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SUMMARY The condition of blepharochalasis and its treatment are discussed. Four cases are presented
which show a physical sign that may help in its diagnosis.

Blepharochalasis is a relatively rare but distinctive
condition characterised by recurrent attacks of
eyelid oedema which often result in an acquired
ptosis. It was first described by Beer (1817) and
later given its name by Fuchs (1896). Since that time
there have been many reports of the clinical and
pathological findings. After recurrent and un-
predictable attacks of oedema the eyelid skin
becomes wrinkled, redundant, discoloured, thinned,
and laced by tortuous vessels. Fuchs (1896) described
the skin as having a cigarette-paper appearance.

Blepharochalasis is usually bilateral but may be
unilateral. Two stages of the condition have been
described. In the early stage the skin and eyelid
tissues may become hypertrophied with oedema
which does not pit on pressure (Benedict, 1926).
This is followed by a thinning and atrophy of the
skin and all the eyelid tissues, giving the character-
istic skin appearance and ptosis. Most cases present
in the atrophic state, and it is not certain whether
they have ever passed through a so-called hyper-
trophic stage. Fine skin nodules have been described
(Verhoeff and Friedenwald, 1922), but may be only
a secondary association with previous surgery.
Herniation of fat through a weakened orbital septum
occurs (Schmidt-Rimpler, 1899). The lower lids may
also be affected (Stein, 1930), and the generalised
laxity of the tissues may lead to blepharophimosis
(Friedenwald, 1923).
The various pathological findings have been

summarised by Alvis (1935). The main changes are
in the blood vessels, which are dilated and increased
in number. These are associated with a proliferation
of the endothelium of the capillaries and venules.
There is a loss of elastic tissue and a generalised
infiltration of the tissues with round cells. The
epithelium is thinned and atrophic, with vacuolation
of the basal cells. The aetiology of these changes
remains unknown.
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The attacks of oedema usually begin around
puberty, which might suggest an endocrine im-
balance. They resemble attacks of angioneurotic
oedema of the eyelids (Fuchs, 1896), which might
be due to an allergic diathesis. Patients with angio-
neurotic oedema may subsequently develop the
characteristic skin changes of blepharochalasis
(Verhoeff and Friedenwald, 1922), but no deficiency
of C'l-esterase inhibitor was found in a patient with
blepharochalasis (Beard, 1976). Ascher (1922)
described the triad of blepharochalasis, swelling of
the mucous membrane of the lips, and nontoxic
thyroid enlargement, suggesting that it could be
part of a more generalised disorder. Most cases of
blepharochalasis, however, are limited to the eyelids,
and no generalised abnormality has been described.
Treatment is surgical. Redundant skin should be

excised. A prolapsed lacrimal gland can be sutured
back into position. A minimal ptosis may be success-
fully treated with a Fasanella-Servat (1961) pro-
cedure. Greater degrees of ptosis require more major
surgery, but this may easily result in an over-
correction if the condition is not properly diagnosed.
Recurrent attacks of eyelid oedema can ruin a
previously good postoperative result. The timing of
surgery is therefore difficult. Since the frequency of
attacks decreases with age, it would seem reasonable
to wait until the disease is quiescent before attempt-
ing surgery (Stieglitz and Crawford, 1974).

This is a report of 4 cases of blepharochalasis
which show a previously poorly described feature of
the condition. The results of surgical correction are
presented and the cause of the ptosis is discussed.

Patients

CASE 1
A man aged 31 presented with a bilateral acquired
ptosis following recurrent attacks of eyelid oedema.
The attacks had started about 13 years previously
and there had been about 15 attacks in all lasting
between 24 hours and 3 days. He had a history of
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Fig. 1 Case 1: preoperatively showing bilateral ptosis
with good levator function and atrophy of the nasalfat Fig. 2 Case 1: Postoperatively
pads, more marked on the right, producing pseudo-
epicanthic folds

possible allergy to aspirin but did not suffer from
asthma, eczema, or hay fever. There was no family
history of any similar condition or of other allergies.
On examination he had a marked bilateral ptosis

with the typical thin wrinkled skin and considerable
atrophy of the nasal fat pad, giving the appearance
ofa pesudoepicanthic fold on both sides. The vertical
palpebral apertures were 7 mm on the right and
6 mm on the left, and the levator function was good,
being 10mm on the right and 11 mm on the left
(Fig. 1). The unaided visual acuity was 6/6 on the
right and 6/60 on the left. This left amblyopia was
associated with a left convergent squint. No other
ocular abnormality was detected. A Tensilon test
was negative.

Bilateral upper lid surgery was performed by an
anterior approach. The aponeurosis was not dis-
inserted but was thinned. It was tucked and excess
skin was excised. Postoperatively he was much
improved. The palpebral apertures were 8 5 mm on
both sides and the levator function was 15 mm
(Fig. 2). He continued to have intermittent attacks
of eyelid oedema (Fig. 3), which accentuated the
atrophy of the nasal fat pads. The duration of these
attacks was not influenced by systemic prednisolone
5 mg 4 times a day and cold compresses. Five years
later the ptosis is recurring, and further surgery is
being considered.

Fig. 3 Case 1: Postoperative attack of eyelid oedema in
primary position and on down-gaze

CASE 2
A boy aged 15 presented with a right ptosis which
had progressed over the previous 3 years. It was
now stable although appeared worse when he was
tired. He got recurrent attacks of swelling of the
right eyelid, especially when he had a cold, but
there was no history of any allergies and no
significant family history.
On examination he had 2 mm of right ptosis with

good levator function (Fig. 4). The palpebral
apertures were 7 mm on the right and 9 mm on the
left, and the levator function was right 13 mm and
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approach. The aponeurosis was found to be ex-
tremely thin and stretched; 6 mm of this tissue were

resected and healthy looking aponeurosis was
sutured to the anterior tarsal surface 3 mm from
the upper tarsal border (Fig. 6). Excess skin was
excised and the skin crease reformed with inter-
rupted sutures which picked up the underlying
aponeurosis. Postoperatively the result was satis-
factory (Fig. 7).

CASE 3
A girl aged 13 presented with a bilateral ptosis and

* P | a history of recurrent attacks of eyelid oedema since
the age of 7. She had undergone a left ptosis correc-
tion 1 year previously, but the ptosis had recurred.
There was no history of any allergy and no signifi-
cant family history.
On examination she had a bilateral acquired

X ptosis worse on the left. The left palpebral aperture
_.-a g---gR _ _ was 4 mm and the right 5 mm. The levator function

- ~~~~~~~wasgood, being 12 mm on the right and 10 mm
on the left. The eyelid skin was markedly thin and
atrophic. There was a marked atrophy of the nasal

Fig. 4 Case 2: Preoperatively showing 2 mm of right fat pad on both sides, giving her pseudoepicanthic
ptosis with good levator function

'~~~~~~~~~~... ..,:...

Fig. 6 Case 2: Operative picture showing aponeurosis
Fig. 5 Case 2: Right eye showing redundant skin and held in forceps. This was sutured to the anterior tarsus
atrophy of the nasalfat pad producing a pseudoepicanthic just above the point of the scissors
fold

left 15 mm. The right eyelid remained lower than
the left in all positions of gaze, suggesting an_
acquired type of ptosis. The skin of the upper lid ^
was redundant and thinner than on the left, with _ _w -
visible blood vessels, and he had a marked atrophy
of the nasal fat pad, producing a pseudoepicanthicXXX_._.

wasd 6/on thasie rFight5 eyTe and 6/6 in the left . :.'

eye. There were no other ocular or general physical /
abnormalities. <--- i_S- ^.a

Ptosis surgery was performed via an anterior skin Fig. 7 Case 2: In primary position postoperatively
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folds, and she had multiple small nodules in the ...i
skin of the left upper eyelid (Fig. 8). The unaided
visual acuity in the right eye was 6/6 and in the left
6/9. There were no other ocular or physical
abnormalities.

Bilateral ptosis surgery via an anterior approach
was performed. Excess skin and the thinned
aponeurosis were excised and healthy aponeurosis
sutured to the tarsal plate. The postoperative
appearance was much improved, but a subsequent
attack of oedema led to a recurrence of the left
ptosis, especially nasally (Fig. 9).

CASE 4 ,,.,>2.' .. ............ .... ; .. ... .. ...
A man aged 25 presented with a left acquired ptosis M - * . .. .
following recurrent attacks of left upper eyelid -
oedema. _ _ a L
On examination he had about 3 mm of left ptosis .. .......... ... ...........

_~_k:Ieft ptosis. Middle: immediate postoperative appearance. ; : ~~~~~~~~~~~~appearance after suture removal and massage

. .X .. . . X .; XB .. ... :. : >-: .. ... .~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~... .. ...

... Se,4X~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~.. ..... ..

with good levator function. The lid skin showed_ 4 ~~~~~~~~~~thetypical thin, wrinkled appearance with the> ~~~~~~~~~~~~~characteristic fat atrophy and pseudoepicanthic fold
(Fig. 10, upper). At ptosis surgery by the conjunctival

Fig. 8 Case 3: Showing atrophy ofnasalfat pad approach the thinned aponeurosis and a smallproducing a pseudoepicanthic fold. The left eyelid skin amount of the levator muscle itself were resected.has multiple small skin nodules This led to an initial overcorrection (Fig. 10, middle)
which was satisfactorily corrected by the earlywwremoval of sutures and massage (Fig. 10, lower).

.- ~~arofuhecndipbetio. Therisr alwayest pathisntorhyofbecur-
3~~~~~~~~rn atthacks of 7(aeyeliad oedem stleadnining toth

~~~~~~~~~~~~~noue may be presntif h atientl has undergonlaera

E ~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~... .... ... :.r.Spedeiatiodwihalorcssso.

w~~~~~- prvouhurey (Cae 3).dThe fattpack ushualltrpystartelFigmayCaseunit:Pree(Coperativeappearancen boltral

Apstpertieatac o odem ld t areurrnc o previouslreport(vis,d 1935) shawsdescibe thes very
ofi9hCto asel3 nPreand postoprativapernc.snleft clear, bud a rev eietecofpuitived apho raphs

Aposopertiveattacof edem led o a ecurence ofigpecoreviouslyescribe casesshowsthpeat tisvse
oftheptosinasallyin he lefteyepearyncmoafteasture reofathacndition.g
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The ptosis is acquired and the more affected eyelid
is lower than on the less or unaffected side on both
up-gase and down-gaze (Fig. 4). The levator function
is good. These factors suggest that the levator
muscle itself is not dystrophic. The likely site of the
lesion is therefore in the aponeurosis or its insertion,
and this was supported by our findings at operation.
Jones et al. (1975) described ptosis due to a dis-
insertion of the aponeurosis and its surgical repair.
Their operation is very similar to that described by
Kreiker (1929) for the repair of the ptosis associated
with blepharochalasis.

It seems likely that in blapharochalasis recurrent
attacks of eyelid oedema lead to a stretching or dis-
insertion ofthe aponeurosis. The aim ofptosis surgery
should therefore be to repair this aponeurotic defect.
If the levator muscle itself is resected, this will easily
result in an overcorrection, as in Case 4. Since the
attacks of oedema may continue postoperatively
(Fig. 3), surgery should be delayed until they are as
infrequent as possible. If recurrent attacks of
oedema cause a recurrence of the ptosis, the apo-
neurotic defect can be repaired again.

Conclusion

Four cases of blepharochalasis are presented. These
all show a marked atrophy of the nasal fat pad of
the upper eyelid, which gives rise to a deep hollow
nasally and a pseudoepicanthic fold. This charac-
teristic is important, since the diagnosis of blepharo-
chalasis must be made on the history and examina-
tion. Recognition of this sign may alert the surgeon
to make the proper diagnosis and so avoid unneces-
sary investigations and inappropriate surgery.

Although the aetiology of the condition is un-
known, the cause of the ptosis is probably a stretching
or disinsertion of the aponeurosis of the levator
palpebrae superioris muscle. If this defect is repaired,
there is little risk of an overcorrection, and the
repair can be repeated if recurrent attacks of oedema
lead to a recurrence of the ptosis.
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