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'Summary : Plasma levels of protein C (PC) and protein S (PS) were investigated in
34 children with mucocutaneous lymphnode syndrome (MCLS). These patients were
categorized into two groups :, Group A, aged from 3 months to less than 1 year, and Group
B, from 1 year to 14 years.

In the first week of the acute stage of the clinical course, both levels of PC activity (PC:
Act) assayed by A-PTT using PC-immunodepleted plasma, and Protac®, and PC antigen
(PC: Ag) assayed by ELISA, were markedly decreased; Group A, 42.0+13.8U/dl and
51.9+20.5U/dl, and Group B, 51.4+19.5U/dl and 68.2+18.6U/dl, respectively. The values
gradually returned to normal range after 3-5 weeks of the clinical course. Similarly, levels
of PS activity (PS: Act) assayed by A-PTT using PS-immunodepleted plasma and Protac®,
total PS antigen (T-PS: Ag) and PS antigen complexed with C4b-binding protein (C4bp-S:
Ag) assayed by ELISA were significantly decreased in the first week of the clinical course ;
Group A, 52.2+11.7U0/dl, 62.0+£12.0U/dl and 53.0+15.4U/dl, and Group B, 73.6+14.7U/d],
82.4+16.5U/dl and 78.8+21.3U/dl. They were restored to normal range within the follow-
ing one to 4 weeks. Free-PS antigen (F-PS: Ag) levels in both groups were almost normal
or slightly decreased during the first week of the clinical course ; Group A, 71.7+15.6U/dl
and Group B, 75.8+22.4U/dl. No precursor forms of PC: Ag and PS: Ag (PIVKAs-PC
and -PS) were detected by crossed immunoelectrophoresis.

Neither PC levels nor PS levels showed a significant difference between the patients with
and without coronary aneurysm, whereas the former patients required 1-2 weeks longer to
restore the lowered plasma levels than the latter. These results indicate that the duration
of the decreased levels of plasma PC and PS is important to assess the development of
anticipated thromboembolic complications in MCLS.
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Fig. 1. Changes of protein C activity and protein C antigen during the time course
in children with mucocutaneous lymphnode syndrome.
O ! infants from 3 months to less than 1 year

® : chldren older than 1 year
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PC—CIE DBZEIc B » T Vitamin K RZ 7\ L
HFHGRICHET % PCRHIRWE D PIVKA (Protein
induced by Vitamin K absence or antagonist) —PC %

BT AERERMLICEE, EFEIMEL D BEA~0 L
BEOE V- arc MHEETHZ LAAMBRTW5DT,
PIVKA—PC D HFEAERETR D fc d— KR IBIZ T 1mM F.ER
AN AREEIL T

1 R0 MCLS &2 (6 238) o PC—CIE #i3%&
WEAYBUTCERAR (TP ¢ BHECEITED
Tehvo fedy, arc EXEE LB CTRIEEAR D 1/2 %8
L. UBESLCEIHRECRERARLALE SR
AL,

1k o MCLS BE (250 OBADEFRBEEL
TEFHNR (55 & HBEICZELIRD IR 7o b,
1R BETIXIEE/NRED 2 /3 © peak & 7~3 arc
BEsh, UBEEELCE3RECREEERSYEL:
(Fig. 3). PS fiJf » CIE BRI IEF T A v v A3
BT oz slow moving 7¢ arc #7~3 Cdbp—
S: Ag LBfEMIc fast moving 7z arc /R F—PS:
Ag DEMED arc KHE L, Aoy AFETIRIEE
Wflo F—PS: Ag AWHE-RFEEA D arc DA DO—[E
ML BT LB TV BD, EHILCibp—S: Ag,
F—PS: Ag % ThZhBETHZ L2 HNE LD T
—RICICAEH V> T ABERINL Ihs - Te.

1o MCLS BJE (6 22 A) TREMRBEEEL T

B X

EFEAR (7R LR ZIEY arc © BEIE E b

FFRD DT, 88 1B Tl slow moving arc 3 X O
fast moving arc & HICIEHHIED 1/2peak B TH -7

, DRESFRBCRBERLEI THoTe. ok, IE

,%?L ¥ slow moving arc, fast movig arc & & ik
DIEH/NRD 2/3peak EE R L.

1L ko MCLS BIE (25%) THEWB%@L TIE
HANR (5% & RERICEY arc © BEIEICELITER
Dishotz. 8 17RE TlX slow moving arc ¥ X O fast
moving arc & ICIEH/NED 2/3peak B TH - b,
L& arc LR L CE 3RBIIBER LA &
fe -7 (Fig. O.

3. PC B X U'PS 0Z%E) L WEEIRSE & o BIEM:

TERE L, D=2 TRREFRE & Sh 5329
KEN4dm EDdDE Lic. Fi, BERGAE 6
mE EDd DX ERBIRE L L. FBFrl=a—T
SEEIRAE % D Te s o T BV 24 BICLIERHE 741, 17%
HEI76D, RBOLBEXIOFACIRARIE 446, 1HEULE
66D THY, >b 4l (1mkRME 16, 1EUES3HD
BERBIRELRD . WRELHE LA, PCEE
O'PS 13iEE, HRE D IARBICS CTHL M RER
DI te. Fle, ERBIRBICOWTH —EDMHE
R bRes ot (Fig. 58X 06).
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Fig. 2. Changes of protein S activity, total-protein S antigen, protein S antigen complexed with C4b

-binding protein and free-protein S antigen during the time course in children with

mucocutaneous lymphnode syndrome.

O ! infants from 3 months to less than 1 year

® . children older than 1 year
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Fig. 3. Crossed immunoelectrophoresis of PC: Ag during the time course in mucocutaneous lymphnode
syndrome.
A : a healty 7 month-old infant
B : one week after the onset of an infant (6 month) with MCLS
C : two weeks after the onset of an infant (6 month) with MCLS
D : three weeks after the onset of an infant (6 month) with MCLS
E . a healthy 5 year-old child
F . one week after the onset of a child (2 year) with MCLS
G . twe weeks after the onset of a child (2 year) with MCLS
H : three weeks after the onset of a child (2 year) with MCLS



Fig. 4. Crossed immunoelectrophoresis of PS: Ag during the time course in mucocutaneous lymphnode
syndrome.
A a healty 7 month-old infant
B . one week after the onset of an infant (6 month) with MCLS
C . two weeks after the onset of an infant (6 month) with MCLS
D : three weeks after the onset of an infant (6 month) with MCLS
E . a healthy 5 year-old child
F ! one week after the onset of a child (2 year) with MCLS
G . two weeks after the onset of a child (2 year) with MCLS
H : three weeks after the onset of a child (2 year) with MCLS
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Fig. 5. Comparison of protein C activity and protein C antigen between with and
without coronary aneurysm in mucocutaneous lymphnode syndrome.
A D without coronary aneurysm
less than 1 year{ A [ 4.0mm=coronary dilatation<6.0mm
& 6.0mm=coronary dilatation

O : without coronary aneurysm
older than 1 year{ ® 4 0mm=coronary dilatatdon<6.0mm
® : 6.0mm=coronary dilatation
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Fig. 6. Comparison of protein S activity, total-protein' S antigen, protein S antigen complexed with
C4b-binding protein and free-protein S antigen between with and without coronary aneurysm

in mucocutaneous lymphnode syndrome.

A © without coronary aneurysm
less than 1 year{ A [ 4.0mm<=coronary dilatation<6.0mm
A . 6.0mm=coronary dilatation

O : without coronary disorder
older than 1 year{ ® : 4.0mm<=coronary dilatation<6.0mm
®© ! 6.0mm=coronary dilatation
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Comparison of the duration of the lowered levels of protein S activity, total -protein S antigen,

protein S antigen complexed with C4b-binding protein and free-protein S antigen between
with ((®) aneurysm, (®) giant aneurysm) -and without (O) coronary aneurysm in

mucocutaneous lymphnode syndrome.
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