
A
ct

aD
V

A
ct

aD
V

A
d
v
a
n

c
e
s 

in
 d

e
rm

a
to

lo
g
y
 a

n
d
 v

e
n

e
re

o
lo

g
y

A
c
ta

 D
e
rm

a
to

-V
e
n

e
re

o
lo

g
ic

a

Acta Derm Venereol 2020

Supplementary material to article by YP. Ruan et al. ”Hydroa Vacciniforme-like Lymphoproliferative Disorder Treated with Intravenous 
Immunoglobulin: Long-term Remission Without Haematopoietic Stem Cell Transplantation or Chemotherapy”

T
a
b

le
 S

I.
 C

h
a
ra

ct
e
ri

za
ti

o
n

 o
f 

th
e
 1

0
 p

a
ti

e
n

ts

A
ge

, 
ye

ar
s/

S
ex

H
M

B

Ex
tr

ac
ut

an
eo

us
 m

an
ife

st
at

io
n 

at
 fi

rs
t 

ad
m

is
si

on
Im

m
un

oc
he

m
is

tr
y

TC
R

Pr
ev

io
us

 
th

er
ap

y

IV
IG

O
th

er
 lo

ng
-

te
rm

 t
he

ra
pi

es
Fo

llo
w

-u
p

Ex
tr

ac
ut

an
eo

us
 m

an
ife

st
at

io
n 

of
 

th
e 

la
st

 e
pi

so
de

Fe
ve

r
LP

A
S
PM

H
PM

C
yt

op
ae

ni
a

EB
ER

C
D

3
C
D

4
C
D

8
C
D

30
C
D

56
TI

A
-1

Pe
rf

or
in

G
ra

n
zy

m
e

D
os

e
g/

kg
Pe

ri
od

, 
ye

ar
s

Fe
ve

r
LP

A
S
PM

H
PM

C
yt

o
pa

en
ia

1
23

/F
Ye

s
Ye

s
Ye

s
N

o
N

o
A
na

em
ia

+
+

+
+

–
–

+
–

+
+

G
C

0.
4 

g 
×

 5
 

da
ys

2.
5

M
in

oc
yc

lin
e 

Th
al

id
om

ie
30

 m
on

th
s 

Pa
rt

ia
l 

re
m

is
si

on

N
o

Ye
s

N
o

N
o

N
o

2
4/

M
N

o
Ye

s
N

o
N

o
N

o
–

+
+

+
+

N
/A

–
+

–
–

N
/A

N
on

e
0.

4 
g 

×
 3

 
da

ys
O

nc
e

N
1 

m
on

th
 t

he
n 

lo
st

 o
f 
fo

llo
w

–
–

–
–

–

3
3/

F
Ye

s
Ye

s
Ye

s
Ye

s
N

o
A
na

em
ia

+
+

–
–

–
N

/A
N

/A
N

/A
N

/A
N

/A
G

C
0.

4 
g 

×
 5

 
da

ys
10

.5
N

12
8 

m
on

th
s 

re
m

is
si

on
N

o
N

o
N

o
N

o
N

o

4
6/

F
N

o
Ye

s
Ye

s
Ye

s
Ye

s
N

eu
tr

op
ae

ni
a

+
+

–
–

–
–

+
+

+
N

/A
IF

N
+

G
C

0.
4 

g 
×

 3
 

da
ys

O
nc

e
C
TX

+
V
C
R
+

G
C

6 
m

on
th

s 
D

ie
d

–
–

–
–

–

5
11

/M
Ye

s
Ye

s
Ye

s
N

o
N

o
–

+
+

+
+

+
–

+
–

+
–

IF
N

0.
4 

g 
×

 4
 

da
ys

0.
8

N
10

 m
on

th
s 

Pr
og

re
ss

in
g 

to
 

ly
m

ph
om

a

–
–

–
–

–

6
3/

F
Ye

s
Ye

s
Ye

s
Ye

s
N

o
–

+
+

+
+

–
–

+
N

/A
–

+
IF

N
+

G
C

0.
4 

g 
×

 3
 

da
ys

3.
5

IF
N

45
 m

on
th

s 
al

iv
e 

Pa
rt

ia
l 

re
m

is
si

on

Ye
s

Ye
s

N
o

N
o

–

7
10

/M
Ye

s
Ye

s
Ye

s
Ye

s
N

o
–

+
+

+
N

/A
–

N
/A

–
–

+
+

N
on

e
0.

4 
g 

×
 3

 
da

ys
2

N
26

 m
on

th
s 

al
iv

e 
Pa

rt
ia

l 
re

m
is

si
on

Ye
s

Ye
s

Ye
s

N
o

–

8
4/

M
Ye

s
Ye

s
Ye

s
Ye

s
Ye

s
–

+
+

+
+

–
–

+
–

–
N

/A
S
M

IL
E 

2 
cy

cl
es

0.
4 

g 
×

 5
 

da
ys

4.
5

N
56

 m
on

th
s 

al
iv

e 
Pa

rt
ia

l 
re

m
is

si
on

Ye
s

N
o

Ye
s

N
o

–

9
3/

M
Ye

s
Ye

s
Ye

s
Ye

s
N

o
–

+
+

N
/A

+
N

/A
–

+
N

/A
N

/A
+

N
on

e
0.

4 
g 

×
 5

 
da

ys
1.

5
N

18
 m

on
th

s 
al

iv
e 

Pa
rt

ia
l 

re
m

is
si

on

N
o

N
o

N
o

N
o

–

#
18

/M
Ye

s
Ye

s
Ye

s
Ye

s
N

o
N

eu
tr

op
ae

ni
a

+
+

+
+

–
–

+
N

/A
N

/A
+

N
on

e
0.

4 
g 

×
 3

 
da

ys
2

Th
al

id
om

id
e

25
 m

on
th

s 
al

iv
e 

Pa
rt

ia
l 

re
m

is
si

on

Ye
s

Ye
s

Ye
s

N
o

N
o

LP
A
: 

ly
m

ph
ad

en
op

at
hy

; 
S
PM

: 
sp

le
no

m
eg

al
y;

 H
PM

: 
he

pa
to

m
eg

al
y;

 M
: 

m
al

e;
 F

: 
fe

m
al

e;
 G

C
:g

lu
co

co
rt

ic
oi

ds
; 

IF
N

:I
nt

er
fe

ro
n;

 S
M

IL
E:

st
er

oi
d 

(d
ex

am
et

ha
so

ne
),

 m
et

ho
tr

ex
at

e,
 i

fo
sf

am
id

e,
 L

-a
sp

ar
ag

in
as

e,
 a

nd
 e

to
po

si
de

; 
C
TX

: 
cy

cl
op

ho
sp

ha
m

id
e;

 V
C
R
: 

vi
ni

cr
is

tin
e.


