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Porokeratosis of Mibelli Associated with Active Chronic Hepatitis

and Vitiligo
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A patient with porokeratosis Mibelli is reported who suffered
from long-standing chronic active hepatitis and rapidly expand-
ing vitiligo of more recent onset. This type of disease association
has never been reported before, although it is in line with
several reports of porokeratosis in association with immuno-
regulatory disorders, mostly after drug-induced immunosup-
pression. The lesions of the present patient responded well to
treatment with topical 5-fluorouracil. Key words: humoral im-
munity; immunosuppression; 5-fluorouracil.
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The classical form of porokeratosis Mibelli, characterized by
annular plaques with a raised horny border and central atrophy,
is considered to be transmitted by an autosomal dominant gene
with irregular penetrance which becomes manifest in childhood
or adolescence. In the last decade, induction and exacerbation of

Fig. 1. Lesions of porokeratosis Mibelli on the leg, showing central
areas of atrophy and hyperkeratotic borders.
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porokeratosis have been reported in association with immuno-
regulatory disorders, mostly after drug-induced immunosup-
pression. In this paper, an unusual case of porokeratosis Mibelli
is reported. The disease started in conjunction with active
chronic hepatitis and progressive vitiligo.

CASE REPORT

History

A 62-year-old woman presented with a 2-year history of multiple
hyperkeratotic lesions on the gluteal region on the lower extremities.

She had a 30-year history of hepatitis after a blood transfusion and a
4-year history of rapidly expanding vitiligo.

Physical examination

On physical examination, numerous (>20) plaque-like, cornified le-
sions of 5 to 50 mm in diameter with an atrophic center and a keratotic
ridge were present on both legs (Fig. 1). None of these lesions were
located within the vitiligo lesions, which covered primarily the hands,
face, neck and breast.

Fig. 2. Porokeratosis of Mibelli showing typical cornoid lamella (hema-
toxylin-eosin stain; 400 x).
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Histology

Histopathology of a biopsy from a hyperkeratotic lesion of the leg
showed the typical features of porokeratosis: there was an indentation of
the epidermis with an overlying cornoid lamella, while the basal layer
showed vacuolated keratinocytes (Fig. 2). On immunohistology. de-
posits of complement C3 were noted in the upper dermal vascular
plexus.

Laboratory findings

Laboratory examination revealed signs of chronic active hepatitis, in-
cluding an elevated S-GOT (27 U/1) (normal values: 5-18 U/1), S-GPT
(37 UM) (normal values: 5-19 U/), y-glutamyltranspeptidase (84 U/1)
(normal values: 4-18 U/1), y-globulins (20.5%). and ESR (16/46), with
decreased serum albumine (54%). thrombopenia (102.000) and a hypo-
chromic, poikilocytic anemia (hemoglobin 10.9 g/dl, hematocrit 32.5
ml/dl, MHC 23.2 pg. and MCV 69.4 ). Serologic studies for hepatitis
C and for cytomegaly virus were positive and titers for hepatitis A and
B negative. Ultrasonography showed hepatomegaly, a beginning liver
cirrhosis and splenomegaly. A diagnosis of active chronic hepatitis was
established.

Trearment

Several attempts at topical therapy, such as the application of salicvlic
acid in vaseline or local treatment with corticosteroids and retinoic acid,
failed to yield satisfactory results. Systemic therapy with etretinate was
not attempted because of the liver cirrhosis, The lesions improved after
topical treatment with 3-fluorouracil cream within 2 months.

DISCUSSION

Porokeratosis has mostly been seen in conjunction with a ze-
netic predisposition and actinic damage. Since the report of the
first case in 1974 after renal transplantation, several others have
appeared in the literature where the condition was associated
with immunosuppressive therapy (1-5).

More recently, it has been proposed that antibody-related
autoimmune disease may trigger the onset of porokeratosis, with
individual cases of porokeratosis being reported with associated
immune complex glomerulonephritis (6), primary biliary liver
cirrhosis (7) and end-stage liver disease (8). A recent review of
porokeratosis in immunosuppressed and non-immunosuppres-

sed patients showed that only a few patients with autoimmune
diseases and porokeratosis Mibelli have been documented (9).
We present here a patient with two associated autoimmune
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disecases, namely active chronic hepatitis and progressive viti-
ligo, who had not received immunosuppressive treatment. In
patients with active chronic hepatitis, the association with auto-
immune diseases, like insulin-dependent diabetes, autoimmune
thyroid disease and vitiligo, is commonly found. In the sera of
patients with chronic active hepatitis, organ-specific autoantibo-
dies have been reported (10), and in the sera of patients with
active vitiligo, antikeratinocyte antibodies have recently been
identified (11). Thus, one may speculate that the impairment of
humoral immunity might play a role in the pathogenesis of
porokeratosis Mibelli.
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