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What Is Your Diagnosis?

A 9-year-old Bolivian boy presented with progressive facial changes that
had developed at 2 years of age. The lesions were entirely asymptomatic
and nonresponsive to any form of topical treatment. The patient'’s mother

reported that the child was dropped on his head prior to onset, which she
believed was the cause. Family history was noncontributory.
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The Diagnosis: Segmental Vitiligo and En Coup de Sabre

itiligo is a relatively common skin disease char-

acterized by the progressive development of

white macules and patches. Our patient demon-
strated a classic depigmented patch along his hairline.
Two commonly classified subtypes of vitiligo exist:
generalized and localized. Localized lesions that follow
a dermatomal distribution and do not cross the mid-
line can be further classified as segmental vitiligo.!?
Absence of epidermal melanocytes is the predominant
histologic finding in areas of depigmentation. While
the precise cause of this melanocyte loss is unclear, the
observation of circulating antimelanocytic antibodies
and lymphocytic infiltrations at the margins of lesions
in a preponderance of cases supports the theory of
autoimmune-mediated destruction.’?

First described by Addison® in 1854, en coup
de sabre is a rare form of morphea/localized sclero-
derma classified as linear morphea. Morphea is a
relatively benign, well-circumscribed variant of
scleroderma characterized by the presence of thick-
ened and sclerotic collagen bundles in an indurated

cutaneous lesion. Homogenization of the collagen
bundles occurs in the dermis and may involve the
panniculus and fascia. Atrophy of skin append-
ages occurs as collagen increases, and perivascular
infiltrates (ie, histiocytes, eosinophils, lymphocytes,
plasma cells) are commonly present. En coup de
sabre is manifested as an indurated or depressed seg-
ment of skin on the frontoparietal region of the face
and/or scalp that respects the midline and resembles
the stroke of a sword.®!! In time the lesion may
progress to involve atrophy of one side of the face,
giving the appearance that the stroke of the sword
removed some of the tissue, which may then be
considered facial hemiatrophy or Parry-Romberg
syndrome. En coup de sabre and Parry-Romberg
syndrome frequently coexist; although the precise
relationship is unclear at this time, it is likely they
are both variants of morphea.'>!® Our patient dem-
onstrated features of both variants. Clinical features
of en coup de sabre included sclerotic dermal tis-
sue on the cheeks and perioral area that was easily
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palpable but difficult to appreciate by photograph,
hyperpigmentation, and normal ocular and bony
growth. Although Parry-Romberg syndrome clas-
sically does not have notable cutaneous involve-
ment, the patient did exhibit facial hemiatrophy.

Vitiligo and morphea have a similar epidemiol-
ogy, and while the etiology of both is unknown, they
are both postulated to be autoimmune in nature.
Both vitiligo and morphea have been reported
in association with many organ-specific autoim-
mune diseases: vitiligo with Hashimoto thyroiditis,
pernicious anemia, Addison disease, hypoparathy-
roidism, myasthenia gravis, autoimmune hemolytic
anemia, and regional enteritis,'*!'7 and morphea with
Hashimoto thyroiditis, thyrotoxicosis, hypothyroid-
ism, and pernicious anemia.'®!®

While vitiligo and morphea are relatively com-
mon, their simultaneous occurrence rarely has been
reported.*171921 Although it is possible that the
occurrence of each lesion is unrelated, the pattern
reported in this case suggests otherwise. The simul-
taneous clinical presentation and codistribution of
both vitiligo and morphea in this case.seem to for-
tify the theory that these 2 separate clinical entities
are autoimmune in nature and may be reldted. The
history of head trauma in our patient may provide
further insight, as linear morphea (scleroderma)
and vitiligo have both beén associated withtrauma,
nerve injury, and sympathetic/dysfunction.t1%.22

REFERENCES

1. Lerner AB. Vitiligo. ] Invest Dermatol. 1959;32(2, pt 2):
285-310.

2. Ortonne ]JP, Moscher DB, Fitzpatrick TB. Hypomelanotic
disorders in vitiligo and other hypomelanoses of hair and
skin. In: Ortonne ]P, Fischer DB, Fitzpatrick TB, eds.
Vidligo and Other Hypomelanoses of Hair and Skin.
New York, NY: Plenum Medical Book Co; 1983:
129-310.

3. Grimes PE. New insights and new therapies in vitiligo.
JAMA. 2005;293:730-735.

4. van den Wijngaard R, Wankowicz-Kalinska A, Le
Poole C, et al. Local immune response in skin of gen-
eralized vitiligo patients. destruction of melanocytes
is associated with the prominent presence of CLA+
T cells at the perilesional site. Lab Invest. 2000;80:
1299-1309.

5. van den Wijngaard R, Wankowicz-Kalinska A, Pals S,
et al. Autoimmune melanocyte destruction in vitiligo. Lab

Invest. 2001;81:1061-1067.

238 CUTIS®

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

Ongenae K, Van Geel N, Naeyaert ]M. Evidence for an
autoimmune pathogenesis of vitiligo. Pigment Cell Res.
2003;16:90-100.

Sehgal VN, Srivastava G. Vitiligo: auto-immunity and
immune responses. Int ] Dermatol. 2006;45:583-590.
Addison T. Medico-Chirurgical Transactions. London,
England: The Royal Medical and Chirurgical Society of
London; 1854. Cited by: Fox TC. Note on the history of
scleroderma in England. Br ] Dermatol. 1892;4:101.
Buckingham RB, Prince RK, Rodnan GP, et al. Collagen
accumulation by dermal fibroblast cultures of patients
with linear localized scleroderma. J Rheumatol. 1980;7:
130-142.

Peterson LS, Nelson AM, Su WP. Classification of mor-
phea (localized scleroderma). Mayo Clin Proc. 1995;70:
1068-1076.

Fleischmajer R, Nedwich A. Generalized morphea. I.
histology of the dermis and subcutaneous tissue. Arch
Dermatol. 1972;106:509-514.

Tollefson MM, Witman PM. En coup de sabre morphea
and Parry-Romberg syndrome: a retrospective review of
54 patients. ] Am Acad Dermatol. 2007;56:257-263.
QOrozce#Covarrubias L, Guzman-Meza A, Ridaura-Sanz C,
et al.'Seleroderma ‘en coup de sabre’ and progressive facial
hemiatrophy. is it possible to differentiate them? J Eur
Acad Dermatol Venereol. 2002;16:361-366.

Finkelstein E, Amichai B, Metzker A. Coexistence of
vifiligghand morphea: a case report and review of the
literature. J Dermatol. 1995;22:351-353.

Larregue M, Ziegler E; Lauret P, et al. Linear scleroderma
in children (apropos of 27%€ases)[in French]. Ann Dermatol
Venereol. 1986;113:207-224.

Dervis E, Acbay O, Barut G, et al. Association of
vitiligo, morphea, and Hashimoto’s thyroiditis. Int ]
Dermatol. 2004;43:236-2317.

Sanchez JL, Vazquez M, Sinchez NP. Vitiligolike mac-
ules in systemic scleroderma. Arch Dermatol. 1983;119:
129-133.

Harrington CI, Dunsmore IR. An investigation into the
incidence of auto-immune disorders in patients with local-
ized morphoea. Br J Dermatol. 1989;120:645-648.

Lerner AB, Sansing J. Vitiligo and linear scleroderma.
Arch Dermatol. 1973;108:286-287.

Saihan EM, Peachey RDG. Vitiligo and morphoea. Clin
Exp Dermatol. 1979;4:103-106.

Bonifati C, Impara G, Morrone A, et al. Simultaneous
occurrence of linear sclerodermaand homolateral segmental
vitiligo. ] Eur Acad Dermatol Venereol. 2006;20:63-65.
Littman BH. Linear scleroderma: a response to neurologic
injury? ] Rheumatol. 1989;16:1135-1140.

Copyright Cutis 2010. No part of this publication may be reproduced, stored, or transmitted without the prior written permission of the Publisher.





