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特別講演 

10月 6日（土）13：00～14：00 
座長 横田 俊平（横浜市立大学大学院医学研究科発生成育小児医療学）

共催 中外製薬株式会社

   

Gerd Horneff 
Head of the Department for General 
Pediatric and Adolescent Medicine 
Asklepios Klinik Sankt Augustin GmbH

Macrophage activation syndrome and cytokine inhibition 

教育講演 

10月 6日（土）14：30～15：30 
座長 岩田 直美（あいち小児保健医療総合センター感染免疫科）
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特別企画 

10月 6日（土）12：00～13：00 
登録制度の確立に向けて

座長 武井 修治（鹿児島大学医学部保健学科）

    

-1   

 

SLE  
 

EU PRINTO
CARRA 

-2   
 

  

シンポジウム 

10月 5日（金）15：40～17：20 
シンポジウム 1

臨床から見た自己炎症症候群
座長 松林  正（聖隷浜松病院小児科）
      岡本 奈美（大阪医科大学小児科）
共催 ノバルティス ファーマ株式会社

    

S1-1   
 

 
 

S1-2   
 

 

S1-3   
 

 
 

S1-4   
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10月 6日（土）9：10～11：10 
シンポジウム 2

JIA診療と感染症～免疫抑制薬／生物学的製剤使用時の注意点～
座長 今川 智之（横浜市立大学附属病院小児科）

          冨板 美奈子（千葉県こども病院アレルギー科）
共催 エーザイ株式会社／アボット ジャパン株式会社

    

S2   
 

 
 

S2-1    JIA  

S2-2   
 

 
 

 

S2-3   
 

 
JIA EB  

S2-4   
 

 

10月 7日（日）9：10～11：10 
シンポジウム 3

小児 SLEの基礎と本邦における診療の標準化
座長 森  雅亮（横浜市立大学附属市民総合医療センター小児総合医療センター）

金城 紀子（琉球大学医学部病態解析医科学講座育成分野（小児科））

    

S3-1   
 

 
 

S3-2   
 MMF SLE

 

S3-3   
 

 
SLE  

S3-4   SLE
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ワーキンググループ報告会 

10月 7日（日）13：10～13：50 
座長 森  雅亮（横浜市立大学附属市民総合医療センター小児総合医療センター）

    

WG-1   
 

  

WG-2   SLE
 

 

WG-3   
 

 
 

実演セミナー 

10月 5日（金）12：00～13：00 

   

  
 

 
 

ハンズオンセミナー 

関節エコー法
10月 6日（土）8：00～9：00 

ハンズオンセミナー1
10月 7日（日）8：00～9：00 

ハンズオンセミナー2
共催 東芝メディカルシステムズ株式会社
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ランチョンセミナー 

10月 6日（土）12：00～13：00 
ランチョンセミナー1

座長 藤川  敏（藤川医院院長）
共催 アンジェス MG株式会社／BioMarin社

    

LS1 Tang Swee Ping 
Hospital Selayang, 
Kepong-Selayang, Malaysia 

Gargoyles, rheumatism and the rheumatologist 

10月 7日（日）12：00～13：00 
ランチョンセミナー2

座長 宮前 多佳子（横浜市立大学）
共催 ファイザー株式会社

    

LS2   
 

 
 

 

10月 7日（日）12：00～13：00 
ランチョンセミナー3

座長 小林 一郎（北海道大学大学院医学研究科小児科学分野）
共催 田辺三菱製薬株式会社 株式会社ベネシス

    

LS3    
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症例検討 10月 7日（日）第1会場 

10月 7日（日）13：50～14：30 
症例検討

座長 稲毛 康司（日本大学医学部小児科学系小児科分野）
コメンテーター 横田 俊平（横浜市立大学大学院医学研究科発生成育小児医療学）

武井 修治（鹿児島大学医学部保健学科）

    

C-1   
 

 SLE  

C-2   1  

一般演題 10月 5日（金）第1会場 

10月 5日（金）13：10～13：50 
若年性特発性関節炎（JIA）／関節炎 1
座長 山﨑 雄一（鹿児島県立大島病院小児科）

    

O-1   
 

  

O-2   
 

  

O-3    

O-4    
sJIA 3 still
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10月 5日（金）13：50～14：30 
自己炎症性疾患 1

座長 今中 啓之（鹿児島大学附属病院地域医療センター小児科）

    

O-5   
 

  

O-6   
 

 
PFAPA

FMF PFAPA  

O-7    
CAPS

 

O-8   
 

 

10月 5日（金）14：35～15：05 
自己炎症性疾患 2

座長 山﨑 崇志（市立甲府病院小児科）

    

O-9   
 

 
3  

O-10    
Infliximab Chronic 
Recurrent Multifocal Osteomyelitis CRMO  

O-11   
 

 
 

Hyperostosis
M7 1  

10月 5日（金）15：05～15：35 
症例 1

座長 赤城 邦彦（神奈川県立こども医療センター感染免疫科）

    

O-12    
Aicardi-Gouti res  

O-13    
SLE Aicardi-Gouti res 1

 

O-14   

 
 

 

 

Th2  
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一般演題 10月 6日（土）第1会場 

10月 6日（土）11：10～11：50 
若年性特発性関節炎（JIA）／関節炎 2
座長 五十嵐 徹（日本医科大学小児科）

    

O-15    
JIA 9  

O-16   
 risk 

factor  

O-17   
 

 
 

TNF
 

O-18    
TNF

JIA  

10月 6日（土）15：30～16：10 
マクロファージ活性化症候群（MAS）／血球貪食症候群（HPS）

座長 鬼頭 敏幸（愛知医科大学小児科）

    

O-19   
 

 
 

 

O-20   
 

  

O-21   
 

 
Chediak-Higashi  

O-22    
T  
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10月 6日（土）16：20～17：00 
若年性特発性関節炎（JIA）／関節炎 3

座長 下条 直樹（千葉大学大学院医学研究院小児病態学）

    

O-23   
 

 
 

JAS 7  

O-24   
 

 
3

 

O-25   
 

A 2  

O-26     

10月 6日（土）17：00～17：30 
ベーチェット病／その他

座長 鹿間 芳明（神奈川県立こども医療センター感染免疫科）

    

O-27    
 

O-28    
cyclosporine A Sjogren

 

O-29    
Beh et

1  

10月 6日（土）17：30～18：10 
看護／QOL

座長 三好 麻里（兵庫県立こども病院リウマチ科）

    

O-30   
 

 
 

Bio JIA
 

O-31   
 

  

O-32   
 

 
SLE

 

O-33   
 

 
SLE
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一般演題 10月 6日（土）第2会場 

10月 6日（土）16：30～17：00 
血管炎症候群

座長 梅林 宏明（宮城県立こども病院）

    

O-34   
 

 
2  

O-35   
 

 
1  

O-36   
 

 
Henoch-Sch nlein

3  

10月 6日（土）17：00～17：30 
炎症性腸疾患

座長 石毛 崇（群馬大学大学院医学系研究科小児科学）

    

O-37   
 

 
infliximab

 

O-38     

O-39   
 X

1  

10月 6日（土）17：30～18：00 
症例 2

座長 大石 勉（埼玉県立小児医療センター感染免疫・アレルギー科）

    

O-40    
Wiskott-Aldrich

1  

O-41   
 

 
Degos  

O-42   
 

11  
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一般演題 10月 7日（日）第1会場 

10月 7日（日）11：10～11：50 
全身性エリテマトーデス（SLE）／シェーグレン症候群（SS）

座長 伊藤 秀一（国立成育医療研究センター病院腎臓・リウマチ・膠原病科）

    

O-43   
 

 
 

aPS/PT
SLE 1  

O-44   
 

 SLE  

O-45   
 

 
SLE

TTP 1  

O-46   
 

 

10月 7日（日）15：50～16：30 
混合性結合組織病（MCTD）／強皮症（SSc）／オーバーラップ症候群

座長 坂東 由紀（北里大学医学部小児科／北里大学北里研究所メディカルセンター病院小児科）

    

O-47    
C3 MCTD

1  

O-48   
 

 MCTD 1  

O-49   

 
 

SLE  
 

 

O-50    MRI  
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10月 7日（日）16：30～17：00 
若年性皮膚筋炎（JDM）

座長 小林 法元（信州大学医学部小児医学講座）

    

O-51   
 

 
BAFF

APRIL  

O-52    
IVIG

JDM 3  

O-53   
 

 
MDA5

 

一般演題 ポスター 10月 7日（日）ポスター会場 

10月 7日（日）14：45～15：20 
若年性特発性関節炎（JIA）

座長 大倉 有加（札幌厚生病院小児科）

    

P-1   
 

 1  

P-2   
 

 sJIA

P-3   
 

 
21trisomy RF CCP JIA

 

P-4   
 
 JIA 1  
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10月 7日（日）15：20～15：45 
自己炎症性疾患

座長 中岸 保夫（兵庫県立こども病院リウマチ科）

    

P-5   
 

 
chronic nonbacterial osteomyelitis

1  

P-6    
 

P-7   
 

 
FDG-PET

chronic recurrent multifocal osteomyelitis CRMO  

10月 7日（日）14：45～15：20 
混合性結合組織病（MCTD）
座長 金子 詩子（新潟大学小児科）

    

P-8   
 

 1  

P-9    
 

 

P-10    
1  

P-11    
CRAO U1-RNP

1  

10月 7日（日）15：20～15：45 
全身性エリテマトーデス（SLE）

座長 秋岡 親司（京都府立医科大学小児科学教室）

    

P-12   
 

 

Neuropsychiatric 
SLE  

P-13    SS-A SLE  

P-14  
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10月 7日（日）14：45～15：20 
若年性皮膚筋炎（JDM）／シェーグレン症候群（SS）／強皮症（SSc）
座長 中野 直子（愛媛大学大学院医学系研究科医学専攻病態制御部門小児医学）

    

P-15   
 

 1  

P-16    

P-17    
 

P-18   
 

 
Palisaded neutrophilic granulomatous dermatitis

1  

10月 7日（日）15：20～15：45 
血管炎症候群／その他

座長 井上 祐三朗（千葉大学大学院医学研究院小児病態学）

    

P-19   
 
 

ECMO

P-20    
1  

P-21    
10 plasma cell type Castleman  
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Gerd Horneff 
Centre of Paediatric Rheumatology, Department of General Paediatrics 
Asklepios Clinic Sankt Augustin,Germany 
 

Macrophage Activation Syndrome (MAS) is a severe, potentially life-threatening complication 
of different rheumatic diseases. Especially systemic Juvenile Idiopathic Arthritis (SJIA) patients will 
develop MAS in about 10%. It is characterized by an excessive activation of macrophages and T 
cells leading to an overwhelming inflammatory reaction. The clinical manifestations of MAS 
include febrile cytopenias, liver function abnormalities with hepatosplenomegaly, lymphadenopathy, 
disseminated intravascular coagulation, and neurological involvement and resemble familial 
erythrolymphophagocytic lymphohistiocytosis (FEL), a fatal inborn immunodeficiency caused 
by mutations in genes involved in the cytolytic pathway. While FEL in part is linked
to mutations in the perforin gene or MUNC13-4 gene leading to persistent NK-cell dysfunction, MAS 
is associated with temporarily decreased NK cell function. In some MAS patients
defects in the cytolytic pathway have been described including the perforin gene or in the
response to Interleukin-18 leading to diminished expression of perforin or IFN- , responsible for 
enhancing the cytolytic capacity. The abundance of proinflammatory cytokines derived
from macrophages like IL-6, Il-1, TNF-  and IL18 or T cells like IFN-  and IL2 generate a cytokine
storm which is thought to be responsible for the clinical syndrome. Early attempts for treatment 
including corticosteroids and cyclosporine aim to inhibit the production of such cytokines. 
With the development of biologics, effective cytokine blockade has evolved to be a therapeutic 
option for refractory rheumatic diseases including SJIA. Especially blockade of IL6 and Il1  has shown 
efficacy in randomized placebo controlled trials.  
A favorable effect of blockade of IL1  in children with MAS refractory to conventional
therapies has been reported as a part of a combination treatment approach with steroids and 
cyclosporine and as a sole therapy. In some patients, MAS developed despite treatment with
IL1-blockers Anakinra or Canakinumab, or  the IL-6 blocking agent Tocilizumab.
The reasons for this contrasting observation are still unknown. Especially viral infections
occurring upon interleukin blockade may induce a bypassing inflammatory response
finally leading to NK cell  dysfunction and MAS. On the other hand, decreasing
efficiency of cytokine blockade or diminished plasma levels as well as tapering of concomitant 
corticosteroids may prone the patient susceptible for MAS. Moreover, cytopenias and liver dysfunction 
occurring upon cytokine blockade may impede early diagnosis of MAS. So far, the importance
of cytokine inhibition for therapy of MAS has to be determined. 
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EU PRINTO CARRA

 1  1,2 
1 SLE  
2  
 

2009 8 FDA TNF

JIA

Registry
Swedish Patient Resister JIA

9027 131144 44858 661758
PRINTO Paediatric Rheumatology International Trials

Organization 2000
The PharmaChild Project JIA

Eurofever Project
CARRA Childhood Arthritis & Rheumatology Research Alliance 2010 5

2012 4
2 7000 JIA 4989 SLE 704 JDM 478

PRINTO CARRA
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10 10  

 

 







42

    
 

 

1999 Mc Dermott TNF
TNF receptor-associated periodic syndrome, TRAPS TNFRSF1A 

TNF receptor superfamily 1A

IgD TRAPS
Cryopyrin-associated periodic syndrome, CAPS PFAPA periodic fever, 

aphthous stomatitis, pharyngitis and adenitis syndrome  
6 96

IgD
4 6 TRAPS 1

CAPS
PFAPA 4 2 8

 

 
9 CAPS NLRP3

FCAS familial cold autoinflammatory syndrome
Muckle-Wells syndrome NOMID neonatal onset multi-system inflammatory disease 3
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T
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 1  2 
1 2  
 

CAPS CINCA/NOMID phenotype DIRA
CINCA

DIRA 1

review
1. CINCA/NOMID

IL-1  pathway modification
2. CINCA/NOMID CAPS
MWS CINCA phenotype

3. DIRA CROM
CINCA/NOMID

4. Blau camptodactyly
Spondylitis, sacroilitis, facet arthropathy of the cervical spine

RA
5. FMF 6. TRAPS PAPA HIDS

HIDS 1 Winchester-Torg 
MMP2

 



45

 1,2 
1 2  
 

CAPS

TNF TRAPS
MAPS IgD HIDS

FMF PFAPA
FMF PFAPA

Gaslini

TRAPS, MAPS, FMF
PFAPA

Gaslini
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TNF

 
1999

2010 23,261 10 18.2

BCG
2009 0-14 73 10 0.43

2010 89  
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JIA

 1  2 
1 2  
 

RA PSL MTX
2011 EULAR

EULAR recommendations for vaccination in adult patients with autoimmune infl ammatory
rheumatic diseases Ann Rheum Dis 2011 70 13

AIIRD

DMARDS TNF
PSL 14 20mg/day PSL 0.4mg/kg/week MTX

3mg/kg/day AZP

JIA
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A E A
HAV B HBV C HCV HAV

HA Radzikowski et 
al, Inflamm Bowel Dis, 2011 HCV

Brunasso et al, Rheumatology, 2011 HBV
HBs

HBV DNA
HBV glucocorticoid enhancement element

HBV

WHO 3 6 HBV
50-70 HBV

HBV 20 JIA
1 HBs HBs HBc

1
2 HB HB HB

3 HBs 10 IU/ml 3 HB HBs
10 IU/ml HBs 10 IU/ml
4 HBV 5 HCV
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JIA EB

    
 

 

JIA JIA
2008 IL-6 TNF

JIA
MTX JIA

JIA

 
EB

MTX JIA RA MTX
Ebstein-Barr virus EBV EBV

MTX EBV EBV
JIA Still

MAS EBV
MAS EBV MAS

EBV
 

JIA EBV
RA

EBV EBV

JIA MAS EBV EBV
real time PCR EBV

 
JIA EBV  
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JIA

 
 

TNF- IL-6 JIA TNF-

TNF-
IL-6

B IL-6
, TCZ

 
 

TCZ CRP
 

TCZ
CD64 PCT CD64

JIA CD64
PCT sJIA TCZ

 
TCZ 2 sJIA5 34

TCZ sJIA PCT
PCT TCZ sJIA

PCT PCT sJIA
TCZ

 





54

  
 

 

CD4 T cell IL-2

Puromycin PAN Adriamycin ADR
PAN 7-14

10 50% ADR
14

50

P. Mundel
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MMF SLE

  
 

 

SLE
IVCY AZP

2000  MMF
IVCY AZP

2008 EULAR Recommendation 2012
ACR Guideline IVCY MMF

2006 SLE
IVCY+MMF 1 1

IVCY+AZP 12 INS/RPS
Alb Cre C3 C4 dsDNA SLEDAI PSL

IVCY+MMF 10 2 8 12
 10 8 80% IVCY+AZP

13 2 12 10 4 40%
PSL 12 IVCY+AZP 20mg/day 11.1mg/day IVCY+MMF

22.5mg/day 7.5mg/day PSL
MMF IVCY+AZP 3

IVCY+MMF 2
MMF

MMF IVCY
SLE MMF

MMF
MMF
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SLE

  
 

 

WHO
1976 2003 1

6 3 4 SLE

1995 10 MZB
RCT 1 80mg

MPT
2

3 MZB 4 DNA
57 85 2 20 4 23
14 11 4 8

S MPT S MPT 40mg/day 20mg/day
6 S

4 1 24 MZB S
p=0.02 9

1 45 7.6
5

16 S p=0.02 SLE
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SLE

 1,2  2  2  2  2  2

 2  2  2  2  2  2

 2  2 
1 2

 

SLE JIA
SLE

 
supportive

 
SLE

evidence
 

1  
1995 2006 SLE

2008 2010 1984
1994 SLE Takei S, Acta Paedatr Jpn, 1997

10
 

2  

 
SLE SLE
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 1,2  3  4  5  6  7

 8  9  2  2  2  5  
 10 

1 2  
3 4  
5 6  
7 8 9  
10  

 

WG
 

8
 

WG  
1.  
2.  
3.  
4.  

 
1  
2  
3  
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 1  3  3  3  4  4

 5  5  6  6  7  7  
 8  9  10  11  1,2 

1 SLE 2  
3 4 5  
6 7 8

9 10  
11  

 

BD
20 40

10 Criteria of the International Study Group
for the diagnosis of BD

BD
 

 
15 51 0 15 25

26
4 8% 6  
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 1  2 
1 2  

 

1
2 3 4

 
 

1. Hib DPT/DT
MTX DMARDs TNF IL-6

 
2.

 
3. Hib Rituximab Rituximab

 
4. 2 mg/kg/ 20 mg/ 2

cyclosporine A >2.5 mg/kg, SASP>40 mg/kg, CPM>2 
mg/kg, azathiopurin> 3mg/kg  

5.
 

6. MR
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RA

tight control
treat to target T2T  
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Swee-Ping Tang 
Department of Paediatrics,Hospital Selayang, Malaysia 

 

The mucopolysaccharidoses (MPS) are a group of rare, inherited, lysosomal storage diseases due to
abnormal glycosaminoglycan (GAG) metabolism resulting in multi-organ involvement. There is
clinical heterogeneity not only between different types of MPS but also within the same type; 
with presentations ranging from accelerated to attenuated forms. The recognition of accelerated
forms is easy due to its classical  symptoms. However, diagnosing the more subtle attenuated
forms remains a challenge.  Unfortunately, early recognition of these attenuated forms is of particular
importance as they are not benign or milder, and early diagnosis is vital to ensure timely institution 
of treatment before irreversible organ damage occurs. 
Early diagnosis may be achieved by recognising the musculoskeletal (MSK) manifestations
of these MPS disorders because MSK symptoms are not only common but a prominent feature, and 
are present early especially in the attenuated forms. Hence, the paediatric rheumatologist can play
a pivotal role in the early diagnosis of these patients. 
The commonest MSK manifestation in MPS is non- inflammatory joint contractures and
stiffness (except MPS IV), often involving the hands and shoulders. Other MSK manifestations
include hip dysplasia, atlanto-axial instability, carpal tunnel syndrome, short stature, kyphosis as well 
as characteristic radiological findings of dysostosis multiplex. Unfortunately due to the rarity of these 
MPS disorders, many of these symptoms may be mistakenly attributed to rheumatic diseases.
Therefore, the diagnosis of MPS should be considered in patients presenting with these features, 
especially when in the presence of other concomitant supportive features like umblical or inguinal
hernia (especially recurrent), corneal clouding, valvular heart disease, recurrent otitis media and coarse
facial features.  
The treatment of MSK manifestations in MPS patients is mainly supportive; analgesia
for joint pains and active physical rehabilitation. Some may require corrective surgery.
Enzyme replacement therapy has shown some positive effects on growth (if instituted early), 
improvement in joint mobility and function but skeletal changes are irreversible and progressive.
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SLE

 
10

 
SLE

RA  
SLE SS-A

SS-A 1

2009

 
RA
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JDM 10% JIA 51% SLE 29%
10 1.63 0.2

0.5  

DM
JDM 60

drug-free
JDM

lipodystrophy QOL

CADM-140
 

JDM
JDM CK

 

2

TNF
 

JDM
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SLE

SLE 13 12
SLE IV-G A

CNS 2
IVCY 500mg/m2 4 6 dsDNA

20IU/ml
9 X 11

11mg/day 0.4mg/kg/day dsDNA 78.2IU/ml
15mg/day IVCY 3

dsDNA 50IU/ml SLE

dsDNA dsDNA

 

    
   

 
juvenile dermatomyositis JDM

4
2 2 CRP

PICU
MRI JDM

10

IL-1 68pg/ml IL-6 205pg/ml TNF 11.6pg/ml IFN- 0.2IU/ml

1 2
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sJIA

TCZ 2002 II 2008
sJIA sJIA sJIA

sJIA
2002 4 2012 7 sJIA sJIA 50 27

23 2 2001 I 2002 II

I 20 II 30 sJIA 43 I 15 75%
II 28 93% I 10 /15 67% II 15 /28 54%

8 2 25%
TCZ TCZ I 8 5 II 1 10 2012 7
1 Therapy-off I 5 /15 33% II 15

/22 68% 8 1 5 4
80% PET

JIA
TCZ

 

    
 

 
 

s-JIA Flu

TCZ Flu
s-JIA  

 
3 2 s-JIA PSL

TCZ TCZ PSL 0.3mg/kg/day 7
Flu 1

CRP
4mg/ 4 Flu

1 CRP
IL-18/IL-6 675/ 3pg/ml

4800/100 2 24000/284  
 
s-JIA

TCZ CRP
IL-18 IL-6
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 1  1  1  1  1  1  
   1  2  1 
1  2   
 

sJIA PE LCAP
7

sJIA 1

TNF-
13 PE 14 PE

LCAP 21 5 PE 2 LCAP
23

LCAP

sJIA LCAP
sJIA PE LCAP PE LCAP

sJIA  

 1  1  1, 2  1 
1 2  
 

sJIA JIA innate immunity
still AOSD sJIA
3 AOSD

18 19 20 1 5 6 1 2 1
3 5 1 2

1 2 sJIA
NSIDs PSL MTX

3 TNFRSF1A MVK CIAS1
MEFV 1 2

3 1
1 2

AOSD
3 sJIA AOSD
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FMF

exon10 genotype-phenotype
pyrin

exon10 M694I
M694V 14 A exon3 P369S 17 B

neopterin IL-6 IL-18 sTNF-RI
sTNF-RII A FMF

B
FMF A IL-18

2
neopterin sTNF-Rs

IL-18 B
IL-18 FMF IL-18

inflammasome FMF
 

 1  1  1  1  2  2 
1  2  
 

PFAPA Periodic fever aphthous stomatitis pharyngitis cervical adenitis
FMF MFEV

7 3 4-7 1 1-2 3 7

PFAPA
5 2 MEFV L110P E148Q

FMF 2 6 1
4-5 1-3

L110P E148Q FMF 5.6%
FMF PFAPA FMF
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 1  1  1  1  1  2  3

   4  5  6  7  8  9  10  
   1 
1   2  
3 4  
5 6  
7 8  
9 10  
 

Cryopyrin-associated periodic syndrome CAPS IL-1
CAPS Muckle-Wells CINCA /NOMID

caspase-1 IL-1  
CAPS IL-1

2011 9
IL-1  

IL-1
CINCA

IL-1
CAPS  

CAPS
CAPS

 

 1, 2  2  2, 3  2  2  2  
   2, 4  2  5  6  2, 7 
1 2    
3  4   
5   
6  7    
 

EOS
PIP

DIP JIA
X carpal length CL

CL  
NOD2 EOS 6

RF JIA 36 RF JIA 10  
1 X 2 M2 3

RM Poznanski 1 M2 RM RM
SD CL SD  

2 EOS4
 

EOS CL SD 2SD JIA
RF R=0.228 p=0.0018 RF

R=0.347 p=0.0082  
EOS
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 1  1  1  1  1  1  2  
   2  2  3  1 
1  2  3   
 

CRMO 1972 Giedion
CRMO 3

1 8
MRI

CRMO 3
5 2 9

MRI 3
2 5 2

2 CRMO 3
11 MRI

5
CRMO NSAIDs 1

CRMO

CRMO Majeed LPIN2

CRMO  

 1  1  1  1  2  2  2  
   2  2  2 
1  2    
 

11  
10 6 10

11 1
 

CRP4.4mg/dl 40mm/1
MRI T2

MRI
 

18FDG-PET 1
CRMO TNF-R1 1590pg/ml

11 4
CRP 11 6
11 8

TNF- Infliximab
 

CRMO CRMO
NSAIDs

TNF-  
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 1  1  1  1  1  1  1  
   1  1  2  1  1  1 
1 2  
 

7 hyperostosis
M7 1 8 1 1

1 5
CRP 3

PSL
PSL 1 8

CRP SAA X-P
Ghosal hematodiaphyseal dysplasia PET

MRI T2 STIR
7

M7

Ghosal hematodiaphyseal dysplasia

 

 1  1  1  1  1  2  2, 3

   4  5  6  1 
1   2 DNA 3  
4   
5  6   
 

Aicardi-Goutières AGS 1
IFN- 40% 5

TREX1 RNASEH2B RNASEH2C RNASEH2A SAMHD1
1 AGS

Familial Chilblain Lupus AGS
1852

AGS 8
7 AGS definitive 5 probable 2

15 5
8 TREX1 3

RNASEH2B SAMHD1 1 3
5 AGS

TREX1  
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 1  1  1  1  1  2  
   2  3  4  4, 5  6  7  8  
   1 
1   2  3  
4 DNA 5   
6   
7  8   
 

Aicardi-Goutières AGS 1
IFN- 40% 5

TREX1 RNASEH2B RNASEH2C RNASEH2A SAMHD1
IFN- TREX1 SLE

13 40 2052g 1
2 CT

126/3 5

1 1.6S.D. 2.8S.D.
4 LE cell

DNA
0.8 104/mm3 SLE

5 7 9
DM

12 AGS SAMHD1 H123P K523X AGS
AGS SLE

AGS SLE
CT SLE

AGS SLE

 1, 2  3  3  4  2  2  2 
1 2  
3 4  
 

IgE

IgE Th2 Th2
Th2 CD45RO CD62L CD4 T

6 6 PBMC PHA
Cytometric bead array kit CD4 T CD45RO

CD62L CD45RO CD62L
PBMC PBMC Th2 IL-3 IL-4 IL-5 IL-13 GM-CSF

IL-10 IFN- IL-17
1 6 CD45RO CD62L CD4 T

Th2
Th2 CD45RO CD62L CD4 T

Th2  
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 1  1  1  1, 2  1 
1  2  
 

TNF ADA 2011 7

ADA 9 9
ADA ADA

24W endpoint ADA MMP-3 DAS
8 12 16 24W ACRpedi 30 ACRpedi 50 3

6 2.6 11.8 8.5 2.5 4 29 1.1 8.6 7
2 RF 7 77.8% ANA 160 3 33.3% CCP 6

66.7% ADA 20mg 3 40mg 6 MTX 6.8 2.2mg/m2/W 8
PSL 4.5 2.6mg 5

1 MMP-3 65 225ng/ml 102 59.9ng/ml
n.d. 342ng/ml 85.5 99.7ng/ml DAS-ESR 4.41 0.95 2.27 0.87 DAS-CRP 3.48

0.80 1.75 0.74 ACRpedi30 8W 50% 12W 75% 16W 66.7% 24W
100% ACRpedi50 8W 50% 12W 62.5% 16W 33.3% 24W
50% 1 28W

ADA JIA
 

 1  1  2  1  3  1, 4  
   1, 5  1, 6  7  1, 8 
1  2   
3 4  5  
6 7 8  
 

Bio Xp
mTSS

carpal length CL Bio
risk factor MTX Bio

JIA 46 RF 36 RF 10
3.1 CL SD Bio 46 1

36 3 20 CL SD cumulative probability %
Bio CL SD 1 61%

3 70% 1
10 RF Bio 1 1 3 3

ETN IFX ADA TCZ Bio switching
DAS28 2.6 2=7.038

P=0.008 MTX JIA Bio
DAS28 2.6 risk factor Bio

switching risk factor 1st Bio DAS28 2.6
2ndBio switching  
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 1, 2  1  3  3  1 
1   2   
3    
 

TNF B
TNF

16 13
PsA PsA

15 4
BASDAI 3 10

38.2
CK ASLO CT density

Ceftriaxone Streptococcus dysgalactiae 
subsp. equisimilis SDSE 14 4

6
SDSE

Streptococcus pyogens
SDSE TNF

 

 1  1  1, 2  1  1, 2  1 
1   2   
 

p-JIA
24

RF
NSAIDs MTX

 
12 6

MRI
JIA naproxen 300mg/ MTX 10mg/ PSL 10mg/

2012 1
40mg/2

4 10 MRI
10

4 MRI
 

TNF
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 1  1  1  1  1  2 
1    2    
 

sJIA IL-6
TCZ TCZ MAS

16 13 sJIA
PSL CyA MAS 1

TCZ MAS Lipo-DEX CyA
16 1 MAS

IL-18 Lipo-DEX CyA AST ALT LDH
MAS IL-18 MAS

IL-18 TCZ 2 1
IL-18 IL-6 TCZ 2 3

CyA PSL MAS 1 sJIA
IL-18 2 IL-18 TCZ 1

3 sJIA MAS IL-18 caspase-1
IL-18 IL-1 Pyroptosis 1

 

 1  1  1  1  1  1  
   2  2  1 
1   2   
 

 
SLE 0.9 4.6%

SLE
SLE

 
 

15 IgG
ds-DNA SLE

ISN/RPS II 60mg/

mPSL

TNF-
IgM MEFV

exon3 P369S-R408Q  
 

SLE TNF-

MEFV
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 1  2  3  4 
1  2 3  
4  
 

Chediak-Higashi Chediak-Higashi syndrome CHS
hemophagocytic syndrome HPS

microtubule primary lysosome phagosome
HPS accelerated phase

1999 4 6.300/ L 2%
70.5% 22% 6.9g/dL 2 3 / L FDP-E140ng/mL AST42IU/L

ALT50IU/L LDH791IU/L ferritin390ng/mL 2microglobulin/Cr 200 mg/dL /15.5 mg/dL
VAHS

VAHS

1 CHS
silvery hair

CHS CHS HPS
HPS  

        
   

 
T SPTL

30% HPS MAS
s-JIA SPTL

13 10
HPS

2 PSL 40mg/day 1mg/kg 3
TG

FDP-Dimer
PET-CT

MAS s-JIA PSL CyA
PSL

PSL
3

SPTL HPS

HPS
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 1  1  2  1, 3  1  1, 4  
   1  1, 5  1, 6  1 
1   2 3   
4  5 6    
 

ankylosing spondylitis AS AS juvenile 
ankylosing spondylitis JAS RF/ANA

juvenile idiopathic arthritis JIA
JAS 7 4

3 14.0 RF JIA 5 2 7
and/or 5 71% Human Leukocyte Antigen

HLA 5 71% HLA-B27
1  58 mm CRP 5.3 mg/dl X

/CT 5 71% AS
NY modified New York criteria 3 2 2

Amor 1990 5 ESSG The European 
Spondyloarthropathy Study Group 1991 6

RF JIA JAS
X NY JAS
CT/MRI NY

Amor ESSG
 

 1  1  1  1  2  1  1 
1  2   
 

SpA
T2T SpA

X
uSpA 3 1 11

MRI
uSpA NSAIDS DMARDS

1 infliximab IFX BASDAI
2 9 MRI

STIR uSpA NSAIDS PSL
2 IFX BASDAI 3

11 EBV
NSAIDS 1 MRI STIR uSpA

DMARDS SNRI Pregabalin IFX adalimumab
ASAS 2009 SpA MRI

EULAR ABILITY-1 3 uSpA TNF
SpA SpA

uSpA QOL
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 1  1  1  2  3  1  
   1, 4  5  5  6  7  1, 8 
1  2   
3  4 5   
6 7 8 9

 
A post streptoccal reactive arthritis PSRA A

ARF
JIA JIA PSRA

2 1 11 2
NSAIDs JIA

ASO 6 670 IU/ml ASK 1280
ANA RF

2
2 13 2

11 ASO 21 70IU/ml ASK 10 240
PSRA PSRA ARF

ARF JIA CCP MRI
 

   
  

 
5 15%

 
 

13 12
5 1

MRI
ASO1097IU/ml

A

DIP
 

TNF
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 1  1  1  1  1  1  
   2  2  1 
1   2  
 

Kogoj

5
2010

2012 2

2012 3 14 3 19
3 21

Kogoj

MTX
 

 1  2, 3  4  1  1  1  1

   1 
1  2  
3 4   
 

27 22
12 Betamethasone sodium phosphate

10
16 18 19 1 2 3

154cm 44kg
90/50 WBC 3100/ l

TP 9.0mg/dl IgG 2560mg/dl RA + RAHA320 RF 92 2560 Ro/SSA 256 La/SSB 
16 HLA A-26 B52 Shirmer test 5mm

22 Sjogren Behcet
colchicine Cyclosporine A

150mg/day 22 Corticosteroid
2011 Behcet
48 11 colchicine 3 corticosteroid 4

colchicine corticosteroid 2 cyclosporin A 1 1 cyclosporin A
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 1  2  1 
1  2  
 

Behçet
Behçet

5 5
Behçet 0.01mg/kg/day

7 2
9 0

0.01mg/kg/day
4

1 12 4
WBC 1900/ l Hb 11.5g/dl

Plt 12.1 104 0.02mg/kg/day
0.03mg/kg/day Behçet 7

3 Behçet

1 CD4 200-400/ l 
Behçet

Behçet
 

 1  1  1, 2  1, 3  1  1, 4  
   6  1  1, 5  1, 7  1, 6  1 
1   2   
3 4  5  
6   7  
 

8-18 JIA Bio
131 JIA 250 1 2 13.2

6.2 Bio 145 58.7% Steinbrocker Class PedsQL
PedsQL QOL generic core scale

PedsQL total score
Class Bio 3

PedsQL  
P 0.0001 Bio

Bio P=0.0285 77%
JIA

Bio
Bio

PedsQL Class
JIA Bio Bio

Bio JIA
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 1  1  1  2  3  3 
1 2  3   
 

2010 10 JIA TNF
JIA

2011 9

23 9

23 9 1 9 30

3
3

 

 1  2  1  1  1  1  
   1  1 
1 2  
 

SLE

SLE
SLE

10 SLE

SLE

SLE

SLE
SLE
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 1  1  1  1  2  2  
   2  2  2 
1  2   
 

SLE

SLE
5

5 57

3 7

3

 

     
  

 
TA

TA 2  
1 15 X 11

X 12 X 1 1 CRP IgG CT
TA

US CT TA V
TA TA

TA
 

2 11 Y 7 10
11 Y 1 2

4
IgG

CT
Y

2 3 4
5 CT TA V

TA prepulseless TA
prepulseless
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6

CRP
16 CRP 34 CRP

35
36 CT

V
P C 37

2
45 50

6

1  

        
  

 
Henoch-Schönlein HSP

IVIG 3
1 2 PSL XIII

IVIG 1g/kg PSL 3 PSL
IVIG 1g/kg 2 PSL  

1
2 3

3
 

HSP XIII
IVIG

HSP IVIG 1993
IVIG

 
HSP

IVIG HSP
Fc

 
IVIG HSP
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 1  1  1  1  1  1  1

   1  1  1  2  2  3  
   3 
1  2   
3   
 

CD infliximab IFX
PN CD IFX

19 14 3D-CTA
MRA PN

18  
19

PN
3DCTA PN

CD

CD
IFX 3

IFX IFX 6
 

CD PN
IFX

IFX  

 1  1  1  1  1  1  2  
   3  1 
1  2   
3   
 

UC
 APS

5 37
3 1 5-10 4

1 10-20 5-ASA UC PSL
PSL 5-6 /

WBC 12400/ l Hb 10.0g/dl Plt 69 / l ESR 28/mm CRP 5.61mg/dl UC

MRA FK506 FK506 6-MP

APS CPA 3
CRP IFX IFX

TNFRSF1A MEFV MVK
UC APS
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 1, 2  1  3  3  4  5  
   6  3  1 
1   2  3    
4   5    
6    
 

X NF- B NEMO NF- B 
essential modulator TNF

2 NEMO TNF
NEMO TNF

X
1 11

NEMO G505C A169P 4
7 8

TNF TNF T
NEMO NEMO TNF

TNF 7
9 7 8

1 X

X
 

 1  1  1  1  1  1  1, 2

   1 
1 2  
 

Wiskott-Aldrich WAS 3

WAS 3 WAS

HLA dsDNA c-ANCA

2
2 1

6 GVHD
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 1  1  1  1, 2  1 
1    2  
 

Degos
2

13 12
CRP/ PR3-ANCA

5-ASA 2
5-ASA DLST

CT

Degos
Degos

 

 1, 2   1  1 
1  2   
 

11
X 3/16

3/19 CAM 4
4/6

Tbil 2.8mg/dl AST 1035IU/l ALT 1649IU/l LDH 678IU/l -GTP 132IU/l
ALT/AST 4/14

4 KL-6 4189IU/ml
PSL 1mg.kg/ mPSL

IgM IgG 1250
IgM 0.58 IgG 0.41 PCR HHV-6-PCR ANA 

40 ss-A 5.0IU/ml LKM-1 10.9 16.9 20
20 39.9mg/dl 37.0 187 dl 130 IgG IgG1-IgG4

HHV-6-PCR
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 1  1  1  1  1  1  1, 2  
   1, 3  3 
1     
2     
3     
 

14 7 10 1
ds-DNA

SLE PSL 9mg/ MMF 200mg/ 4 6 14 7
WBC 7700/ l CRP 13.4mg/dl

CTRX
CT

D-Dimer 2.6 g/ml
 

protein C 57% protein C 74% proteinS 105% protein C
protein S APTT PT-INR

LAC 2
IgG APS

APTT43.9 PT-INR1.39
aPS/PT IgG 18.5 1.2 3 aPS/PT IgG 20.0

APS aPS/PT IgG
aPS/PT Sapporo Criteria APS

 

        
    

  
 

SLE SLE-TTP
SLE APS evans TTP

SLE TTP
IVCY 9 2011 8

1280 dsDNA 400 SLE
2

9
ADAMTS13 27% SLE-TTP

dsDNA
SLE

IVCY 2 2 11 Lupus 
nephritis class IIIc TTP

SLE TTP
SLE-TTP

SLE IVCY  
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TTP 5

1 PE PE
TTP slow plasma exchange SPE

10
TTP 5 TTP

PE ADAMTS13 1.1%
ADAMTS13 0.2 104/ l PE

SPE
SPE 12 0.8 104/ l 19 3.6

104/ l 2

4 PE TTP
1 1 PE TTP

SPE
TTP SPE 1  

 1, 2  3  4  1  1  1  
   1  2  
   1  2  2  1  1 
1    2   
3 4

 
SS

SS

SS

16 1999 SS 4 10mg/kg 500mg
2 1

1 2 MRI
1 6 MRI

3 1
2 SS
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 1  1  1  2  3 
1   2  3    
 

SLE
C3 MCTD 1 4 33 6

1584g 1 -2.98SD
4 4

WBC 4730/ l Hgb 11.9g/dl Plt 37.4 ANA 
320  speckled dsDNA 4.6IU/ml Sm 32  U1-RNP 16  116.1IU/ml 
SS-A  AC 1.04 CL-GPI 0.7 CL-IgG 44U/ml CL-IgM 5 TG98IU/ml TPO-Ab 
72IU/ml C3 0mg/dl C4 15.2mg/dl CH50 5.0IgG828mg/dl  

IgG IgM
Virus-like particle C3 IVS11+5g>g/a IVS12-1g g/t

Raynaud U1-RNP MCTD MCTD
C3 4

C3
SLE MCTD SLE

 

 1, 2  1  1  1  1  1 
1   2   
 

MCTD 0.3 0.6% 20%
PAH
PAH crisis MCTD 11

 
2009 6 9 Raynaud 2009 12 10

RNP 65.6% SLE
CT 2010 3 CK 300IU/l

MCTD 2011 1 11
X-p CTR 68%

PAH PAH crisis ICU
7 4 PAH

6 60mmHg
40mmHg 1,146pg/ml BNP 10 20pg/ml

DIC MCTD mPSL
PSL IVCY PSL

PAH  
MCTD PAH

2 PAH crisis BNP
PAH  
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 1  1  1  1  1  1  
   1  1  1, 2  1 
1  SLE 2  
 

13 7
10 2 5 SLE

12
60mmHg

43mmHg 25mmHg
711.3dyne sec 10-5 240dyne sec 10-5 Overlap SLE

60mg/
6 25mmHg

524.3dyne sec 10-5
33mmHg

2 6
 

         
  

 
morphea

1 2 3
Raynaud’s disease

20

lirac ling
lirac ling

MRI
MRI 17

MRI 13 2
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BAFF APRIL B BAFF

BAFF APRIL
AILD 9 CILD 13

NILD 14 BAFF APRIL ELISA
MDA5 BAFF AILD CILD

p=0.0078 AILD NILD p=0.0645 APRIL AILD
CILD NILD p=0.0041 p=0.0018 23 BAFF APRIL

p=0.0046 r=0.36 MDA5 BAFF APRIL
BAFF APRIL JDM ILD

 

 1  1  2  1 
1  2  
 

IVIG / PM/DM
2010 10 PM/DM

IVIG JDM3  
1 5 2005 12 2006 4 JDM Jo-1

mPSL 0.1mg/kg 9 mPSL
MTX MTX AZP IVCY 3 2007

1 IVIG 2008 8 mPSL
AZP CyA MTX 2010 12 4 mPSL

IVIG CyA TAC
2011 1 MTX  

2 11 2007 4 7 JDM Jo-1 mPSL
PSL 0.6mg/kg PSL0.4mg/kg PSL

0.5mg/kg MTX 12 IVIG CyA 2011
1 CyA 12 MTX PSL  

3 15 2009 7 9 JDM Jo-1 mPSL
PSL0.8mg/kg AZP AZP CyA

PSL 2010 4 IVCY 8 CyA TAC
2012 2 8kg/ PSL 1mg/kg

IVIG MTX
PSL  

IVIG 3 1
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 1  1  1  1  2  1 
1    2   
 

 
MDA5

MDA5 2
 

2 8 9
10 11 7

34.0mm/hr CRP 0.0mg/dL FDP 9.1 g/mL FDP-DD 4.4 g/mL
 9IU/L CK 45IU/L 307ng/mL KL-6 498 CT

MRI
MDA-5 83.3U/ml 11 16

2 PSL CyA
KL-6 400 CT

12 30 IVCY 1
KL-6 3 CT IVCY 6

PSL CyA MDA-5  
 

KL-6 MDA5
MDA5  
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s-JIA TCZ

20 s-JIA
TCZ TCZ

ADA 2007 6 PSL
PSL 2009 7 TCZ 2010 1 8 TCZ

PSL A CsA
6 MTX 2011 1

PSL 4 9 CsA MTX ADA
11 CsA 12 A ADA

2012 1 CsA
s-JIA

ADA ADA s-JIA
Sanquin ADA

ADA s-JIA TNF
 

     
  

 
5 8 2 7 sJIA NSAIDs

31
CRP

sJIA 34 PSL2mg/kg/ CRP
38

PSL2mg/kg/

89 2 TCZ
PSL 12mg/ 1mg/kg/  

7mg/ PSL IL-6 MMP matrix 
metalloproteinase -3 MRI

IL-18 MAS
4 2 1 6

120 150ng/ml 5 1 2 5
LDH MMP-3 IL-6 IL-18

5 4
SMUD

3  
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 1  1  1  1  1  1  1

   1  2 
1   2    
 

6 4 38 4 2128g 21
1 9

2002 4
5

5

CRP5.3mg/dl 12500/ l PAPM/BP
CRP14mg/dl PAPM/BP

CRP 1 2
RF42.3U/ml MMP 3 48.8ng/ml CCP 256U/ml

CT

CRP CCP JIA
RF CCP

NSAIDs
 

 1  1  1  2  3  3 
1   2   
3    
 

JIA
JIA

15 2X 11
8 9

37.4
 DAS 28 ESR 

6.49 MMP -3
CCP

JIA NSAID
MTX PSL MTX

11
DAS MMP-3 CCP

36 JIA IL-6 IL-17
IL-6 Th17 IL-17 IL-17

IL-17
IL-17 IL-17

IL-6 IL-17
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 1, 2  1  1  1  1  1 
1    2   
 

Chronic nonbacterial osteomyelitis CNO chronic recurrent multifocal osteomyelitis CRMO

MRI

CNO
CNO

8
39 3 1 1

39
3,000-6,000/mm3 CRP 1-3mg/dl

FDG-PET MRI T2WI T1WI

CNO

CNO  

     
  

 
Chronic recurrent multifocal osteomyelitis CRMO

14
1 5 1

CRP MMP3
IgG FDP D-

MRI

CRMO PET PET

CRMO IgG
CRMO 9

CRMO
10

CRMO CRMO
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12  

 
21 4
NSAIDs 6 38 7

21  
MRI L5

CRP1 2mg/dl
FDG-PET

C7 MRI
8 4

Chronic recurrent multifocal osteomyelitis CRMO

NSAIDs
3

NTX  
CRMO MRI

FDP-PET Ga CRMO

 

    
  

 
SLE PM/DM

MCTD 9 7
RNP 236IU/ml MCTD

PSL AZP

AST ALT LDH CPK CPK 
1,457IU/L 28.2IU/L MRI T1

PM 2
3

IVCY IVCY2
IVCY3 4

MCTD
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5 3

MG ANA 80
MG 6

8

WBC 5470/ l Hb 11.1g/dl Plt 23.2 104/ l CRP 0.03mg/dl CK 50IU/l IgG 2708mg/dl C3 67.9mg/dl
CH50 30.4U/ml RF 3IU/ml ESR 30mm/1h ANA 2560 + + U1-RNP LE

LA ds-DNA 21.2IU/ml Sm ss-A ss-B IgG , 
MRI MRA CT SLE %VC

MCTD
Horner

MCTD
MCTD

 1  1  1  2  1 
1  2   
 

AVN
AVN

AVN MCTD 1
13 2009

2010 RNP MCTD
1

10
MMF 20mg

mPSL 2
5 MRI

12 AVN
10 D-dimer

MRI
AVN

20mg
AVN AVN

AVN
AVN  
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 1  1  2  1  1  1  1

   1  1  3  3  3  1 
1   2

3    
 

CRAO
SLE 0.2% MCTD CRAO

U1-RNP 1
12

CRAO Raynaud
 3200/ l  11.5 / l

80 Homo & Speckled DNA RIA 2.4 IU/ml CL 2GPI-IgG
1.0U/ml SS-A/RO SS-B/LA MRI

MRA
CRAO 9

IgG
U1-RNP 1

dsDNA-IgM ssDNA-IgM
MCTD CRAO MCTD

CRAO MCTD  

 1  1  1  1  1  1  2

   2 
1    
2    
 

SLE SLE 2
neurologic syndrome diffuse 

psychiatric/neuropsychological syndrome 2

P
P

14 2 13 7 SLE
ISN/RPS

ds DNA 14IU/ml
14 2 MRI

P 264 g/ml 32
0.93U/ml 0.27 SLE

2
4 P 84 g/ml 0.15U/ml

L-6
P
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15
DNA SLE SLE 8/11 SLE

DNA dsDNA SS-A ISN/RPS
class1-2 SLEDAI 20 mPSL pulse2 IVCY

cyclophosphamide pulse
SLE IVCY pulse

2 AV block AV block
Holter ECG AV block IVCY

IVCY MMF mycophenolate mofetil SLE
SLE SLE SLE

SLE SLE
SS-A AV block

AV block SLE AV block
SS-A SLE

SS-A IVCY AV block  

 

 



122

      
  

 
SS

SS
1 15 5 1 10

IgG 640 RF 20 
U/ml SS-A/Ro 447U/ml ds-DNA 11.5U/ml TSH T4 Tg

TPO Schirmer  6mm/ 5mm Rose-Bengal
MR stage0

SS 11 5
2 15 3 1

1 2MG 3

X
SS PSL 1mg/kg/

Greenspan scale grade 4
SLE

SLE
SS SLE

 1, 2  3  3  1 
1   2   
3   
 

Systemic Sclerosis SSc 3
SjS SSc

13 2006 1
Raynaud 2008 2009

Raynaud
WBC 5,500/ l  1,414/ l CRP 0.04mg/dl IgG/A/M 

2,526/373/88mg/dl CH50 25/ml C3/C4 88/15mg/dl 640 ds-DNA IgG  
10IU/ml Scl-70 RNP SS-A SS-B

PR3-ANCA KL-6 571 U/ml
2003 SSc SS-A

SjS
CT

5-HT2
Raynaud

SSc
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JDM

JDM
IVCY 6 1

37.2
CPK

4065U/L 33.8U/L ESR 6mm/h CRP 0.3mg/dl MRI JDM
mPSL 2 mPSL

IVCY IVCY
IVCY 1 /

JDM IVCY JDM
JDM T IL-1 TNF-

 

 1  1  1  1  1  2  
   2  1 
1   2    
 

Palisaded neutrophilic granulomatous dermatitis PNGD
JDM

PNGD
4 7 3 4 2

4 6

5mm WBC 10990/ l CK 196U/L Aldolase 15.1U/L CRP 0.58mg/dl
ESR 27mm/hr FDP 25.1 g/ml ANCA Aldolase MRI

JDM MP

JDM
PNGD

PNGD

PNGD SLE Churg-Strauss
Wegener
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 1  1, 2  1  1  1  1  3

 3 
1  2  3   
 

2 2
14 1 3

4 5
IVIG2g/kg 1 IVIG 5 CRP11mg/dl

mPSL1.5mg/kg 3 /day CTRX 6
mPSL30mg/kg/dose 7

JCS 3-200 100%
SpO2 90% SpO2 70%

HR30bpm APRV HFO
V-A ECMO mPSL 3

2 10 11 ECMO
16

IVIG1g/kg
IVIg

ARDS ARDS

ARDS  

     
 

 
CPN

ASO
IVCY

IVIG 4 200X
11 12

28 WBC23600/ l neut 62% CRP 14.07mg/dl ASLO 1320IU/ml
MRI

PSL1.6mg/kg/
2 PSL

7
CPN

PSL
IVCY IVCY

PSL 8 PSL 3 CRP
PSL1mg/kg/

IVCY 6MP IVIG
PSL ASO

CPN IVCY IVIG
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 1  3  1  1  1  3, 4  
   3  1, 2  5  1 
1  2   
3   4   
5    
 

Castleman hyaline vascular type plasma 
cell type plasma cell type

plasma cell type 10 4
WBC CRP

, 

CD138 plasma cell type Castleman IL-6
plasma cell Th1 Th17 2mg/kg/day

CRP

15 2 HHV-8 HIV

Castleman  
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：シンポジウム、 ：ワーキングループ報告会、

：ランチョンセミナー、 ：口演（症例検討）、 ：口演（一般演題）、 ：ポスター
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協賛・広告掲載企業一覧


