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[CQ1]
[CQ2]
[CQ3]
[CQ4]
[CQ3]
[CQE]
[CQT7]
[CQ8]
[CQ9]
[CQ10]
[CQ11]
[CQ12]
[CQ13]
[CQ14]
[CQ15]
[CQ16]
[CQ17]
[CQ18]

[CQ19]
[CQ20]
[CQ21]
[CQ22]

Parry-Romberg
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[CQ1]

Padua Consensus classification 5 circumscribed morphea linear

scleroderma generalized morphea pansclerotic morphea mixed morphea

1D

1-4 1961 Tuffanelli

Winkelmann 11

morphea linear scleroderma generalized morphea 3

Morphea
1

5-7

Linear scleroderma

40 - 70%
4,7,8
9
morphea en coup de sabre
Parry-
Romberg progressive facial hemistrophy,
CQ10

Generalized morphea

11



Tuffanelli  Winkelmann
generalized morphea

1994 Sato 10

2 Sato generalized morphea
3cm 4
2
10, 11
generalized morphea morphea linear scleroderma
10
generalized morphea 87%
74%
1995 Peterson 2 Tuffanelli  Winkelmann
3 plaque morphea generalized morphea

bullous morphea linear morphea deep morphea 5

atrophoderma of Pasini and Pierini
1

12-18 2004
Padua Consensus classification 3
atrophoderma of Pasini and Pierini 3
mixed morphea 2
circumscribed morphea linear scleroderma generalized

morphea pansclerotic morphea mixed morphea 5

4 2006 750 15% mixed
morphea 4
Tuffanelli Winkelmann Peterson

12



Padua Consensus classification

Plagque morphea/Circumscribe morphea
Peterson plaque morphea

circumacribed morphea Tuffanelli

Guttate morphea

morphea

Atrophoderma of Pasini and Pierini

13,17
13,19,20 Peterson
Padua Consensus classification
morphea  superficial variant
Pasini and Pierini

atrophoderma of Pasini and Pierini

21

Keloid morphea/Nodular morphea

plaque morphea

Lichen sclerosus et atrophicus

Peterson plague morphea

13

Winkelmann

Padua Consensus classification

morphea

Peterson plaque

superficial variant
plaque morphea
circumscribed
morphea  atrophoderma of
circumscribed morphea 20%

19 circumscribed morphea

Peterson

22-25

24,26, 27



Bullous morphea
circumscribed morphea bullous morphea

28

Linear morphea/Morphea en coup de sabre/Progressive facial hemiatrophy
Peterson linear morphea Tuffanelli  Winkelmann
Padua Consensus classification linear scleroderma Peterson
morphea en coup de sabre  progressive facial hemiatrophy linear morphea
Padua Consensus classification

linear scleroderma  Trunk/limbs Head 2

Deep morphea/Morphea profunda/Subcutaneous morphea

circumscribed morphea linear scleroderma
Peterson deep
morphea linear scleroderma
Peterson
deep morphea Padua Consensus classification circumscribed morphea

deep variant Peterson deep morpeha

subcutaneous morphea morphea
profunda 2

eosinophilic fasciitis  pansclerotic morphea of childhood  deep morphea

Eosinophilic facsiitis
Peterson deep morphea  variant

Eosinohiplic fasciitis

Pansclerotic morphea/Pansclerotic morphea of child hood
Generalized morphea
29 Peterson
pansclerotic morphea of childhood

Padua Consensus classification pansclerotic morphea

14



30

29-31
32,33
Mixed morphea
Padua Consensus classification circumscribed morphea liner scleroderma
generalized morphea pansclerotic morphea 2
Tuffanelli  Winkelmann
Peterson Padua
Consensus classification
2 Tuffanelli  Winkelmann

Padua Consensus classification

circumscribed morphea/deep variant  pansclerotic morphea

Padua Consensus classification

circumscribed morphea linear scleroderma

generalized morphea pansclerotic morphea mixed morphea 5

1D

1. Tuffanelli  Winkelmann

(i) Morphea is usually characterized by circumscribed, sclerotic plaques with an ivory-
coloured centre and surrounding violaceous halo. Punctate morphea is considered to be

a variant of morphea, in which there appear small plaque complexes.
(i) Linear scleroderma appears in a linear, bandlike distribution, and scleroderma en
bondes is a synonym of linear scleroderma. Frontal or frontoparietal linear scleroderma

(en coup de sabre) is characterized by atrophy and a furrow or depression that extends

15



below the level of the surrounding skin.

(iif) Generalized morphea, the most severe form of localized scleroderma, is characterized
by widespread skin involvement with multiple indurated plaques, hyperpigmentation

and frequent muscle atrophy.

2. Sato generalized morphea
2 generalized morphea
1. 3cm 4
2 7
2
2 morphea

linear scleroderma
3. Peterson
Plagque morphea
Plagque morphea
Guttate morphea
Atrophoderma of Pasini and Pierini
Keloid morphea (nodular morphea)
(Lichen sclerosus et atrophicus)

Generalized morphea

Bullous morphea

16



Linear morphea
Linear morphea (linear scleroderma)
Morphea en coup de sabre

Progressive facial hemiatrophy

Deep morphea

Morphea profunda

Subcutaneous morphea

Eosinophilic fasciitis

Pansclerotic morphea of childhood

4. Padua Consensus classification

Circumscribed morphea

a) Superficial

b) Deep

Linear scleroderma

a) Trunk/limbs

b) Head

Generalized morphea

Pansclerotic morphea

Mixed morphea

[CQ2]

1D

17



Taniguchi 34 16

circumscribed morphea
circumscribed morphea/deep variant pansclerotic
morpeha linear scleroderma

generalized morphea

zosteriform connective tissue nevus
circumscribed morphea linear scleroderma keloid morphea

circumscribed morphea

circumscribed morphea/deep variant linear scleroderma

Parry-Romberg

bullous morphea
Atrophoderma of Pasini and Pierini

circumscribed morphea

circumscribed morphea superficial variant

Parry-Romberg linear scleroderma CQ1io0

18



Pierini

1D

[CQ3]

50%

2D

DNA 39 - 59%35
60% 11
generalized morphea
4

19

CQs

linear scleroderma

34

atrophoderma of Pasini and

DNA

46 - 80% 35
36 - 87%10, 36

82% 37



DNA

38
10
|
1 N
39, 40
1L-2
35, 41-45
DNA
[CQ4]
MRI
MRI
CT MRI SPECT
1C
Circumscribed morphea
linear scleroderma
subclinical
Schanz 46
morphea/deep variant 9 linear scleroderma 19

20

37,

C

generalized morphea

DNA

MRI

43 circumscribed

generalized morphea 12



pansclerotic morphea 3 42 MRI 74%

96% 38%
65% 60% 53% 40% 21%
16% 14% 7% 5% pansclerotic
morphea linear scleroderma 68% generalized morphea 50%

circumscribed morphea/deep variant  44%

38%
subclinical
47-52
MRI
MRI
CT MRI
CT MRI
SPECT 53
CT MRI
1
CT
MRI
MRI
54
MRI MRI
CT MRI SPECT

21



1C

[CQ3]
3-5 50%
2C
Peterson 5
82 30 9.2 33
50% 3.8 circumscribed

morphea 2.7 deep morphea 5.5

4
Christen-Zaech 8 136
3.7% 6 linear
scleroderma Saxton-Daniels 55
27 linear scleroderma 20
generalized morphea5  circumscribed morphea 2 24 89%
8 29% 16
59% 6-18
9 50 3 Mirsky
56 3 90 linear
scleroderma/limbs 48 circumscribed morphea 26 linear scleroderma/head 23
28% 1.7
linear scleroderma/limbs 9.25 7.08
2 linear scleroderma/head
Piram 57
linear scleroderma 52
54 31%

22



10
3-5 50%

linear scleroderma

[CQ6]

generalized

morphea

2C

circumscribed morphea/deep variant linear

scleroderma generalized morphea pansclerotic morphea

generalized morphea

23



Parry-Romberg 20% 4, 53,

58
CQ22 CT MRI SPECT
CQ4
Parry-Romberg 15% 59
59
59
4,7
7
4,7
Sato 60
IgM 19G 46% 24%

circumscribed morphea 30% linear

scleroderma 35% generalized morphea 67%

generalized morphea 71%
Hasegawa 43
/ 17%
generalized morphea 27%
750
4 generalized morphea 40%
3,17

24



[CQ7]

localized scleroderma

systemic
sclerosis
2
diffuse cutaneous systemic sclerosis; dcSSc

limited cutaneous systemic

sclerosis; 1cSSc 61
localized limited
[CQ8]
1D

25



62

30 - 40%
5%
Th/To
50%
DNA
35
1D
[CQI]
I Scl-70
1

90%
I Scl-70
RNA 11
U3RNP
5%
11
39 - 59%
CQ7
4,7
2-3%
3
linear scleroderma 17
4, 6,57

26



Soma 63 135

6.7%

10 2.7 80 0.2%

genelarized morphea-like systemic sclerosis

64

[CQ10] Parry-Romberg

Parry-Romberg linear scleroderma

Parry-Romberg

Parry-Romberg 42% 25%
linear scleroderma circumscribed morphea
53, 58, 65 Parry-Romberg
57%
DNA

Parry-Romberg
Parry-Romberg

Parry-Romberg

CQ11

27



[CQ11]

60-70%

2D

Parry-Romberg

MRI

60-70%

[CQ12]

28



1D 2D

2
2012 Childhood
Arthritis and Rheumatology Research Alliance (CARRA) juvenile localized
scleroderma CORE workgroup
5 66
3
MRI 1 3
CK
2
MRI
CARRA 1
67
47-52
50 MRI
46 CARRA CK

29



circumacribed morphea/deep variant

38
DNA 1

Zwischenberger
Jacobe68

1D

5. Childhood Arthritis and Rheumatology Research Alliance (CARRA)

Active disease definition for comparative effectiveness studies

Group 1
New lesion(s) within the prior 3 months, documented by a clinician
Extension of an existing lesion within the prior 3 months, documented by a clinician$

Erythema of moderate or marked level in lesion or an erythematous lesion border

30



Violaceous lesion or border color
Documentation of active or progressive deep tissue involvement; documentation can be

by clinical examination, photographs, MRI, or ultrasound

Group 2

Patient or parent report of new lesion OR extention of existing lesion occurring within
the prior 3 months. Note: this ONLY applies for new patients (.e. first visit to clinician’s
office)

Lesion warmth

Mild erythema of lesion

Marked or moderate induration of lesion border

Worsening hair loss in scalp, eyebrow, or eyelashes, documented by a clinician

Elevated creatine kinase level in the absence of other source

Lesion biopsy sample showing active disease (i.e., inflammation and progressive tissue
fibrosis, microvasculature occlusion, and increased connective tissue macromolecules

[e.g., collagen, glycosaminoglycans, tenascin, and fibronectin])

* Patients can have either 1 item from group 1 or 2 items from group 2 to qualify as
having active disease. MRI = magnetic resonance imaging.

$ Lesion extension observed in serial photographs or tracings, or documentation of >30%
difference in lesion size (maximum length x width).

[CQ13]

1D

69
circumscribed morphea 6 15 - 59 1 1-2
3 6 5

31



70

circumscribed morphea

very strong  strongest mild
71 linear scleroderma
1D
[CQ14]
1B

Circumscribed morphea

1 2

Kroft 72 circumscribed morphea 10

44 1-9 0.1%

0.1%

Stefanaki 73 circumscribed morphea 13 41 - 74

0.1%
1 2 4
Mancuso 74,75 circumscribed morphea 7 22 - 72
-7 0.1% 1 2

32
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Cantisani 76 circumscribed morphea generalized morphea 1

0.1% obT 1 2 8
5
circumscribed morphea 0.1%
oDT
linear scleroderma 0.1%
[CQ15]
1C
1
Joly 77 17 7 linear scleroderma 5
generalized morphea 5 14 - 63 6 - 96
7 0.5 mg/kg/day 10 1 mg/kg/day 6
5-70 18.3 4
1-3 6 -12 13
36.8 6-114
6 35% 2 1
Piram 57 linear scleroderma 52
4 4 20
24 24 28
1
Zulian 78 70 linear scleroderma generalized

33



morphea mixed morphea

24
1 mg/kg/day 50 mg
3 9
3
12
CQ16
0.5 - 1 mg/kg/day
0.5mg/kg/day
1C
[CQ16]
2B
2C 2D 2C
1
4 7
1
2
Zulian 78 70  linear scleroderma generalized morphea
mixed morphea 6 - 17 2.3
15 mg/m2 20 mg 1 12
1 mg/kg/day 50 mg 3
3
12
12
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70 24

46
Seyger 79 9 genelarized morphea 7 circumscribed morphea 2
48 6 15
mg/week 24 12 25 mg/week
VAS
Uziel 80 10 generalized morphea 6 linear scleroderma 3 Parry-
Romberg 1 6.8 4 0.3-
0.6 mg/kg/week 9 3 30 mg/kg 3
1 1 9
3
1 2 10

Kreuter 81 15 generalized morphea 10 linear scleroderma 4

1 18 - 73 8.7 15 mg/week

1000mg 3 6
14

Torok 82 36 linear scleroderma/limbs 12 linear scleroderma/head 6

generalized morphea 12

7.86 19.15
1 mg/kg/week 25 mg/week
24
0.25 mg/kg/day 12
1.77
7 8, 56, 57, 83-86

35

subcutaneous morphea 3

circumscribed morphea 3

2 mg/kg/day 60 mg/day

12

397



2B

linear scleroderma 1 2
3 mg/kg/day 12
linear scleroderma 3 4
1 87 7
3 18
88
Martini 89 4
10
pansclerotic morphea 2 generalized morphea 3 3 linear
scleroderma 2 8 18
600 - 1200 mg/m2/day 20
27 1
90
CQ14
CQ23
[CQ17]
circumscribed morphea UVA1l broad

band UVA PUVA narrow band UVB

36



UVA1 2B broad band UVA 2B PUVA 2C narrowband UVB 2C

circumscribed morphea

UVAl1 PUVA broad band UVA narrow band UVB NBUVB

1994 Kerscher 91

PUVA 2
Kerscher
UVA1L 10
92
1995 UVA1 93-99
121 caucasian 3 -73 6 - 20 circumscribed
morphea circumscribed morphea/deep variant linear scleroderma
70 lowdose UVA1 20J/cm2 5-20 600 - 800 J/cm2
90%
UVA1
2 Sator 97 circumscribed
morphea 16 3 low dose UVA1 20J/cm2
600J/cm2  medium dose UVA1 70 J/cm2 2100 J/cm2
3 6 12
medium dose UVA1l
low dose UVA1 Stege 93
17 circumscribed morphea 15 linear scleroderma 2 9
- 72 9 -6 high dose UVA1 (130 J/cm2 3900
J/iem?2 low dose UVA1 (20 J/cm2 600 J/cm2
high dose UVA1 low dose UVA1
high dose UVA1 10 4
3 9
UVAl
skin type 2
Jacobe 100 high dose UVAL 101
Fitzpatrick skin types I \Y/
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47 skin
type Wang 101
18 high dose UVA1 130 J/cm2
medium dose UVALl 65 J/cm2 3 14 high
dose UVA1 skin type | i

matrix metalloproteinase

1 high dose
UVAL | 1l 3 high dose
UVA1
UVAl
Broad band UVA PUVA low dose broad band UVA
PUVA 2 102, 103 30 PUVA.-
bath 17 PUVA 11 PUVA 2 80%
Low dose broad band UVA El-
Mofty 104, 105 2 Circumscribed morphea
12 low dose broad band UVA 20 J/cm2 20
circumscribed
morphea 63 low dose broad band UVA 5 10 20J/cm2 20
2 77%
NBUVB UVAl 1
Kreuter 106 64 circumscribed morphea 50 linear
scleroderma/limbs 4 linear scleroderma/head 4 circumscribed morphea/deep
variant 2 generalized morphea 3 5-73 5 -39
lowdose UVAL1 20J/cm2 medium dose UVAL1 50J/cm2 NBUVB Fitzpatrick
skintype Il 0.1J/cm2 Fitzpatrick skintype Il 0.2 J/cm2 0.1-0.2Jd/cm2
1.3 J/cm2 1.5 J/cm2 5 8
62
3
medium dose UVA1 NBUVB low dose UVA1
NBUVB medium dose UVA1l low dose UVAl

NBUVB low dose UVAL1l
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50% 400
photosensitivity 1
UVAl1 broad band UVA PUVA NBUVB

circumscribed morphea UVAL
UVA1 30-60
NBUVB
UVAL
broad band UVA
2B
[CQ18]
D
[
2C
2C 2C
D 2C 1B
1A 0 o1A
D
-0
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Dytoc 107 12 5%

3
6
2
4
Campione 108 circumscribed morphea

5% 5 2
Dytoc 69
morphea 6 15-59 1 1-2
5 2
Cunningham 109
1 2 oDT 3

Diab 110 66 generalized morphea

16

circumscribed

6

12

5 mg/kg/month

2 4
3 Moinzadeh 111 PUVA
generalzied morphea 74
12 200mg/day 6 3
Inamo 112 generalized morphea
1mg/kg/day 9.5mg/m2/week 235 mg/m2/day
3
4

Coelho-Macias 113
50 10 12
300mg/day 9

3 Cribier 114

2 generalized morphea

40

generalized morphea

200mg/day 3



linear scleroderma 16

Schlaak 115
bullous generalized morphea 2g/day
2 2 6
4 10
6
Falanga 116 11 D
2 - 5 mg/kg/day 11 7 64% 3-6
7 5
3 2
2 -5mg/kg 15-53 1
3 D
Karrer 117 5 o —
5-aminolaevulinic acid [ALA] 3% 5-
ALA 1-2 |/ 3-6
Batchelor 118
2 6
20% 5-ALA oDT 5
1 6 6
1 5
Hulshof 119 20 9 0.75 pg/day
6 1.25pg/day 3 6
Hunzelmann 120 24 -0
100mg 5 2 100 mg 1 4 18
| MRNA
[CQ19]

Linear scleroderma

4



2D

7 121-125
linear scleroderma linear scleroderma/limbs 5 Parry-Romberg 2
dystonia

neuropathy continuous muscle fiber activity neuromyotonia

Taniguchi 34 linear scleroderma
Kumar 123

neuromyotonia

Linear scleroderma
Saad
Magalhdes 126 linear scleroderma 9 linear scleroderma/limbs 7
Parry-Romberg 2 8
Parry-Romberg 2 1

linear scleroderma 1

linear scleroderma subclinical

10 linear scleroderma/limbs

4 circumscribed morphea 2 linear scleroderma/head 4 127-

134 10 1

133

linear scleroderma/limbs 5 3
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2 1 121,123,124 Parry-

Romberg 2
122,125
Linear scleroderma
Parry-
Romberg 2 1
125
10 9
5- 70mg/day 2 5
3 124
[CQ20]
1D 2D 2D

circumscribed morphea/deep variant linear scleroderma generalized

morphea pansclerotic morphea

CQ12 38,68
1D

2,17,135,136 Rudolph Leyden137 6

3-5 linear

scleroderma 14 1 2

1

138
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Chazen 139

[CQ21]

2D

Parry-Romberg
QOL

Palmero 140
Medpor
10

[CQ22]

44

Parry-Romberg

QOL

2D



1D 2D

141-151
78%
152
80%
90% 127,142,143, 145-147, 153, 154
1 111
4 142, 143, 146, 154 3 125,129, 131
2 147 142
-y145 153 1
153, 155
1 156
2 153, 157
158-160
1 1
153, 161
142, 143, 162, 163
144, 164, 165
145 1

MMF 162

1D

45



[1] Tuffanelli DL, Winkelmann RK: Systemic scleroderma, A clinical study of 727 cases. Arch
Dermatol 1961, 84:359-71.

[2] Peterson LS, Nelson AM, Su WP: Classification of morphea (localized scleroderma). Mayo
Clin Proc 1995, 70:1068-76.

[3] Laxer RM, Zulian F: Localized scleroderma. Curr Opin Rheumatol 2006, 18:606-13.

[4] Zulian F, Athreya BH, Laxer R, Nelson AM, Feitosa de Oliveira SK, Punaro MG, Cuttica
R, Higgins GC, Van Suijlekom-Smit LW, Moore TL, Lindsley C, Garcia-Consuegra J, Esteves
Hilario MO, Lepore L, Silva CA, Machado C, Garay SM, Uziel Y, Martini G, Foeldvari I,
Peserico A, Woo P, Harper J, (PRES) JSWGotPRES: Juvenile localized scleroderma: clinical
and epidemiological features in 750 children. An international study. Rheumatology (Oxford)
2006, 45:614-20.

[5] Peterson LS, Nelson AM, Su WP, Mason T, O'Fallon WM, Gabriel SE: The epidemiology
of morphea (localized scleroderma) in Olmsted County 1960-1993. J Rheumatol 1997, 24:73-
80.

[6] Marzano AV, Menni S, Parodi A, Borghi A, Fuligni A, Fabbri P, Caputo R: Localized
scleroderma in adults and children. Clinical and laboratory investigations on 239 cases. Eur
J Dermatol 2003, 13:171-6.

[7] Leitenberger JJ, Cayce RL, Haley RW, Adams-Huet B, Bergstresser PR, Jacobe HT:
Distinct autoimmune syndromes in morphea: a review of 245 adult and pediatric cases. Arch
Dermatol 2009, 145:545-50.

[8] Christen-Zaech S, Hakim MD, Afsar FS, Paller AS: Pediatric morphea (localized
scleroderma): review of 136 patients. J Am Acad Dermatol 2008, 59:385-96.

[9] Weibel L, Harper JI: Linear morphoea follows Blaschko's lines. Br J Dermatol 2008,
159:175-81.

[10] Sato S, Fujimoto M, Ihn H, Kikuchi K, Takehara K: Clinical characteristics associated
with antihistone antibodies in patients with localized scleroderma. J Am Acad Dermatol 1994,
31:567-71.

[11] Sato S, Fujimoto M, IThn H, Kikuchi K, Takehara K: Antigen specificity of antihistone
antibodies in localized scleroderma. Arch Dermatol 1994, 130:1273-7.

[12] Mayes MD: Classification and epidemiology of scleroderma. Semin Cutan Med Surg 1998,
17:22-6.

46



[13] Tuffanelli DL: Localized scleroderma. Semin Cutan Med Surg 1998, 17:27-33.

[14] Salmon-Ehr V, Eschard C, Kalis B: [Morphea: classification and management]. Ann
Dermatol Venereol 1998, 125:283-90.

[15] Vierra E, Cunningham BB: Morphea and localized scleroderma in children. Semin Cutan
Med Surg 1999, 18:210-25.

[16] Hawk A, English JC: Localized and systemic scleroderma. Semin Cutan Med Surg 2001,
20:27-37.

[17] Chung L, Lin J, Furst DE, Fiorentino D: Systemic and localized scleroderma. Clin
Dermatol 2006, 24:374-92.

[18] Bielsa I, Ariza A: Deep morphea. Semin Cutan Med Surg 2007, 26:90-5.

[19] Kencka D, Blaszczyk M, Jabloriska S: Atrophoderma Pasini-Pierini is a primary atrophic
abortive morphea. Dermatology 1995, 190:203-6.

[20] Jablonska S, Blaszczyk M: Is superficial morphea synonymous with atrophoderma
Pasini-Pierini? J Am Acad Dermatol 2004, 50:979-80; author reply 80.

[21] McNiff JM, Glusac EJ, Lazova RZ, Carroll CB: Morphea limited to the superficial
reticular dermis: an underrecognized histologic phenomenon. Am J Dermatopathol 1999,
21:315-9.

[22] Sawamura D, Yaguchi T, Hashimoto I, Nomura K, Konta R, Umeki K: Coexistence of
generalized morphea with hisotological changes in lichen sclerosus et atrophicus and lichen
planus. J Dermatol 1998, 25:409-11.

[23] Uitto J, Santa Cruz DJ, Bauer EA, Eisen AZ: Morphea and lichen sclerosus et atrophicus.
Clinical and histopathologic studies in patients with combined features. J Am Acad Dermatol
1980, 3:271-9.

[24] Shono S, Imura M, Ota M, Osaku A, Shinomiya S, Toda K: Lichen sclerosus et atrophicus,
morphea, and coexistence of both diseases. Histological studies using lectins. Arch Dermatol
1991, 127:1352-6.

[25] Farrell AM, Marren PM, Wojnarowska F: Genital lichen sclerosus associated with
morphoea or systemic sclerosis: clinical and HLA characteristics. Br J Dermatol 2000,
143:598-603.

[26] Patterson JA, Ackerman AB: Lichen sclerosus et atrophicus is not related to morphea. A
clinical and histologic study of 24 patients in whom both conditions were reputed to be

present simultaneously. Am J Dermatopathol 1984, 6:323-35.

47



[27] Kowalewski C, Koztowska A, Gérska M, Wozniak K, Krajewski M, Blaszczyk M,
Jablonska S: Alterations of basement membrane zone and cutaneous microvasculature in

morphea and extragenital lichen sclerosus. Am J Dermatopathol 2005, 27:489-96.

[28] Trattner A, David M, Sandbank M: Bullous morphea: a distinct entity? Am J
Dermatopathol 1994, 16:414-7.

[29] Diaz-Perez JL, Connolly SM, Winkelmann RK: Disabling pansclerotic morphea of
children. Arch Dermatol 1980, 116:169-73.

[30] Maragh SH, Davis MD, Bruce AJ, Nelson AM: Disabling pansclerotic morphea: clinical
presentation in two adults. J Am Acad Dermatol 2005, 53:5115-9.

[31] Ferrandiz C, Henkes J, Gonzélez J, Peyri J: [Incapacitating pansclerotic morphea in
childhood]. Med Cutan Ibero Lat Am 1981, 9:377-82.

[32] Parodi PC, Riberti C, Draganic Stinco D, Patrone P, Stinco G: Squamous cell carcinoma
arising in a patient with long-standing pansclerotic morphea. Br J Dermatol 2001, 144:417-
9.

[33] Wollina U, Buslau M, Weyers W: Squamous cell carcinoma in pansclerotic morphea of
childhood. Pediatr Dermatol 2002, 19:151-4.

[34] Taniguchi T, Asano Y, Tamaki Z, Akamata K, Aozasa N, Noda S, Takahashi T, Ichimura
Y, Toyama T, Sugita M, Sumida H, Kuwano Y, Miyazaki M, Yanaba K, Sato S: Histological
features of localized scleroderma 'en coup de sabre': a study of 16 cases. J Eur Acad Dermatol
Venereol 2014, 28:1805-10.

[35] Falanga V, Medsger TA, Reichlin M: Antinuclear and anti-single-stranded DNA

antibodies in morphea and generalized morphea. Arch Dermatol 1987, 123:350-3.

[36] Parodi A, Drosera M, Barbieri L, Rebora A: Antihistone antibodies in scleroderma.
Dermatology 1995, 191:16-8.

[37] Takehara K, Sato S: Localized scleroderma is an autoimmune disorder. Rheumatology
(Oxford) 2005, 44:274-9.

[38] : : : , : : :

1993.05, 35:737-40.
[39] Zachariae H, Halkier-Serensen L, Heickendorff L.: Serum aminoterminal propeptide of

type 111 procollagen in progressive systemic sclerosis and localized scleroderma. Acta Derm

48



Venereol 1989, 69:66-70.

[40] Kikuchi K, Sato S, Kadono T, Ihn H, Takehara K: Serum concentration of procollagen
type | carboxyterminal propeptide in localized scleroderma. Arch Dermatol 1994, 130:1269-
72.

[41] Person JR, Su WP: Subcutaneous morphoea: a clinical study of sixteen cases. Br J
Dermatol 1979, 100:371-80.

[42] Bielsa I, Cid M, Herrero C, Cardellach F: [Generalized morphea: systemic aspects of a
skin disease. Description of 12 cases and review of the literature]. Med Clin (Barc) 1985,
85:171-4.

[43] Hasegawa M, Fujimoto M, Hayakawa I, Matsushita T, Nishijima C, Yamazaki M,
Takehara K, Sato S: Anti-phosphatidylserine-prothrombin complex antibodies in patients
with localized scleroderma. Clin Exp Rheumatol 2006, 24:19-24.

[44] Uziel Y, Krafchik BR, Feldman B, Silverman ED, Rubin LA, Laxer RM: Serum levels of
soluble interleukin-2 receptor. Amarker of disease activity in localized scleroderma. Arthritis
Rheum 1994, 37:898-901.

[45] Ihn H, Sato S, Fujimoto M, Kikuchi K, Takehara K: Clinical significance of serum levels
of soluble interleukin-2 receptor in patients with localized scleroderma. Br J Dermatol 1996,
134:843-7.

[46] Schanz S, Fierlbeck G, Ulmer A, Schmalzing M, Kiimmerle-Deschner J, Claussen CD,
Horger M: Localized scleroderma: MR findings and clinical features. Radiology 2011,
260:817-24.

[47] Moore TL, Vij S, Murray AK, Bhushan M, Griffiths CE, Herrick AL: Pilot study of dual-
wavelength (532 and 633 nm) laser Doppler imaging and infrared thermography of morphoea.
Br J Dermatol 2009, 160:864-7.

[48] Wortsman X, Wortsman J, Sazunic I, Carrefio L: Activity assessment in morphea using
color Doppler ultrasound. J Am Acad Dermatol 2011, 65:942-8.

[49] Weibel L, Howell KJ, Visentin MT, Rudiger A, Denton CP, Zulian F, Woo P, Harper JI:
Laser Doppler flowmetry for assessing localized scleroderma in children. Arthritis Rheum
2007, 56:3489-95.

[50] Shaw LJ, Shipley J, Newell EL, Harris N, Clinch JG, Lovell CR: Scanning laser Doppler
imaging may predict disease progression of localized scleroderma in children and young
adults. Br J Dermatol 2013, 169:152-5.

[51] Cosnes A, Anglade MC, Revuz J, Radier C: Thirteen-megahertz ultrasound probe: its

49



role in diagnosing localized scleroderma. Br J Dermatol 2003, 148:724-9.

[52] Li SC, Liebling MS, Haines KA: Ultrasonography is a sensitive tool for monitoring
localized scleroderma. Rheumatology (Oxford) 2007, 46:1316-9.

[53] Blaszczyk M, Krolicki L, Krasu M, Glinska O, Jablonska S: Progressive facial
hemiatrophy: central nervous system involvement and relationship with scleroderma en coup
de sabre. J Rheumatol 2003, 30:1997-2004.

[54] Dumford K, Anderson JC: CT and MRI findings in sclerodermatous chronic graft vs. host
disease. Clin Imaging 2001, 25:138-40.

[55] Saxton-Daniels S, Jacobe HT: An evaluation of long-term outcomes in adults with
pediatric-onset morphea. Arch Dermatol 2010, 146:1044-5.

[56] Mirsky L, Chakkittakandiyil A, Laxer RM, O'Brien C, Pope E: Relapse after systemic
treatment in paediatric morphoea. Br J Dermatol 2012, 166:443-5.

[57] Piram M, McCuaig CC, Saint-Cyr C, Marcoux D, Hatami A, Haddad E, Powell J: Short-

and long-term outcome of linear morphoea in children. Br J Dermatol 2013, 169:1265-71.

[58] Tollefson MM, Witman PM: En coup de sabre morphea and Parry-Romberg syndrome: a
retrospective review of 54 patients. J Am Acad Dermatol 2007, 56:257-63.

[59] Zzannin ME, Martini G, Athreya BH, Russo R, Higgins G, Vittadello F, Alpigiani MG,
Alessio M, Paradisi M, Woo P, Zulian F, (PRES) JSWGotPRES: Ocular involvement in
children with localised scleroderma: a multi-centre study. Br J Ophthalmol 2007, 91:1311-4.

[60] Sato S, Fujimoto M, Hasegawa M, Takehara K: Antiphospholipid antibody in localised
scleroderma. Ann Rheum Dis 2003, 62:771-4.

[61] LeRoy EC, Black C, Fleischmajer R, Jablonska S, Krieg T, Medsger TA, Rowell N,
Wollheim F: Scleroderma (systemic sclerosis): classification, subsets and pathogenesis. J
Rheumatol 1988, 15:202-5.

[62] Fett N, Werth VP: Update on morphea: part I. Epidemiology, clinical presentation, and
pathogenesis. 3 Am Acad Dermatol 2011, 64:217-28; quiz 29-30.

[63] Soma Y, Tamaki T, Kikuchi K, Abe M, lIgarashi A, Takehara K, Ishibashi Y: Coexistence
of morphea and systemic sclerosis. Dermatology 1993, 186:103-5.

[64] Yamakage A, Ishikawa H: Generalized morphea-like scleroderma occurring in people
exposed to organic solvents. Dermatologica 1982, 165:186-93.

[65] Orozco-Covarrubias L, Guzméan-Meza A, Ridaura-Sanz C, Carrasco Daza D, Sosa-de-

50



Martinez C, Ruiz-Maldonado R: Scleroderma 'en coup de sabre' and progressive facial
hemiatrophy. Is it possible to differentiate them? J Eur Acad Dermatol Venereol 2002, 16:361-
6.

[66] Li SC, Torok KS, Pope E, Dedeoglu F, Hong S, Jacobe HT, Rabinovich CE, Laxer RM,
Higgins GC, Ferguson PJ, Lasky A, Baszis K, Becker M, Campillo S, Cartwright V, Cidon M,
Inman CJ, Jerath R, O'Neil KM, Vora S, Zeft A, Wallace CA, llowite NT, Fuhlbrigge RC:
Development of consensus treatment plans for juvenile localized scleroderma: a roadmap
toward comparative effectiveness studies in juvenile localized scleroderma. Arthritis Care
Res (Hoboken) 2012, 64:1175-85.

[67] Martini G, Murray KJ, Howell KJ, Harper J, Atherton D, Woo P, Zulian F, Black CM:
Juvenile-onset localized scleroderma activity detection by infrared thermography.
Rheumatology (Oxford) 2002, 41:1178-82.

[68] Zwischenberger BA, Jacobe HT: A systematic review of morphea treatments and
therapeutic algorithm. 3 Am Acad Dermatol 2011, 65:925-41.

[69] Dytoc MT, Kossintseva I, Ting PT:. First case series on the use of calcipotriol-
betamethasone dipropionate for morphoea. Br J Dermatol 2007, 157:615-8.

[70] Sapadin AN, Fleischmajer R: Treatment of scleroderma. Arch Dermatol 2002, 138:99-
105.

[71] Fett N, Werth VP: Update on morphea: part 1. Outcome measures and treatment. J Am
Acad Dermatol 2011, 64:231-42; quiz 43-4.

[72] Kroft EB, Groeneveld TJ, Seyger MM, de Jong EM: Efficacy of topical tacrolimus 0.1%
in active plague morphea: randomized, double-blind, emollient-controlled pilot study. Am J
Clin Dermatol 2009, 10:181-7.

[73] Stefanaki C, Stefanaki K, Kontochristopoulos G, Antoniou C, Stratigos A, Nicolaidou E,
Gregoriou S, Katsambas A: Topical tacrolimus 0.1% ocintment in the treatment of localized

scleroderma. An open label clinical and histological study. J Dermatol 2008, 35:712-8.

[74] Mancuso G, Berdondini RM: Topical tacrolimus in the treatment of localized scleroderma.
Eur J Dermatol 2003, 13:590-2.

[75] Mancuso G, Berdondini RM: Localized scleroderma: response to occlusive treatment with
tacrolimus ointment. Br J Dermatol 2005, 152:180-2.

[76] Cantisani C, Miraglia E, Richetta AG, Mattozzi C, Calvieri S: Generalized morphea

successfully treated with tacrolimus 0.1% ointment. J Drugs Dermatol 2013, 12:14-5.

51



[77] Joly P, Bamberger N, Crickx B, Belaich S: Treatment of severe forms of localized
scleroderma with oral corticosteroids: follow-up study on 17 patients. Arch Dermatol 1994,
130:663-4.

[78] Zulian F, Martini G, Vallongo C, Vittadello F, Falcini F, Patrizi A, Alessio M, La Torre F,
Podda RA, Gerloni V, Cutrone M, Belloni-Fortina A, Paradisi M, Martino S, Perilongo G:
Methotrexate treatment in juvenile localized scleroderma: a randomized, double-blind,
placebo-controlled trial. Arthritis Rheum 2011, 63:1998-2006.

[79] Seyger MM, van den Hoogen FH, de Boo T, de Jong EM: Low-dose methotrexate in the
treatment of widespread morphea. J Am Acad Dermatol 1998, 39:220-5.

[80] Uziel Y, Feldman BM, Krafchik BR, Yeung RS, Laxer RM: Methotrexate and

corticosteroid therapy for pediatric localized scleroderma. J Pediatr 2000, 136:91-5.

[81] Kreuter A, Gambichler T, Breuckmann F, Rotterdam S, Freitag M, Stuecker M,
Hoffmann K, Altmeyer P: Pulsed high-dose corticosteroids combined with low-dose
methotrexate in severe localized scleroderma. Arch Dermatol 2005, 141:847-52.

[82] Torok KS, Arkachaisri T: Methotrexate and corticosteroids in the treatment of localized
scleroderma: a standardized prospective longitudinal single-center study. J Rheumatol 2012,
39:286-94.

[83] Weibel L, Sampaio MC, Visentin MT, Howell KJ, Woo P, Harper JI: Evaluation of
methotrexate and corticosteroids for the treatment of localized scleroderma (morphoea) in
children. Br J Dermatol 2006, 155:1013-20.

[84] Kroft EB, Creemers MC, van den Hoogen FH, Boezeman JB, de Jong EM: Effectiveness,
side-effects and period of remission after treatment with methotrexate in localized
scleroderma and related sclerotic skin diseases: an inception cohort study. Br J Dermatol
2009, 160:1075-82.

[85] Fitch PG, Rettig P, Burnham JM, Finkel TH, Yan AC, Akin E, Cron RQ: Treatment of

pediatric localized scleroderma with methotrexate. J Rheumatol 2006, 33:609-14.

[86] Cox D, O' Regan G, Collins S, Byrne A, Irvine A, Watson R: Juvenile localised
scleroderma: a retrospective review of response to systemic treatment. Ir J Med Sci 2008,
177:343-6.

[87] Strauss RM, Bhushan M, Goodfield MJ: Good response of linear scleroderma in a child

52



to ciclosporin. Br J Dermatol 2004, 150:790-2.

[88] Pérez Crespo M, Betlloch Mas I, Mataix Diaz J, Lucas Costa A, Ballester Nortes I: Rapid
response to cyclosporine and maintenance with methotrexate in linear scleroderma in a
young girl. Pediatr Dermatol 2009, 26:118-20.

[89] Martini G, Ramanan AV, Falcini F, Girschick H, Goldsmith DP, Zulian F: Successful
treatment of severe or methotrexate-resistant juvenile localized scleroderma with
mycophenolate mofetil. Rheumatology (Oxford) 2009, 48:1410-3.

[90] Strober BE: Generalized morphea. Dermatol Online J 2003, 9:24.

[91] Kerscher M, Volkenandt M, Meurer M, Lehmann P, Plewig G, Rocken M: Treatment of
localised scleroderma with PUVA bath photochemotherapy. Lancet 1994, 343:1233.

[92] Kerscher M, Dirschka T, Volkenandt M: Treatment of localised scleroderma by UVA1
phototherapy. Lancet 1995, 346:1166.

[93] Stege H, Berneburg M, Humke S, Klammer M, Grewe M, Grether-Beck S, Boedeker R,
Diepgen T, Dierks K, Goerz G, Ruzicka T, Krutmann J: High-dose UVA1 radiation therapy
for localized scleroderma. J Am Acad Dermatol 1997, 36:938-44.

[94] Kerscher M, Volkenandt M, Gruss C, Reuther T, von Kobyletzki G, Freitag M, Dirschka
T, Altmeyer P: Low-dose UVA phototherapy for treatment of localized scleroderma. J Am
Acad Dermatol 1998, 38:21-6.

[95] Gruss CJ, Von Kobyletzki G, Behrens-Williams SC, Lininger J, Reuther T, Kerscher M,
Altmeyer P: Effects of low dose ultraviolet A-1 phototherapy on morphea. Photodermatol
Photoimmunol Photomed 2001, 17:149-55.

[96] de Rie MA, Enomoto DN, de Vries HJ, Bos JD: Evaluation of medium-dose UVA1
phototherapy in localized scleroderma with the cutometer and fast Fourier transform method.
Dermatology 2003, 207:298-301.

[97] Sator PG, Radakovic S, Schulmeister K, Hsnigsmann H, Tanew A: Medium-dose is more
effective than low-dose ultraviolet Al phototherapy for localized scleroderma as shown by 20-
MHz ultrasound assessment. 3 Am Acad Dermatol 2009, 60:786-91.

[98] Andres C, Kollmar A, Mempel M, Hein R, Ring J, Eberlein B: Successful ultraviolet A1
phototherapy in the treatment of localized scleroderma: a retrospective and prospective study.
Br J Dermatol 2010, 162:445-7.

[99] Kreuter A, Gambichler T, Avermaete A, Jansen T, Hoffmann M, Hoffmann K, Altmeyer

P, von Kobyletzki G, Bacharach-Buhles M: Combined treatment with calcipotriol ocintment

53



and low-dose ultraviolet A1 phototherapy in childhood morphea. Pediatr Dermatol 2001,
18:241-5.

[100] Jacobe HT, Cayce R, Nguyen J: UVAL phototherapy is effective in darker skin: a review
of 101 patients of Fitzpatrick skin types I-V. Br J Dermatol 2008, 159:691-6.

[101] Wang F, Garza LA, Cho S, Kafi R, Hammerberg C, Quan T, Hamilton T, Mayes M,
Ratanatharathorn V, Voorhees JJ, Fisher GJ, Kang S: Effect of increased pigmentation on
the antifibrotic response of human skin to UV-Al phototherapy. Arch Dermatol 2008,
144:851-8.

[102] Kerscher M, Meurer M, Sander C, Volkenandt M, Lehmann P, Plewig G, Récken M:
PUVA bath photochemotherapy for localized scleroderma. Evaluation of 17 consecutive
patients. Arch Dermatol 1996, 132:1280-2.

[103] Usmani N, Murphy A, Veale D, Goulden V, Goodfield M: Photochemotherapy for
localized morphoea: effect on clinical and molecular markers. Clin Exp Dermatol 2008,
33:698-704.

[104] EI-Mofty M, Zaher H, Bosseila M, Yousef R, Saad B: Low-dose broad-band UVA in
morphea using a new method for evaluation. Photodermatol Photoimmunol Photomed 2000,
16:43-9.

[105] ElI-Mofty M, Mostafa W, El-Darouty M, Bosseila M, Nada H, Yousef R, Esmat S, EIl-
Lawindy M, Assaf M, El-Enani G: Different low doses of broad-band UVA in the treatment of

morphea and systemic sclerosis. Photodermatol Photoimmunol Photomed 2004, 20:148-56.

[106] Kreuter A, Hyun J, Stiicker M, Sommer A, Altmeyer P, Gambichler T: A randomized
controlled study of low-dose UVA1, medium-dose UVA1L, and narrowband UVB phototherapy
in the treatment of localized scleroderma. 3 Am Acad Dermatol 2006, 54:440-7.

[107] Dytoc M, Ting PT, Man J, Sawyer D, Fiorillo L: First case series on the use of imiquimod
for morphoea. Br J Dermatol 2005, 153:815-20.

[108] Campione E, Paternd EJ, Diluvio L, Orlandi A, Bianchi L, Chimenti S: Localized
morphea treated with imiquimod 5% and dermoscopic assessment of effectiveness. J
Dermatolog Treat 2009, 20:10-3.

[109] Cunningham BB, Landells ID, Langman C, Sailer DE, Paller AS: Topical calcipotriene
for morphea/linear scleroderma. J Am Acad Dermatol 1998, 39:211-5.

[110] Diab M, Coloe JR, Magro C, Bechtel MA: Treatment of recalcitrant generalized morphea
with infliximab. Arch Dermatol 2010, 146:601-4.

54



[111] Moinzadeh P, Krieg T, Hunzelmann N: Imatinib treatment of generalized localized
scleroderma (morphea). J Am Acad Dermatol 2010, 63:e102-4.

[112] Inamo Y, Ochiai T: Successful combination treatment of a patient with progressive
juvenile localized scleroderma (morphea) using imatinib, corticosteroids, and methotrexate.
Pediatr Dermatol 2013, 30:e191-3.

[113] Coelho-Macias V, Mendes-Bastos P, Assis-Pacheco F, Cardoso J: Imatinib: a novel
treatment approach for generalized morphea. Int J Dermatol 2014, 53:1299-302.

[114] Cribier B, Faradji T, Le Coz C, Oberling F, Grosshans E: Extracorporeal

photochemotherapy in systemic sclerosis and severe morphea. Dermatology 1995, 191:25-31.

[115] Schlaak M, Friedlein H, Kauer F, Renner R, Rogalski C, Simon JC: Successful therapy
of a patient with therapy recalcitrant generalized bullous scleroderma by extracorporeal

photopheresis and mycophenolate mofetil. J Eur Acad Dermatol Venereol 2008, 22:631-3.

[116] Falanga V, Medsger TA: D-penicillamine in the treatment of localized scleroderma. Arch
Dermatol 1990, 126:609-12.

[117] Karrer S, Abels C, Landthaler M, Szeimies RM: Topical photodynamic therapy for
localized scleroderma. Acta Derm Venereol 2000, 80:26-7.

[118] Batchelor R, Lamb S, Goulden V, Stables G, Goodfield M, Merchant W: Photodynamic
therapy for the treatment of morphoea. Clin Exp Dermatol 2008, 33:661-3.

[119] Hulshof MM, Bouwes Bavinck JN, Bergman W, Masclee AA, Heickendorff L, Breedveld
FC, Dijkmans BA: Double-blind, placebo-controlled study of oral calcitriol for the treatment
of localized and systemic scleroderma. J Am Acad Dermatol 2000, 43:1017-23.

[120] Hunzelmann N, Anders S, Fierlbeck G, Hein R, Herrmann K, Albrecht M, Bell S, Muche
R, Wehner-Caroli J, Gaus W, Krieg T: Double-blind, placebo-controlled study of intralesional
interferon gamma for the treatment of localized scleroderma. J Am Acad Dermatol 1997,
36:433-5.

[121] Papadimitriou A, Chroni E, Anastasopoulos I, Avramidis T, Hadjigeorgiou G,
Koutroumanidis M: Continuous muscle fiber activity associated with morphea (localized
scleroderma). Neurology 1998, 51:1763-4.

[122] Kim HJ, Jeon BS, Lee KW: Hemimasticatory spasm associated with localized
scleroderma and facial hemiatrophy. Arch Neurol 2000, 57:576-80.

[123] Kumar A, Jain R, Daga J: Simultaneous occurrence of neuromyotonia and morphoea: a

55



cause-effect relationship? J Neurol Neurosurg Psychiatry 2006, 77:802.

[124] Zivkovic SA, Lacomis D, Medsger TA: Muscle cramps associated with localized
scleroderma skin lesions: focal dystonia, neuromyotonia, or nerve entrapment? J Rheumatol
2006, 33:2549.

[125] Cafias CA, Orozco JL, Paredes AC, Bonilla-Abadia F: Successful treatment of
hemifacial myokymia and dystonia associated to linear scleroderma "en coup de sabre" with
repeated botox injections. Case Rep Med 2012, 2012:691314.

[126] Saad Magalhdes C, Fernandes TeA, Fernandes TD, Resende LA: A cross-sectional
electromyography assessment in linear scleroderma patients. Pediatr Rheumatol Online J
2014, 12:27.

[127] David J, Wilson J, Woo P: Scleroderma 'en coup de sabre'. Ann Rheum Dis 1991, 50:260-
2.

[128] Dunne JW, Heye N, Edis RH, Kakulas BA: Necrotizing inflammatory myopathy
associated with localized scleroderma. Muscle Nerve 1996, 19:1040-2.

[129] Richardson RF, Katirji B, Rodgers MS, Preston DC, Shapiro BE: Inflammatory
myopathy in hemiatrophy resulting from linear scleroderma. J Clin Neuromuscul Dis 2000,
2:73-7.

[130] Schwartz RA, Tedesco AS, Stern LZ, Kaminska AM, Haraldsen JM, Grekin DA:

Myopathy associated with sclerodermal facial hemiatrophy. Arch Neurol 1981, 38:592-4.

[131] Sommerlad M, Bull R, Gorman C: Morphoea with myositis: a rare association. Case
Rep Rheumatol 2011, 2011:134705.
[132] Voermans NC, Pillen S, de Jong EM, Creemers MC, Lammens M, van Alfen N: Morphea

profunda presenting as a neuromuscular mimic. J Clin Neuromuscul Dis 2008, 9:407-14.

[133] Miike T, Ohtani Y, Hattori S, Ono T, Kageshita T, Matsuda I: Childhood-type myositis
and linear scleroderma. Neurology 1983, 33:928-30.

[134] Zivkovié SA, Freiberg W, Lacomis D, Domsic RT, Medsger TA: Localized scleroderma
and regional inflammatory myopathy. Neuromuscul Disord 2014, 24:425-30.

[135] Rosenkranz ME, Agle LM, Efthimiou P, Lehman TJ: Systemic and localized

scleroderma in children: current and future treatment options. Paediatr Drugs 2006, 8:85-97.

[136] Ghersetich 1, Teofoli P, Benci M, Innocenti S, Lotti T: Localized scleroderma. Clin

56



Dermatol 1994, 12:237-42.

[137] Rudolph RI, Leyden JJ: Physiatrics for deforming linear scleroderma. Arch Dermatol
1976, 112:995-7.

[138] Mugii N, Hasegawa M, Matsushita T, Kondo M, Orito H, Yanaba K, Komura K,
Hayakawa |, Hamaguchi Y, Ikuta M, Tachino K, Fujimoto M, Takehara K, Sato S: The
efficacy of self-administered stretching for finger joint motion in Japanese patients with
systemic sclerosis. J Rheumatol 2006, 33:1586-92.

[139] CHAZEN EM, COOK CD, COHEN J: Focal scleroderma. Report of 19 cases in children.
J Pediatr 1962, 60:385-93.

[140] Palmero ML, Uziel Y, Laxer RM, Forrest CR, Pope E: En coup de sabre scleroderma
and Parry-Romberg syndrome in adolescents: surgical options and patient-related outcomes.
J Rheumatol 2010, 37:2174-9.

[141] Kister I, Inglese M, Laxer RM, Herbert J: Neurologic manifestations of localized
scleroderma: a case report and literature review. Neurology 2008, 71:1538-45.

[142] Fain ET, Mannion M, Pope E, Young DW, Laxer RM, Cron RQ: Brain cavernomas
associated with en coup de sabre linear scleroderma: Two case reports. Pediatr Rheumatol
Online J 2011, 9:18.

[143] Holland KE, Steffes B, Nocton JJ, Schwabe MJ, Jacobson RD, Drolet BA: Linear
scleroderma en coup de sabre with associated neurologic abnormalities. Pediatrics 2006,
117:e132-6.

[144] MOURA RA: Progressive facial hemiatrophia. Report of a case showing ocular and
neuro-ophthalmologic changes. Am J Ophthalmol 1963, 55:635-9.

[145] Obermoser G, Pfausler BE, Linder DM, Sepp NT: Scleroderma en coup de sabre with
central nervous system and ophthalmologic involvement: treatment of ocular symptoms with
interferon gamma. J Am Acad Dermatol 2003, 49:543-6.

[146] Sartori S, Martini G, Calderone M, Patrizi A, Gobbi G, Zulian F:. Severe epilepsy
preceding by four months the onset of scleroderma en coup de sabre. Clin Exp Rheumatol
2009, 27:64-7.

[147] Stone J, Franks AJ, Guthrie JA, Johnson MH: Scleroderma "en coup de sabre"
pathological evidence of intracerebral inflammation. J Neurol Neurosurg Psychiatry 2001,
70:382-5.

[148] Chiang KL, Chang KP, Wong TT, Hsu TR: Linear scleroderma "en coup de sabre": initial

presentation as intractable partial seizures in a child. Pediatr Neonatol 2009, 50:294-8.

57



[149] Grosso S, Fioravanti A, Biasi G, Conversano E, Marcolongo R, Morgese G, Balestri P:

Linear scleroderma associated with progressive brain atrophy. Brain Dev 2003, 25:57-61.

[150] Asher SW, Berg BO: Progressive hemifacial atrophy: report of three cases, including

one observed over 43 years, and computed tomographic findings. Arch Neurol 1982, 39:44-6.

[151] Verhelst HE, Beele H, Joos R, Vanneuville B, Van Coster RN: Hippocampal atrophy and
developmental regression as first sign of linear scleroderma "en coup de sabre". Eur J
Paediatr Neurol 2008, 12:508-11.

[152] Amaral TN, Peres FA, Lapa AT, Marques-Neto JF, Appenzeller S: Neurologic

involvement in scleroderma: a systematic review. Semin Arthritis Rheum 2013, 43:335-47.

[153] Paprocka J, Jamroz E, Adamek D, Marszal E, Mandera M: Difficulties in differentiation
of Parry-Romberg syndrome, unilateral facial sclerodermia, and Rasmussen syndrome.
Childs Nerv Syst 2006, 22:409-15.

[154] Kasapcopur O, Ozkan HC, Tiiysiiz B: Linear scleroderma en coup de sabre and brain
calcification: is there a pathogenic relationship? J Rheumatol 2003, 30:2724-5; author reply
5.

[155] Sathornsumetee S, Schanberg L, Rabinovich E, Lewis D, Weisleder P: Parry-Romberg
syndrome with fatal brain stem involvement. J Pediatr 2005, 146:429-31.

[156] Carrefio M, Donaire A, Barcel6 MI, Rumia J, Falip M, Agudo R, Bargall6 N, Setoain X,
Boget T, Raspall A, Pintor L, Ribalta T: Parry Romberg syndrome and linear scleroderma in
coup de sabre mimicking Rasmussen encephalitis. Neurology 2007, 68:1308-10.

[157] Chung MH, Sum J, Morrell MJ, Horoupian DS: Intracerebral involvement in
scleroderma en coup de sabre: report of a case with neuropathologic findings. Ann Neurol
1995, 37:679-81.

[158] Béckle BC, Willeit J, Freund M, Sepp NT: Neurological picture. Unexplained muscle
atrophy as the unique preceding symptom of bilateral linear morphea. J Neurol Neurosurg
Psychiatry 2009, 80:310-1.

[159] Hahn JS, Harris BT, Gutierrez K, Sandborg C: Progressive multifocal
leukoencephalopathy in a 15-year-old boy with scleroderma and secondary amyloidosis.

Pediatrics 1998, 102:1475-9.

58



[160] Kanzato N, Matsuzaki T, Komine Y, Saito M, Saito A, Yoshio T, Suehara M: Localized

scleroderma associated with progressing ischemic stroke. J Neurol Sci 1999, 163:86-9.

[161] Unterberger I, Trinka E, Engelhardt K, Muigg A, Eller P, Wagner M, Sepp N, Bauer G:
Linear scleroderma "en coup de sabre" coexisting with plaque-morphea: neuroradiological
manifestation and response to corticosteroids. J Neurol Neurosurg Psychiatry 2003, 74:661-
4.

[162] Holl-Wieden A, Klink T, Klink J, Warmuth-Metz M, Girschick HJ: Linear scleroderma
‘en coup de sabre' associated with cerebral and ocular vasculitis. Scand J Rheumatol 2006,
35:402-4.

[163] Menascu S, Padeh S, Hoffman C, Ben-Zeev B: Parry-Romberg syndrome presenting as
status migrainosus. Pediatr Neurol 2009, 40:321-3.

[164] Higashi Y, Kanekura T, Fukumaru K, Kanzaki T: Scleroderma en coup de sabre with
central nervous system involvement. J Dermatol 2000, 27:486-8.

[165] Maletic J, Tsirka V, loannides P, Karacostas D, Taskos N: Parry-Romberg Syndrome
Associated with Localized Scleroderma. Case Rep Neurol 2010, 2:57-62.

59



MRI



L-tryptophane eosinophilia-

myalgia syndrome

Generalized morphea
Hypereosinophilic syndrome

Churg-Strauss syndrome

1. Pinal-Fernandez |, Selva-O’Callaghan A, Grau
JM. Diagnosis and classification of
eosinophilic fasciitis. Autoimmunity Rev
2014; 13: 379-382.

2. Fujimoto M, Sato S, Ihn H, Kikuchi K, Yamada
N, Takehara K. Serum adolase level is a
useful indicator of disease activity in
eosinophilic fasciitis. J Rheumatol 1995; 22:
563-565.

3. Lebeaux D, Séne D. Eosinophilic fasciitis
(Shulman disease). Best Prac Res Clin
Rheumatol 2012; 26: 449-458.

Hiraiwa T, Mori T, Ohashi T, Hanami Y,
Yamamoto T. Eosinophilic fasciitis with
severe joint contracture in a patient with
bladder cancer and B-cell Iymphoma J
Dermatol 2016; 43: 68-69.

Hanami Y, Ohtsuka M, Yamamoto T.
Paraneoplastic eosinophilic fasciitis with
generalized morphea and vitiligo in a patient
working with organic solvents. J Dermatol

2016; 43: 67-68.

2016; 126: 2241-2250.



H27

2004

11

2007

H26
cQ

2002

2002

2010
EBM

clinical question (CQ)

H28

EBM



CcQ

VI

[2]

2B
1B

2)

cQ

cQ

(A-D)

CQ

D

1]

Minds

@ ca

[ca1]
[c2]
[ces]
[Ca4]
[Ces]
[CQe]
[cerl
[Cas]
[Ce9]

[CQ10]

[CQ11]

cQ



[CQ12]

[C013] cT
[CQ14]

[CQ15]
[CQ16]

@
CQ orange-peel-like

appearance groove sign

®

CQ -

*

Co1: 4)-17) 1

QoL

CQ4: MRI CT

CT



28



IE%VZ®DNWQQ(E®Eﬁ%®E)

| VAFITFA9Y2 » VEL—RCTDAFTTIY VR

1l 12l DS v ¥ AMELBRERIZ X

m F7 v ¥ ALz L S

Va SATELIZE (3 & — FMFgE)

Vb IHTEFMBIZE GEGIA RETZE, BRTHTZE)

\' R EFgE GEBIEE R r—R - Y1) —X)

VI BEF—71CETHh L, EMEASPEMRBEAOER
2; Minds
2) #WOB S DIBT

RO I OWRIE, HoHLOAT—TICRRLTHEHET, A F74 2
TER Y W — 7 HES 5o WSRO S I, [1): HmHIRT D, HILOME[2] 0 53
SHERT 5 KT 2)0 25l ) THRFREND S LABV, ¥) LTHERDES %
ROOENLVE XL [2L]E L, WlRERFTERZVRELH 5. 30,
LREROBS[I N EF 2 20ME (A, B, C, D) &HRERL, UFOLH i
% <

B) 1)BEPIH LTHR ] 2475 L 2#383 5 (1A)

= (W3R, BORRICES )
2)BEF P ICH L THMC IS HNREHT 2979 T L 2RET 5 (20)

= (B, FuBIcESC)
3)BF P ITH L THMC bHEM I d4TbaWE & #3ET % (2D)

= (B5WE3E, X THEVRIIIES)
BEPICHLTHRI 2TbRVwE & 2 %Y 5 (1B)

= ViR, PREORHIICES )

FE IR A O /T I TVA L

sesEown - Courax SHE Ot
co1 cog

Co2-7

[ MRsY _I—MR&L/%m’F-H-) |

ZOMROES

co co11-16




CQ1

1D
30 46
1-3)
1D
Borrelia burgdorferi Borrelia
4
5)
6,7) 8 ACE ramipril®
10) L- 11)
12-14)
15) 16) Graft-versus-host disease (GVHD)

17)

CQ2
orange-peel-like appearance  groove sign
1
1D
orange peel-like
appearance (peau d'orange appearance) 1 Berianu 16
8 (50%) 18) Groove sign

Lebeaux 34 18 (53%)

19)



1D

orange-peel-like

CQ3

1D

63 86

7
1gG

20, 26, 27)

appearance

20-22)

35 72

20,22,25-27

groove sign

23)

20, 24)

29

Seibold
80



MRI

18, 23, 28, 29)
IL-2
TIMP-1
26, 27, 30, 31)
CQ4
MRI
MRI:1D
:2D
32-34)
1D
32-34)
35)
35)
CQ5

60

23)

type 111 procollagen aminopeptide

1D

MRI

MRI:2D

MRI

(12-MHz B-mode)

CT



en bloc

1D
36, 37)
16% 40-70% 65-
80%
19, 23, 37, 38)
en bloc
37)
3
23) en bloc
1D
CQ6
1D
1974 Shulman
2 Diffuse fasciitis with
eosinophilia ) Rodnan 6
Eosinophilic fasciitis 39)

Eosinophilic fasciitis



diffuse fasciitis with or without eosinophilia

63 86 20-22, 24, 40)

) 20

13 23,370 Endo 76 61
(80.2%) 38)

1D
CQ7
orange peel-like appearance
1D
orange peel-like appearance (peau d'orange appearance)
Berianu 16 8 (50%) 18, 24)
( | RNA )
41, 42)
43)

1D
CQ8

10



2D

45)
45)
45,46)

48) 45, 46)

CQ9

39.7mg/day
38) 52

Bischoff

Lebeaux

45)

45)

44, 47)

45,20)

45, 46)

46, 50)

1D

20 5

20mg/day

40)

32 15

(30%) 44
45,20)

45)

49)

1C

0.5-1mg/kg/day

24
34

Endo
13 15
40-60mg/day
9
12 8

(87% vs 53%, p=0.06)

(20% vs 65%, p=0.02)19)

1D

CQ10

1C

11

45)

20, 40,

20)



2D

6, 51)

19)

18)

CQ11

2D

CQ12

Lebeaux

12

34

70%

53

53)

40)

18, 52)



2D

54) Lebeaux
4
Berianu
7

CQ13

2D

PUVA

UVA1l
CQ14

2D

1995

16

18)

13

12

19)

55-59)

60) Weber

61)



62) O'Laughlin 8

63)

14, 64)

CRP 14)

CQ15

2D

(DDS) eosinophil peroxidase
2
65)
66) H1

66-68)

TNF-a
69, 70)

71-73)

14



74,75) 18, 60)
14 12
44) 30mg/day 49)

40, 76)

77, 78)

43, 45, 56, 79-81)

CQ16

2D

82,83) | akhanpal
5 2 2 50% 20)

Michet 2 1
84)

85)

1) Shulman LE. Diffuse fasciitis with eosinophilia: a new syndrome? Trans Assoc Am
Physicians 1975, 88:70-86.( V)
2) Chazerain P, Vigneron AM, Grossin M, et al. Posttraumatic diffuse eosinophilic

fasciitis accepted for workers' compensation. Rev Rhum Engl Ed 1997, 64:433-4.(

V)

15



3) Pinal-Fernandez I, Selva-O' Callaghan A, et al. Diagnosis and classification of
eosinophilic fasciitis. Autoimmun Rev 2014, 13:379-82.( V)
4) Hashimoto Y, Takahashi H, Matsuo S, et al. Polymerase chain reaction of Borrelia
burgdorferi flagellin gene in Shulman syndrome. Dermatology 1996, 192:136-9.(
\%
5) Sill6 P, Pintér D, Ostorhazi E, et al. Eosinophilic Fasciitis associated with Mycoplasma
arginini infection. J Clin Microbiol 2012, 50:1113-7.( V)
6) Choquet-Kastylevsky G, Kanitakis J, Dumas V, et al. Eosinophilic fasciitis and
simvastatin. Arch Intern Med 2001, 161:1456-7.( V)
7) DeGiovanni C, Chard M, Woollons A. Eosinophilic fasciitis secondary to treatment
with atorvastatin. Clin Exp Dermatol 2006, 31:131-2.( V)
8) Buchanan RR, Gordon DA, Muckle TJ, et al. The eosinophilic fasciitis syndrome after
phenytoin (dilantin) therapy. J Rheumatol 1980, 7:733-6.( V)
9) Serratrice J, Pellissier JF, Champsaur P, et al. Fasciitis with eosinophilia: a possible
causal role of angiotensin converting enzyme inhibitor. Rev Neurol (Paris) 2007, 163:241-
3.( V)
10) Cantini F, Salvarani C, Olivieri I, et al. Possible association between eosinophilic
fasciitis and subcutaneous heparin use. J Rheumatol 1998, 25:383-5.( V)
11) Hamilton ME. Eosinophilic fasciitis associated with L-tryptophan ingestion. Ann
Rheum Dis 1991, 50:55-6.( V)
12) Waller PA, Clauw D, Cupps T, et al. Fasciitis (not scleroderma) following prolonged
exposure to an organic solvent (trichloroethylene). J Rheumatol 1994, 21:1567-70.(

V)
13) Hayashi N, Igarashi A, Matsuyama T, et al. Eosinophilic fasciitis following exposure
to trichloroethylene: successful treatment with cyclosporin. Br J Dermatol 2000,
142:830-2.( V)
14) : :

2004, 26:719-22.( V)

15) Florell SR, Egan CA, Gregory MC, et al. Eosinophilic fasciitis occurring four weeks
after the onset
of dialysis in a renal failure patient. J Cutan Med Surg 2001, 5:33-6.( V)
16) Sherber NS, Wigley FM, Paget SA. Diffuse fasciitis with eosinophilia developing after
local irradiation for breast cancer. Clin Rheumatol 2009, 28:729-32.( V)

16



17) Minciullo PL, Morabito F, Mandaglio R, et al. Eosinophilic fasciitis associated with
autoimmune phenomena after bone marrow transplantation: report of two cases. Clin
Rheumatol 2006, 25:80-2.( V)
18) Berianu F, Cohen MD, Abril A, et al. Eosinophilic fasciitis: clinical characteristics
and response to methotrexate. Int J Rheum Dis 2015, 18:91-8.( V)
19) Lebeaux D, Francés C, Barete S, et al. Eosinophilic fasciitis (Shulman disease): new
insights into the therapeutic management from a series of 34 patients. Rheumatology
(Oxford) 2012, 51:557-61.( V)
20) Lakhanpal S, Ginsburg WW, Michet CJ, et al. Eosinophilic fasciitis: clinical spectrum
and therapeutic response in 52 cases. Semin Arthritis Rheum 1988, 17:221-31. (
V)
21) Antic M, Lautenschlager S, Itin PH. Eosinophilic fasciitis 30 years after - what do we
really know? Report of 11 patients and review of the literature. Dermatology 2006,
213:93-101.( V)
22) Blaser KU, Steiger U, Wiirsch A, et al. Eosinophilic fasciitis with aplastic anemia
and Hashimoto's thyroiditis. Review of the literature and report of a typical example.
Schweiz Med Wochenschr 1989, 119:1899-906.( V)
23) Nashel J, Steen V. The use of an elevated aldolase in diagnosing and managing
eosinophilic fasciitis. Clin Rheumatol 2014. in press.( V)
24) Falanga V, Medsger TA. Frequency, levels, and significance of blood eosinophilia in
systemic sclerosis, localized scleroderma, and eosinophilic fasciitis. J Am Acad Dermatol
1987, 17:648-56.( V)
25) Doyle JA, Ginsburg WW. Eosinophilic fasciitis. Med Clin North Am 1989, 73:1157-
66.( V)
26) Seibold JR, Rodnan GP, Medsger TA, et al. Circulating immune complexes in
eosinophilic fasciitis. Arthritis Rheum 1982, 25:1180-5.( V)
27) : : . P-111-P

2003, 25:1367-70.( V)
28) Fujimoto M, Sato S, Ihn H, et al. Serum aldolase level is a useful indicator of disease
activity in eosinophilic fasciitis. J Rheumatol 1995, 22:563-5.( V)
29) Nakajima H, Fujiwara S, Shinoda K, et al. Magnetic resonance imaging and serum
aldolase concentration in eosinophilic fasciitis. Intern Med 1997, 36:654-6.( V)

30) Jinnin M, Ihn H, Yamane K, et al. Serum levels of tissue inhibitor of

17



metalloproteinase-1 and 2 in patients with eosinophilic fasciitis. Br J Dermatol 2004,
151:407-12.( V)
31) : : . 2

1 . 2000, 42:1293-7.( V)
32) Kirchgesner T, Dallaudiére B, Omoumi P, et al. Eosinophilic fasciitis: Typical
abnormalities,
variants and differential diagnosis of fasciae abnormalities using MR imaging. Diagn
Interv Imaging 2015 in press.( V)
33) Moulton SJ, Kransdorf MJ, Ginsburg WW, et al. Eosinophilic fasciitis: spectrum of
MRI findings.
AJR Am J Roentgenol 2005, 184:975-8.( V)
34) Baumann F, Brithlmann P, Andreisek G, et al. MRI for diagnosis and monitoring of
patients with eosinophilic fasciitis. AJR Am J Roentgenol 2005, 184:169-74.( V)
35) Kissin EY, Garg A, Grayson PC, et al. Ultrasound assessment of subcutaneous
compressibility: a potential adjunctive diagnostic tool in eosinophilic fasciitis. J Clin
Rheumatol 2013, 19:382-5.( V)
36) Elder DE. Lever's Histopathology of the skin, 10th ed (ed. by Elder, D. E. et al.).
Lippincott Williams & Wilkins, Philadelphia, 2008:303.( V)
37) Barnes L, Rodnan GP, Medsger TA, et al. Eosinophilic fasciitis. A pathologic study of
twenty cases. Am J Pathol 1979, 96:493-518.( V)
38) Endo Y, Tamura A, Matsushima Y, et al. Eosinophilic fasciitis: report of two cases
and a systematic review of the literature dealing with clinical variables that predict
outcome. Clin Rheumatol 2007, 26:1445-51.( V)
39) Rodnan GP, DiBartolomeo A, Medsger TA. Proceedings: Eosinophilic fasciitis. Report
of six cases of a newly recognized scleroderma-like syndrome. Arthritis Rheum 1975,
18:525.( V)
40) Bischoff L, Derk CT. Eosinophilic fasciitis: demographics, disease pattern and
response to treatment: report of 12 cases and review of the literature. Int J Dermatol
2008, 47:29-35. ( V)
41) Herson S, Brechignac S, Piette JC, et al. Capillary microscopy during eosinophilic
fasciitis in 15 patients: distinction from systemic scleroderma. Am J Med 1990, 88:598-
600.( V)
42) Rozboril MB, Maricq HR, Rodnan GP, et al. Capillary microscopy in eosinophilic

18



fasciitis. A comparison with systemic sclerosis. Arthritis Rheum 1983, 26:617-22.(

V)

43) Pimenta S, Bernardes M, Bernardo A, et al. Intravenous immune globulins to treat
eosinophilic fasciitis: a case report. Joint Bone Spine 2009, 76:572-4.( V)

44) Lebeaux D, Séne D. Eosinophilic fasciitis (Shulman disease). Best Pract Res Clin
Rheumatol 2012, 26:449-58. ( V)

45) de Masson A, Bouaziz JD, Peffault de Latour R, et al. Severe aplastic anemia
associated with eosinophilic fasciitis: report of 4 cases and review of the literature.
Medicine (Baltimore) 2013, 92:69-81. ( V)

46) Haddad H, Sundaram S, Magro C, et al. Eosinophilic fasciitis as a paraneoplastic
syndrome, a case report and review of the literature. Hematol Oncol Stem Cell Ther 2014,
7:90-2. ( V)

47) Doyle JA, Connolly SM, Hoagland HC. Hematologic disease in scleroderma
syndromes. Acta Derm Venereol 1985, 65:521-5. ( V)

48) Jones HR, Beetham WP, Silverman ML, et al. Eosinophilic fasciitis and the carpal
tunnel syndrome. J Neurol Neurosurg Psychiatry 1986, 49:324-7.( V)

49) Nassonova VA, lvanova MM, Akhnazarova VD, et al. Eosinophilic fasciitis. Review
and report of six cases. Scand J Rheumatol 1979, 8:225-33. ( V)

50) Bachmeyer C, Monge M, Dhéte R, et al. Eosinophilic fasciitis following idiopathic
thrombocytopenic purpura, autoimmune hemolytic anemia and Hashimoto's disease.
Dermatology 1999, 199:282. ( V)

51) Chun JH, Lee KH, Sung MS, et al. Two cases of eosinophilic fasciitis. Ann Dermatol
2011, 23:81-4.( V)

52) Haiduc VF, Erkan D, Kirou K, et al. Anti-neutrophil cytoplasmic antibody (c-ANCA)
positive recurrent eosinophilic fasciitis responsive to cyclophosphamide: a clinical
pathology conference held by the Division of Rheumatology at Hospital for Special
Surgery. HSS J 2008, 4:81-6.( V)

53) . . Visual Dermatology 2005, 4:896-897.( V)

54) Janzen L, Jeffery JR, Gough J, et al. Response to methotrexate in a patient with
idiopathic eosinophilic fasciitis, morphea, IgM hypergammaglobulinemia, and renal
involvement. J Rheumatol 1995, 22:1967-70.( V)

55) Loupasakis K, Derk CT. Eosinophilic fasciitis in a pediatric patient. J Clin Rheumatol
2010, 16:129-31.( V)

19



56) Debusscher L, Bitar N, De Maubeuge J, et al. Eosinophilic fasciitis and severe
aplastic anemia: favorable response to either antithymocyte globulin or cyclosporine A
in blood and skin disorders. Transplant Proc 1988, 20:310-3.( V)
57) Alonso-Castro L, de las Heras E, Moreno C, et al. Eosinophilic fasciitis/generalized
morphea overlap successfully treated with azathioprine. Int J Dermatol 2014, 53:1386-
8.( V)
58) Jensen E, Hess B, Hunziker T, et al. Eosinophilic fasciitis (Shulman syndrome).
Schweiz Med Wochenschr 2000, 130:156-60.( V)
59) Kato T, Nakajima A, Soejima M, et al. Therapeutic efficacy of intravenous
cyclophosphamide concomitant with moderate- to high-dose prednisolone in two patients
with fasciitis panniculitis syndrome. Mod Rheumatol 2008, 18:193-9.( V)
60) Schiener R, Behrens-Williams SC, et al. Eosinophilic fasciitis treated with psoralen-
ultraviolet A bath photochemotherapy. Br J Dermatol 2000, 142:804-7.( V)
61) Weber HO, Schaller M, Metzler G, et al. Eosinophilic fasciitis and combined UVA1--
retinoid--corticosteroid treatment: two case reports. Acta Derm Venereol 2008, 88:304-
6.( V)
62) : 1 . 1995, 32:431-
4.( V)
63) O'Laughlin TJ, Klima RR, Kenney DE. Rehabilitation of eosinophilic fasciitis. A case
report. Am J Phys Med Rehabil 1994, 73:286-92.( V)
64) , , , 1

2008, 70:614-7.( V)
65) Smith LC, Cox NH. Dapsone treatment for eosinophilic fasciitis. Arch Dermatol 2008,
144:845-7.( V)
66) Ching DW, Leibowitz MR. Ketotifen--a therapeutic agent of eosinophilic fasciitis? J
Intern Med 1992, 231:555-9.( V)
67) Ristic B, Zecevic RD, Karadaglic D. Treatment of eosinophilic fasciitis with
cimetidine. Vojnosanit
Pregl 2001, 58:437-40.( V)
68) Lamloum M, Sioud DA, Ben Ghorbel I, et al. Shulman syndrome. A report of 4 cases
and review of the literature. Tunis Med 2006, 84:189-94.( V)
69) Tzaribachev N, Holzer U, Schedel J, et al. Infliximab effective in steroid-dependent

juvenile eosinophilic fasciitis. Rheumatology (Oxford) 2008, 47:930-2.( V)

20



70) Khanna D, Agrawal H, Clements PJ. Infliximab may be effective in the treatment of
steroid-resistant eosinophilic fasciitis: report of three cases. Rheumatology (Oxford) 2010,
49:1184-8.( V)

71) Stork J, Némcova D, Hoza J, et al. Eosinophilic fasciitis in an adolescent girl with
lymphadenopathy and vitiligo-like and linear scleroderma-like changes. A case report.
Clin Exp Rheumatol 1996, 14:337-41.( V)

72) Manzini CU, Sebastiani M, Giuggioli D, et al. D-penicillamine in the treatment of
eosinophilic fasciitis: case reports and review of the literature. Clin Rheumatol 2012,
31:183-7.( V)

73) Kato Y, Naito Y, Narita Y, et al. D-penicillamine-induced myasthenia gravis in a case
of eosinophilic fasciitis. J Neurol Sci 1997, 146:85-6.( V)

74) Allen SC. Eosinophilic fasciitis in an African--possible benefit of chloroquine
treatment. Postgrad Med J 1984, 60:685-6.( V)

75) Islam MN, Islam MA, Abdal SJ, et al. Eosinophilic fasciitis: what matters in
management in a developing country--a case report with two and a half-year follow-up.
J Health Popul Nutr 2012, 30:117-20.( V)

76) Jones AC, Doherty M. Eosinophilic fasciitis with late onset arthritis responsive to
sulfasalazine. J Rheumatol 1993, 20:750-1.( V)

77) Kim SW, Rice L, Champlin R, et al. Aplastic anemia in eosinophilic fasciitis:
responses to immunosuppression and marrow transplantation. Haematologia (Budap)
1997, 28:131-7.( V)

78) Cetkovsky P, Koza V, Cetkovska P, et al. Successful treatment of severe Shulman's
syndrome by allogeneic bone marrow transplantation. Bone Marrow Transplant 1998,
21:637-9.( V)

79) Bonnotte B, Chauffert B, Caillot D, et al. Successful treatment with antithymocyte
globulin and cyclosporin A of a severe aplastic anaemia associated with an eosinophilic
fasciitis. Br J Rheumatol 1998, 37:1358-9.( V)

80) Suzuki G, Itoh Y, Horiuchi Y. Surgical management of eosinophilic fasciitis of the
upper extremity. J Hand Surg Br 1997, 22:405-7.( V)

81) Neumeister MW, Robertson GA. Therapeutic fasciectomy for eosinophilic fasciitis.
Ann Plast Surg 1998, 41:208-10.( V)

82) : : : 2

21



1986, 20:836-9.( V)
83) . 1. 2001, 43:336-

7.( V)

84) Michet CJ, Doyle JA, Ginsburg WW. Eosinophilic fasciitis: report of 15 cases. Mayo
Clin Proc 1981,

56:27-34.( V)

85) Danis R, Akbulut S, Altintas A, et al. Unusual presentation of eosinophilic fasciitis:

two case reports and a review of the literature. J Med Case Rep 2010, 4:46.( V)

22



(Lichen sclerosus et atrophicus: LSA)

HEm LR Z £ 2RE TH 5, BRTEORESCEIN, PRRES . PR, Mg,

(Lichen sclerosus et
atrophicus: LSA) 1887 Hal lopeau
[11
(lichen

sclerosus)



review

40
50 60

ECM1

1:6 1 10
[2-4] 30

[5]

extracellular matrix protein 1:

[6-8]

[9] HLA DQ7
[10]

[11]
[12]



42.9%
26.7%
10.1%

[13]

18.7% 21% [19,20]

FIENC & 2 RETRHED BREE SV , BFIR IS

QoL
[15-19]
[14] 2

1 Hallopeau H. Lichen plan et sa forme

atrophique. Union Med Can. 1887; 14: 729-733.



2. Wallace HJ. Lichen sclerosus et
atrophicus. Trans St John’s Hosp Dermatol Soc.
1971; 57: 9-30.

3. Meffert JJ, Davis BM, Grimwood RE.
Lichen sclerosus. J Am Acad Dermatol. 1995; 32:
393-416.

4, Kumaran MS, Kanwar AJ. Squamous
cell carcinoma in untreated lichen sclerosus of the

penis: a rare complication. J Dermatol. 2004; 31.:

239-241.

5. 1996; 18: 485-
492.

6. Harrington CI, Dunsmore IR. An

investigation into the incidence of auto-immune
disorders in patients with lichen sclerosus and
atrophicus. Br J Dermatol 1981; 104: 563-566.

7. OyamaN, Chan I, Neill SM, Hamada T,
South AP, Wessagowit V, WojnarowskaF, D'Cruz
D, Hughes GJ, Black MM, McGrath JA.
Autoantibodies to extracellular matrix protein 1in
lichen sclerosus. Lancet. 2003; 362: 118-123.

8. Kreuter A, Kryvosheyeva Y, Terras S,
Moritz R, Mollenhoff K, Altmeyer P, Scola N,
Gambichler T. Association of autoimmune
diseases with lichen sclerosus in 532 male and
female patients. Acta Derm Venereol. 2013 ;93:
238-241.

9. Bjeki¢ M, Sipeti¢ S, Marinkovi¢ J. Risk
factors for genital lichen sclerosus in men. Br J
Dermatol. 2011; 164: 325-329.

10. Marren P, Yell J, Charnock FM, Bunce
M, Welsh K, Wojnarowska F. The association

between lichen sclerosus and antigens of the HLA

system. Br JDermatol. 1995; 132: 197-203.
11. Neill SM, Lewis FM, Tatnall FM, Cox
NH; British Association of Dermatologists. British
Association of Dermatologists guidelines for the
management of lichen sclerosus 2010. Br J
Dermatol. 2010; 163: 672-682.
12. Cooper SM, Gao XH, Powell JJ,
Wojnarowska F. Does treatment of vulvar lichen
sclerosus influence its prognosis? Arch Dermatol.
2004, 140: 702-706.
13.

2003; 57:
798-800.
14. Lever WF, Histopathology of the skin,
10th Ed, Lippincott, 2009, pp308-311.
15. Powell JJ, Wojnarowska F. Lichen
sclerosus. Lancet. 1999; 353: 1777-1783.
16. Funaro D. Lichen sclerosus: a review
and practical approach. Dermatol Ther. 2004; 17:
28-37.
17. Tasker GL, Wojnarowska F. Lichen
sclerosus. Clin Exp Dermatol. 2003; 28:; 128-133.
18. Hart WR, Norris HJ, Helwig EB.
Relation of lichen sclerosus et atrophicus of the
vulva to development of carcinoma. Obstet
Gynecol. 1975; 45: 369-377.
19. Fistarol SK, Itin PH. Diagnosis and
treatment of lichen sclerosus: an update. Am JClin
Dermatol. 2013; 14: 27-47.
20. Carlson JA, Ambros R, Malfetano J,
Ross J, Grabowski R, Lamb P, FiggeH, MihmMC
Jr. Vulvar lichen sclerosus and sguamous cell
control, and

carcinoma a cohort, case



investigational study with historical perspective;
implications for chronic inflammation and
sclerosis in the development of neoplasia. Hum

Pathol. 1998; 29: 932-948.



balanitis xerotica obliterans

kraurosis vulvae hypoplastic dystrophy



(lichen sclerosus)

Hal lopeau
1887 lichen sclerosus et
atrophicus LSA

balanitis xerotica obliterans (1)

kraurosis vulvae (2) hypoplastic

dystrophy (3) LSA
1976 Friedrich lichen
clinical question CQ sclerosus et atrophicus lichen
PubMed lichen sclerosus sclerosus 4
balanitis xerotica obliterans kraurosis
vulvae hypoplastic dystrophy
cQ
CQ2.
cQ
CQ1. 2D



359 LSA

10:1
®)
retrospective 1675

1.7 (6)

LSA

Q)
30—~50
®)
LSA

LSA

30%
©)

LSA
(10, 11) LSA15
(12)
LSA
LSA
®

11~30% LSA

(13,

(15)

18)

14)

LSA

14~100%

LSA

LSA

10

©®

66%

(16-



LSA (19)

British
Association of  Dermatologists
guidelines for the management of lichen

sclerosus 2010 (9)

() (i)
® (iii)
LSA (
CQ3. ) (iv)
)
1D 1D
co4.
2D
15 LSA
9 60%
6 40%
(12)
LSA 75
21 LSA
(20) 21 16
11

30%



16 75

251 LSA
(23)
LSA LSA 22
12 LSA
(20) 1~2Mm, ¥ 7.1
CQ5.
retrospective
LSA (24) retrospective 66
1D 1~ 2[ESNH L7z & 2 A SR
0.05%
(strongest) (25)
79 LSA 70 LSA
75% (26) 111
10 prospective
(21) 80%
40 LSA 0.05% 10%
5 10%
@7
10
(22)
11
(22) 54~66%
LSA
(28, 29)
/ (28)



6 LSA

(30) (31)
11 LSA
0.1%
British Association of Dermatologists’
guidelines for the management of lichen
sclerosus 2010 (9) 84 49
32 3 LSA79
5
0.1
24 43%
LSA 18
(32) 58 LSA
0.05%
LSA 0.1%
LSA
(33)
LSA 16 LSA
1D

(3% 10

CQ6. 5
2D



(35, 36)

CQ7.
2D
LSA
Psoralen-UVA (PUVA)
20
€D
LSA10
UVAL
(38)
LSA  UVALl

(39)

30 LS UVAL

50 J/cm2
0.05%
total clinician’
S score UVA1 35.6
51.4
VAS score
Skindex-29
UVAl
(40)
UVB
narrow-band UVB LSA
(41)
CQ8.
1D
LSA

British Association of Dermatologists’
guidelines for the management of lichen
sclerosus 2010

LSA

©®

LSA



215
LSA
100% 80%
100%
73-91
42)
LSA
20 11
LSA

LSA (8)
LSA

LSA

LSA

LSA

LSA
®

LSA

(43)

cQ

(lichen sclerosus

et atrophicus LSA)

lichen sclerosus

balanitis xerotica

obliterans

kraurosis vulvae
hypoplastic dystrophy
cQ
2D
cQ
1D
CQ4
2D



Q5

LSA
/
LSA
A
CQ6
2D

Q

2D
CQ

2D

cQ

Wigley JE. Balanitis Xerotica Obliterans.
Proceedings of the Royal Society of Medicine.
1946 Jun;39(8):481-2. Vv

Berkeley C, Bonney V. Leucoplakic Vulvitis
and Its Relation to Kraurosis Vulvae and
Carcinoma Vulvae. Br Med J. 1909 Dec
18;2(2555):1739-44. \%

Kaufman RH. Hyperplastic dystrophy. The
Journal of reproductive medicine. 1976
Sep;17(3):137-45. \Y

Friedrich EG, Jr. Lichen sclerosus. The
Journal of reproductive medicine. 1976
Sep;17(3):147-54. \Y

Wallace HJ, Whimster IW. Vulval atrophy
and leukoplasia. Br J Dermatol. 1951
Jul;:63(7):241-57. \Y

Goldstein AT, Marinoff SC, Christopher K,
Srodon M. Prevalence of vulvar lichen
sclerosus in a general gynecology practice.

The Journal of reproductive medicine. 2005



10.

11.

12.

13.

Jul;:50(7):477-80. \Y

Wallace HJ. Lichen sclerosus et atrophicus.

Transactions of the St John's Hospital

Dermatological Society. 1971;57(1):9-30.
\%

Lipscombe TK, Wayte J, Wojnarowska F,

Marren P, Luzzi G. A study of clinical and

aetiological factors and possible associations

of lichen sclerosusin males. The Australasian

journal of dermatology. 1997 Aug;38(3):132-

6. \Y%

Neill SM, Lewis FM, Tatnall FM, Cox NH,

British Association of D. British Association

of Dermatologists guidelines for the

management of lichen sclerosus 2010. Br J

Dermatol. 2010 Oct;163(4):672-82.

I

Handfield-Jones SE, Hinde FR, Kennedy CT.

Lichen sclerosus et atrophicus in children

misdiagnosed as sexual abuse. Br Med J(Clin

Res Ed). 1987 May 30;294(6584):1404-5.
\%

Warrington SA, de San Lazaro C. Lichen

sclerosus et atrophicus and sexual abuse.

Archives of disease in childhood. 1996

Dec; 75(6):512-6. v

Patrizi A, Gurioli C, Medri M, Neri I.

Childhood lichen sclerosus: a long-term

follow-up. Pediatric dermatology. 2010 Jan-

Feb;27(1):101-3. Y%

Aynaud O, Piron D, Casanova JM. Incidence

of preputial lichen sclerosus in adults:

histologic study of circumcision specimens. J

10

14.

15.

16.

17.

18.

19.

Am Acad Dermatol. 1999 Dec;41(6):923-6.
\%
Liatskos EN, Perimenis P, Dandinis K,
Kaladelfou E, Barbalias G. Lichen sclerosus
et atrophicus. Findings after complete
circumcision.  Scandinavian journal  of
urology and nephrology. 1997 Oct;31(5):453-
6. v
Pugliese IM, Morey AF, Peterson AC. Lichen
sclerosus: review of the literature and current
recommendations for management. The
Journal of urology. 2007 Dec;178(6):2268-76.
\%
Chalmers RJ, Burton PA, Bennett RF, Goring
CC, Smith PJ. Lichen sclerosus et atrophicus.
A common and distinctive cause of phimosis
in boys. Arch  Dermatol. 1984
Aug;120(8):1025-7. \Y,
Meuli M, Briner J, Hanimann B, Sacher P.
Lichen sclerosus et atrophicus causing
phimosisin boys. a prospective study with 5-
year followup after complete circumcision.
The  Journa of urology. 1994
Sep;152(3):987-9. \Y%
KissA, Kiraly L, Kutasy B, Merksz M. High
incidence of balanitis xerotica obliterans in
boys with phimosis. prospective 10-year
study. Pediatric dermatology. 2005 Jul-
Aug;22(4):305-8. v
Hart WR, Norris HJ, Helwig EB. Relation of
lichen sclerosus et atrophicus of the vulvato
development of carcinoma. Obstetrics and

gynecology. 1975 Apr;45(4):369-77.



20.

21.

22.

23.

24,

25.

\%

Powell J, Wojnarowska F. Childhood vulvar
lichen sclerosus. The course after puberty.
The Journa of reproductive medicine. 2002
Sep;47(9):706-9. v

Bracco GL, Carli P, Sonni L, Maestrini G, De
Marco A, Taddei GL, et al. Clinical and
histologic effects of topical treatments of
vulval lichen sclerosus. A critical evaluation.
The Journal of reproductive medicine. 1993
Jan;38(1):37-40. I

KissA, Csontai A, Pirot L, Nyirady P, Merksz
M, Kirady L. The response of balanitis
xeroticaobliteransto local steroid application
compared with placebo in children. The
Journal of urology. 2001 Jan;165(1):219-20.

I

Chi CC, Kirtschig G, Baldo M, Lewis F,
Wang SH, Wojnarowska F. Systematic
review and meta-analysis of randomized

controlled trials on topical interventions for

genital lichen sclerosus. JAm Acad Dermatol.

2012 Aug;67(2):305-12. I
Dahiman-Ghozlan K, Hedblad MA, von
Krogh G. Penile lichen sclerosus et

atrophicus  treated  with  clobetasol
dipropionate 0.05% cream: a retrospective
clinical and histopathological study. J Am
Acad Dermatol. 1999 Mar;40(3):451-7.

\%
Riddell L, Edwards A, Sherrard J. Clinical
features of lichen sclerosus in men attending

a department of genitourinary medicine.

11

26.

27.

28.

29.

Sexually transmitted infections. 2000
Aug;76(4):311-3. V

Powell J, Wojnarowska F. Childhood vulvar
lichen sclerosus: an increasingly common
problem. J Am Acad Dermatol. 2001
May;44(5):803-6. v

Yang SS, Tsai YC, Wu CC, Liu SP, Wang CC.
Highly potent and moderately potent topical
steroids are effective in treating phimosis: a
prospective randomized study. The Journal of
urology. 2005 Apr;173(4):1361-3.

I

Renaud-Vilmer C, Cavelier-Baloy B,
Porcher R, Dubertret L. Vulvar lichen

sclerosus. effect of long-term topical

application of a potent steroid on the course

of the disease. Arch Dermatol. 2004
Jun;140(6):709-12. \
Cooper SM, Gao XH, Powel JJ,

Wojnarowska F. Does treatment of vulvar
lichen sclerosusinfluence its prognosis? Arch
Dermatol. 2004 Jun;140(6):702-6.

v

30. DiakomanolisES, Haidopoulos D, Syndos M,

31.

Rodolakis A, Stefanidis K, Chatzipapas J, et
al. Vulvar lichen sclerosusin postmenopausal
women; a comparative study for treating
advanced disease with clobetasol propionate
0.05%. European journal of gynaecological
oncology. 2002;23(6):519-22. Il

Virgili A, Lauriola MM, Mantovani L,
Corazza M. Vulvar lichen sclerosus: 11
tacrolimus  0.1%

women treated with



32.

33.

35.

36.

ointment. Acta Derm Venereol.
2007;87(1):69-72. Y%
Hengge UR, Krause W, Hofmann H, Stadler
R, Gross G, Meurer M, et a. Multicentre,
phase Il trial on the safety and efficacy of
topical tacrolimus ointment for the treatment
of lichen sclerosus. Br J Dermatol. 2006
Nov;155(5):1021-8. V
Funaro D, Lovett A, Leroux N, Powell J. A
double-blind, randomized prospective study
evaluating topical clobetasol propionate
0.05% versus topical tacrolimus 0.1% in
patients with vulvar lichen sclerosus. J Am
Acad Dermatol. 2014 Jul;71(1):84-91.

I
Kim GW, Park HJ, KimHS, Kim SH, Ko HC,
Kim BS, et al. Topical tacrolimus ointment
the treatment of

for lichen sclerosus,

comparing  genita and  extragenital
involvement. The Journal of dermatology.
2012 Feb;39(2):145-50. \%

Edey K, Bisson D, Kennedy C. Topica
tacrolimus in the management of lichen

sclerosus. BJOG : an international journal of

obstetrics  and gynaecology. 2006
Dec;113(12):1482; author reply -3.

\%

Fischer G, Bradford J  Topica

immunosuppressants, genital lichen sclerosus
and the risk of squamous cell carcinoma: a
case report. The Journa of reproductive
medicine. 2007 Apr;52(4):329-31.

\%

12

37.

38.

39.

41.

42.

Reichrath J, Reinhold U, Tilgen W. Treatment
of genito-anal lesions in inflammatory skin
diseases with PUVA cream
photochemotherapy: an open pilot study in 12
patients. Dermatology. 2002;205(3):245-8.
\%

Kreuter A, Gambichler T, Avermaete A,
Happe M, Bacharach-Buhles M, Hoffmann K,
et a. Low-dose ultraviolet A1 phototherapy
for extragenital lichen sclerosus: results of a
preliminary study. J Am Acad Dermatol.
2002 Feb;46(2):251-5. Y%

Besattie PE, Dawe RS, Ferguson J, Ibbotson
SH. UVAL phototherapy for genital lichen
sclerosus. Clinical and  experimental
dermatology. 2006 May;31(3):343-7.

VvV  40. Terras S, Gambichler T,
Moritz RK, Stucker M, Kreuter A. UV-Al
phototherapy vs clobetasol propionate,
0.05%, in the treatment of vulvar lichen
sclerosus: a randomized clinical trial. JAMA
dermatology. 2014 Jun;150(6):621-7.

I
Colbert RL, Chiang MP, Carlin CS, Fleming
M. Progressive extragenital lichen sclerosus
successfully treated with narrowband UV-B
phototherapy.  Arch  Dermatol. 2007
Jan;143(1):19-20. \Y
Kulkarni S, Barbagli G, Kirpekar D, Mirri F,
Lazzeri M. Lichen sclerosus of the mae
genitalia and urethra: surgical options and
international

results in a multicenter

experience with 215 patients. European



urology. 2009 Apr;55(4):945-54. \%
43. Klein LE, Cohen SR, Weinstein M. Bullous
lichen sclerosus et atrophicus. treatment by

tangential excision. J Am Acad Dermatol.

1984 Feb;10(2 Pt 2):346-50. Vv 1.
) 2.

1.
3.

2.

BlLEEEEEEOZHR7ILITIX A

RIS E

BithEs. REDOIETE
MrEDEHHESY

cas'?" | S,
v cas
Sl
AR AFOTHSEEE
cQs6,7 | EA+5
S40) LIS REE
FigrEE

13



[E#]

No| & # K4 wCH AV HREREROWREE S R4 HhkEA || AR [ ~—
1[0HEE  [EsMsREdE I ZE, N —k, [P ARTAUP- AT 4BV [BA | 2016 | 590-5
b B TO-DATE Ea—4tt
2 [PHEE | BEEREUE IRFHE HARTA I KZHE |BfEAT+ |[BA | 2016 | 467-70
2016 J1IVBR%E
3[PHEE [V ARTAL DI DR = gl | BEEAHE  —h sireiniE |[BA | 2016 | 20-21
ik —LEEA t
4 [JHEE |RBUE DMWY [k — SRECIEDFERELERIR |3 v —|AA | 2016 | 80-84
F 4t
5 [Sei-ichiro [Endothelin Kazuhiko Takehara, |Systemic Sclerosis : Springer Japan | 2016 | 155-172
Motegi Manabu Fujimoto, Basic and Translational
Masataka Kuwana Research
6 [SAKS — [TURHUARAE DD PRI E = ekl |BERHIHE /— PWrEInRe [H0L | 2016 | 304
il 75 L AL t
7 (AR (e TR B e e — SR EOIE D FEREL B R~ |23 v— | HUC | 2016
JREDREIHING BT D [T/ 4L
DIET~
8 [AKE— | I MERBIEDBWT [P N IEFF Derma EHAPE | | 2016 [ 1~15
i MOIRFET iR
9 [BEARKE— [REZL A OM | RAERE, B BT [~ A RS =B SEC (AT 47101 (B | 2016 | 188-189
i WIFIZOWTH A TS JERHBERIR DR [V = —+E
FEEN il
10T gta] | Ea PR EOE (L |[eoeft TRV~ TF B | H A 9587 | 5Unt | 2016 | 158-164
JiE) DI 2 J7IHQ & A E
1L AR (1B PERAEDRE TR | = FRig BRI L8 ME AR E BAE3ET HOL | 2016 | 47-51
JiE
12|Kuwana |Endothelial progenitor |Takehara K, Fujimoto |Systemic Sclerosis: Springer Londo | 2016 | 39-56
M cells M, and Kuwana M Basic and Translational n, UK
Research
13[(Kuwana [Immunodiagnosis of  [Detrick B, Hamilton [Manual of Molecular |ASM Press [Washi | 2016 | 888-896
M scleroderma R, and Schmitz J and Clinical Laboratory ngton
Immunology DC,
USA
14|Kuwana |[Jr. The clinical aspects |Varga J, Denton CP, |Scleroderma -From Springer Londo in press
M and of autoantibodies Wigley FM, Allanore [Pathogenesis to n, UK
Medsger Y, and Kuwana M Comprehensive
TA Management
15|Shah A |Cancer in Systemic Varga J, Denton CP, |Scleroderma -From Springer Londo in press
and Sclerosis Wigley FM, Allanore |Pathogenesis to n, UK
Kuwana Y, and Kuwana M Comprehensive
M Management




16 |54 1EFE [ ik et — SREIE O FLAE L ERIR [y v — [ KB | 2016 | 127-137
F 4t
17 |54 B (TR e g — 58 2 E D FERE & BRI E%ﬁ;&v— KB | 2016 | 194-203
F LA
18 (Ze40 IEFE [s@EE (i thrifl [ BBk 55 Bl « Vo~ - [l &6 | R | 2016 | 319-323
JiE) (SSc) T Lx—iHE  — [t
k
19 |1 kRl |1V idwshlJmie 5. W |Veikih— SRECIEDHMELERIR  |EFEy— | KB | 2016 | 150-158
b2 ~ IR REDFR A B [TV 4L
DBFET~
20 [ [V.IBHE 1. MBERBING | Popkih— SREOED LRI |EHTr— | KK | 2016 | 223-230
BT IHbERR A ~ IR RE DRI DI 8T | v AL
DZPEET~
21|Takehara |Transforming Growth | Fujimoto M,Kuwana |Systemic sclerosis Springer HA | 2016 | 137-153
K Factor-i3 and M, Takehara K, Japan
Connective Tissue
Growth Factor
22 |Matsushit | The Role of B cells in | Fujimoto M,Kuwana |Systemic sclerosis Springer HA | 2016 | 173-185
aT, Takeha|Systemic Sclerosis M, Takehara K, Japan
ra K
23| KEHE [NERIANRIREAELS |5 b B AS ZIHDIZN AN [ERASEEE [ KR [ 2016 | 292-298
T, TR |2 7a 2R H3gh 2 ety D HHE B RS
iz PIROMRE LT
24 |PTJRFNEZ | FREIE 1T e — SRAE DFEMELERIR  [E3ETy— | B | 2016 | 14-18
~ IR REDFRIAD DI [TV 4L
BIEET~
25| BAEe | AED~ nEy [UFZ, s (Vo~F - BIRRSKE SOt HOL | 2015 | 84-91
B, BOBINLRTZED | Z/R T4 | A7 —R Uy ~F.
FIREIX? 1EFE TBUELIR D& PHIE SR
R A i<
26 | Rk | b PESR BOAE B i B PFHRE ~ANBE | FHiltt HL | 2016 | 63-69
B DR U DRk =
FUA
27 (B he PR (S bl X dp D D |5 b B At BERHBEFE D= L (30 MR | 2016 | 180-81
mn? wELIR
28181 5, |BOMRHEDENZ 72 [ M AT, %5 K | Dermatology Year AT ATV | RO | 2016 | 198-99
B 11fe |SuBe il Book 2016-2017 Ea—th
WHAT'S NEW in JiZ /i
F}5£2016-2017
29 Biomarker. Edited by Takehara |Systemic Springer- HOL | 2016 | 211-29
Hasegawa K,Fujimoto Sclerosis:Recent Japan.
M. M,Kuwana M. Advance in Basic and
Translational Research.
30 | RIS | by PEOR BOE Ve — R 5 [BOMEHE ,—T ﬁﬂsﬁ&/ﬁfé B | 2016 | 298-99
31| R |IM2Wr JWREa ek — SCLERODERMA Ay — | B [ 2016 | 100-107
SRR I FLtt
(& | A4 ~—  |[feifh— SCLERODERMA RHTv— | #nU | 2016 | 108-17

j]_.

N




33| =) Fe | &5 M R E KERE, B ER [~ A 22— 0225k [ A7 v | B | 2016 | 368-371
JERHARSEOMISE |2 —+k
Il
34| IR (IVIRERBRIE s |1k — 58 F7 IE O JERgE LG PR IE%AM KBz | 2016 | 138-145
F 4t
35| LB | VIEHE 1. IRERpig  |Perkfh— SREZIEDJEMELIRR  |EHFHK T +— | KB | 2016 | 204-212
S A, filie i) AE F VAL
36 ML HFIE | VIEE 1. IRERplg  |Pepkfh— SREZIEDJEMELIER  |EFHK T +— | KB | 2016 | 213-219
JE 5 DR Tt
37| LBt B EURMEM S IEAE /g — Rk, gL, |Annual Review2016  |H4MESAL | Ha | 2016 | 194-199
DBW TR U3 HH AT, ARPR P 5L (4 B o
38 [ 2 B0 [HIL TWOARE A D |k —32 FODAEEFBOTANL [0 E W | 2016 | 119-126
SE RO E R TIRRITIENT
9 |)IsE, [2H5Ex)T~h—7F [EEDH DI EEEHR | B | 2016
TR | ZDIFEKR -5 BT MR &AL
HDHIR,.
|\ E  |[ExET. 12 e — R IEDEME LRI [EHKv— | B | 2016
=yl F st
/o
i
41| LR Z BN ) AERNTINO T |H Bk ATEERIM W (B seel | BT | 2016 | 32-43
LT T v —F 1RIDOABC 118 &
ADIFIA. HMT) T —F 2]
42| FFHEH (VBT —ar 12 FE R — MV IEDORMELERE [ERSvy— | s | 2016 | 263-270

Iz




[He35

No. FKEKH KL WA R FFK ek iy | =Y [ HIEE
1 |Noguchi H, Hiruma M, Matsumoto |Subcutaneous cystic J Dermatol in press
T, Mitsui N, Sano A, Yaguchi T, [phaeohyphomycosis due to
lhn H. Pleurostomophora richardiae.
2 |Harada M, Jinnin M, Wang Z, The expression of miR-124 increases in |Biosci Trends in press
Hirano A, Tomizawa Y, Kira T, aged-skin to cause cell senecense and it
Igata T, Masuguchi S, Fukushima [decreases in squamous cell carcinoma.
S, lhn H.
3 |Amagai M, Ikeda S, Hashimoto T, |A randomized double-blind trial of J Dermatol in press
Mizuashi M, Fujisawa A, Ihn H,  [intranenous immunoglobulin for bullous |Sci
Matsuzaki Y, Ohtsuka M, Fujiwara [pemphigoid.
H, Furuta J, Tago O, Yamagami J,
Tanikawa A, Uhara H, Morita A,
Nakanishi G, Tani M, Aoyama Y,
Makino E, Muto M, Manabe M,
Konno T, Murata S, 1zaki S,
Watanabe H, Yamaguchi Y,
Matsukura S, Seishima M, Habe K,
Yoshida Y, Kaneko S, Shindo H,
Nakajima K, Kanekura T,
Takahashi K, Kitajima Y,
Hashimoto K.
4 |Wang Z, Jinnin M, Harada M, Diagnosis of nail psoriasis: evaluation of |Eur J in press
Kudo H, Inoue K, Nakayama W, [nail-derived microRNAs as potential Dermatol
Honda N, Makino K, Kajihara I,  |novel biomarker.
Fukushima S, Ihn H.
5 |Noguchi H, Hiruma M, Matsumoto [Ungual hyalohyphomycosis caused by |J Dermatol in press
T, Kano R, Ihn H. Fusarium proliferatum in an
immunocompetent patients.
6 |Saeki H, Nakagawa H, Nakajo K, |Efficacy and safety of ixekizumab J Dermatol in press
Ishii T, Morisaki Y, Aoki T, treatment for Japanese patients with
Cameron GS, Osuntokun OO, moderate to severe plaque psoriasis,
Akasaka T, Asano Y, Etoh T, erythrodermic psoriasis and generalized
Fujita Y, Hashimoto T, pustular psoriasis: Results from a 52-
higashiyama M, Igarashi A, Ihn H, |week, open-label, phase 3 study
Iwatsuki K, Kabashima K, Kawada [(UNCOVER-J).
A, Kawashima M, Nakamura K,
Okubo Y, Okuyama R, Ozawa A,
Sayama K, Seishima M, Shiohara
T, Takahara M, Takahashi H,
Takehara K, Tanase K, Tani M,
Umezawa Y, watanabe H,
N anmana lea I
7 |Egashira S, Kajihara I, Kanemaru |Dramatic efficacy of S-1 and docetaxel |J Dermatol in press

H, Uemura M, Yamada S,
Nakahara S, Nagamoto E,
Fukushima S, Jinnin M, Inoue Y,
lhn H.

combination chemotherapy in two
patients with metastatic extramammary
Paget’s disease.




8 [Maeda S, Kajihara I, Ogata A, Bromoderma in a pituitary adenoma J Dermatol in press
Johno T, Jinnin M, lhn H. patient treated wuth bromocriptine.
9 |Sato Y, Kajihara I, Makino K, S100A7 expression levels in J Dermatol in press
Ichihara A, Aoi J, Makino T, coordination with IL-8 forecast the
Fukushima S, Jinnin M, lhn H. clinical response to infliximab for
psoriasis.
10 [Noguchi H, Hiruma M, Matsumoto |Ungual aspergillosis successfully treated |J Dermatol in press
T, Kano R, Ihn H. with topical efinaconazole.
11 |Wang Z, Nakamura K, Jinnin M, |Establishment and gene expression J Dermatol in press
Kudo H, Goto M, Era T, Kira T, |analysis of disease-derived induced Sci
Nakashima T, Fukushima S, Ihn H. |pluripotent stem cells of scleroderma.
12 |Sawamura S, Kajihara I, Makino  |Systemic lupus erythematosus Awustralas J in press
K, Makino T, Fukushima S, Jinnin |associated with myasthenia gravis, Dermatol
M, Oyama B, Hashimoto T, Ihn H. [pemphigus foliaceus and chronic
thyroiditis after thymectomy.
13 |Nakayama W, Jinnin M, Nakamura |Dysregulated Interleukin-23 signaling  |Rheumatology in press
K, Kudo H, Inoue K, Makino K, |contributes to the increased collagen
Honda N, Kajihara I, Fukushima S, |production in scleroderma fibroblasts
Ihn H. via balancing microRNA expression.
14 |Tokuzumi A, Fukushima S, Cell divison cycle-associated protein 1 |J Dermatol in press
Miyashita A, Nakahara S, Kubo Y, |as a new melanoma-associated antigen. J
Yamashita J, Harada M, Nakamura | Dermatol
K, Kajihara I, Jinnin M, Ihn H.
15 |Hamaguchi Y, Sumida T, Safety and tolerability of bosentan for  |J Dermatol in press
Kawaguchi Y, Ihn H, Tanaka S, digital ulcers in Japanese patients with
Asano Y, Motegi S, Kuwana M,  |systemic sclerosis: prospective,
Endo H, Takehara K. multicenter, open-labele study.
16 |Nakahara S, Fukushima S, AT-rich interaction domain-containing [Acta Derm in press
Yamashita J, Kubo Y, Tokuzumi  [protein 3B is a new tumor marker for ~ [Venereol
A, Miyashita A, Harada M, melanoma.
Nakamura K, Jinnin M, Thn H.
17 {lzumiya Y, Ihn H, et al. Expression of Let-7 family microRNAs |International in press
in skin correlates negatively with Journal of
severity of pulmonary hypertension in  |Cardiology
patients with systemic scleroderma. (C) Heart &
Vasculature.
18 |Umezaki N, Ishimoto T, Koba I,  |Anorectal malignant melanoma with Int Canc Conf in press

Nakaya T, Mawatari M, Kuramoto
K, Izumi D, Sakamoto Y,
Miyamoto Y, Yoshida N,
Watanabe M, Inoue Y, Ihn H, Baba
H.

extensive intraepithelial extension:
report of a case.

J




19 |Inoue H, Park JH, Kiyotani K, Intratumoral expression levels of PD-  |Oncoimmunol 5 e120450( 2016
Zewde M, Miyashita A,Jinnin M, [L1, GZMA, and HLA-A along with ogy 7
Kiniwa Y, Okuyama R, Tanaka R, |oligoclonal T cell expansion associate
Fujisawa Y, Kato H, Morita A, with response to nivolmab in metastatic
Asai J, Katoh N, Yokota K, melanomas.
Akiyama M, Ihn H, Fukushima S,
Nakamura Y.

20 |Nakamura K, Jinnin M, Harada M, |Altered expression of CD63 and exomes |J Dermatol Sci| 84 30-39 | 2016
Kudo H, Nakayama W, Inoue K, |in scleroderma dermal fibroblasts.
Ogata A, Kajihara I, Fukushima S,
Ihn H.

21 |Noguchi H, Hirum M, Maruo K, [Localized cutaneous cryptococcosis: Med Mycol J 57 E35- | 2016
Jono M, Miyata K, Tanaka H, Summary of reported cases in Japan. E39
Tanabe K, Miyazaki Y, Ihn H.

22 |Yamada S, Jinnin M, Kajiharal, [Cytokine expression profiles in the sera |Drug Discov 10 172-6 | 2016
Nakashima T, Aoi J, Harada M, of cutaneous squamous cell carcinoma | Ther
Igata T, Masuguchi S, Fukushima |[patients.
S, lhn H.

23 |Kimura T, Fukushima S, Miyashita |Myasthenic crisis and polymyositis Cancer Sci 107 | 1055-8 | 2016
A, Aoi J, Jinnin M, Kosaka T, induced by one dose of nivolumab.
Ando Y, Matsukawa M, Inoue H,
Kiyotani K, Park J-H, Nakamura
Y, Ihn H.

24 |Inoue M, Jinnin M, Wang Z, microRNA level is raised in the hair Int J Dermatol 55 786-90 | 2016
Nakamura K, Inoue K, Ichihara A, [shafts of patients with dermatomyositis
Moriya C, Sakai K, Fukushima S, |in comparison with normal subjects and
Ihn H. patients wuth scleroderma.

25 |Nakamura K, Jinnin M, Kudo H, [The role of PSMB9 up-regulation by BrJ Dermatol | 174 |[1030-41| 2016
Inoue K, Nakayama W, Honda N, [interferon signature in the
Kajihara I, Masuguchi S, pathophysiology of cutaneous lesions of
Fukushima S, Ihn H. dermatomyositis and lupus

erythematosus.

26 |Noguchi H, Hiruma M, Miyashita [A case of fingernail onychomycosis due |Medical 57 E21- [ 2016
A, Makino K, Miyata K, Thn H. to Aspergillus flavus. Mycol J E25

27 |Johno T, Egawa K, Jinnin M, Clinical usefulness of immunostaining  |Invest 2 1-4 2016
Fukushima S, Masuguchi S, Inoue |with CEA in distinction between Dermatol
Y, Ihn H. malignant melanoma and Spitz nevus.  |Venereol Res

28 |Uchihara T, Imamura Y, lwagami |Small bowel perforation due to Surg Case 2 42 2016
S, Kajihara I, Kanemaru H, indistinguishable metasatsis of Rep

Karashima R, Ida S, Ishimoto T,
Baba Y, Sakamoto Y, Miyamoto
Y, Yoshida N, Watanabe M, lyama
K, Ihn H, Baba H.

angiosarcoma: case report and brief
literature review.




29

Koga A, Kajihara I, Yamada S,
Makino K, Ichihara A, Aoi J,
Makino T, Fukushima S, Jinnin M,
lhn H.

Enhanced CCR9 expression levels in
psoriatic skin are associated with poor
clinical outcome to infliximab treatment.

J Dermatol

43

522-5

2016

30

Yoshino Y, Ohtsuka M, Kawaguchi
M, Sakai K, Hashimoto A, Hayashi
M, Madokoro N, Asano Y, Abe M,
Ishii T, Isei T, Ito T, Inoue Y,
Imafuku S, Irisawa R, Ohtsuka M,
Ogawa F, Kadono T, Kawakami T,
Kukino R, Kono T, Kodera M,
Takahara M, Tanioka M,
Nakanishi T, Nakamura Y,
Hasegawa M, Fujimoto M,
Fujiwara H, Maekawa T, Matsuo
K, Yamasaki O, Le Pavoux A,

The woud/ burn guidelines — 6:
Guidelines for management of burns.

J Dermatol

43

989-
1010

2016

31

Ito T, Kukino R, Takahara M,
Tanioka M, Nakamura Y, Asano Y,
Abe M, Ishii T, Isei T, Inoue Y,
Imafuku S, Irisawa R, Ohtsuka M,
Ohtsuka M, Ogawa F, Kadono T,
Kawakami T, Kawaguchi M, Kono
T, Kodera M, Sakai K, Nakanishi
T, Hashimoto A, Hasegawa M,
Hayashi M, Fujimoto M, Fujiwara
H, Maekawa T, Matsuo K,
Madokoro N, Yamasaki O,
Yoshino Y, Le Pavoux A,
Tachibana T, hn H.

The woud/ burn guidelines — 5:
Guidelines for management of lower leg
ulcers/ varicose veins.

J Dermatol

43

853-68

2016

32

Fujimoto M, Asano Y, Ishii T,
Ogawa F, Kawakami T, Kodera M,
Abe M, Isei T, Ito T, Inoue Y,
Imafuku S, Irisawa R, Ohtsuka M,
Ohtsuka M, Kadono T, Kawaguchi
M, Kukino R, Kono T, Sakai K,
Takahara M, Tanioka M,
Nakanishi T, Nakamura Y,
Hashimoto A, Hasegawa M,
Hayashi M, Fujiwara H, Maekawa
T, Matsuo K, Madokoro N,
Yamasaki O, Yoshino Y, Le
Pavoux A, Tachibana T, Ihn H.

The woud/ burn guidelines — 4:
Guidelines for management of skin
ulcers associated with connective tissue
disease/ vasculitis.

J Dermatol

43

729-57

2016

33

Isei T, Abe M, Nakanishi T,
Matsuo K, Yamasaki O, Asano Y,
Ishii T, Ito T, Inoue Y, Imafuku S,
Irisawa R, Ohtsuka M, Ohtsuka M,
Ogawa F, Kadono T, Kodera M,
Kawakami T, Kawaguchi M,
Kukino R, Kono T, Sakai K,
Takahara M, Tanioka M,
Nakamura Y, Hashimoto A,
Hasegawa M, Hayashi M, Fujimoto
M, Fujiwara H, Maekawa T,
Madokoro N, Yoshino Y, Le
Pavoux A, Tachibana T, Ihn H.

The woud/ burn guidelines — 3:
Guidelines for the diagnosis and
treatment for diabetic ulcer/gangrene.

J Dermatol

43

591-619

2016




34

Tachibana T, Imafuku S, Irisawa R,
Ohtsuka M, Kadono T, Fujiwara H,
Asano Y, Abe M, Ishii T, Isei T,
Ito T, Inoue Y, Ohtsuka M, Ogawa
F, Kodera M, Kawakami T,
Kawaguchi M, Kukino R, Kono T,
Sakai K, Takahara M, Tanioka M,
Nakanishi T, Nakamura Y,
Hashimoto A, Hasegawa M,
Hayashi M, Fujimoto M, Maekawa
T, Matsuo K, Madokoro N,
Yamasaki O, Yoshino Y, Le
Pavoux A, Ihn H.

The woud/ burn guidelines — 2:
Guidelines for the diagnosis and
treatment for pressure ulcers.

J Dermatol

43

469-506

2016

35

Inoue Y, Hasegawa M, Maekawa
T, Le Pavoux A, Asano Y, Abe M,
Ishii T, Ito T, Isei T, Imafuku S,
Irisawa R, Ohtsuka M, Ohtsuka M,
Ogawa F, Kadono T, Kodera M,
Kawakami T, Kawaguchi M,
Kukino R, Kono T, Sakai K,
Takahara M, Tanioka M,
Nakanishi T, Nakamura Y,
Hashimoto A, Hayashi M,
Fujimoto M, Fujiwara H, Matsuo
K, Madokoro N, Yamasaki O,
Yoshino Y, Tachibana T, Ihn H.

The woud/ burn guidelines — 1: Wounds
in general.

J Dermatol

43

357-375

2016

36

Yamada S, Kajihara I, Johno T,
Fukushima S, Jinnin M, Masunaga
A, Kohrogi H, IThn H.

Symptomless pulmonary cryptococcosis
in a psoriatic arthritis patient during
infliximab therapy.

Ann Dermatol

28

357-75

2016

37

Miyashita A, Fukushima S,
Nakahara S, Kubo Y, Tokuzumi A,
Yamashita J, Aoi J, Haruta M,
Senju S, Nishimura Y, Jinnin M,

Immunotherapy against metastatic
melanoma with human iPS cell-derived
myeloid cell lines producing type |
interferons.

Cancer
Immunol Res

248-58

2016

38

Wang Z, Jinnin M, Nakamura K,
Harada M, Kudo H, Nakayama W,
Inoue K, Nakashima T, Honda N,
Fukushima S, Ihn H.

Long non-coding RNA TSIX is up-
regulated in scleroderma dermal
fibroblasts and controls collagen mRNA
stabilization.

Exp Dermatol

25

131-6

2016

39

Goto Y, Yajima |, Kumasaka M,
Ohgami N, Tanaka A, Tsuzuki T,
Inoue Y, Fukushima S, Ihn H,
Kyoya M, Ohashi H, Kawakami T,
Bennet DC, Kato M.

Transcription factor LSF (TFCP2)
inhibits melanoma growth.

Oncotarget

2379-90

2016

40

Ichigozaki Y, Fukushima S, Jinnin
M, Miyashita A, Nakahara S,
Tokuzumi A, Yamashita J,
Kajihara I, Aoi J, Masuguchi S,
Wang Z, Ihn H.

Serum long non-coding RNA, snoRNA
host gene 5 level as a new tumor marker
of malignant melanoma.

Exp Dermatol

25

67-69

2016

41

lhn H

Fibrosis: Overview.

Systemic
sclerosis basic
and
Translational
Research
(Springer)

1~20

2016




42 |Fukushima S, Motoyama K, Tanida|Clinical evaluation of novel natural J Cosmetics, 6 9~18 | 2016
Y, Higashi T, Ishitsuka Y, Kondo [polysaccharides Sacran as a skincare Dermatologic
Y, Irie T, Tanaka T, Ihn H, Arima |material for atopic dermatitis patients. [al Sciences
H. and
_ _ Anplications
43 | BRI Fa, Il TR, BErEDE, | LV SSMENE B oW v EE | H ARRE R 126 | 2251- | 2016
Vel — M NIEE T IFE, |08 ART A P 2057
A L ILUARMERSE FOHE
44 1PNIESE, LR SE | I 0 ﬁfﬁwﬂimﬂﬁk WL BUEIE 27 | B AR BE R 126 | 2241- | 2016
Al 5, EER— TRRE, [ REIART A MRS 2250
BRI fe, BEAR 7 THE
45 |2 A, PR — . SRR, (SRS Z A DL S8R KaiE o B ERIR 58 1525- | 2016
iﬁ{ A, mE I NIEFE T 145 1528
5
46 |TEATAI—BR, SHEPRE—ER, BRE L3 MICREAR bt e %2 |H AR 126 | 2109- | 2016
BREZ. BEHER, IWEERE. K| L2BVEREE 1, 7006 O fMEt TR 2116
i FOEE
47 EERES, A L Al BE)%@%@BZF WL E - BERE ) | H AR R 126 | 2039- | 2016
Ta. Vel —. P NIEF, MR JE - 2R T4 }\74’/ MRS 2067
iz, B fe, IUARERSE,
FE
48 |FREPEE, APANIES, IO | 2B LE WA - BIEE ) [ AR SR 126 | 1831- | 2016
F, A IENME, BRI, LR |RE - RIETA KT A v e 1896
fil— PrIRFnE, 28R, B
A EIER, Y EE
49 (I AR B MERR, B YIHBATT S RREFERIE S [MHARBRN | 78 |356-361 2016
. wmE B, MAER, F T FLTY AR ES L2 1B
5 fwﬁéﬁ&f ZRE O MR A D1
gl
50 |HATEARL BRI — ., KT, Tﬁézifpfﬂ]%%k eSS A= 7 Wl DA TS 58 1259- | 2016
67 L, PP ANTR, AR F2, | AR ia%ﬂ)ﬁf JEDAI)—=2 0 1264
FOEE LLTAMTH®S
51 |fEyEdif, Wy B 22, AR EE, |[FITIFIHURBRMED RS K2 VT |1 H AR 78 |234-238( 2016
BLEETM, WH [l P R ERELE T2 s T B
o - W T PSR RITRIR B LT
JiE 51—
52 |EEFTAI—RR, R BEHE  [SRIRR &2 A O 7- BTN RE O 161 | B R IR 58 |401-403| 2016
XMPNIESR, F (G
53 |FF IB(E . SAEKER, AJEH . [BME IR EBVE SR O —BME  [BFRHR 38 |198-205( 2016
BIFEAR HARGAATANT—
54 |3+ i AW AN LA R R J Environ 10 [519-522| 2016
Dermatol
Cutan
_ _ Alleraol
55 |7+ iE(E FRGEALD I3 A=K L TR R R = 11 1~2 | 2016
ZrIf—
56 |F (s SREIE W AT 5 R JiE D FE 80-84 | 2016
AP
57 |7+ 1R CIRHART AL O 1k S JEBHIHE 20-21 | 2016

/—h




58 | (5 S B VESR BE D2 W S8 B2 Vo ~FF 55 |251-254| 2016
59 |F EfE PIE I B E ARG TR WOC Nursing| 4 4~13 | 2016
60 |Yamashita T, Asano Y, Taniguchi [Glycyrrhizin ameliorates fibrosis, J Invest in press

T, Nakamura K, Saigusa R, Miura |vasculopathy, and inflammation in Dermatol

S, Toyama T, Takahashi T, animal models of systemic sclerosis.

Ichimura Y, Yoshizaki A,

Trojanowska M, Sato S.

61 [Saigusa R, Asano Y, Nakamura K, |Plasma plasmin-o2-plasmin inhibitor Mod 13 1-5 2016
Yamashita T, Ichimura Y, complex levels may predict the effect of [Rheumatol
Takahashi T, Toyama T, Taniguchi [cyclophosphamide for systemic
T, Yoshizaki A, Miyazaki M, sclerosis-related interstitial lung disease.

Tamaki Z, Sato S.

62 |Takahashi T, Asano Y, Nakamura |A potential contribution of antimicrobial |Br J Dermatol | 175(6) | 1195- | 2016
K, Yamashita T, Saigusa R, peptide LL-37 to tissue fibrosis and 1203
Ichimura Y, Toyama T, Taniguchi [vasculopathy in systemic sclerosis.

T, Yoshizaki A, Miyazaki M,
Tamaki Z, Sato S.

63 |Toyama T, Asano Y, Akamata K, [Tamibarotene ameliorates bleomycin-  [J Invest 136 | 387-98 | 2016
Noda S, Taniguchi T, Takahashi T, [induced dermal fibrosis by modulating |Dermatol
Ichimura Y, Shudo K, Sato S, phenotypes of fibroblasts, endothelial
Kadono T. cells, and immune cells.

64 |Saigusa R, Asano Y, Nakamura K, | Association of anti-RNA polymerase I11{J Dermatol 43 808-10 | 2016
Yamashita T, antibody and silicone breast implants in
Ichimura Y, Takahashi T, Toyama |patients with systemic sclerosis.

T, Taniguchi T, Yoshizaki A,
Miyazaki M, Tamaki Z, Sato S.

65 |Nakamura K, Asano Y, Taniguchi [Serum levels of interleukin-18-binding |J Dermatol 43 912-8 | 2016
T, Minatsuki S, protein isoform a: Clinical association
Inaba T, Maki H, Hatano M, with inflammation and pulmonary
Yamashita T, Saigusa R, Ichimura [hypertension in systemic sclerosis.

Y, Takahashi T, Toyama T,
Yoshizaki A, Miyagaki T, Sugaya
M, Sato S.

66 | Nakamura K, Yoshizaki A, The first case report of fatal acute Scand J 45 249-50 | 2016
Takahashi T, Saigusa R, Taniguchi [pulmonary dysfunction in a systemic Rheumatol
T, Asano Y, Gonoi W, Hinata M, [sclerosis patient treated with rituximab.

Shinozaki-Ushiku A, Sato S.

67 |Ebata S, Yoshizaki A, Fukasawa T, |Unprecedented success of rituximab Scand J in press
Nakamura K, Yamashita T, Miura [therapy for prednisolone- and Rheumatol
S, Saigusa R, Ichimura Y, immunosuppressant-resistant systemic
Takahashi T, Hirabayashi M, sclerosis-associated interstitial lung
Taniguchi T, Akamata K, Asano Y, |disease.

Sato S.
68 |Yamashita T, Asano Y, Taniguchi |A potential contribution of altered Exp Dermatol 25 287-92 | 2016

T, Nakamura K,

Saigusa R, Takahashi T, Ichimura
Y, Toyama T, Yoshizaki A,
Miyagaki T, Sugaya M, Sato S.

cathepsin L expression to the
development of dermal fibrosis and
vasculopathy in systemic sclerosis.




69 |Yoshizaki A, Taniguchi T, Saigusa [Nucleosome in patients with systemic ~ |Ann Rheum 75 |1858-65| 2016
R, Fukasawa T, Ebata S, Numajiri |sclerosis: Dis
H, Nakamura K, Yamashita T, possible association with immunological
Takahashi T, Toyama T, Asano Y, [abnormalities via abnormal activation
Tedder TF, Sato S. of T and B cells.
70 | Saigusa R, Asano Y, Yamashita T, [Flil deficiency contributes to the BrJ Dermatol | 174 | 338-47 | 2016
Taniguchi T, Takahashi T, downregulation of endothelial protein C
Ichimura Y, Toyama T, Yoshizaki [receptor in systemic sclerosis: a possible
A, Miyagaki T, Sugaya M, Sato S. [role in prothrombotic conditions.
71 |Takahashi T, Asano Y, Oka T, Scleroderma en coup de sabre with J Dermatol 43 203-6 | 2016
Miyagaki T, Tamaki Z, Nonaka S, [recurrent episodes of brain hemorrhage.
Sato S.
72 [Wu CY, Asano Y, Taniguchi T, Serum level of circulating syndecan-1: |J Dermatol 43 63-6 | 2016
Sato S, Yu HS. A possible association with
proliferative.
73 |Uehara A, Motegi S, Yamada K, [Mechanistic insight into the Scientific 6 34012 | 2016
Uchiyama A, Perera B, Toki S, norepinephrine-induced fibrosis in Reports
Ogino S, Yokoyama Y, Takeuchi |systemic sclerosis
Y, Ishikawa O
74 |Motegi S, Sekiguchi A, Fujiwara |A possible association of elevated serum|Journal of in press
C, Toki S, Ishikawa O collagen type 1V level with skin Dermatology
sclerosis in systemic sclerosis
75 [Motegi S, Sekiguchi A, Toki S, Progressive myelopathy in systemic Journal of in press
Amano H, Ishikawa O sclerosis patient with cervical intraspinal |Dermatology
calcinosis
76 |Motegi S, Yamada K, Toki S, Beneficial effect of botulinum toxin A |Journal of 43 56-62 | 2016
Uchiyama A, Kubota Y, Nakamura |on Raynaud’s phenomenon in Japanese |Dermatology
T, Ishikawa O patients with systemic sclerosis: a
prospective, case series study
77 |Yamakoshi Y, Motegi S, Ishikawa |Evaluation of peripheral blood PloS one 11  [e015961| 2016
@] circulation disorder in scleroderma 1
patients using an optical sensor with a
pressurization mechanism
78 [ AR 42 5 PESR BE O AR MLAE TR E DR (19 B AR 78 [343-346| 2016
AT i
79 |5 KRB R B PR R B2 E OD A8 22 Visual 15 | 32-36 | 2016
Dermatology
80 [BAH WAF. AR ¥E—RB, Al A LM ZE R 5 M oD 3451 B v iR 58 | 1861-4 | 2016
i\
81 |Saito S, Ishii T, Kamogawa Y, Extracorporeal shock wave therapy for [Tohoku JExp| 238 39-47 | 2016
Watanabe R, Shirai T, Fujita Y, digital ulcers of systemic sclerosis: a Med
Shirota Y, Fujii H, Ito K phase 2 pilot study.
Shimokawa H, Yamaguchi T,
Kawaguchi Y, Harigae H
82 |Kawasumi H, Gono T, Tanaka E, |Clinical characteristics and cytokine J Rheumatol 43 |738-744| 2016
Kaneko H, Kawaguchi Y, profiles of organizing pneumonia in
Yamanaka H patients with rheumatoid arthritis treated
with or without biologics.
83 | A ] TR LA D 275 TRE S Eh IR il & i+ [Pulmonary 2 28-33 | 2016

E DR pAR (A& L L C)

Hypertension
Update




84 |Morita S,Shima Y,Wing The Proportion of Regulatory T Cells in |PL0S One. in press
JB,Sakaguchi S,Ogata A, Patients with Rheumatoid Arthritis:A
Kumanogoh A Meta-Analysis.
85 |[Ito D, Kumanogoh A The role of SemadA in Cell Adh Migr in press
angiogenesis,immunune
responses,carcinogenesis,and retinal
systems.
86 |Kuwana M, Shirai Y, and Takeuchi |Elevated serum Krebs von den Lungen-6(J. Rheumatol | 43(10) | 1825- | 2016
T in early disease predicts subsequent 1831
deterioration of pulmonary function in
patients with systemic sclerosis and
interstitial lung disease.
87 |Hamaguchi Y, Sumida T, Safety and tolerability of bosentan for  |J. Dermatol in press
Kawaguchi Y, Ihn H, Tanaka S, digital ulcers in Japanese patients with
Asano Y, Motegi S, Kuwana M,  |systemic sclerosis: prospective,
Endo H, and Takehara K multicenter, open-label study.
88 |Coghlan JG, Galié N, Barbera JA, [Initial combination therapy with Ann. Rheum in press
Frost AE, Ghofrani HA, Hoeper ambrisentan and tadalafil in connective
MM, Kuwana M, McLaughlin VV, [tissue disease-associated pulmonary
Peacock AJ, Simonneau G, Vachié |arterial hypertension (CTD-PAH):
ry JL, Blair C, Gillies H, Miller subgroup analysis from the AMBITION
KL, Harris JHN, Langley J, and trial
Rubin LJ
89 [Z4n 1EFE A By VEGR B2 iE W 117(4) |1901-907| 2016
90 |54 EFE B PERELIE (R BE) O R I & | HANFS: | 105(9) [ 1864- | 2016
EUS MRS 1869
91 [ZA41EFE S E OO B IR & F 2 R Eo [258(10) [945-950| 2016
H I
92 |Segawa S, Goto D, lizuka A, The regulatory role of interferon-y Clin Exp 185 |348-360| 2016
Kaneko S, Yokosawa M, Kondo Y, [producing gamma delta T cells viathe [Immunol
Matsumoto I, Sumida T suppression of T helper 17 cell activity
in bleomycin-induced pulmonary
fibrosis.
93 |Nakamura K, Jinnin M, Harada M, [Altered expression of CD63 and J  Dermatol| 84 30-39 | 2016
Kudo H, Nakayama W, Inoue K, |exosomes in scleroderma dermal Sci
Ogata A, Kajihara I, Fukushima S, [fibroblasts.
lhn H.
94 |Wang Z, Nakamura K, Jinnin M,  |Establishment and gene expression J  Dermatol| 84(2) |186-196| 2016
Kudo H, Goto M, Era T, Kira T, |analysis of disease-derived induced Sci
Nakashima T, Fukushima S, Ihn H. |pluripotent stem cells of scleroderma.
95 [Nakayama W, Jinnin M, Tomizawa |Dysregulated interleukin-23 signalling |Rheumatology in press

Y, Nakamura K, Kudo H, Inoue K,
Makino K, Honda N, Kajihara I,
Fukushima S, Ihn H.

contributes to the increased collagen
production in scleroderma fibroblasts
via balancing microRNA expression.




96 |Washio M, Takahashi H, Kobashi |Risk factors for development of Int J Rheum Epub ahead of print
G, Kiyohara C, Tada Y, Asami T, [systemic lupus erythematosus among Dis
Ide Y, Atsumi T, Horiuchi T; Japanese females: medical history and
Kyushu Sapporo SLE (KYSS) reproductive factors.

Study Group

97 |Ohyama K, Baba M, Tamai M, Immune complexome analysis of Mod Epub ahead of print
Yamamoto M, Ichinose K, antigens in circulating immune Rheumatol
Kishikawa N, Takahashi H, complexes isolated from patients with
Kawakami A, Kuroda N IgG4-related dacryoadenitis and/or

sialadenitis.

98 [Matsushita T, Hamaguchi Y, Decreased levels of regulatory B cells in |Rheumatology| 55(2) [263-267| 2016
Hasegawa M, Takehara K, patients with systemic sclerosis: (Oxford).

Fujimoto M association with autoantibody
production and disease activity.

99 |Mugii N, Hasegawa M, Matsushita [Oropharyngeal Dysphagia in PL0S One. 10 (e015474( 2016
T, Hamaguchi Y, Oohata S, Okita |Dermatomyositis: Associations with 6
H, Yahata T, Someya F, Inoue K, [Clinical and Laboratory Features
Murono S, Fujimoto M, Takehara [Including Autoantibodies.

K.

100 |Merola JF, Nyberg F, Furukawa F, [Redefining cutaneous lupus Lupus Sci 2(1) |e000085( 2015
Goodfield MJ, Hasegawa M, erythematosus: a proposed Med.

Marinovic B, Szepietowski J, Dutz |internationnal consensus approach and
J, Werth VP. results of a preliminary questionnaire.

101 |Hamaguchi Y, Kodera M, Clinical and immunologic predictors of |Arthritis 67(4) [1045-52| 2015
Matsushita T, Hasegawa M, Inaba [scleroderma renal crisis in Japanese Rheumatol.

Y, Usuda T, Kuwana M, Takehara [systemic sclerosis patients with anti-
K, Fujimoto M. RNA polymerase |11 autoantibodies.

102 |Matsushita T, Le Huu D, A novel splenic B1 regulatory cell J Allergy Clin | 138(4) |1170-82| 2016
Kobayashi T, Hamaguchi Y, subset suppresses allergic disease Immunol.

Hasegawa M, Naka K, Hirao A, through phosphatidylinositol 3-kinase-
Muramatsu M, Takehara K, Akt pathway activation.
Fujimoto M.

103 |Furukawa H, Oka S, Kawasaki A, [Human Leukocyte Antigen and Systemic|PLOS one. 11(4) [e015425( 2016
Shimada K, Sugii S, Matsushita T, [Sclerosis in Japanese: The Sign of the 5
Hashimoto A, Komiya A, Fukui N, |Four Independent Protective Alleles,

Kobayashi K, Osada A, Ihata A, DRB1*13:02, DRB1*14:06,
Kondo Y, Nagai T, Setoguchi K, |DQB1*03:01, and DPB1*02:01.
Okamoto A, Okamoto A, Chiba N,

Suematsu E, Kono H, Katayama

M, Hirohata S, Sumida T, Migita

K, Hasegawa M, Fujimoto M, Sato

S, Nagaoka S, Takehara K, Tohma

S, Tsuchiya N.

104 [Matsushita T, Mizumaki K, Kano |Anti-MDADS antibody level is a novel BrJ Epub ahead of print
M, Yagi N, Tennichi M, Takeuchi [tool for monitoring disease activity in  |Dermatol.

A, Okamoto Y, Hamaguchi YO,
Murakami A, Hasegawa M,
Kuwana M, Fujimoto M, Takehara
K.

rapidly progressive interstitial lung
disease with dermatomyositis(J5iZ)




105 [=lE ¥, BRI e R G LRI GVHD Visual 15(1) | 50-51 | 2015
Dermatology
106 [Hasegawa M. Biomarkers in systemic sclerosis:their  |J Dermatol. 43(1) | 29-38 | 2015
potential to predict clincal courses.
107 |Hasegawa M. Use of dermoscopy in the evaluation of [Dermatol Clin| 1(3) 41-48 | 2015
connective tissue diseases. Res.
108 [RAIT % 4 By M5 2 RE &7 ORI . Visual 15(1) | 14-16 | 2015
Dermatology.
109 | =& % TBIFIR 82 B R 22 BN EETE | 46(1) | 34-40 | 2016
PR R
)
110 [B&)T & BHMEIRBUEIZRBITDINEOX —  [BRKEER [ 70(5)8 [ 70-74 | 2016
FRIL—FTH IE52
HL|ER & RARY TAT 7 — B 5L E K B ORE | 58(6)5 [978-082| 2016
IR JERLD | H E i
TEF LR IRERE | HE T
#r AT 104F
D EEHR)
H2 BRI B PSR BE DR IRIFIE: T # U3 IC |[S R RF+ | 125(1) | 23-24 | 2016
M C BETFEME
113 [Fujimoto M, Asano Y, Ishii T, The wound/burn guidelines - 4: J Dermatol. 43 729-757| 2016
Ogawa F, Kawakami T, Kodera M, |Guidelines for the management of skin
Abe M, Isei T, Ito T, Inoue Y, ulcers associated with connective tissue
Imafuku S, Irisawa R, Ohtsuka M, |disease/vasculitis.
Ohtsuka M,Kadono T, Kawaguchi
M, Kukino R, Kono T, Sakai K,
Takahara M, Tanioka M,
Nakanishi T, Nakamura Y,
Hashimoto A, Hasegawa
M,Hayashi M, Fujiwara H,
Maekawa T, Matsuo K, Madokoro
N, Yamasaki O, Yoshino Y, Le
Pavoux A, Tachibana T, Ihn H;
Wound/Burn Guidelines
Committee
114 [Matsushita T, Hasegawa M, Watermelon stomach and colon in a Mod in press
Takehara K patient with diffuse cutaneous systemic |Rheumatol.
sclerosis.
115 [Fukada I, Araki K, Kobayashi K, Imatinib could be a new strategy for Springerplus 15 doi: 2016
Shibayama T, Hatano M, Takahashi S, |pulmonary hypertension caused by 10.1186/
Iwase T, Ohno S, Ito Y. pulmonary tumor thrombotic s40064-
microangiopathy in metastatic breast 016-
cancer. (B i 30) 3280-4
116 [Amiya E, Morita H, Hatano M, Nitta [Fukutin gene mutations that cause left Int J Cardiol 222 727-729 | 2016

D, Hosoya Y, Maki H, Motozawa Y,
Sato N, Ishiura H, Numakura S,
Shintani Y, Kinugawa K, Takeda N,
Shimizu J, Tsuji S, Komuro 1.

ventricular noncompaction. (J5 =& 30)




117 [Maemura S, Amiya E, Seki H, Ueda K, |[Endomyocardial Fibrosis Associated With  |Circ J 80 2053- 2016
Nitta D, Imamura T, Uehara M, Apical Calcification and High Uptake on 2055
Kawata T, Watanabe M, Hatano M, Myocardial Gallium-67 Scintigraphy. (53
Kinugawa K, Komuro I. i 3C)
118 [Tahara N, Dobashi H, Fukuda K, Efficacy and Safety of a Novel Endothelin  |Circ J 80 1478- 2016
Funauchi M, Hatano M, lkeda S, Joho [Receptor Antagonist, Macitentan, in 1483
S, Kihara Y, Kimura T, Kondo T, Japanese Patients With Pulmonary Arterial
Matsushita M, Minamino T, Nakanishi |Hypertension.(J5i3 i =)
N, Ozaki Y, Saji T, Sakai S, Tanabe N,
Watanabe H, Yamada H, Yoshioka K,
Sasayama S.
119 [Nitta D, Kinugawa K, Imamura T, Successful Pregnancy and Delivery in a Int Heart J 57 383-385 | 2016
Endo M, Amiya E, Hatano M, Heart Transplantation Recipient. (J5 25 30)
Takahashi Y, Iriyama T, Kinoshita O,
Nagamatsu T, Nawata K, Ono M,
Komuro I.
120 |Hatano M. Potential of Receptor for Advanced Int Heart J 57 132-133| 2016
Glycation End-Products (RAGE) as an
Eligible Biomarker for Therapy Evaluation
in Patients With Pulmonary Hypertension.
121 [Nakamura K, Asano Y, Taniguchi T, [Serum levels of interleukin-18-binding J Dermatol 43 912-918 | 2016
Minatsuki S, Inaba T, Maki H, Hatano [protein isoform a: Clinical association with
M, Yamashita T, Saigusa R, Ichimura |inflammation and pulmonary hypertension in
Y, Takahashi T, Toyama T, Yoshizaki |systemic sclerosis.(J5 5 3C)
A, Miyagaki T, Sugaya M, Sato S.
122 [Niwa R, Hasumi E, Fujiu K, Uehara A Case of Multiple Coronary Artery-Left Int Heart J 57 123-126 | 2016
M, Nitta D, Hatano M, Akazawa H, Ventricular Micro Fistulae Complicated
Watanabe M, Komuro I. With Hepatic Arteriovenous Fistulae. (5.3
i 3C)
123 [Nitta D, Kinugawa K, Imamura T, Novel Scoring System to Predict Ineligibility|Circ J 80 387-3943| 2016
Endo M, Inaba T, Maki H, Amiya E, |for Bridge to Implantable Left VVentricular
Hatano M, Kinoshita O, Nawata K, Assist Device as Destination Therapy Before
Kyo S, Ono M. Extracorporeal Ventricular Assist Device
Implantation - For the Coming Era of
Destination Therapy in Japan.(J512& 7 30)
124 [ 2 20 ZOSEBNIA G IR R VB IRME T & i | 117 788— | 2016
JERE TR 2 — W32 D% OIEIERR 792
EWEREIELTDH—
125 |2 B i epoprostenolFFfe LBl ARTE ICHEFRILD  [NE 117 793— | 2016
AL AR T BE M =) M E 796
126 | Z BFfs EE, 2T RS S AR Pulmonary 2 30—36 | 2016
Hypertension
Update
127 [We 2 B DFEDIRIRILE DINATWET 2 == | 29 | 85—87 | 2016
7
128 | S ft DIHEDBESAVDTHRITEDISVENY |N—F =2 | 29 88—89 | 2016
DTLEIMN? 7
129 [#e % By DR L E 22 DTERE SATIE DL N~ —2 | 29 90 2016
YR NTLEIN? 7
130 [ Z 2kt DAELZEISICBESA~OIRET, [~—tF— | 29 91 | 2016

BT REZLTHVET A2

4




131 | S MEREE WA e EE A Sy | R PR EE IR YE . BEEE 0 H -2 | H BeawE 126(10) | 1831- | 2016
H-BWITANTATRES WWEHART A 1896
132 |FRRPEREE W B EE oy |BRIDPETREE W kve. BRI -2 |H Rawd 126(11) | 2039- | 2016
BB ITANTABRS ITART A 2067
133 |Fujimoto M, Asano Y, Ishii T, Ogawa |The wound/burn guidelines - 4: Guidelines |J Dermatol. 43 729-757 | 2016
F, Kawakami T, Kodera M, Abe M, for the management of skin ulcers associated
Isei T, Ito T, Inoue Y, Imafuku S, with connective tissue disease/vasculitis
Irisawa R, Ohtsuka M, Ohtsuka M,
Kadono T, Kawaguchi M, Kukino R,
Kono T, Sakai K, Takahara M, Tanioka
M, Nakanishi T, Nakamura Y,
Hashimoto A, Hasegawa M, Hayashi
M, Fujiwara H, Maekawa T, Matsuo K,
Madokoro N, Yamasaki O, Yoshino Y,
Le Pavoux A, Tachibana T, lhn H;
Wound/Burn Guidelines Committee.
134 |Hiraiwa T, Mori T, Ohashi T, Eosinophilic fasciitis with severe joint  |J Dermatol 43 68-69 | 2016
Hanami Y, Yamamoto T. contracture in a patient with bladder
cancer and B-cell lymphoma.
135 |Hanami Y, Ohtsuka M, Yamamoto |Paraneoplastic eosinophilic fasciitis with|J Dermatol 43 67-68 | 2016
T. generalized morphea and vitiligo in a
patient working with organic solvents.
136 |Ohyama K, Baba M, Tamai M, Immune complexome analysis of Mod 26(2) | 248-50 | 2016
Yamamoto M, Ichinose K, antigens in circulating immune Rheumatol
Kishikawa N, Takahashi H, complexes isolated from patients with
Kawakami A, Kuroda N. 1gG4-related dacryoadenitis and/or
sialadenitis.
137 |Yasui K, Yuda S, Abe K, Pulmonary vascular resistance estimated |J Cardiol 68 300-7 | 2016
Muranaka A, Otsuka M, Ohnishi  |by Doppler echocardiography predicts
H, Hashimoto A, Takahashi H, mortality in patients with interstitial lung
Tsuchihashi K, Takahashi H, disease.
Takahashi S, Miura T.
138 |Fil i aflf, FE4x 52, —JF M55, [ |DLEZ (R L7-CL inhibitor Kf8JE  |B&W2% | 38(6) | 583-6 | 2016
B, ST K
139 |Wada Tatsuhiko, Abe Gakurou, Liver damage in patients with The Kitasato | 46(1) | 40-46 | 2016
Kudou Takeo, Ogawa Eisuke, polymyositis and dermatomyositis (/i [Medical
Nagai Tatsuo, Tanaka Sumiaki, ) Journal
Hirohata Shunsei
140 [Hamaguchi, Y. Sumida, T., Safety and tolerability of bosentan for  |J Dermatol 44 13-17 | 2017
Kawaguchi, Y., Ihn, H., Tanaka, S.,|digital ulcers in Japanese patients with
Asano, Y., Motegi, S. I., Kuwana, |systemic sclerosis: Prospective,
M., Endo, H., Takehara, K. multicenter, open-label study (J5i3&)
AT [ AR, AN 5eth BEVETREE DR HE - 2 W B LOVRR |V~ T # 55(3) |268-273( 2016

BT D O F L] 58 IEIZ 1T D
Jiti B I E O 975 BE B2 « TRV,




142 |Oka S, Furukawa H, Shimada K, |Association of human leukocyte antigen [Rheumatology| 55(7) | 1301-7 | 2016
Sugii S, Hashimoto A, Komiya A, [alleles with chronic lung diseases in
Fukui N, Suda A, Tsunoda S, Ito S, [rheumatoid arthritis. (Jii3&)

Katayama M, Nakamura T, Saisho
K, Sano H, Migita K, Nagaoka S,
Tsuchiya N, Tohma S.

143 |Furukawa H, Oka S, Kawasaki A, |Human leukocyte antigen and systemic |[PLoS ONE 11(4) [e015425( 2016
Shimada K, Sugii S, Matsushita T, |sclerosis in Japanese: The sign of the 5
Hashimoto A, Komiya A, Fukui N, |four independent protective alleles,

Kobayashi K, Osada A, Ihata A, [DRB1*13:02, DRB1*14:06,

Kondo Y, Nagai T, Setoguchi K, |DQB1*03:01, and DPB1*02:01. (J5i%5)
Okamoto A, Okamoto A, Chiba N,

Suematsu E, Kono H, Katayama

M, Hirohata S, Sumida T, Migita

K, Hasegawa M, Fujimoto M, Sato

S, Nagaoka S, Takehara K, Tohma

S, Tsuchiya N.

144 |Kawasaki A, Hasebe N, Hidaka M, |Protective role of HLA-DRB1*13:02 PLoS ONE 11(5) |e015439| 2016
Hirano F, Sada K-e, Kobayashi S, |against microscopic polyangiitis and 3
Yamada H, Furukawa H, Yamagta |MPO-ANCA positive vasculitides in a
K, Sumida T, Miyasaka N, Tohma |Japanese population: a case-control
S, Ozaki S, Matsuo S, Hashimoto  |study. (J5L3%)

H, Makino H, Arimura Y, Harigai
M, Tsuchiya N.
145 [JIG#E, T2 BHMETVT =T ZADJHK -7 /L |[EF DB | 258(10) [932-936| 2016
EAT DD D FN L.

146 |Hachiya Y, Kawasaki A, Oka S, Association of HLA-G 3 untranslated |[PL0oS ONE 11(6) |e015806| 2016
Kondo Y, Ito S, Matsumoto, region polymorphisms with systemic 5
Kusaoi M, Amano H, Suda A, lupus erythematosus in a Japanese
Setoguchi K, Nagai T, Shimada K, [population: a case-control association
Sugii S, Okamoto A, Chiba N, study. (JiF%)

Suematsu E, Ohno S, Katayama M,
Kono H, Hirohata S, Takasaki Y,
Hashimoto H, Sumida T, Nagaoka
S, Tohma S, Furukawa H, Tsuchiya
N.

147 |Dang TN, Naka I, Sa-Ngasang A, |Association of BAK1 single nucleotide [BMC Med 17(1) 43 2016
Anantapreecha S, Wichukchinda N,|polymorphism with a risk for dengue Genet
Sawanpanyalert P, Patarapotikul J, |hemorrhagic fever. (JEZ)

Tsuchiya N, Ohashi J.

148 |Higuchi T, Oka S, Furukawa H, Association of a single nucleotide J Hum Genet Epub ahead of print
Nakamura M, Komori A, Abiru S, |polymorphism upstream of ICOS with
Nagaoka S, Hashimoto S, Japanese autoimmune hepatitis type 1.

Naganuma A, Naeshiro N, (3)
Yoshizawa K, Shimada M,
Nishimura H, Tomizawa M,
Kikuchi M, Makita F, Yamashita
H, Ario K, Yatsuhashi H, Tohma S,
Kawasaki A, Ohira H, Tsuchiya N,
Migita K.
149 |Furukawa H, Oka S, Tsuchiya N, |The role of common protective alleles, |Genes Immun Epub ahead of print

Shimada K, Hashimoto A, Tohma
S, Kawasaki A.

HLA-DRB1*13, among systemic
autoimmune diseases.




150 | Tsuchiya N, Kawasaki A. Genetics of Systemic Sclerosis. In “Systemic 81-92 | 2016
Sclerosis:
Basic and
Translational
Research”
(edited by
Takehara K,
Kuwana M
and Fujimoto
M)
151 |'Yamanaka K, Nakanishi T, Isono  [Restrictive IL-10 induction by an J Allergy Clin Epub ahead of print
K, Hasegawa C, Inada H, Mizutani |innocuous parainfluenza virus vector Immunol
K, Matsushima Y, Okada K, ameliorates nasal allergy.
Mabuchi T, Kondo M, Yamagiwa
A, Kakeda M, Habe K, Nosaka T,
Gabazza EC, Yamazaki H,
Mizutani H, Kawano M
152 |Higashiyama A, Yokoyama T, Flutamide-induced J Dermatol Epub ahead of print
Omoto Y, Habe K, Yamanaka K, [photoleukomelanoderma.
Mizutani H
153 |Someya F, Mugii N, Oohata S Factors relating to impaired stroke Clinical and | 34Supp | S152- | 2016
volume during the 6-minute walk test in |Experimental S156
patients with systemic sclerosis. Rheumatology
154 |Someya F, Nakagawa T, Mugii N | The COPD Assessment Test as a Clin Med 10 27-31 | 2016
Prognostic Marker in Interstitial Lung  |Insights Circ
Disease. Respir Pulm
Med
155 |Ikawa Y, Hamaguchi Y, Mugii N, [Classification of Japanese patients with [Mod Epub ahead of print
Matsushita T, Takehara K. mild/early systemic sclerosis (SSc) by  |Rheumatol.

the 2013 ACR/EULAR classification
criteria for SSc.



https://www.ncbi.nlm.nih.gov/pubmed/27555458
https://www.ncbi.nlm.nih.gov/pubmed/27555458
https://www.ncbi.nlm.nih.gov/pubmed/27555458
https://www.ncbi.nlm.nih.gov/pubmed/26970547
https://www.ncbi.nlm.nih.gov/pubmed/26970547

