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Pseudoxanthoma elasticum-like papillary dermal elastolysis is a rare acquired idiopathic non-in-
flammatory elastolytic disorder. The skin lesions clinically resemble pseudoxanthoma elasticum
but histopathologically there is elastolysis of the papillary dermis and there is no systemic involve-
ment. We report the clinicopathological features of a 67-year-old female with this relatively newly
described entity and discuss the pathogenesis, differential diagnosis and controversy regarding
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nomenclature.
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Elastolysis refers to loss of elastic fibers. It can af-
fect the papillary dermis, the reticular dermis, or both.
Pseudoxanthoma elasticum-—like papillary dermal elas-
tolysis (PXE-PDE) is a clinicopathological entity first
described by Rongioletti and Rebora in 1992 (1). It is
an acquired elastolytic disorder that mainly affects the
papillary dermis. Clinically it resembles pseudoxantho-
ma elasticum (PXE), but it differs histologically and
there is no systemic involvement, in contrast to PXE.

Case Report

A 67-year-old Kuwaiti woman presented with as-
ymptomatic skin lesions of 4 years’ duration affect-
ing the sides of the neck. She denied any preceding
trauma, inflammation, urticaria, or history of sun
exposure at the affected sites. There was no history

of medical problems and she was on no medications.
Examination of the skin revealed multiple 3 to 4 mm
skin-colored to yellowish, soft, closely set, cobble-
stone-patterned papules. The lesions wete symmetri-
cally distributed on the sides of the neck (Figure 1).
Results of the complete blood cell count, biochemical
profile, urinalysis, and stool examination were within
normal limits. Chest X-ray and cardiovascular investi-
gations were non-contributory and ophthalmological
examination did not reveal angioid streaks or other
retinal changes. Histological examination with hema-
toxylin and eosin revealed only flattened epidermis
and a sparse perivascular dermal infiltrate (Fig. 2).
Using a special stain for elastic fibers (Verhoeff-van
Gieson), a marked band-like reduction of elastic fibers
in the papillary dermis that was focally absent was ob-
served (Fig. 3). Mild reduction of elastic tissue in the
reticular dermis was also noted. No calcification was
seen using von Kossa staining,
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Figure 1. Multiple papules on the side of the neck.

Discussion

Since the first description by Rongioletti and Re-
borain 1992, around 20 cases of PXE-PDE have been
reported in the medical literature (1-13). PXE-PDE is
a rare, acquired condition characterized by non-follic-
ular yellowish papules coalescing into plaques resem-
bling PXE; it is generally localized on the sides of the
neck and subclavicular regions in eldetly persons and
by loss of or decrease in elastic fibers in the papillary
dermis (8).

All the cases teported to date have occurred in
women and almost all of them occurred in elderly
people around 60 or older (1-13). Thus, any hypothe-
sis regarding the etiology of the disease should explain
why it mainly occurs in elderly women.

Although the pathogenesis of PXE-PDE remains
pootly understood, ultraviolet (UV) radiation, intrin-
sic aging, or abnormal elastogenesis may be implicated
2, 4,14, 15).

Ultraviolet radiation may be involved, but it cannot
explain the lesions in our patient because, although
the neck is usually sun exposed, our patient had worn
the hijab since adolescence. Orlandi et al. made the
same observation in two nuns (6). Moreover, some-
times sun-protected skin is also affected (2, 4).

Intrinsic aging seems to be an attractive explana-
tion, especially considering that PXE-PDE mostly
occurs in women after their fifth decade. It has been
suggested that, because elastin and fibrillin-1 were lost
in PXE-PDE patients, it is likely that intrinsic aging is
one of several mechanisms involved in its pathogen-
esis (12). Here, however, another issue is raised; intrin-
sic aging occurs in both men and women, so why are
all cases of PXE-PDE reported in women? It is pos-
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Figure 2. Almost normal skin
(Hematoxylin-eosin stain; original
magnification 400x).

Figure 3. Marked decrease and
fragmentation of elastic fibers in
the papillary dermis (Verhoeff-van
Gieson stain; original magnifica-

tion 400x).

tulated that women are more concerned about their
appearance than men and thus seck medical advice for
cosmetic reasons mote often (7).

Moreover, there have been two reports from Ko-
rea of the condition occurring in 41- and 26-year-old
women (10, 16). Therefore intrinsic aging, although
important, may be not the only cause.

Pseudoxanthoma elasticum (PXE), mid-dermal
clastolysis (MDE), and white fibrous papulosis of the
neck (WEFPN) should be considered in the differential
diagnosis of PXE-PDE.

The average age of onset of PXE is 13 years and it
has systemic involvement, characterized by fragmen-
tation and calcification of the elastic fibers of the skin,
the retina (angioid streaks), and the cardiovascular and
gastrointestinal systems (13).

In MDE, clinically there is diffuse wrinkling,
small white papules or perifollicular papular protru-
sions with a “peau d’orange” appearance, or persistent
reticular erythema and histological absence of mid-
dermal elastic fibers and sometimes phagocytosis of
elastic fibers (17).

WEPN is characterized by multiple confluent
white or yellowish papules mainly on the neck (18).
Clinically they resemble PXE-PDE. The main patho-
logical feature of WFPN is thickened papillary dermal
collagen with decreased elastic fibers (18).

Some authors suggest the term fibroelastolytic
papulosis (FEP) of the neck to encompass both PXE-
PDE and WEFPN (14, 15).

In conclusion, we think that PXE-PDE, WFPN,
and fibroelastolytic papulosis are all the same and, un-
til more research indicates otherwise, they probably
represent an aging response.

36

Acta Dermatoven APA Vol 20, 2011, No 1



Case report

Pseudoxanthoma elasticum-like papillary dermal elastolysis

12.

13.

Rongioletti F, Rebora A. Pseudoxanthoma elasticum-like papillary dermal elastolysis. ] Am Acad Dermatol.
1992;26:648-50.

Patrizi A, Neri [, Trevisi P, Varotti C. Pseudoxanthoma-elasticum-like papillary dermal elastolysis: another
case. Dermatology. 1994;189(3):289-91.

Pirard C, Delbrouck-Poot F, Bourlond A. Pseudoxanthoma-elasticum-like papillary dermal elastolysis: a
new case. Dermatology. 1994;189(2):193-5.

El-Charif MA, Mousawi AM, Rubeiz NG, Kibbi AG. Pseudoxanthoma elasticum-like papillary dermal
elastolysis: a report of two cases. ] Cutan Pathol. 1994 Jun;21(3):252-5.

Vargas-Diez E, Pefias PF, Fraga J, Aragiies M, Garcia-Diez A. Pseudoxanthoma elasticum-like papillary
dermal elastolysis. A report of two cases and review of the literature. Acta Derm Venereol. 1997
Jan;77(1):43-5.

Orlandi A, Bianchi L, Nini G, Spagnoli LG. Familial occurrence of pseudoxanthoma-elasticum-like
papillary dermal elastolysis. J Eur Acad Dermatol Venereol. 1998 Mar;10(2):175-8.

Ohnishi Y, Tajima S, Ishibashi A, Inazumi T, Sasaki T, Sakamoto H. Pseudoxanthoma elasticum-like
papillary dermal elastolysis: report of four Japanese cases and an immunohistochemical study of elastin
and fibrillin-1. Br J Dermatol. 1998 Jul;139(1):141-4.

Tajima S, Ohnishi Y, Akagi A, Sasaki T. Elastotic change in the subpapillary and mid-dermal layers in
pseudoxanthoma elasticum-like papillary dermal elastolysis. Br J Dermatol. 2000 Mar;142(3):586-8.

Akagi A, Tajima S, Kawada A, Ishibashi A. Coexistence of pseudoxanthoma elasticum-like papillary
dermal elastolysis and linear focal dermal elastosis. J Am Acad Dermatol. 2002 Aug;47(2 Suppl):S189-92.

Byun JY, DO MO, Kim SH, Choi HY, Myung KB, Choi YW. Pseudoxanthoma elasticum-like papillary
dermal elastolysis developed in early middle age. ] Dermatol. 2007 Oct;34(10):709-11.

Lee HS, Song HJ, Hong WK, Shin JH, Choi GS. Pseudoxanthoma elasticum-like papillary dermal
elastolysis with solar elastosis. J Eur Acad Dermatol Venereol. 2008 Mar;22(3):368-9.

Wang AR, Lewis K, Lewis M, Robinson-Bostom L. Papillary dermal elastosis: a unique elastic tissue
disorder or an unusual manifestation of pseudoxanthoma elasticum-like papillary dermal elastolysis? J
Cutan Pathol. 2009 Sep;36(9):1010-3.

Alves R, Ferreira L, Vale E, Bordalo O. Pseudoxanthoma elasticum papillary dermal elastolysis: a case
report. Dermatol Res Pract. 2010;2010. pii: 352724.

Rongioletti F, Rebora A. Fibroelastolytic patterns of intrinsic skin aging: pseudoxanthoma elasticum-like
papillary dermal elastolysis and white fibrous papulosis of the neck. Dermatology. 1995;191:19-24.

Balus L, Amantea A, Donati P, Fazio M, Giuliano M, Bellocci M. Fibroelastolytic papulosis of the neck: a
report of 20 cases. Br ] Dermatol. 1997;137:461-466.

Lee GY, Choi HY, Myung KB. A case of pseudoxanthoma elasticum-like papillary dermal elastolysis.
Korean J Dermatol. 2002;40(3):274-7.

Gambichler T. Mid-dermal elastolysis revisited. Arch Dermatol Res. 2010 Mar;302(2):35-93.

Shimizu H, Nishikawa T, Kimura S. [White fibrous papulosis of the neck; review of our 16 cases]. Nippon
Hifuka Gakkai Zasshi. 1985 Sep;95(10):1077-84.

Valid Bagher Zadeh, MD, Dermatologist, Department of Dermatology, Adan
Hospital, P.O. Box 46969, Fahaheel 64020, Kuwait, corresponding author,
E-mail: walid md2000@hotmail.com

Nabeel Mohammad Najem, MD, Head of Department, Department of
Dermatology, Adan Hospital, P.O. Box 46969, Fahaheel 64020, Kuwait,
E-mail: nm_najem@hotmail.com

Mohammad El-Sayed Hanafy, MD, Dermatologist, Department of
Dermatology, Adan Hospital, P.O. Box 46969, Fahaheel 64020, Kuwait,
E-mail: mohammedhanafy 1957@hotmail.com

37

Acta Dermatoven APA Vol 20, 2011, No 1



