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Keywords: ABSTRACT: Periumbilical perforating pseudoxanthoma elasticum (PPPXE)
Periumbilical perforating presents as wetlefined, yellovish, atrophic plagues encircli'ng keratotiq _
pseudoxanthoma elasticum, papu.les, oftep observed in obese,.multlparous women. This dermat95|s is

DermatosisHistopathological consujered either a localized agquwed cutaneous dlsorder_ or a variant of
analysis hgredlta}ry psgudoxanthoma _elastlcum. We report a case cllplca@y\ai;ed_
Correspondence to Author: with differentials but confirmed as PPPXE through histopathological
Dr. Ashwin Charaniya, MBBS, MD, ~ €xamination. The patient, a mideiged woman, presented with characteristic
FAM, lesions in the periumbilical region, prompting consideration of various

differential diagnoses. Howeyemicroscopic analysis revealed the distinctive
features of perforating pseudoxanthoma elasticum, including the presence of
transepidermal elimination channels and abnormal elastic fibers. This case
Rohilkhand Medical College and u_nderscpres the importance of hlstopathqloglcal evahugmoconflrmmg ;he
Hospital, Pawan Vihar, Bareilly diagnosis of PP.P'XE, especially when pllnlca}l presentation overlaps Wlt_h othe.r
243006, Uttar Pradesindia cutaneous cc_)ndltlons. Awareness _of thl_s entity |s.cru_(:|al _for accurate dlagnosls

and appropriate management, given its potential implications for systemic
E-mail: ashwincharaniyal2@gmail.con hedth. Further research is warranted to elucidate the pathogenesis and optimal
treatment strategies for PPPXE. Our case contributes to the expanding literature
on this rare dermatosis, emphasizing the significance of a multidisciplinary
approach involving denatologists and pathologists for its diagnosis and
management.
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INTRODUCTION: Perforating pseudoxanthomaThe edge of the plaque incorporates hyperkéiat
elasticum (PPPXE) is a rare disorder. The localizgaapules A "purulent” secretion could be caused by
lesion is prevalent predominantly in middéiged, the border of a plaque or papule being compressed.
multiparous, obese black femals It is a wpical According to some investigators, the condition is
abdominal plaque that is situated over than acquired dermatosis brought on by cutaneous
umbilicus **. The plaque is a distinct, injuries from previous pregnancies, adiposity, and
hyperpigmented lesion that has the potential tmany abdominal operations, as well as trauma that
gradually grow in diametet. Its surface has been induced elastic fibre degeneration in the patfeht
characterized as being fissured and verrucoid or

reticulated, groeed, & atrophic*. PPPXE was viewedas a link between the pure
inherited form and the pure acquired version
QUICK RESPONSE COI o Here, we report a case of a female clinically
i 10.13040/1JPSR.09HR32.156) 144952 diagnosed wit di f ferenti al di ag

disease and lymphangion@rcrumscriptum over
This ati : the periumbilical area but histopathologically
is aticle can be accessed online on i
WWw.ijpsr.com proved as PPPXE which makes PPXE of a
distinctive clinical presentation.
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Case Report A 48vyearold well built, multipara body. Cardiologic evaluation (normal
femak presented with asymptomatic lesion whickelectrocardiogram and eaterdiogram) and
was dark colored and raised over the umbilicadphthalmoscopic examination did not show any
region since & months. Initially, appeared abovechanges. Routm blood investigations and serum
the umbilical area which was vyellowish tolipid profile were all within normal range.

brownish in color of smaller size and progressed to o _

the present size. Twmonths later, similar lesion On Cutaneous Examination: Well defined
appeared below the umbilical region, but the lesiolyPerpigmented plaque with keratotic surface at
was associated with multiple brownibtack color centre with surroundl_n_g skin coIOl_Jred patch present
smaller sized lesions arranged in Circu|aabove.the supraumbilical area with skiolored to
configuration. History of previoudower segment brownish — coloured plaque  present  over
caesarean secti¢hSCS) presentThere was no infraumbilical area with presence of annularly
history of similar disease in the family. There wag'ranged hyperpigmentederatoticpapules the

no history of similar lesions elsewhere over théargest plague measuriagprox5*scm® Fig. 1.

FIG. 1: WELL DEFINED HYPERPIGMENTED PLAQUE WITH KERATOTIC SURFA CE AT CENTRE WITH
SURROUNDING SKIN COLOURED PATCH PRESENT ABOVE THE SUPRAUMBILICAL AREA WITH SKIN
COLOURED TO BROWNISH COLOURED PLAQUE PRESENT OVER INFRAUMBILICAL AREA WITH
PRESENCE OF ANNULARLY ARRANGED HYPERPIGMENTED KERATOTICPAPULES, THE LARGEST
PLAQUE MEASURING APPROX. 5*5CM 2,

Microscopic Examination: Revealed acanthosis, epithelal dysplasia or granuloma sedfig. 2
mild parakeratosis with mixed inflammatorySpecial stain revealed black deposits of calcium on
infiltrate of eosinophils and lymphocytes. Foreigrthe altered elastic fibres which was consisteith
body giant cells were also seen. Focally epidermtbe diagnosis of PPPXHEg. 3.

is separated at dermspidermal junctbn. No

‘ WD X8 w ek e AMA T s
FIG. 2: ON HISTOPATHOLOGICAL EXAMINATION - ACANTHOSIS, MILD PARA KERATOSIS WITH MIXED
INFLAMMATORY INFILTRATE OF EOSINOPHILS AND LYMPHOCYTES. FOREIGN BODY GIANT CELLS
WERE ALSO SEEN. FOCALLY EPIDERMIS IS SEPARATED AT DERMO -EPIDERMAL JUNCTION. NO

EPITHEL IAL DYSPLASIA OR GRANULOMA SEEN
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FIG. 3: SPECIAL STAIN REVEALED BL ACK DEPOSITS OF CALCIUM ON THE ALTERED ELASTIC FIBRES

DISCUSSION: Earlier PPPXE was explained aswith connective tissue diseases, including Marfan
pseudoxanthoma elasticum (PXE) with coexistingnd Ehlers Danlos syndrome, cutis laxa, and
elastosisperforansserpiginosa (EPS). It was first pseudoxanthoma elasticum™®. PPPXE may
founded as a separate entity by Lund and Gilbertrepresent a localized variant of hereditary PXE,
PPPXE vas also given the name as "localisedhereby rendering mandatory the same screening
acquired cutaneous pseudoxanthoma elasticurfor the cardiovascular and ocular stigmata of the
since it was thoughbtbe "acquired" and to lacking diseasé™.

systemic involvement. PPXE appears in areas of ]

stress and movement. Early in the disease, the skl ¢KNOWLEDGEMENT: 1 would like to
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