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1) 3)

1) 1gG4 [gG4-RD Umehara, Mod Rheum 22:21-30, 2012
2) 1,2 4 3

5
3)

HBV

a) 2)
b) wash out 6 MTX, CPA

4 2
1.
1.
1)

375 mg/m2/ x4 1




2)

3)

IV.

1)

2)

1)

a)

b)

a)
b)

0)

d)
e
f)
9)

add on

Historical control

daily dose
2
off
1 3
daily dose
6 MTX, CPA
24
Historical control AMED IgG4
12 160
12 3
VL
24
24 TG4
24 IgG4-RD responder index
24

3

125 mg

125 mg



24

2)
a) 4
IgG4-RD responder index 3
Patient’s general VAS 10 cm
Physician’s general VAS 10 cm
b) 4 1
CRP, IgG, IgG4, IgE, IgM, IgA, C3, C4, CH50
c) 0 4 24 %CD19+/PBMC
d) 24 CT MRI X
1 +2 IgG4-RD
3
e)
3)
a) A, B,
b) I1gG4
c)
1gG4 CT
VL
1 24 5
2)
a) daily dose
b) off
c) 6
a), b) 125 mg
3)

1 4 375 mg/m2/ X 4

CT



4) 1)-3)

5) 24
2 24 100
VII.
32
historical control 60% 80%
5% 80% 32
VIII.
1) AMED IgG4
IgG4
2) IgG4
3)
4)

FACS

a

24

CRC PMDA
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1 0 24
2

II.

I1I.

1

375 mg/m?/ X 4 1 0
+2
0 24 4
375 mg/m2/ X1
2) daily dose
3)

tf
IURRA T
(BRROMHE)

24 100

28 52

375 mg/m?/ X 4

125 mg

76



IV.

1)

2)

1)

2)

a)

b)

a)
b)

0)

d)

e

f)

a)

b)

c)

d)

e)

24 100 4
Historical control
Historical control AMED IgG4
12 160
24 100 5
52 76 100 daily dose 1
52 76 100 IgG4 1 0
IgG4-RD responder index 3, Carruthers, Int J Rheum, 2012
24 100
24 4
24

IgG4-RD responder index 3
Patient’s general VAS 10 cm
Physician’s general VAS 10 cm

24 4 2

CRP, IgG, 1gG4, IgE, IgM, IgA, C3, C4, CH50
52 76 100 %CD19+/PBMC
52 76 100 CT MRI X



VL

1) 5
2)
a) daily dose
b) 6
3)
4) 2b), 3)
100
5) 24 100
VII.
32 1
VIII.
5) AMED IgG4
IgG4
6) IgG4
7
8) FACS
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PSL 0.5 mg/kg/day 2

PSL 0.6 mg/kg/day 0.5 mg/kg/day
0.6 mg/kg/day AMED IgG4
13 0.6 mg/kg/day
2.
1) 2)-5)
2) PSL 15 mg/day 5mg 4 20 mg
3) PSL 10 mg/day 15 mg/day 2.5 mg 4 10 mg
4) PSL 10 mg/kg/day lmg 4 4 mg
5) PSL  off
6) 2)-5)
2)-5)
3.
A, B, C
IgG4
CT
1)-4) 5)
1
1 2
2)
3 5 50%
3)
a)-e)
a)




4) IgG4

5 IgG4

CT

IgG4 30% 135 mg/dL

2
3
lymphoma

a

or
aixXbi+asxbz+asxXbs+...
J Clin Oncol, 2017

cm b a

Cheson
Partial Response PR, 50%

cm a lbcm 6

non-Hodgkin

IgG4

5)

IgG4
CT

CT

1)-3)

4) IgG4

1)

2)

3)

a)

a)-e)

50%




b)
c)
d) 4
e) CT 4
4) IgG4
I1gG4 70% 135 mg/dL
5) IgG4
1
3 aiXbit+azxbgtasxbs+t... Cheson non-Hodgkin
lymphoma J Clin Oncol, 2017 Partial Response PR, 50%
a cm b a cm a l5cm 6
4
5.
A, B, C
IgG4
CT
3
IgG4 CT
1 1)-3)
1 5) 4) 1G4
1)
1
2)
3 5 50%
3)
a)-e) or




f)

or

g) or

h)

i) or

7 CT

or
4) IgG4
IgG4 70% 135 mg/dL
5) IgG4
I1gG4
1
3 aiXbit+azxbgtasxbs+t... Cheson non-Hodgkin lymphoma
J Clin Oncol, 2017

a cm b a cm a l1l.5cm

6. wash out

MTX CPA 4
AZP CSp TAC MZR
MMF 2

7.
1) mg
2) mg mg +1.25
3) mg mg +7.5
1) 2.5 mg
2) 2 mg

3) 0.25 mg




3. 19G4-RD responder index 1gG4-RD

IgG4-RD responder index

Date form completed: Case number:

Scoring rules
Scoring refers to manifestations of disease activity present in the last 28 days
Scoring:
0 Normal or resolved
1 Improved
2 Persistent (unchanged from previous visit; still active)
3 New / recurrence
4 Worsened despite treatment
Definitions
Organ/site score: The overall level of IgG4-RD activity within a specific organ system
Symptomatic: Is the disease manifestation in a particular organ system symptomatic? (Y = yes; N = no)
Urgent disease: Disease that requires treatment immediately to prevent serious organ dysfunction (Y =yes; N =no)
(presence of urgent disease within an organ leads to doubling of that organ system score)
Damage: Organ dysfunction that has occurred as a result of IgG4-RD and is considered permanent (Y = yes; N = no)

Activity Damage
. Organ/site Symptomatic Urgent Present
Organ/site score (0-4) (Yes/No) (Yes/No) (Yes/No)
Pachymeninges
Pituitary gland
Orbits and lacrimal glands
Salivary glands
Thyroid
Lymph nodes
Lungs
Aorta and large blood vessels
Retroperitoneum, mediastinum, and
mesentery
Pancreas
Bile duct and liver
Kidney
Skin
Other sclerosis/mass formation
Descriptor Level mg/dl Score (04)
Serum IgG4 concentration
Steroid doseat the time of assessment: Total activity score
____ mg/day prednisone equivalent Organ/sites (X 2 if urgent) + serum IgG4 score:
Cumulative steroid dosein the past 28 days: Total number of urgent organs:
mg prednisone equivalent Total number of damaged organs:

Carruthers, Int J Rheum, 2012, doi1:10.1155/2012/259408
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(Cheson, J Clin Oncol, 2017)




