










Table 1. Demographics, treatments and outcomes of Kawasaki disease patients 2003-2014 
------------------------------------------------------------------------------------------------------------------------------------------------------------ 

Group A          Group B          p-value 
------------------------------------------------------------------------------------------------------------------------------------------------------------ 

Number of patients              1487          220 
Sex male : female              873 (58.7%) : 614 (41.3%)  137 (62.3%) : 83 (37.7%)   0.32 
Months of age at diagnosis, median (range)    24 (1-198) 24 (1-162)         0.50 
Febrile days until diagnosis, median (range)    4 (1-16) 4 (1-19)          0.39 
Disease type: complete : incomplete       1158 (77.9%) : 329 (22.1%) 174 (79.1%) : 46 (20.9%)   0.68 

Treatments 
 Intravenous immunoglobulin (IVIG)*     1309 (88.0%)  199 (90.5%)    0.30 
  The response rate of initial IVIG      1087 (83.0%)       127 (63.8%)        1.8 10-10

Corticosteroids              37 (2.5%)   20 (9.1%)               3.6×10-7

 Infliximab**               34 (2.3%)   28 (12.7%)     1.1×10-14

 Plasma exchange              6 (0.4%)    6 (2.7%)     6.3×10-4 

Clinical outcomes   
Coronary artery lesions (CALs)***      24 (1.6%)   24 (10.9%)      7.0×10-15

------------------------------------------------------------------------------------------------------------------------------------------------------------ 



Table 2. All patients suffering from CAL for more than one month after the onset of Kawasaki disease
------------------------------------------------------------------------------------------------------------------------------------------------------------ 
Pt  Sex Age  Days of Type  Predicting scoresa Times   CS use as   Treatment courses        Coronary 
No.   (mo.) 1st Tx     Gunma Kurume  of IVIG  1st or >2nd   until the resolution of KD     outcomeb

------------------------------------------------------------------------------------------------------------------------------------------------------------ 
1  M  39  3   com.  7  2 2    1st    IVIG/PSLc IVIG IFX     CAL,  9 mo 
2  M  60  4  com.  8  4 2    1st      IVIG/PSLc IVIG/UTI IFX    CAL,  9 mo 
3  M  35  4  com.  9  4    3    >2nd    IVIG IVIG mPSL pulse IVIG CAL,  5 yrs 
4  M  41  3  com.  10 5 2    >2nd    IVIG IVIG CS        CAL,  8 yrs 
5  F  25  4  com.  5  4 2    >2nd    IVIG IVIG CS        CAL,  5 yrs 
6  M  77  5  com.  6  2 2    >2nd    IVIG IVIG PE CS      CAL,  5 yrs 
7  F  10  11  com.  4  n.a.    3    no     IVIG IVIG IVIG UTI IFX  CAL,  5 yrs 
8  M  47  4  com.  6  5 2    no     IVIG IVIG IFX PE     CAL,  3 yrs 
9  M  6   6    com.  2  2 1    no     IVIG             CAL,  5 yrs 
10 F  13  14 incom. 0  0 2    1st     PSL/IVIG IVIG        reg,  4 yrs 
11  M  4   2  com.  3  2 2    >2nd    IVIG IVIG CS IVIG/CS   reg,  10 yrs 
12 M  4   4  com.  6  3 2    >2nd    IVIG IVIG mPSL pulse    reg,  4 yrs 
13 M  11   4  com.  9  5 2    >2nd    IVIG IVIG DEX       reg,  3 yrs 
14 M  108  5  com.  6  4    3    no     IVIG IVIG IVIG       reg,  4 yrs 
15 F  48  6  com.  4  3 2    no     IVIG IVIG          reg,  3 yrs 
16 M  27  4  com.  2  1 2    no     IVIG IVIG          reg,   4 mo 
17 F  78  5  com.  6  4 1    no     IVIG             reg,  2 yrs 
18 M  73  5  com.  4  1 1    no     IVIG             reg,  8 yrs 
19 F  70  4  com.  5  4 1    no     IVIG             reg,  5 yrs 
20 M  40  3    com.  6  2 1    no     IVIG             reg,  1 yrs 
21 M  29  4    com.  2  1 1    no     IVIG/UTI           reg,  1 yrs 
22 M  6   19 incom. 2  2 1    no     IVIG             reg,  4 yrs 
23 M  107  19 com.  3  1 0    no     aspirin only           CAL,  12 yrs 
24 M  43  n.a.  com.  3  3 0    no     aspirin only           CAL, 5 yrs 
------------------------------------------------------------------------------------------------------------------------------------------------------------ 



Table 3. Demographics, treatments and outcomes of 1st IVIG responders and non-responders 2003-2014 
----------------------------------------------------------------------------------------------------------------------------------------------- 

Responders     Non-responders    p-value 
------------------------------------------------------------------------------------------------------------------------------------------- 

Number of patients              1087       222 
Sex difference: male to female %        58.2%       64.4%             0.09 
Months of age at diagnosis, median (range)    24 (1-198)     25 (1-163)      0.37 
Febrile days until diagnosis, median (range)    4 (1-12)      4 (1-16)       0.51 
Disease type: complete / incomplete        888 / 199      201 / 21   0.001 
Additional or further treatments 
 IVIG                  -          217 (97.7%) 
 Corticosteroids              9 (0.8%)      28 (12.6%)  4.0×10-21

 Infliximab                -          34 (15.3%) 
 Plasma exchange              -          6 (2.7%) 
Clinical outcomes   

CALs                  7 (0.6%)      15 (6.8%) 6.8×10-10

------------------------------------------------------------------------------------------------------------------------------------------- 

Table 4. Multivariate analysis for association variables discriminating CAL-positive patients from CAL-negative patients 
------------------------------------------------------------------------------------------------------------------------------------------------------------ 

Study population   Variables         Odds ratio  95% confidence interval,     p-value 
lower  upper limit  

------------------------------------------------------------------------------------------------------------------------------------------------------------ 
a) Total analysis 

Group A      Use of corticosteroids    17.5     6.25  48.8          <0.0001 
(n=1423)      Additional IVIG      3.74     1.41  9.89           0.0078 

Group B      Use of corticosteroids    18.3     5.56  60.4          <0.0001 
(n=216)      Days until 1st treatment   1.48     1.19  1.85           0.0005 

Total bilirubin*      3.95     1.75  8.94               0.0010 

b) Analysis after the exclusion of patients who responded to initial IVIG plus corticosteroid 
Group B      Use of corticosteroids    43.5     10.5  180          <0.0001 
(n=211)      Days until 1st treatment   1.53     1.19  1.95           0.0007 

Total bilirubin*      4.22      1.79  9.98           0.0011 

c) Analysis after the exclusion of all patients who received corticosteroid therapy
Group B      AST           1.51     1.17  1.93            0.0109 
(n=199)      Days until 1st treatment   3.04     1.29  7.17           0.0013 

------------------------------------------------------------------------------------------------------------------------------------------------------------ 




















