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Pseudoxanthoma elasticum-like 
papillary dermal elastolysis
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Introduction
(ODVWRO\VLV�UHIHUV�WR�ORVV�RI�HODVWLF�ÀEHUV��,W�FDQ�DI-

fect the papillary dermis, the reticular dermis, or both. 

Pseudoxanthoma elasticum–like papillary dermal elas-

WRO\VLV��3;(�3'(��LV�D�FOLQLFRSDWKRORJLFDO�HQWLW\�ÀUVW�
GHVFULEHG�E\�5RQJLROHWWL�DQG�5HERUD�LQ�����������,W� LV�
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 

WUDXPD�� LQÁDPPDWLRQ�� XUWLFDULD�� RU� KLVWRU\� RI� VXQ�
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 were symmetri-

cally distributed on the sides of the neck (Figure 1). 

5HVXOWV�RI�WKH�FRPSOHWH�EORRG�FHOO�FRXQW��ELRFKHPLFDO�
SURÀOH��XULQDO\VLV��DQG�VWRRO�H[DPLQDWLRQ�ZHUH�ZLWKLQ�
normal limits. Chest X-ray and cardiovascular investi-

gations were non-contributory and ophthalmological 

examination did not reveal angioid streaks or other 

UHWLQDO�FKDQJHV��+LVWRORJLFDO�H[DPLQDWLRQ�ZLWK�KHPD-
WR[\OLQ� DQG� HRVLQ� UHYHDOHG� RQO\� ÁDWWHQHG� HSLGHUPLV�
DQG� D� VSDUVH� SHULYDVFXODU� GHUPDO� LQÀOWUDWH� �)LJ�� ����
8VLQJ� D� VSHFLDO� VWDLQ� IRU� HODVWLF�ÀEHUV� �9HUKRHII�YDQ�
*LHVRQ���D�PDUNHG�EDQG�OLNH�UHGXFWLRQ�RI�HODVWLF�ÀEHUV�
in the papillary dermis that was focally absent was ob-

served (Fig. 3). Mild reduction of elastic tissue in the 

UHWLFXODU�GHUPLV�ZDV�DOVR�QRWHG��1R�FDOFLÀFDWLRQ�ZDV�
seen using von Kossa staining.
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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 

nomenclature.
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Discussion
6LQFH�WKH�ÀUVW�GHVFULSWLRQ�E\�5RQJLROHWWL�DQG�5H-

bora in 1992, around 20 cases of PXE-PDE have been 

reported in the medical literature (1–13). PXE-PDE is 

D�UDUH��DFTXLUHG�FRQGLWLRQ�FKDUDFWHUL]HG�E\�QRQ�IROOLF-
ular yellowish papules coalescing into plaques resem-

EOLQJ�3;(��LW�LV�JHQHUDOO\�ORFDOL]HG�RQ�WKH�VLGHV�RI�WKH�
neck and subclavicular regions in elderly persons and 

E\�ORVV�RI�RU�GHFUHDVH�LQ�HODVWLF�ÀEHUV�LQ�WKH�SDSLOODU\�
dermis (8).

All the cases reported 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 

poorly 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 

RFFXUV�LQ�ZRPHQ�DIWHU�WKHLU�ÀIWK�GHFDGH��,W�KDV�EHHQ�
VXJJHVWHG�WKDW��EHFDXVH�HODVWLQ�DQG�ÀEULOOLQ���ZHUH�ORVW�
in PXE-PDE patients, it is likely that intrinsic aging is 

one of several mechanisms involved in its pathogen-

HVLV�������+HUH��KRZHYHU��DQRWKHU�LVVXH�LV�UDLVHG��LQWULQ-

sic aging occurs in both men and women, so why are 

all cases of PXE-PDE reported in women? It is pos-

tulated that women are more concerned about their 

appearance than men and thus seek medical advice for 

cosmetic reasons more 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 

HODVWRO\VLV��0'(���DQG�ZKLWH�ÀEURXV�SDSXORVLV�RI�WKH�
neck (WFPN) should be considered in the differential 

diagnosis of PXE-PDE.

The average age of onset of PXE is 13 years and it 

KDV�V\VWHPLF�LQYROYHPHQW��FKDUDFWHUL]HG�E\�IUDJPHQ-

WDWLRQ�DQG�FDOFLÀFDWLRQ�RI�WKH�HODVWLF�ÀEHUV�RI�WKH�VNLQ��
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-

GHUPDO� HODVWLF�ÀEHUV� DQG� VRPHWLPHV�SKDJRF\WRVLV�RI�
HODVWLF�ÀEHUV������

:)31� LV� FKDUDFWHUL]HG� E\� PXOWLSOH� FRQÁXHQW�
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 

FROODJHQ�ZLWK�GHFUHDVHG�HODVWLF�ÀEHUV������
6RPH� DXWKRUV� VXJJHVW� WKH� WHUP� ÀEURHODVWRO\WLF�

papulosis (FEP) of the neck to encompass both PXE-

PDE and WFPN (14, 15).

In conclusion, we think that PXE-PDE, WFPN, 

DQG�ÀEURHODVWRO\WLF�SDSXORVLV�DUH�DOO�WKH�VDPH�DQG��XQ-

til more research indicates otherwise, they probably 

represent an aging response.

Figure 1. Multiple papules on the side of the neck. Figure 2. Almost normal skin 

(Hematoxylin-eosin stain; original 

magnification 400×).

Figure 3. Marked decrease and 

fragmentation of elastic fibers in 

the papillary dermis (Verhoeff-van 

Gieson stain; original magnifica-

tion 400×).



37

Pseudoxanthoma elasticum-like papillary dermal elastolysis

Acta Dermatoven APA Vol 20, 2011, No 1

C a s e  r e p o r t

R EFER ENCES

A U T H O R S ’
A D D R E S S E S

1. 5RQJLROHWWL�)��5HERUD�$��3VHXGR[DQWKRPD�HODVWLFXP�OLNH�SDSLOODU\�GHUPDO�HODVWRO\VLV��-�$P�$FDG�'HUPDWRO��
�����������±���
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FDVH��'HUPDWRORJ\�����������������±���
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QHZ�FDVH��'HUPDWRORJ\�����������������±��
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GHUPDO� HODVWRO\VLV�� $� UHSRUW� RI� WZR� FDVHV� DQG� UHYLHZ� RI� WKH� OLWHUDWXUH�� $FWD� 'HUP� 9HQHUHRO�� �����
-DQ���������±��
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SDSLOODU\�GHUPDO�HODVWRO\VLV��-�(XU�$FDG�'HUPDWRO�9HQHUHRO�������0DU����������±��
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SDSLOODU\�GHUPDO�HODVWRO\VLV��UHSRUW�RI�IRXU�-DSDQHVH�FDVHV�DQG�DQ�LPPXQRKLVWRFKHPLFDO�VWXG\�RI�HODVWLQ�
DQG�¿EULOOLQ����%U�-�'HUPDWRO�������-XO�����������±��

8. 7DMLPD�6��2KQLVKL�<��$NDJL�$��6DVDNL�7��(ODVWRWLF�FKDQJH�LQ�WKH�VXESDSLOODU\�DQG�PLG�GHUPDO�OD\HUV�LQ�
SVHXGR[DQWKRPD�HODVWLFXP�OLNH�SDSLOODU\�GHUPDO�HODVWRO\VLV��%U�-�'HUPDWRO�������0DU�����������±��

��� $NDJL� $�� 7DMLPD� 6�� .DZDGD� $�� ,VKLEDVKL� $�� &RH[LVWHQFH� RI� SVHXGR[DQWKRPD� HODVWLFXP�OLNH� SDSLOODU\�
GHUPDO�HODVWRO\VLV�DQG�OLQHDU�IRFDO�GHUPDO�HODVWRVLV��-�$P�$FDG�'HUPDWRO�������$XJ������6XSSO��6���±���
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HODVWRO\VLV�ZLWK�VRODU�HODVWRVLV��-�(XU�$FDG�'HUPDWRO�9HQHUHRO�������0DU����������±��

���� :DQJ�$5��/HZLV�.��/HZLV�0��5RELQVRQ�%RVWRP�/��3DSLOODU\� GHUPDO� HODVWRVLV�� D� XQLTXH� HODVWLF� WLVVXH�
GLVRUGHU� RU� DQ� XQXVXDO�PDQLIHVWDWLRQ� RI� SVHXGR[DQWKRPD� HODVWLFXP�OLNH� SDSLOODU\� GHUPDO� HODVWRO\VLV"� -�
&XWDQ�3DWKRO�������6HS�����������±��
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