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Hyperpigmented Acral Papular Mucinosis, Systemic
Lupus Erythematosus and Universal Alopecia
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A 42-year-old man presented with systemic lupus
erythematosus, universal alopecia and non-pruritic hy-
perpigmented papular mucinosis. The latter was most
evident on acral areas. In hyperpigmented areas of the
face the immunofluorescence showed deposits as in LE
and with alcian blue and colloidal iron an abundance of
mucin was demonstrated in the dermis. A lesion on the
back showed only papular mucinosis. Fifteen cases of
LE and papular mucinosis reported in the literature are
reviewed. Our patient differs with respect to the
marked pigmentation of his lesions, their localization
and the association with universal alopecia.
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The mucinoses are characterized by dermal accumu-
lation of a gelatinous material of abnormal mucopoly-
saccharides, called mucin, between the collagen bun-
dles. There are two types of mucinosis associated with
lupus erythematosis (LE). One is found in the upper
dermis of the LE lesions (1, 2). The other, which is
very rare, is localized independent of the LE lesions
and appears as skin coloured or slightly erythematous
or pigmented non-pruritic papules, with a diameter of
5-15 mm. This type of papular mucinosis in LE pa-
tients was first described by Gold (3). Since then, 14
more cases have been reported where the papular
mucinosis, sometimes called lichen myxedematosus,
was associated either with systemic (SLE) or discoid
LE (DLE) (4-13).

We report here a case of universal alopecia, SLE
and disparate areas of papular mucinosis. The latter
were pigmented and situated mainly on acral areas
where in some biopsies the histopathology corre-
sponded to that of SLE.

Acta Derm Venereol (Stockh) 69

CASE REPORT

The patient is a 42-year-old male ceramic worker with a
history of childhood asthma and some periods of acute urti-
caria. In 1971 he was hospitalized for a sense of fatigue.
Renal failure with albuminuria and hyperazotemia (10-11
mmol/l) was detected, but there was no hypertension.

In the following years, he also had arthralgia, located par-
ticularly on the hands and knees. In 1977, he was hospitalized
for a more severe period of polyarthralgia. The albuminuria
and azotemia were unchanged. A renal biopsy showed areas
of atrophic tubules. Antinuclear antibodies were present in a
titre of 1/50.

In 1979, within a month, he developed a universal alope-
cia. A biopsy from the scalp confirmed the diagnosis of uni-
versal alopecia but showed no signs of LE or mucinosis.

In 1982, his neck started to swell, examinations showed
that he had a multinodular thyroid gland which had expand-
ed into the thorax. Thyroid hormone levels (T3, T4, TSH)
were normal. A thyroidectomy in 1983 verified the diagnosis
of a benign adenomatous colloid goitre. Treatment with le-
vothyroxin was started.

In February 1984, he was seen by us because of skin
changes which had started on his elbows and back in 1982.
The following skin manifestations were noted.

1. Universal alopecia with complete lack of hair all over
the body. A biopsy confirmed the diagnosis established in
1979. There were no signs of mucinosis or LE.

2. In the dorsal midline (Th 5-10) he had a 10X5 cm
lesion consisting of several papules. 5-10 mm in diameter.
Some were of normal skin colour; others were slightly ery-
thematous, but most were hyperpigmented, blue-brownish in
colour. Similar papules were seen on the elbows, extensor
part of lower arms, and dorsally on hands and fingers (Figs.
2-3). Pigmented papules were observed on the nose, cheeks
and outer edge of the ears (Figs. 1, 4).

3. A partial leukonychia on fingers and toes.

4. The skin was dry. These were no mucous lesions, but the
lips had a violet tinge. There was no sign of Raynaud’s dis-
ease.

Histology

Biopsies from the back and forearm showed an abnormal
gelatinous substance in the dermis. The epidermis was hyper-
keratotic in some areas with a slight increase of stratum
granulosum and some lymphocytes grouped in the basal lay-
er. The papillary dermis showed irregular collagen bundles
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Figs. 1-3. Papular mucinosis on the ear, elbow and fingers.

and several macrophages and melanophages. The collagen
bundles were dissociated without cell infiltration by a sub-
stance which displayed a strongly positive reaction to alcian
blue (Fig. 5) and colloidal iron.
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Biopsy of facial tissue showed a follicular hyperkeratosis
with hydropic degeneration of the basal layer, and an edema-
tous dermis staining positively with alcian blue, with some
infiltration of mononuclear cells. Toluidine blue staining
gave metachromasia of the dermis and staining with colloidal
iron (Miiller-Mowry) was positive. PAS and mucicarmine
staining proved negative. The changes corresponded both to
those found in SLE and to papular mucinosis.

Immunofluorescence

Direct IF biopsies from lesions of the face showed a band
with a granular deposit in the dermo-epidermal junction of
anti-IgG, anti-kappa and anti-Ciq. The direct immunofluo-
rescence was negative in normal non-exposed skin.

Laboratory findings

The patient had hyperazotemia (42—-66 mmol/l), hypoalbu-
minemia (42 %) and proteinuria (2.7 g/24 h). ANF was posi-
tive 1/200 and LE cells present as well as immuncomplexes
48% (positive over 44%). Coombs test and cryoglobulin
proved negative.

In April 1984, the patient developed a pleuro-pericarditis
and treatment with corticosteroids was started with a favor-
able effect on his pleuro-pericarditis and arthrosis. His hair
started to grow. The papular lesions decreased in size. In June
he was admitted to a country hospital as an emergency for an
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Fig. 4. Facial lesion showing LE + mucinosis.

Acta Derm Venereol (Stockh) 69

acute pulmonary edema from which he died. No autopsy was
performed.

DISCUSSION

The association of papular mucinosis and lupus
erythematosus seems well established. The clinical
data for the published cases are given in Table I.
When reviewing these patients the following charac-
teristics are evident: age of appearance is the same as
in LE and the mucinosis can precede signs of SLE by
several years, whereas in 8 cases of DLE it was seen
simultaneously or later; these was no predominance
of women as in LE. The site of the mucinosis is
usually the upper part of the thorax, but sometimes
other areas such as the arms are involved. Exacerba-
tion caused by sun exposure has been reported in 2
cases. Improvement and worsening of LE lesions is
often followed by a similar evolution of the mucinous
lesions.

In our patient, as well as in reported cases 6 and 8,
the mucinosis was seen both within and outside of LE
lesions. Gammon et al. (9) therefore assumed that in
their case the mucinosis was secondary to LE. Our
patient had arthralgia and renal damage before the
papular mucinosis but SLE was first evident 2 years
later. It is therefore difficult to be sure if mucinosis is
secondary to LE or not. It should be pointed out that
our patient had always been euthyroid despite thyroid
disease. Thus his mucinosis seems not to be related to
his thyroid function.

Fig. 5. Biopsy from the back
showing dermal mucinosis
staining positively with alcian
blue (X 250).




Table 1. Data on published cases and on our own case
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Age at ap- Order of appearance
pearance of of mucinoses Mucinoses
Case Ref. mucinoses Type
no. no. (yrs) Sex Before LE After LE of LE  Localization Papule colour
1 3).... 37 E 10-15 years DLE Trunk Flesh-coloured or pale
2 4) 26 M 4 months DLE Back, shoulders Flesh-coloured or pale
3 (9),.:28 M 2 years DLE Back, abdomen, Flesh-coloured
thighs, arms
4 (6)= 52 E 3 years DEE: Back, shoulders Flesh-coloured or pale
5 (i 333 M 10 years DLE Arms Hypopigm., erythe-
matous
6 (7) 45 F Simulta- DLE Shoulder Erythematous
neously
7 ) 43 F 1 year DLE?  Arms, hands, Flesh-coloured
chest
8 9) 43 M 1 year SLE 10yrs LED DLE Back, shoulders, Flesh-coloured
SLE arms
9 (10) 48 E 1d:yrs: DEE: = DEE Trunk, legs, Flesh-coloured
SLE arms, hands
10 EL)E225 M Simulta- SLE? Arms, legs Flesh-coloured
neously
11 3) 47 F 1 month SLE Trunk, neck Flesh-coloured or pale
12 (GyrErohl M 9 years SLE Chest, abdomen, Flesh-coloured
forearms, thighs
13 (12)-5:252 F 8 years SLE Trunk, arms Flesh-coloured or
erythematous or slightly
hyperpigmented
14 (13) 34 F 2 years SLE Shoulders, legs, Flesh-coloured or pale
trunk
15 (14) 24 F Not known SLE Back, chest, Flesh-coloured
arms
Our case 42 M 2 years SLE Face, back, Flesh-coloured or

elbows, hands,
ears

hyperpigmented

The mucinosis lesions usually are flesh-coloured or
slightly erythematous. A slight pigmentation of the
lesions was noted in patient no. 13 described by Mou-
lin et al. (12). Our patient had some lesions, especially
on ears and nose, which were strongly pigmented due
to increased melanin localized in histiocytes in the
dermis. An increased brownish pigmentation can
sometimes be seen where there have been LE lesions,
or on their borders. In our case, the pigmentation was
very marked and appeared without any clinical signs
of LE lesions in the skin. Since it was also found in
lesions with mucinosis and without any histological
signs of LE, the pigmentation seems more related to
his mucinosis. In the reticular erythematous mucino-
sis (REM) syndrome the skin can be pigmented on
light-exposed areas (15). The papular lesions in our
patient, however, differed from the findings in the
REM syndrome (16, 17). Acral persistent papular mu-

cinosis (18, 19) differs clinically from the mucinosis
lesions in our patient in that the papules in this disor-
der affects only the forearms, wrists and hands.

The universal alopecia in our patient showed no
signs of alopecia mucinosa or the cicatricial alopecia
seen in LE. The fact that the hair started to grow again
when the patient was treated with corticosteroids also
favours the diagnosis of a total alopecia. The simulta-
neous occurrence of LE and total alopecia has been
reported earlier (20, 21).
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