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Pachydermoperiostosis as a Rare Cause of Blepharoptosis
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Summary

A 37-year-old male patient diagnosed with pachydermoperiostosis at another center came to our clinic to rectify his blepharoptosis.
The physical examination of the patient revealed skeleton and skin symptoms typical for pachydermoperiostosis. There was thickening
and extending horizontal length of the eyelids, an S-shaped deformity on the edges of the eyelids, and symmetric bilateral mechanical
blepharoptosis. In order to treat the blepharoptosis, excision of the thickened skin and the orbicular muscle as well as levator aponeurosis
surgery was performed. The esthetic result was satisfactory. Pachydermoperiostosis is a rare cause of blepharoptosis. Meibomius gland
hyperplasia, increase of collagen substance in the dermis, mucin accumulation are reasons of thickening the eyelid and finally this causes
the development of mecanical blepharoptosis. Even though many two or three phased surgical procedures can be applied to these cases,
satisfactory results can be achieved with levator surgery and excision of the thickened skin and the orbicular muscle as well. (Turk J
Ophthalmol 2014; 44: 416-8)
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Ozet

Bagka bir merkezde pakidermoperiostozis tanisi konmus 37 yasindaki erkek hasta, bilateral blefaroptozisinin diizeltilmesi amaciyla
klinigimize bagvurdu. Hastanin fizik muayenesinde pakidermoperiostozisin tipik bulgulari olan iskelet ve cilt bulgular1 mevcuttu.
Goz kapaklarinda ise kalinlagma, horizontal boyunda uzama, kapak kenarlarinda S seklinde deformite ve simetrik bilateral mekanik
blefaroptozis vardi. Hastaya blefaroptozisi diizeltmek amaciyla kalinlagmus cilt ve orbikiiler kas eksizyonu ve levator aponevroz cerrahisi
uygulandi. Estetik sonug tatmin edici idi. Pakidermoperiostozis nadir goriilen bir blefaroptozis nedenidir. Kapaklarda meibomian bez
hiperplazisi, dermiste kollajen igeriginin artmasi ve miisin birikimi nedeniyle kalinlagma ve sonugta mekanik bir blefaroptozis gelisir.
Bu olgularda iki ya da ii¢ basamakli pek ¢ok cerrahi islem uygulanabilecegi gibi levator cerrahisi ve kalinlagmis cilt ve orbikiiler kas
eksizyonu ile de yiiz giildiiriicii sonuca ulagilabilir. (Turk J Ophthalmol 2014; 44: 416-8)
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Introduction

Pachydermoperiostosis is a rare disease involving the skin
and the skeletal system. Though the reason is unknown, it is
suggested to be inherited in an autosomal dominant manner.1 It
is nine times more common in men than in women.2 Findings
present at puberty, and progression continues until adulthood.
The disease is characterized by hypertrophic skin changes,

clubbing of fingers, and periostosis. Dermatological findings
are relatively severe and involve face, skull, skin, palms, and
soles. Soft tissue hyperplasia leads to thickening and folding
of the skin. Sebaceous gland hyperplasia causes enlargement of
the sweat glands, leading to hyperhydrosis. The periostosis of
bones and periosteal new bone formation stimulate the cortical

thickening of the small bones of the hands and feet as well as
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of the distal ends of extremity long bones.3 Thickening of the
wrists and ankles is observed, and clubbing occurs in the distal
phalanges. In the present study, we discuss the findings and
treatment of a patient with pachydermoperiostosis, which is a
rare cause of blepharoptosis.

Case Report

A 37-year-old male patient was referred to the oculoplastic
clinic with a complaint of dropping of both eyelids. The general
appearance of the patient revealed remarkable details. He had
facial enlargement with deep folds in the skin of the forehead
(Figure 1). His skin was thickened with coarse furrows. There
were no signs of prognatism or macroglossia. Enlargement of the
hands and feet and clubbing of the fingers were noted (Figure
2). Patient’s plain radiographs of the extremities demonstrated
symmetrical new bone formation involving the distal portions
of the radius, tibia, fibula and the femur bilaterally. Contour
irregularities and exophytic bone bulges were monitored at
proximal epiphyseal-metaphyseal levels. Metacarpal thickening
and contour irregularities were seen in the hands (Figure 3). The
soft tissues of the hands were also increased.

We were informed that his complaints started at puberty.
The patient was diagnosed with pachydermoperiostosis at age
19. We also learned that his brother also had a milder form
of the disease. According to ocular examination, the best-
corrected visual acuity was 20/20 bilaterally. Anterior segment
examination revealed no pathology other than bilateral papillary
reaction of the tarsal conjunctiva.

Eye movements, pupillary responses, and color vision were
normal. Eyelids were considerably thickened, and there was an
S-shaped curve in the upper eyelid margin. With the eyelids
closed, the upper eyelids tended to override the lower eyelids,
particularly in the lateral areas. The tarsal plate appeared quite
lax and was everted easily. Vertical height of the tarsal plate
was 14 mm bilaterally. Horizontal length of the eyelid was 42
mm bilaterally. Levator function was measured to be 14 mm
bilaterally. Palpebral aperture was 3 mm bilaterally. Margin
reflex distance was -1 mm bilaterally, and severe symmetrical

Figure 1. View of bilateral symmetrical ptosis and of skin folds

blepharoptosis was present. A mechanical blepharoptosis was
considered to have developed due to the thickened skin and
enlarged tarsal plate.

The patient underwent excision of the redundant skin and
the orbicularis muscle as well as levator aponeurosis surgery.
Intraoperatively, it was observed that the vessels lying between
the Miiller’s muscle and levator muscle were greatly enlarged.
Severe hemorrhage occurred. There were no postoperative
problems. At final examination 28 months later, the result was

observed to be satisfactory (Figure 4).

Figure 2. Clubbing of the digits and enlargement of the hand in
pachydermoperiostosis compared with normal adult hand

Figure 3. Patient’s hand radiographs demonstrating contour irregularities and
exophytic bone bulges at proximal epiphyseal-metaphyseal levels, thickening and
contour irregularities at the metacarpus

Figure 4. Postoperative view of the patient after 28th month of surgery
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Discussion

ocular  associations  of
blepharoptosis and
Cutaneous changes also influence the eyelids, leading to
thickening of the lids. The findings on light microscopy of the

eyelids in pachydermoperiostosis are thickening and sclerosis

The  most
pachydermoperiostosis are

common
tarsitis.

of the connective tissue between the orbicularis oculi muscle
and the tarsal plate as well as a thickened tarsal plate due to
meibomian gland hyperplasia and epidermalization of the
conjunctival epithelium.2 Sebaceous hyperplasia and dermal
mucin deposits are the most prominent histopathological
findings responsible for the thickening of the eyelids and
blepharoptosis.!

Pachydermoperiostosis might be confused with many
diseases, including acromegaly. However, normal serum
growth hormone levels and typical bony changes can assist
in making a differential diagnosis. The disease differs from
hypertrophic pulmonary osteoarthropathy due to absence of
an underlying bronchial lesion. In the presence of symmetrical
involvement of small and large joints, it might also be confused
with rheumatoid arthritis. Because of the facial appearance,
the differential diagnosis from leonine facies of leprosy,
congenital syphilis, and myxoedema should be made.l.4
Patients with pachydermoperiostosis should be presented
to a wide range of medical specialists, including those in
endocrinology, dermatology, rheumatology, and orthopaedics
for multidisciplinary evaluation. Treatment in cases of
pachydermoperiostosis targets the alleviation of symptoms.
Non-steroidal anti-inflammatory drugs, corticosteroids,
colchicine, and tamoxifen may alleviate polyarthritis. Retinoic
acid can be used for dermal changes.> In addition, botulinum
toxin type A can be injected to improve the appearance of
wrinkles.6 Surgical treatment is limited to the correction of
cosmetic indications or existing deformities.
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Blepharoptosis is often not severe in pachydermoperiostosis.
In the literature, several methods have been described to correct
the blepharoptosis. Arinci and colleagues reported excision of the
excess skin and orbicularis muscle in a fusiform shape, levator
aponeurosis plication, and wedge resection of the lateral third
of the upper lid.4 Kirkpatrick et al.l described tarsal excision
via a conjunctival approach and wedge excision to shorten the
horizontal length of the lid.

In pachydermoperiostosis, the increased skin thickness and
the enlarged and heavy tarsal plate exceed the limit of the levator
muscle, leading to the development of blepharoptosis. In the
present study, without shortening the vertical and horizontal
length of the lid, excision of the orbicularis muscle and skin was
performed, and the weight of the lid was reduced. The levator
complex was strengthened by levator surgery. At the end of a
28-month follow-up period, a satisfactory result was obtained.
Due to the progressive nature of the pachydermoperiostosis, if
blepharoptosis develops in the future, a horizontal lid shortening
may be required in this patient.
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