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Systemic Sclerosis Coincidence with Sarcoidosis:
A Case Report and Review of the Literature

Dong Chan Kim', Dong Hwi Rim', Young Taek Kim',
Joo Yeon Koz, Chan Kum Parks, Sung Soo Parkl, Jae-Bum Jun®

Departments of Internal Medicine', Dermatology’ and Pathology’,
Hanyang University College of Medicine, Department of Rheumatology,
Hanyang University Hospital for Rheumatic Disease’, Seoul, Korea

A 62-year-old Korean woman was admitted to our department to evaluate a chronic cough
and sputum, which had begun several weeks ago. The patient had been diagnosed with systemic
sclerosis in 2004. Autoantibody screening tests were negative for the anticentromere and
antitopoisomerase antibodies. She received therapy with combined cyclophosphamide, a calcium
channel blocker, D-penicillamine, and low dose steroid. In 2006, a pulmonary function test (PFT)
showed a restrictive pattern, and a computed tomography (CT) scan of the lungs revealed
interstitial lung disease, but no symptoms were present, so we maintained her on the medication.
In October 2008, a chest x-ray and CT scan of the lungs demonstrated aggravation with bilateral
basal interstitial infiltrates and hilar lymphadenopathy. Cyclophosphamide pulse therapy was
conducted six times during 6 months, but there was no change on her chest CT and PFT, and
she had no symptoms, so we decided to follow up. On admission, no significant interval change
in the reticular opacity of both lower lungs was observed, but several lymph nodes were enlarged
on a chest and neck CT. The skin showed multiple large polygonal-shaped scaled lesions on
her upper and lower extremities. Biopsies were taken from the skin of the lower extremities and
the left cervical lymph node. Typical non-caseating granulomas corresponding to sarcoidosis
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were found along with systemic sclerosis findings.
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Fig. 1. Large polygonal shaped scaled lesion (white
arrows) of lower extremities.
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Fig. 2. Neck CT shows multiple lymph node enlargement
(white arrows).
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Fig. 3. Skin biopsy, showing dermal fibrosis and several
noncaseating granulomas (black arrows). Granuloma
consists of epitheloid cells and langerhans giant
cells (Hematoxylin & Eosin stain, %100).
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Fig. 4. Lymph node biopsy, showing several noncaseating
granulomas (black arrows). Granuloma consists of
a localized collection of epithelioid histiocytes
surrounded by a rim of variable numbers of lym-
phocytes (Hematoxylin & Eosin stain, %100).
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Table 1. Characteristics, radiological features, and laboratory findings of 25 patients with coexistent systemic sclerosis
and sarcoidosis

References  Sex sub- SSc- Ray- Anti- SA SA site Chest X-ray CT Acr:)gn]\(l)et:itrlilg BAL DLco
set onset naud body onset
enzyme
Wiesenhutter M L ND None ILD ND
GW? F L ND BHL ILD ND
F L ND BHL ND
Sharma OPY F L ND None ILD ND
Enzenauer RI> F D T None ILD ND
Groen H" M D 44 + T 37 BHL 91 IU/L SA— Dec
SSc
Maekawa Y F L 20 C 50 Skin BHL ILD 33.7 IU/L
(mandible),
LN
Cox DY F D 43 + N 44 LN, Lung BHL ILD 150 ng/mL/h Dec
M D 47 + C 59 LN, Lung BHL, Med ILD 111 ng/mL/h Dec
M L 67 + T 67 LN, Lung Rt Hilar, Med ILD 117 ng/mL/h Dec
F L 47 + C 63 LN, Lung  Pretracheal ILD 176 ng/mL/h Dec
M D 31 + T 31 LN, Lung Aortopulmonary ILD Elevated Normal
F L 43 + C 49 Lung None ILD 64 (10<n<50) Normal
F L 60 + N 60 LN, Lung  Pretracheal ILD 123 ng/mL/h Dec
Arapis 17 F L 52 + T 59 LN, Lung BHL ILD 20 IU/L N  Normal
De Bandt M F D 74 + N 76 LN, Lung
F D 29 + N 23 Lung
F D 55 + N 60 LN, Lung
M D 30 + T 32 Lung, liver,
muscle,
synovium
M D 52 + T 42 LN, Lung
Takahashi T F L 46 + ND 49 Lung BHL ILD 14.6 mg/dL (N) SA  Dec
Biasi D'” F L 43 56 Lung BHL 340 nm SA
(elevated)
Lis-Swiety A'” L 17 + N 20 LN, Lung BHL ND ND  Normal
Tillon J? F L 6l C 64 Lung BHL ILD ND SA  Dec
Borges da D 47 + T 45 LN, Lung Lung ND ND Dec

Costa T

ACE: angiotensin converting enzyme, BAL: bronchoalveolar lavage, BHL: bilateral hilar lymphadenopathy, C:
anti-centromere antibody, CT: chest CT, D: diffuse, Dec: decreased, F: female, ILD: interstitial lung disease, L: limited,
LN: lymph node, M: male, Med: mediastinal, N: negative, ND: not done, SA: sarcoidosis, SSc: systemic sclerosis, T:
anti-topoisomerase antibody, Blank: unknown, +: positive

ESL NS o2 YEtdth AstgAe A d Fol=FellA g o] A4 mE FrlEe] dHew,
topoisomerase® A7} 8od|ol| 4], }tcentromered A7} 54| H7lSs AALEALS g2 AA JZI]Z]'OHE‘L veR

olA e, £ v SHe® e A9E el W3 Addom dAHe Ag4e) git 9k 4
A G%e FRORGs B AMNUSEAS 4 wRe), A8de RO v F4E
WA A4Sl AER #43 UTA F & Y9vh A RAHEARZ AN AL CD4CDS 1] Fol
Aoz Holm Qgivh. HAewAl ARELE A2 Frhsle] Ak ATt Bk ey AALATE

— 404 —



L=
HolFa Qeh AT, B A4 Aol 9] Fol
i

A% 27, AANAQ FRAe, 4] T4 W
8 Goll vig Al We] glofolyt Y A%
& WA § ogm, el e N8R ¥ F e 2
ofth. ¥ Zel: =EAW AAA Aszel Eurd
Aeso|eFe H JW LAoE TeEldad ol
£ AEE AN G, 444 Fazel o s
Aol g A%, F4e okst Aol B Az
So|EZol| 4 ok3hE gAetolof g HelFw
olek

bl =
Qoih, B4 o welste

1 A 24744
oA AzzoleFow Mgty AE Aol

o}% RY A P Hieli v

ﬂd
°
+

1) Groen H, Postma DS, Kallenberg CG. Interstitial lung
disease and myositis in a patient with simultaneously
occurring sarcoidosis and scleroderma. Chest 1993;
104:1298-300.

2) Maekawa Y, Nogami R. A case of progressive sys-
temic sclerosis associated with sarcoidosis and eso-
phageal adenocarcinoma. J Dermatol 1993;20:45-48.

— 405

3) Enzenauer RJ, West SG. Sarcoidosis in autoimmune

disease. Semin Arthritis Rheum 1992;22:1-17.

4) Sharma OP, Ahamad I. The CREST syndrome and
sarcoidosis. Another example of an overlap syndrome.
Sarcoidosis 1988;5:71-3.

5) Wiesenhutter GW, Sharma OP. Is sarcoidosis an auto-
immune disease?: report of four cases and review of
the literature. Semin Arthritis Rheum 1979;9:124-44.

6) Cox D, Conant E, Earle L, Newman J, Kahaleh B,
Jimenez S, et al. Sarcoidosis in systemic sclerosis:
report of 7 cases. J Rheumatol 1995;22:881-5.

7) Arapis J, Kaklamani V, Rapti A, Anagnostopoulou U.
A case of scleroderma associated with sarcoidosis.
Clin Exp Rheumatol 1997;15:337-8.

8) De Bandt M, Perrot S, Masson C, Meyer O. Systemic

sclerosis and sarcoidosis, a report of five cases. Br J

Rheumatol 1997;36:117-9.

Takahashi T, Munakata M, Homma Y, Kawakami Y.

Association of progressive systemic sclerosis with

9

~

pulmonary sarcoidosis. Just a chance occurrence?
Intern Med 1997;36:435-8.

10) Biasi D, Caramaschi P, Carletto A, Bambara LM.
Localized scleroderma associated with sarcoidosis.
Clin Exp Rheumatol 1998;16:761-2.

11) Lis-Swiety A, Brzezinska-Wcislo L, Pierzchala E,

~

Weislo-Dziadecka D. Systemic sclerosis-polymyositis
overlap syndrome accompanied by autoimmune hepatitis
and sarcoidosis of mediastinal lymphnodes. J Eur
Acad Dermatol Venereol 2006;20:107-8.

12) Tillon J, Herve F, Chevallier D, Muir JF, Levesque
H, Marie I. Successful treatment of systemic sclerosis-
related digital ulcers and sarcoidosis with endothelin
receptor antagonist (bosentan) therapy. Br J Dermatol
2006;154:1000-2.

13) Borges da Costa J, Mayer-da-Silva A, Soares de
Almeida LM, Marques Gomes M. Success of predni-
sone in the treatment of a patient with sarcoidosis and
systemic sclerosis: Report of a case. Dermatol Online
J 2009;15:11.



