T 0248, EFERAY
Bz 5 bDONBLH DI, < v ViEETENE
Wik MBP wwiisk3% itk &, BERS A 1gG
kT 5 Cat FEERE®OEED = >D 5 A
FOLDONREENDN, ZOEEOHIT 0.1~
0.9 ERELELB L, ¥, EEAEELR
FTMETIE, BEAEDHE, LG HoESTHE
PEDEII L CWB Z ER Bt ot, D
ol M AEoIsG RloRIE LY
B85 2 hmm L,

a4 5

HOBEABRTEOMEY JRET IV E
Ul R RFEE /N BB R 2 5k L O
DA BEMES CRET I LeENA R x
vE —FEEERCER LR, e,
HHIME 2 DRIET 2 & U E k2 p R i
Brvsz —BEROHACHBELELET,

ARWRZE D — B B R F RS R TCRB A
Vv HE—IZRBWT, {ThbhizbDThHS,

AERFEE SR AR S BT T e AR T AR (2) R ) 4
(BBAN58, S9MEE) B X VE 3 E=y VLD
T3 D BFFRIEN) I BRI & D BB & i) o
LDTH5,
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