
He wa, treated with dapsone 200 mg daily and thc skin 
cleared. 

A blood �ample from each twin wa� examined at the 
lnstitute of Foren>1c \.1ed1cine in Copenhagen. and thc 
HLA lype for both wa, HLA-A,9: 88: Dw 3. which con­
firmed that they were monozygmic. 

COMMENT 

The monozygotic twin� describcd he,·e with GSE 
and DH. re�pectively. were HLA-B8 and Dw3. in 

agreernent with pre\ iow, studie\ There i, an in­

creased frequenq of 8 8 in GSJ- 180-90� l and in 

DH (80%) as compared with only 20-30'7, in nor­
mal controls (4). Recently. HLA-Dw3 ha, been 

�hown to occur in GSE and DH in a higher frequen­

cy than HLA-B8 (4) 
Twin cases tabulated to date demonstrate 67 % 

concordance in ostensibly mono,:ygotic twins and 

33 q in di1ygotic tv. i ns (Table I). This demonstrates 

that the theory that GSE is duc to a �ingle gene •� 
untenable. 
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Abstract. Light microscopy in a case of unilateral 
porokeratosis Mibelli revealed a cy�1-like dilatation in 1he 
upper corium containing 1wo cornoid lamella complexcs. 
Among 01her findings. elas1ic globes as pan of thickening 
and fragmentation of elastica, whi.:h in thi� case may be 
related to microangiopathia de,erve to be mentioned. 

The cornoid lamella in poroJ...eratosis Mibelli ha� 

always been found to be located in funnel-like epi­

dermal invaginations both in connection with epi­

dcrmal adnexa and in region, free of adnexa. The 
paral.,.eratotic naturc of como,d-lamella cells ha� 
becn suggesred on the ba,b of histochem1cal and 

ultramicroscopical findings (2. 6). This i� consistent 

with a deficienl granular layer. perinuclear vacuola­

tion and nuclear pyknosis 111 the epidermis belov. 

the cornoid lamclla. The occurrence of the cornoid 

lamella in places whcre no relations to adnexa could 

be found. was the rea\on for the term of 

"parnkeratosis centrifuga ,1trophican., 
.. 

!>Uggested 
by Miescher {7) and basicall} accepted b} Braun­

Falco & Balsa (2). 

A focal disturbance aftl1cting a clone of epidermal 

celb resulting in aberrant keratin1zat1on was an al­

tcrnat1\e sugge�t1on to the theory of adne;1.al ongm 
(4, 8). 

The reason for the present publication is the 
unique detec11on of two corno1d lame Ila complexcs 

111 a cystic dilatation of an mtradermall} located 

hair follicle. 

AUtt lkrmatm·entr I \tod .. l,olnn f>fl 
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Fig. I. Unilateral striatcd lesion of porokeratosis Mibelli. 

CASE REPORT 

A woman aged 38 years developed at the age of 10 }ears 
an eruption of non-irritant. asymptomaric. round. ,ome­
what dcpressed lesion, hordered by a tiny keratotic ridge. 
Al fir,1 the eruption was on thc inner ,ide ofthe left knee 
Over thc year,. new lesion, arose coalescing to form 
striated plaques involving two-third, of the 1n,ide of the 
left leg (Vig. I) and i�olated lesiom, 3-5 cm in size on the 
dor�um of thc left hip, on the buttock and left arm, No 
Jesion\ appeared on the right ,ide of rhe bod}'. 

B1opsies -.ere taken for hght and 1mmunof1uore�cence 
micro,copy. Staining for light microscopy: Hcmatoxylin­
eo:,in. van Gieson. PAS. PAS-diastase. Weigert-ela,tica. 
Tolu1dine bluc and Congo red. The biopsie, included the 
periphcral ridgc. 

HISTOPATHOLOGY 

The major part of the excb,ion b represented by an 
atrophic epidermis lacking rete ridges. lying on the 

Acta lJ,-rm,11m,11c•r(!}10</..holm1NI 

inside of the cornoid lamella. Beneath the columns 
of parakeratotic cells in the cornoid lamella the 

<,tratum granulosum was almost totall} absent and 
replaccd panly by necrobiotic cell� with effacecl cell 
contour:, and vacuolated cells with excentric nuclei 
( Fig. :?J. The most noteworthy change in the 
atrophic part of the cpidermi:, isa varying deg1·ec of 
cell polymorphy a!> 10 size and tinccorial qualitiel,. 

connected with loss of stratification somewhat re­

sembling a precancerous epidermal condition. The 

basement membranc is thin. in some places intcr­
rupted and totally ab,ent on the part corrcsponding 
to advanced necrobiotic changes in the epidcrm,� in 
an area farthest from the cornoid lamella. 

A h1therto unpublished finding was a cyst-like 

dilated hair follicle in the upper part of the corium 

containing two cornoid lamellac originating in the 
cyst wall. encircling an orthokeratotic core (Fig. 3). 
The q,,t wall beneath the orthokeratotic mas:, con­
tain� 2-4 layers of granular cells. In eon trast. their 
absencc over a zone of vacuolatcd celb i, directly 
111volved in the formation of the cornoid lamella. 
The cyst was in all scctions located in the vicinity of 

the epidermal comoid lamella. wggesting an origi­
nal connection between them. but no dircct transi­

tion was founcl. 

An atrophy of surrounding connective tissue may 
be the cause of a slight displacemcnt of the cy�t. In 

the decper part of the corium in the same zonc an 
empty follicular cy,t was found in direct connection 
with a ,ugge:,ted atrophic l>Cbaceous gland (Fig. 4). 

The bu I bus of thi� hair follicle could not be traced 
in further :,ection�. The blood vesseh, exhibited 
marked regrel,Sive changes al all levels. Fig. 5 
shows a thickening and splitting of their wall and in 

some places a markeclly reduced lumen with only a 

few ghosts of endothelial cells at the lumen. The 
re�t of them can be traced to be cxtruded into the 
vcs:,el wall. The picture of microangiopathy is 

Fig. 2. Columnar parakeratosb. lacking stratum 
granulosum, and degenerated and vacuolated granulo­
cytes in the corresponding part of epidermis. 
FiR. J. Follicular. cy;t-hkc dilatation with 1wo cornoid 
lamellae (arrows) encircling an orthokeratotic core. The 
epidermal parl of a cornoid lamella is 10 lhe right of the 
cyst-like dilatation. 
Fig. 4. Empt} follicular cyst-like dilatation with an adja­
cent .itrophic :,Cbaceous gland. 
FiR. 5. Thickened and split vessel walls with defective 
endothelial and perithelial cells. Ghosts of endothelial 
cells within the vessel walls arc shown. 
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Fig. 6. Elastic globe,, mainly 
in the upper part of the 
corium. 

completed by a marked PAS pos1livily in the vessel 
wall and a comprehensive loss of pericy1es. 

Atrophic and degenerative changes in the sweal 
glands were seen in form of dilated lumina. efface­
ment of cell contours. and vanishing nuclei, A 
fragmentation and lhickening of elastica and many 
elastic globes were found mainly in the upper part 
of the corium (Fig. 6). A slight inflammatory mfiJ. 
tration wa� limited to the vicinny of the cornoid 
lamella and atrophic adnexa. 

DISCUSSION 

In recent years a suggestion has been put forward 
that the cornoid lamella can originate both in 
orifices of adnexa and in adnex-free epidermal areas 
(2. 4. 6). A double cornoid lamella in the infun­
dibulum has previously been shown (Il which. to­
gether with our finding of two cornoid lamellae in a 
follicular cyst located in the vicinity of the epider­
mal part of the cornoid lamella. emphasizes a fol­
licular predilection. Columnar parakeratosis was 
shown even in Darier's disease (I). This fact. in 
connection with finding, of an admixture of dys­
keratotic cells on the base of the cornoid lamella. 
suggests a relationship on the basi5 of a nevoid 
genesis. A degenerative and atrophic process on 
epidermal adnexa. repeatedly emphasized, even 
leading to their total destruction. may in many cases 
explain why no connections between the epidermal 
indentation containing the cornoid lamella and the 
dceper parts of adnexa could be found. 

As a minor curiosity. we could also demonstratc 
elas1ic globes as part of the thickening and fragmen­
tation of elastica. Degenerative changes on connec­
tive tissue have been found to be linked to micro­
angiopathia in diabetics (5). It should be noted. 
however. that microangiopathic changes have been 
found even in I 0. 75 % 11011-diabetics (3 ). which may 
open up an interesting way 10 consider the 
pathogenesis of some hitherto unelucidated or prob­
lematic dermatologic phenomena. 
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Perioral Dermatitis 

with Epithelioid Cell Granulomas 

in a Woman: A Possible New Etiology 

M. EI-Saad El-Rifaie

D,,pc11/111e11/ vfDer111atolog_,·, Fautlty ofMeclicine. 
C11iro Unh'ersitv, Cairo, E/(\'pt 

Received Octobcr 31, 1979 

Ab.,·rract. Perioral dermatitis. a distinctive clinical entity 
yet of obscure e1iology. is not uncommonly seen among 
Saudi middle-aged females. A ca,e of a 30-year-old 
woman with a pcrioral lupo1d micropapular crythematous 
eruption i, de,cribed. Histopathological examination 
showed evidence of granulomatous sarcoidal reaction 
sim ilar 10 that described by Gianolli el al. (3 ). Gianoui 
(2). and Georgouras & Kocsard ( \). Synthctic acrylic 
fibre meshes widely used by Arabian womcn to cover 
their faces. are considered in the etiology of this erup­
tion. 

Key ..-ords: Gianoui facial dermatitis: Granulomatous 
sarcoidal reaction: Acrylic fibres 

CASE REPORT 

A woman. aged 30 years, was examined in January 

1978 because of an itchy facial eruption of 3 months· 
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Fig. I. Perioral dermatitis. 

duration and resistant to topical treatment. The 

eruption had commenced around the mouth and 

covered the Jower half of thc face within 2 weeks. 

The forehead and ears were not involved. The 

patient stated that this eruption had appeared after 

the use of new black synthetic meshes lo cover the 

lower hnlf of hcr facc. She d id not usc any cosmetic 

preparat ion. 

Fif(. 2. Epithelioid cell granu• 
loma. 
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