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Skin and Rheumatic Disease

Eun-So Lee

Department of Dermatology, Ajou University School of Medicine, Suwon, Korea

Many rheumatic diseases may involve any organ system
of the body including the skin. Proper understanding of
rheumatic skin disease is necessary for making a diagnosis.
In addition, there are important relationships existing be-
tween the cutaneous and systemic manifestations of rheu-
matic diseases. In management of these diseases, the inter-
disciplinary approach could generate better results.
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Among rheumatic diseases, the cutaneous manifestations
of three major rheumatic diseases such as lupus eryth-
ematosus (LE), dermatomyositis (DM)/polymyositis and
scleroderma/systemic sclerosis (SSc) will all be reviewed.
Key Words. Rheumatic disease, Skin manifestsions, Lupus
erythematosus, Dermatomyositis, Scleroderma
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Table 1. The modified Gilliam classification of skin lesions associated with LE (3)

LE-specific skin disease (Cutaneous LE, CLE)

LE-nonspecific skin disease

A. Acute cutaneous LE (ACLE)
1. Localized ACLE (malar rash; butterfly rash)

2. Generalized ACLE (lupus maculopapular lupus rash, SLE rash,

rash, photosensitive lupus dermatitis)
B. Subacute cutaneous LE (SCLE)

1. Annular SCLE (syn. lupus marginatus, symmetric erythema

centrifugum, autoimmune annular erythema, lupus
erythematosus gyratus repens)
2. Papulosquamous SCLE (syn. disseminated DLE, subacute

disseminated LE, superficial disseminated LE, psoriasiform
LE, pityriasiform LE, and maculopapular photosensitive LE)

C. Chronic cutaneous LE (CCLE)
. Classic discoid LE (DLE)
. Localized DLE
. Generalized DLE
. Hypertrophic/verrucous DLE
. Lupus profundus/lupus panniculitis
. Mucosal DLE
. Oral DLE
. Conjunctival DLE
. Lupus tumidus (urticarial plaque of LE)
10. Chilblain LE (chilblain lupus)
11. Lichenoid DLE (LE/lichen planus overlap, lupus planus)

Nl R e S R

A. Cutaneous vascular disease
1. Vasculitis
a. Leukocytoclastic
(1) Palpable purpura
(2) Urticarial vasculitis
b. Periarteritis nodosa-like cutaneous lesions
2. Vasculopathy
a. Degos disease-like lesions
b. Secondary atrophie blanche (syn. livedoid vasculitis, livedo
vasculitis)
3. Periungual telangiectasia
4. Livedo reticularis
5. Thrombophlebitis
6. Raynaud phenomenon
7. Erythromelalgia (erythermalgia)
B. Nonscarring alopecia
1. "Lupus hair”
2. Telogen effluvium
3. Alopecia areata
C. Sclerodactyly
D. Rheumatoid nodules
E. Calcinosis cutis
F. LE-nonspecific bullous lesions
G. Urticaria
H. Papulonodular mucinosis
I. Cutis laxa/anetoderma
J. Acanthosis nigricans (type B insulin resistance)
K. Erythema multiforme
L. Leg ulcers
M. Lichen planus
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Table 2. Clinical and immunologic criteria used in the SLICC classification system (21)

Clinical criteria
1. Acute cutaneous lupus, including:
Lupus malar rash (do not count if malar discoid)
Bullous lupus
Toxic epidermal necrolysis variant of SLE
Maculopapular lupus rash
Photosensitive lupus rash
in the absence of dermatomyositis
OR subacute cutaneous lupus (nonindurated psoriaform and/or annular polycyclic lesions that resolve without scarring, although
occasionally with postinflammatory dyspigmentation or telangiectasias)
2. Chronic cutaneous lupus, including:
Classic discoid rash
Localized (above the neck)
Generalized (above and below the neck)
Hypertrophic (verrucous) lupus
Lupus panniculitis (profundus)
Mucosal lupus
Lupus erythematosus tumidus
Chillblains lupus
Discoid lupus/lichen planus overlap
3. Oral ulcers
Palate
Buccal
Tongue
OR nasal ulcers
in the absence of other causes, such as vasculitis, Behcet’s disease, infection (herpesvirus), inflammatory bowel disease, reactive
arthritis, and acidic foods
4. Nonscarring alopecia (diffuse thinning or hair fragility with visible broken hairs)
in the absence of other causes such as alopecia areata, drugs, iron deficiency, and androgenic alopecia
5. Synovitis involving 2 or more joints, characterized by swelling or effusion
OR tenderness in 2 or more joints and at least 30 minutes of morning stiffness
6. Serositis
Typical pleurisy for more than 1 day
OR pleural effusions
OR pleural rub
Typical pericardial pain (pain with recumbency improved by sitting forward) for more than 1 day
OR pericardial effusion
OR pericardial rub
OR pericarditis by electrocardiography
in the absence of other causes, such as infection, uremia, and Dressler’s pericarditis
7. Renal
Urine protein—to-creatinine ratio (or 24-hour urine protein) representing 500 mg protein/24 hours
OR red blood cell casts
8. Neurologic
Seizures
Psychosis
Mononeuritis multiplex
in the absence of other known causes such as primary vasculitis
Myelitis
Peripheral or cranial neuropathy
in the absence of other known causes such as primary vasculitis, infection, and diabetes mellitus
Acute confusional state
in the absence of other causes, including toxic/metabolic, uremia, drugs
9. Hemolytic anemia
10. Leukopenia (4,000/mm3 at least once)
in the absence of other known causes such as Felty’s syndrome, drugs, and portal hypertension
OR
Lymphopenia (l,OOO/mm3 at least once)
in the absence of other known causes such as corticosteroids, drugs, and infection
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Table 2. Continued

11. Thrombocytopenia (lOO,OOO/mm3) at least once

in the absence of other known causes such as drugs, portal hypertension, and thrombotic thrombocytopenic purpura

Immunologic criteria
1. ANA level above laboratory reference range

. Anti-dsDNA antibody level above laboratory reference range (or 2-fold the reference range if tested by ELISA)

2
3. Anti-Sm: presence of antibody to Sm nuclear antigen
4

. Antiphospholipid antibody positivity as determined by any of the following:

Positive test result for lupus anticoagulant
False-positive test result for rapid plasma reagin

Medium- or high-titer anticardiolipin antibody level (IgA, IgG, or IgM)
Positive test result for anti-2-glycoprotein 1 (IgA, IgG, or IgM)

5. Low complement
Low C3
Low C4
Low CHS50

6. Direct Coombs’ test in the absence of hemolytic anemia

Criteria are cumulative and need not be present concurrently. SLICC: Systemic Lupus International Collaborating Clinics, SLE: systemic
lupus erythematosus, ANA: antinuclear antibody, anti-dsDNA: anti-double-stranded DNA, ELISA: enzyme-linked immunosorbent assay.
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2 29 (delioid), o1} 5 %, g Fhshe L& 4
shawl sign; % 9 E} 74 9 %, AT Fo

F9], olu}, 3] ol Uehdtl (24). 3]l A A
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sign ZEx|, F&, <712 vy, o)A A (greater tro-
chanters), medial malleoli 5 7} U}-& F-9]ol] Ho]&= Hz}
A} Zuto|w], Gottron’s papule =712k -4 nl] Fof] ubAY
gk A S R A FRlole), B B TedollA] A&
Al G SAAQ] L7082 F S A
ZHl(heliotrope erythema), ZZ+FRAEAEAZ= dys-
trophic cuticle, F=Z5¢]12] AR FHl Fo] ). o] <
4 5 Wi LES F& Wun = st eSely
stEA S JeRAT (23). ©] 2]l % poikiloderma atrophi-
cans vasculare (t}3] 3] H-, poikilodermatomyositis), 3] +-
4 $] = (calcinosis cutis)E SA Aot} v 5 WL 2ol A
o ool WA FE osiul Age] wow dxe of
50%N A FHUNAS Hlch

A B3 23
ol2] 7A 3

Aol sHkd ook FAFA|ES
(steroid-induced acanthosis nigricans), $%14] o] g4 (acquired
ichthyosis), A A% (anasarca), FH H-Z &3] (erythroder-
ma), EF3A I3l (follicular hyperkeratosis), 2=
(hypertrichosis), ¥ el 4l (lichen planus), linear immunoglob-
ulin A bullous dermatosis, 3 2 Z]¥k(livedo reticularis), 33}
FH(malakoplakia), malignant atrophic papulosis, N
(mucinosis), mucous membrane lesions, B]557] ¥ (nasal sep-
tal perforation), ¥|&}A] W23 (panniculitis), +=217], ®E -

A 3o (leukocytoclastic vasculitis) Solt} (25).
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L5 A £ 1Y A 1229 (Amyopathic or hypo—
myopathic dermatomyositis, ADM, HDM)
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5% o] T&e] Wnrt £ F w5 N A
% 59 ol o] QA i AAY Lol LR}y A
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A A AR E A A el g]HZod 312} 10~40%04 =

=] =d| H]3] ADMI HDM<S 11%°]%t}.

ot

= r‘ e
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fu

|
A9z e e Folt woke 4ol A ol
U A EA, 2Bl R0l i S0z X Eallok Fel.



SN Z4e Al Aol oldl ofshel e Ao 4e Aekel
7

A9 5 oA a4 selzelma o
7H 1% X Bolvh, A 7ol Agehd |7k Fobd 5
r}. A7 el 2ol X ge) Hage prsls 9ot
o] azathioprine, cyclophosphamide, methotrexate, chlor-
ambucil, cyclosporine, mycophenolate 5= AH-83tcl. X &
o]l Agele A-folle & A= | Hs2adol
A&t 2y A AA Abgell A ge] e A
¢} g5 %] Z A9 hydroxychloroquine, dapsone 55 41
Agsle Aol Frh (24,25).

Lol AESH AAQ) TNFe JAA X857t a5
Holekes Hazk 9lar (28), vhE A4 AlAY ritux-
imabe] F ool digk Bu% 9t (29).

A 1O = (Scleroderma)

I 79 733} (sclerosis of the skin)< %417 215 (syste-
mic sclerosis)®] ¥ 554 & Fab opyzl LEW 9] 824
A E el = 9t AR 73] Z(scleroderma)2
gl a3 F2 FHSISH A3hSel vehte Zlo]

O

A FELAL Aol Fstel Yt 6o,
Ao A9lo] mYAe] Aoz vto] W} ¥

=
24 ol] 4]

HA = *]—

wlol Wzl e gobael uk %
AAHoZ uugﬂoq
olth. AuFS 3| A F AN Fow Bet
W Table 37} At} (25). ©] F 3] 57 35 (localized
scleroderma)< = 43| 57 ¥ (morphea) 2} 3L s} 7123
773 3k (sclerodactyly), #lo]= A4, =3+ 7919 d3 &
Aol Gl Aoz ANANZH P (1), Teh} ]

A oIA o Wl
S S
| Y

/KC—];QQJ 73‘7

Table 3. Classification of cutaneous sclerosis (scleroderma) (25)

1. Systemic sclerosis (SSc)
SSc with diffuse cutaneous scleroderma
(syn. Systemic scleroderma, proximal scleroderma)
SSc with limited cutaneous scleroderma
(syn. CREST syndrome [calcinosis, Raynaud’s phenomenon,
esophageal dysmotility, sclerodactly, telangiectasia];
acrosclerosis)
2. Localized cutaneous sclerosis
(syn. Localized scleroderma, circumscribed scleroderma)
Morphea (localized and generalized forms)
Plaque, subcutaneous/profunda, guttate, keloidal, superficial,
generalized
Linear scleroderma
Craniofacial
En coup de sabre
Facial hemiatrophy
(syn. Parry-Romberg syndrome)
Extremities

215

B, s3], W, S8 FFAGANE 4437 Lol
Uhvl, morphea $AEE AA F4, F, )2, Aeldd, W4
B THES BE AN G4S B S glof ghio]
otk of 7ol A morpheasl] A F2 74t
4ok,

I 34

Morpheats o 4ol 4 oFzF B Bhel Wil 413t o]l
ol¢] f &S ulZeleh. RE QFollA wstAR wel
oA Bl gel ARk Rloz FelA giek 94 Helol

Z

ulg} 2 4 =6 I8HA (circumscribed, plaque), Al
A (generahzed), A 4} (linear), =324 (bullous), 4 5-(deep) 73
o2 s F At 30).

;‘(1?01] Sl = AW wlo g A)zbslo] FA1E L ul
A o Bae wn] el A)o] AN T thekebA] Big)
ZAAIR= AL v g Eelvh Wwo] Zefsld whuta)A]
v FAYR 3] HelE v, 2 T A2 HAL
EL AL WS BT (32).

o] % circumscribed morphea’} 714 &3l FZ F-Foll
2 e 22 Fo g JehA] X8 E 3HA] gotk 3~54
Zol AAs] =9 A} (31). AA14 morpheat= 3 cm
o] 49 =t sto] 47 ol YAY A= &5 ALt
AA 2] 27 o] el B9E AHE wiE A=k AA
morphea & =4 Wello|w] 27bekA] oA e AL S
75 Bol g (33).

ool A& AA Au|Zo] 71 £ HEE WU I+
27 9] A4319} 91%0] Bkt (33). T, thloll A4ke
2 WAl JAE AY7A FHw 2 o]+ EHE-E
FA "} e olufe} w0l ZAa kO Z(En coup de
sabre) YFEFLEA L) Parry-Romberg syndrome@ 221 %1 %13)
A HAEZ dF A% FUE vehd 52 9ok
21} morphea $HAh= A A 355 Al S
274 3} (sclerodactyly)= H.o]#] ¢k=t} (34).

o =

2283 27

Morphea®} 417 8452 2283 L7do] FYLslrh. =
7)ol AR T (reticular dermis) 33 ol| Rl = A&
& Ho|n] 7ol A5 AE ]
] v, BT el £4 Sl WEHY 3.

A&
Morphea®] X8+ ZF3HE X530l vk (35). T4
A8 o] Aol A= 3t (narrowband) #Fe] 4 BeF A
fuk 29l Al FAX) 82 T4 tacrolimus o 7} Eiks]
Z18) %] = plaque morpheaol] F¥}F glo] gelx]| i}, At
morphea 2] 73-$-ol|+= methotrexate, Z1 Al ZH|Zo| =, 2|9
A Al FA X85S B3 ajo] /Mg A=A e N EE
A At 36). 22

morphea %] &oll 3t systematic re-
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viewol| Al 8t (narrowband) A}2]A B FA X5+ R85
At FH9IE T4 Ao, A2 A1 FAAE
Z% ] 22 A3] ¥l F4 =9}t Methotrexate, %1
ZH|Eo| 28] HAl Fois A3t v, whe] Zew] = W,
715l oldg st Wl Foll AdsteIof 81m, calci-
potriene o]t} tacrolimus 4= X A& AlgHE o2 34

el 9= Wol] A3 4= 9it}. o] 2] calcipotriol, D-pen-

=

L
N
Al

icillamine, interferon gamma, antimalarials o1& &3}7} ¢l
= Ao g gelEgr} 35). AFA Wwle] X g #I) 7t

L
A Fovl, AW BAE, A% AE, A 43, o) Zol
=

s LA X S AR 3t
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