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Tel / Fax

e-mail

565-0874 06-6872-7460 kyoshi@sanken.osaka-u.ac.jp
6-2-3 313 Fax 06-6872-7460
Tel / Fax e-mail
160-8582 03-5363-3785 okamoto@a7.keio.jp
35 Fax 03-3353-3515
606-8507 075-751-4964 hkawabat@kuhp.kyoto-u.ac.jp
54 Fax 075-751-4963
565-0871 06-6879-3871 mizuki@bldon.med.osaka-u.ac.jp
2-15 Fax 06-6879-3879
852-8501 095-819-7260 atsushik@nagasaki-u.ac.jp
1 7-1 Fax 095-849-7270
920-0293 076-218-8158 yasum@kanazawa-med.ac.jp
1-1 Fax 076-286-9290
105-8461 03-3433-1111 yano@jikei.ac.jp
3-25-8 Fax 03-3436-3233
760-0017 087-831-7101 makoto13@smile.ocn.ne.jp
4 13 Fax 087-834-7809
606-8225 075-712-6009 kazukouno@Iouis-pasteur.or.jp
IFN 103-5 Fax 075-712-5850
606-8225 075-712-6009 ktsm ah00.c0. |
IFN 103-5 Fax 075-712-5850
Tel / Fax e-mail
453-8511 052-481-5111 tkojima@nagoya-1st.jrc.or.jp
3 35 Fax 052-482-7733
515-8566 0598-21-5252 m-mizutani@mch.miekosei.or.ip
102 Fax 0598-21-9555
664-8540 072-777-3773 yukitokumine@gmail.com
1 100 Fax 072-781-9888
542-0081 06-4708-8816 nishimoto-n@osaka-ra-clinic.com
4 4 10
533-0024 06-6322-2250 a104109@ych.or.jp
1 7 50
660-8511 06-6416-1221 nakatsuka@kanrou.net
3 1 69
675-0009 079-438-0621 ka k.shiozawa@kohnan.or.jp
1545-1 Fax 079-438-1258
920-0934 076-265-2274 n.iwaki3@gmail.com
13-1 Fax 076-234-4252
Tel / Fax e-mail
565-0874 06-6872-7460 tanigaf@sanken.osaka-u.ac.jp
6-2-3 313 Fax 06-6872-7460

79




H27. 4

H27.5

H27. 6

H27. 8

H27.12

H28. 1

H28. 1

H28.4

H28. 5

I

H27.4.10 < ]

H27.4.28 —=>

H27.6.6

I O

!

H27

O

H28.1.16

80




81



10

11

11

11

11

11

11

11

12

12

12

12

12

12

50

00

00

10

20

30

40

50

00

00

10

20

30

40

27

27 2

11 00
12 00
CDCN
Collaboration
TAFRO
12 40
13 30

82

16



13 30 15 20

MCD
MCD
TAFRO

15 20 15 30

15 30 16 00

15 30

15 40
15 50

16 00 16 30

16 00 Multicentric Castleman
9G4

16 10

16 20

16 30 16 40

v 28 1
B 28
v 28 2
B 29
v 27
2

16 40 16 50

83

18

21

tocilizumab



27

Castleman Disease Collaborative Network CDCN

lgG4
HHV-8
2015 11 Philadelphia
CDCN  general meeting
CDCN
2015 12 Orland International
Castleman Disease Diagnostic Criteria Meeting
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CDCN Collaboration

CDCN(Castleman Disease

Collaborative Network)

CDCN 250 39
Scientific Advisory Board(SAB) 8 28
SAB

CDCN Scientific Advisory Board meeting at ASH
2015

International Castleman Disease Diagnostic Criteria Meeting 2015 20-21

CDCN Scientific
Advisory Board meeting at ASH(2015 12 5-6 )

International Castleman Disease Diagnostic Criteria Meeting
CDCN Castleman Disease
Epidemiological research on the MCD therapy in Japan and
establishment of patient organization 4 1.A plan for
Essential Diagnostic Criteria for Castleman disease 2.A plan for Histopathology
Classification for Castleman disease 3.A plan for Clinical Classification for
Castleman disease4.A plan for Classification of Disease Severity for Castleman
disease

CDCN

CDCN
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TAFRO

TAFRO

Thrombocytopenia

, Anasarca

, Reticulin fibrosis

Castleman

TAFRO

UMINO00011809
TAFRO

TAFRO

2015 10 31

TAFRO
LDH, ALP, Ferritin

RS, RSB~ TH D 2 &,

TAFRO

Castleman

cyclosporinA

Castleman

H27- ( )- -008

TAFRO
2014 - 5 H ~2015
70 Castleman 88
H27-
27

Castleman

Castleman

88

2010
, Fever

, Organomegaly

tocilizumab, rituximab

TAFRO

163
( )-  -008

Hb, CRP, Creatinine,
TAFRO
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TAFRO

Castleman

TAFROYE {x#$

BHMISL.

8 MREK, FFIREZ L, BHICEEOKEILE
RO AMm/MRBAE.

BEFk ;% 51:320-5, 2010

T: Thrombocytopenia; /MR E 4>

A; Anasarca; £ 5 R E (KRR E)

F; Fever; &

R; Reticulin fibrosis; B il B % Bk 18 0 & B RE MR HEAE
0; Organomegaly ; figi 3% J& X

% a4 Castlemany® (MCD) / Hyper IL6 syndrome
HIVE: & — G E R 2 —HHV-8BF—HHV-8 vIL-65H

- IL-CREELE | BAXE
iMCD

— VEGFEXFZE-MEHE

-Biifa bR E-HEMRES
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- B B %R SME (R — /R B0
B R EOE LR CRP, Fibrinogen, SAAZLE
ANTOCUEEFE
— & H 50 KR AN H
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DIC

TTP/HUS
Fulminant APS

MALT HPS
AITL HD

ZRUEBHIE LPL PTCL-NOS MDS
B N\E AML-M4/5
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Cytokine/Chemokine Panel 1 41

1gG4

Human Cytokine/Chemokine Panel 1

FMF FMF
IL-6 sCD54 1L18 IL-17
RA
Human T cell Panel 1gG4-RD

RNA

Bio-Rad Human
IL-18 sCD54 sCD106 Human T cell Panel 21
FMF RA
1gG4-RD
IL-18 sCD54 sCD106
IL-6 G-CSF IL-12p40 1IL-10
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tocilizumab
TAFRO
TAFRO
10 779
50
1558

TAFRO
tocilizumab
tocilizumab
10 8
tocilizumab TAFRO
2015 10 88
44 tocilizumab
1558 TAFRO
tocilizumab
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KEDOZHDEFvIRILIU RO EEHIHE
Mehra M, et al. Blood. 2012;120. Abstract 4253.

- BERBROBRABZLEICLERAERAR.

o KETER433BDEHIR “Castleman disease” BEDREHNBHY.
FD56H KF100081 A% chil g,

« 100 ANEEYVERMBEZIADZHRDEFYIRILIUEDRIE,

Robinson D, Jr., et al. Br J Haematol. 2014;165:39—48.

« 20004 Hi520094F ) Mayo Clinic &. Fred Hutchinson Cancer
Research CenterDERER T —A2 & B EH X EfRHT,

« ZhEFYYRILTURKEIESHIT, 61%A B

. RESHPRIELS3MH. 85% M KM

« REICBITH10FEMDORIEHEIL100F AHY24N

« 100A AHT-YEFDLELEL0.15 AL EDREE

« 2FHEFEIF2%

HAEDZHDLEFvYRILIHEDBEBHE

ZhiDEXVYIRILIUBEDI T OT LS EERARERE]
+ 10£E R T7795 Dtocilizumab{ & D & &%
+ £ 60/ T2 B D & %

[TAFROFEZRHDEBBMSHEID-HOD LR IR E A ROBIZE
+ 2015510 A K5 A T8I D & %
+ A 4415] (50% ) Ttocilizumab{sE F

bl (W9 =Y
+HhHAEDOZHhDEFvIRILTUHEDEERIT1558 A
410085 ANE-Y1BADERE, EM1ADREZE

f=1ZL. ¢ TAFROZEHIZ § 5% TDtocilizumab{EFE D LLEFEAH
2EFHIYBLATREN
*REMODEEDHFE

RELYIHNGYB/NFHIEL TLSEREELH D,
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/
(RA) (MCD)
IL-6
27
27 RA
IL-1b, IL-2, IL-4, IL-6, IL-8, IL-9, IL-10, IL-13, GM-CSF, IFN-g, MCP-1, RANTES, TNF-a.
MCD IL-6, IL-8, IL-13, GM-CSF, MIP-1a, RANTES, VEGF 2/3
RA 16 DAS28-CRP
sgp130, loglL-6, loglL-8, logEotaxin, loglP-10, logVEGF,
logsTNFR-1, logsTNFR-11 16 DAS28-CRP
sgpl30
RA DAS28-CRP
MCD
IL-6, IP-10, MIP-1a, MIP-1b, TGF-b Sgp130
RA IL-6
MCD
IL-6
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Multicentric Castleman tocilizumab 1gG4
/ / 1 2 1 1
3 2 1 1 1
2 3.
1gG4 1gG4 1gG4
multicentric Castleman
IL-6
IL-6
IL-6 tocilizumab
multicentric Castleman tocilizumab 1gG4
56 X 5mm 3cm
IgH TCRp BCL-2
X+4
Castleman
disease, plasma cell type 1gG4 - IL-6
5.9pg/ml, <4.0pg/ml  CRP 24mg/dl  HIV(-) HHV-8(-) idiopathic
multicentric Castleman disease tocilizumab
tocilizumab X+12 MRI
FDG-PET
1gG4 1gG4"/1gG"™>40% 1gG4
3940mg/dl 4.8-105mg/dl  IgE 32801U/ml 0-1731U/ml
1gG4 IL-6 137pg/ml
1000mg 3 40mg/
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5mg/ tocilizumab 18
FDG

Muticentric Castleman disease 1G4
tocilizumab
lgG4
Tocilizumab 1gG4
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28 X MCD( )
CRP5.48 1L-66.6pg/ml(4.0 KL-6 368U/ml1 (500
JWBC 4500/p I Hb 9.3g/dl PLT 22.2 /pl CT:
X+4 5-6
4 7 10mg 100mg
CRP B -HCG
6045 11354 19
MCD MCD
10mg CRP
MCD
MCD RA
1. 2010
1 RA 4009 32 33 26 +MTX
6 11 10
1 20 13 7 2 2
2 1 1 20
36 FDA C
MCD 1. 2.
1.

MCD
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RA MCD

1) Andrea Rubbert-Roth:First Experiences with Pregnancies in RA Patients
Receiving Tocilizumab Therapy. Arthritis Rheumatism Vol.62 No.10
Sup

103



[ ] 2005 9 50

2012 3 7

CD138 plasma cell type
focal and segmental glomerulosclerosis,

2012 11 27

[ ] 10.1g/dl, Alb 2.0g/dl, sCr 1.01mg/dl(eGFR 60), Hb 8.5g/dI,

1gG 5528mg/dl, IgA 687mg/dl, IgM 534mg/dl, v 52.7%, CRP 14.61mg/dl, ESR
134mm/hr, IL2R 3260U/ml, 1L-6 40.5pg/m
[ ] 2013121 1

TCZ 400mg CRP  1/2115.05mg/dl 2 2/45.17mg/dI
2 TCZ 400mg CRP  3-4mg/dl
2013.4.25 1 TCZ CRP 1.5mg/dl 2013.7.10
5mg/ 10 CRP1.0
2014.6 05 10-12

[ ] 2013.11.18 PET-CT
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IgM

CRP

1gG4 340
1gG4

POEMS

105

IL-6 40.5pg/ml

VEGK(

IgA,



