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1 |  INTRODUCTION

Idiopathic Atrophoderma of Pasini and Pierini (IAPP) is a 
rare skin disease thought to affect dermal collagen organi-
zation resulting in atrophy. We present a 23‐year‐old man 
with an atrophic hyperpigmented plaque, normal laboratory 
findings, and perivascular lymphohistiocytic infiltrate on his-
topathology. Furthermore, we reviewed the current literature 
pertinent to this case.

Idiopathic Atrophoderma of Pasini and Pierini is a rare 
skin disease which is thought to affect dermal collagen orga-
nization resulting in dermal atrophy. Pasini first described this 
condition in 1923 as “progressive idiopathic atrophoderma”1 
and later Pierini suggested its link to morphea.2 Finally, in 
1958, Canizares et al coined the term Atrophoderma of Pasini 
and Pierini (APP) and identified unique features in comparison 
to morphea.3 There are <100 cases of this condition reported 
in the literature to date. The usual presentation is thought to 
occur most commonly in Caucasian Europeans in the second 
to third decade with a female predominance of 6:1.4

The classic clinical manifestations include hyperpigmented 
or hypopigmented, depressed areas of skin with classic “cliff‐
drop” borders.5 The distribution most often includes the trunk 

and then progresses to include the chest, arms, and abdomen. 
There may be associated pain, pruritus, or even paresthesia.4

The causal or associated factors have been challenging to 
elucidate. Some reports have linked IAPP to Borrelia burg-
dorferi infection.6 In one study, IgG antibodies were positive 
in 53% of patients with IAPP as compared to 14% of control 
subjects.6 Some have described familial atrophoderma; how-
ever, a genetic link still needs to be confirmed.4 Additionally, 
concordance between siblings further suggests a possible ge-
netic cause.7 In two reports, there was an association with 
a neoplastic process such as extramedullary plasmacytoma8 
and papillary cancer of the thyroid gland.9 Thus, further col-
lection of the literature about IAPP is necessary to be able to 
better define the predisposing factors.

The objective of this case report is to demonstrate the clin-
ical and histopathological features of IAPP and discuss the 
differential diagnosis.

2 |  CASE HISTORY

A 23‐year‐old male, originally from Morocco and otherwise 
healthy, presented to the Dermatology clinic with a 3‐year 

Received: 14 October 2018 | Revised: 15 November 2018 | Accepted: 18 November 2018

DOI: 10.1002/ccr3.1958

C A S E  R E P O R T

Idiopathic Atrophoderma of Pasini and Pierini: Case report and 
literature review

Anastasiya Muntyanu1  | Margaret Redpath2 | Osama Roshdy3 | Abdulhadi Jfri4

This is an open access article under the terms of the Creative Commons Attribution License, which permits use, distribution and reproduction in any medium, provided the original 
work is properly cited.
© 2018 The Authors. Clinical Case Reports published by John Wiley & Sons Ltd.

1Faculty of Medicine, University of Ottawa, 
Ottawa, Ontario, Canada
2Division of Pathology, Jewish General 
Hospital, Montréal, Québec, Canada
3Division of Dermatology, Jewish General 
Hospital, Montreal, Québec, Canada
4Division of Dermatology, McGill 
University Health Centre, Montreal, 
Québec, Canada

Correspondence
Abdulhadi Jfri, McGill University Health 
Centre, Rm. L8-201, 1650 Cedar Avenue, 
Montreal, QC H3G 1A4, Canada.
Email: Abdulhadi.Jfri@mail.mcgill.ca

Key Clinical Message
Idiopathic Atrophoderma of Pasini and Pierini should be considered on the differential 
in a patient presenting with an asymptomatic atrophic plaque on the skin. Differentiation 
from Linear Atrophoderma of Moulin and morphea remains a challenge; however, 
features of the presentation and tissue biopsy can help establish the diagnosis.

K E Y W O R D S
Atrophoderma, Atrophoderma of Pasini and Pierini

www.wileyonlinelibrary.com/journal/ccr3
https://orcid.org/0000-0002-9776-866X
mailto:
mailto:Abdulhadi.Jfri@mail.mcgill.ca


   | 259MUNTYANU eT Al.

history of abnormal atrophic skin texture on the lower back. 
The lesion was slowly expanding over months initially and 
then plateaued within 2 months prior to presentation. He de-
nied pain, pruritus, paresthesia, or any other symptoms. He 
did not use any topical or systemic treatments for this lesion. 
He was not on any medications and did not have a history of 
food or drug allergy. He denied any family history of similar 
lesions. Review of systems was unremarkable. He traveled 
frequently to his home country, Morocco. On exam, there 
was a 4 × 11 cm well‐demarcated atrophic hyperpigmented 
plaque on the lower back (Figure 1), with normal surround-
ing skin. A 4‐mm punch biopsy was taken from the lesion 
that showed dermal edema with a mild perivascular lympho-
histiocytic infiltrate with plasma cells and normal collagen 
(Figures 2-4). Laboratories were requested for Lyme screen-
ing serology (IgG antibody), antinuclear antibody, and rheu-
matoid factor, and the results were negative. The patient was 
not offered a treatment.

3 |  DISCUSSION

Idiopathic Atrophoderma of Pasini and Pierini can present 
as single or multiple lesions with the back being involved 
in most of the reported cases in the literature (Table 1). 
Several different modalities have been employed to try and 
better identify the characteristic features of the disease and 
compare to other similar presentations. On histology, the 
most common finding is a decrease in thickness of the der-
mis and absence of sclerosis.10 Comparison with normal 
skin may be required to discern that the dermis is atrophic. 
Additionally, there is a presence of interstitial edema and a 
mild perivascular infiltrate consisting of lymphocytes and 
histiocytes.4 The sweat glands, pilosebaceous units, and 
appendages all have a normal appearance.11 The study by 

F I G U R E  1  Hyperpigmented atrophic plaque with “cliff‐drop” 
edge on the lower back

F I G U R E  2  Low power

F I G U R E  3  High power: (magnification ×) Hyperpigmentation 
of the basal layer is present with dermal edema and a mild perivascular 
lymphohistiocytic infiltrate with plasma cells

F I G U R E  4  Elastic fiber stain
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Vieira‐Damiani et al utilized multiphoton microscopy and 
found no difference in optical density of collagen or elastic 
fibers in affected skin and normal skin.11 Interestingly, hori-
zontal collagen fibers in the lesion were increased toward 
the lower portion of the dermis while elastic fibers depicted 
greater disorganization within the upper dermis. Thus, there 
is no difference in the content of collagen and elastic tis-
sue but rather there is a difference in the organization. The 
epidermis generally remains normal, but slight atrophy with 
flattened rete ridges could be seen.4 An ultrasound analysis 
was conducted to try and further identify unique features of 
the disease, and it was found that the dermal thickness on 
the sonogram was decreased by 46%‐55% and hypodermis 
by 10%‐18% in affected skin compared to normal skin in the 
same patients. However, there was no associated change in 
echogenicity.12

There are limited reports available in the literature with 
regards to treatment, and none have been found to be con-
sistently effective for APP. There have been reports of tet-
racyclines utilized to prevent appearance of new lesions in 
patients who tested positive for the IgG antibody to B. burg-
dorferi.13,14 In a retrospective study of 25 patients treated with 
penicillin (2 million IU/d) or 500 mg oral tetracycline three 
times daily, for 2‐3 weeks, showed clinical improvement in 
20 patients.15 Another approach utilized hydroxychloroquine 
and topical corticosteroids which provided a good response 
in patients who also had lupus. Topical calcineurin inhibitors 
were found to have variable responses.16 Q‐switched alexan-
drite laser has also resulted in some clinical improvement of 
hyperpigmented lesions.17

The differential diagnosis includes Linear Atrophoderma 
of Moulin (LAM) and morphea, where distinctions need to 
be made to provide a diagnosis to the patient (Table 2). LAM 
has typically been reported to have an earlier onset and a dis-
tribution following Blaschko's lines. Similar to IAPP it also 
lacks inflammation. Although LAM, usually has an earlier 
onset, cases of congenital IAPP have been identified and 
blaschkoid IAPP, making the final diagnosis challenging.18,19

Differentiation from morphea has been difficult to estab-
lish. Some believe it could be on the spectrum of disease or 
others indicate IAPP could be the result after burn out from 
a previously inflammatory lesion.22 However, with more ev-
idence in the literature, it has been shown to be a distinct 
entity, characterized by the lack of induration and epidermal 
atrophy, as well as cutaneous glycosaminoglycans different 
from those seen in morphea.22

4 |  CONCLUSION

Idiopathic Atrophoderma of Pasini and Pierini is a rare skin 
disease thought to affect dermal collagen organization and 
resulting in dermal atrophy. There is little evidence regard-
ing precipitating factors available and the distinction between 
LAM and morphea results in a diagnostic challenge. In this 
case report, we described another case of IAPP in a 23‐year‐
old man presenting with an asymptomatic atrophic hyper-
pigmented plaque on the lower back with normal laboratory 
results.
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T A B L E  2  Differentiating Idiopathic atrophoderma of Pasini and Perini (IAPP) from Linear atrophoderma of moulin (LAM) and morphea

Characteristic IAPP LAM Morphea

Age of onset Onset between 20‐40 y of age. 
Longer disease course (1‐2 decades)

Onset between 6‐20 y of age Disease course of active lesion (5 y)

Distribution Commonly affects trunk and then 
progresses to include the chest, arms, 
and abdomen

Unilateral distribution 
following Blashko's lines

Single or multiple well‐defined plaques 
most commonly. Can present in linear 
distribution

Histopathology Lacks inflammation. 
Decreased or clumped elastic fibers. 
Thinned dermis. 
Total amount of disaccharide per skin 
punch biopsy and the amount of 
DeltaDi‐4S(DS) low

Lacks inflammation The presence of inflammation. 
Induration of lesion and epidermal 
atrophy. 
Alteration of the appendageal structures. 
Total amount of disaccharide per skin 
punch biopsy and the amount of 
DeltaDi‐4S(DS) increased
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