(Fig. 1). The lesions consisted of dark-brown papules
coalescing to form a plaque of approximately 3X5 cm on
both cheeks. The lesions showed a bright vellow tluores-
cence in Wood's light and microscopy (Scotch tape
stained with methylene hlue) showed numerous clusters of
P. orbiculare, bu only in the yeast form.

Skin scrapings for culture were taken with a curette on
a peptone-glucose-yeast extract medium containing
glycerol monostearate (2.5 g/1) and Tween (2 ml/h). over-
laid with olive oil. Culture showed abundant growth of P.
orbiculare . Histology showed atrophy of the malpighian
layer and a non-specific perivascular infiltrate of lympho-
cytes and granulocytes m the dermis (Fig. 2). Periodic
acid-Schiff stain (PAS) showed some P, orbiculare yeasts
in the stratum corneum (Fig. 3).

The paticnt was treated with miconazole cream 2 % and
the lesions disappeared after 2 weeks. as judged clinically.
in Wood’s light. and microscopically. They reoccurred
however on the right cheek after further 4 weeks. but
disappeared again alter the same treatment. After 4 wecks
they reoccurred. now on the left check. but again they
disappeared after treatment with miconazole cream.

DISCUSSION

The aetiology of CRP is still unknown. The disease
is most often seen in females shortly after puberty
and an endocrine disturbance has been suggested.
but most of the patients have been in good health.
Roberts and Lachapelle associated P. orbiculare
with CRP (4). but the role of . orbiculare in CRP is
still unknown. That the presence of P. orbiculare is
significant in CRP 1s suggested by the beneficial
effect of antifungal agents both in thts and in other
reports (4, 6). CRP is usually localized to seborrheic
areas on the trunk and more seldom to the face.
arms or legs. In this case lesions were only seen on
the cheeks and the histological picture did not show
hyperkeratosis or papillomatosis. The clinical pic-
ture in connection with tfluorescence in Wood's light
and the presence of . orbiculare microscopically
confirmed the diagnosis of CRP. The lesions reoc-
curred after a short period but each time they dis-
appeared after antifungal treatment.

P. orbiculare links CRP 1o tinea versicolor. Even
the distribution primarily to seborrheic areas. the
pigmentary disturbances, and the clearance of le-
sions with antifungal agents show similarities. In
tinea versicolor the conversion of P. orbiculare
from the yeast form to the mycelial form is respon-
sible for the disease (3, 5). In CRP this conversion is
not secn and an abnormal host response to the
fungus rather than a strictly infectious reaction may
better explain the role of P. orbiculare in this dis-
ease.
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Eosinophilic Fasciitis (Shulman
Syndrome) in a 13-year-old Girl
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Abstract. Symptoms compatible with the diagnosis of
eosinophilic fasciitis (morphea-like changes of the skin,
restricted joint movement, cosinophilia, elevated immu-
noglobuiin levels in serum) in a 13-year-old girl and the
response to systemic corticosteroid treatment are re-
ported. The literature is reviewed.

Key words: Eosinophilic fasciitis; Shulman syndrome;
Localized scleroderma; Eosinophilia

In 1974 Shulman described in two male patients
what he thought to be a new syndrome, character-
ized by localized cutaneous morphea-like changes
(typically of the extremities, with varying degrees
of mobility restriction of the joints), severe inflam-
mation of the deep fasciae, eosinophilia, and selec-
tive elevation of IgG levels (12).

Up till now 35 cases of this ““eosinophilic fas-
ciitis”* (EF) have been reported, almost exclusively
in the US (Table I), but to our knowledge none have
been described in Scandinavia. In spite of the rather
alarming symptoms, early systemic treatment with
corticosteroids seems effective. For this reason we
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Table [. Clinical findings and evaluated eftect of corticosteroid treatment in 36 patients with EF

+indicates positive tfindings or instituted or effective treatment.

0 indicates no information on symptoms or treatment

Eosino- Elevated Cutaneous Decreased
Sex philia 1gG changes Fasciitis mobility

Author/year M F Age + 0 ~ 0 - £0 = - 0 - ¥ 0
Shulman. 1974/75 (12) 3 | 19-83 4 4 4 4 4
Rodnan. 1975 (9) s 2 11--60 7 6 | 7 7 7
Caperton. 1975 (4) 3 2 14-46 o 5 S s §
Schumacher. 1976 (10) | 2R | | | | I
Talbot. 1976 (13) ] 57 | l | | |
Athernon, 1976 (2) | 49 I I I 1 |
Ansell. 1976 (1) | 14 I I | | I
Camus. 1976 (3) 2 41-82 2 2 2 2 2
Krauser. 1977 (8) | 2 | 1 | | 1

Gray, 1977 (1) i 36 1 ] | I |
Torres. 1977 (14) | 87 | 1 | |
Chanda. 1978 (5) | I 48 2 2 2 2 2
Shewmake. 1978 (11) 1 36 | | | 1 [
Weinstein. 1978 (15) l 55 | | 1 | |
Fleischmajer. 1978 (6) 4 2 39-88 6 4 2 6 - ! I3
Present case, 1978 | 13 | | I | 1

All patients 24 12 [-88 34 0 2 26 6 4 36 00 2 0 26 10 0

think it of interest to report another case of EF
successfully treated with corticosteroids.

CASE REPORT

A I13-year-old girl was in good health until February 1978
when she developed an increasing dull pain and fatigue 1n
her left leg. Simultancousty she noticed decreasing mobili-
ty of her left knee and ankle joint and scattered patches on
the skin above and below the left knee. She felt well
otherwise and, in particular. denied dysphagia. gastroin-
testinal and pulmonary inconvenience. joint pains or
morning stiffness. or symptoms of Raynaud’s phenome-
non. Some weeks before the debut of symptoms she had
extended her horsending activities considerably.

On admission in May 1978 physical examination
showed a well nourished. normally developed girl. There
was nothing remarkable except for the left leg where
patches of yellow-brown. shiny atrophic. depressed
morphea-like macules were scattered on the shin and dis-
tal thigh. On palpation. a peculiar firm tautness of the skin
and subcutaneous tissue was felt. and the mobility of the
knee and ankle joint was considerably reduced. No joint
etfusion or tenderness was found.

Laboratory evaluation showed a normal WBC except
for an elevated eosinophilic count, 540-610/mm®. The
ESR (Westergren) was 29 mm/h. 1gG was elevated (21.4
g/l). lgA-M-E. within normal range. The following labora-
tory tests were negative or normal: hemoglobin concentra-
tion. thrombocyte count. total serum protein. albumin,
haptoglobin, and complement C; and C; levels. serum
values of creatinine. electrolytes. SGOT. LDH. creatine
phosphokinase and aldolase: titres of rheumatoid fuctors.
ANA, Yersinia enterocolitica (types 3 and 9). antistrep-

Acta Dermatovener (Stochholmy 60

tolysin titre. M-components and cryoglobulins: ECG.
pulmonary function tests and X-ray of chest. oesophagus.
stomach and intestine. left knee and ankle joint.

Histological examination of skin biopsy material
showed a normal epidermis withoutatrophy. In the dermis
the cutancous appendages were preserved. but sur-
rounded by condensed collagenous fibres. Only discrete
focal perivascular inllammation—-predominantly lym-
phocytic—was seen. The connective tissue trabeculae ot
the subcutaneous tissue and the fascia were widened and
reveuled marked inflammatory changes extending into the
surrounding subcutaneous tissue and consisting of his-
tiocytes. lymphocytes. and occasional plasma cells. No
eosinophils were seen. Biopsy of the left anterior tibial
muscle showed normal muscle tibres. but in the surround-
ing nterstitium and connective tissue. inflammatory
changes with lymphocytes and plasma cells appeared.

A regimen of prednisone 60 mg every second day was
instituted. and the patient was followed at monthly control
visits.

The mobility of the left leg improved almost parallel
with normalization of the lgG level. which was within
normal range 3 months after commencement of treatment.
Prednisone was tapered off slowly to a level of 25 mg
every second day by the 6-month control. At that time
only slight reduction of the mobility ot the left ankle joint
remained (probably due to insufticient training as the joint
could be redressed freely). The cutaneous changes were
barely visible. and the tautness of the subcutis had disuap-
peared.

DISCUSSION
Our findings in this 13-year-old girl fulfil the critera
of Shulman's syndrome or EF: cutaneous

indicates negative findings or no or ineffective treatment.
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morphea-like changes. intlammatory changes of
trabeculae trom the deep fascia. reduced mobility of
the affected extremity. eosinophilia of peripheral
blood. and selective elevation of [gG. The syn-
drome is not particularly rare and is probably rec-
ognized increasingly often (ct. the 19 cases reported
during the years 1976-78: Table 1). The qucstion of
pathogenesis. however. is still unresolved. as are
the criteria for a strict delineation of the syndrome.

In some cases an alleged correlation in time to
physical exercise (7. 10, 11. 12, 13, 15) is described.
In two patients the symptoms developed following
“tissue lesions’ (trauma. acute myocardial infarc-
tion) (6). This might suggest some autoimmune
pathogenesis, which is corroborated by the occa-
sional finding of positive titres of rheumatoid fac-
tors and ANA (4, 5. 10, 13). Immunofluorescence
has demonstrated immunoglobulins and comple-
ment in the discased fascia and skin (4. 9. 12).
Conlirmatory of involvement of the immunological
factors is the constant elevation of eosinophilic
counts and the elevated 1gG levels (Table 1). So far,
however. no antigen has been isolated. Clinically
the symptoms mimic those of localized scleroderma
and scleredema, as emphasized by Atherton and
Fleischmajer (2. 6). but the sex ratio males to fe-
males in EF of 2: 1 (Table 1) does not tally with the
clear preponderance of females in the former
diseasc.
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Fleischmajer investigated 88 patients  with
cutaneous sclerodermoid changes (6). Sixty-seven
had systemic sclerosis (positive  Rayvnaud's
phenomenon. acrosclerosis and internal organ in-
volvement). 15 had localized scleroderma (indura-
tion of the skin without Raynaud’s phenomenon or
involvement of another organ system). The
symptoms of six of Fleischmajer’s patients justified
the diagnosis of EF, thus comprising 7% of the
series. However. the diagnosis was based on
cutaneous changes. accompanied by eosinophilia.
while information on restricted joint mobility was
given in | patient only. and clevated 1gG in none.
FFascial biopsy was done in 3 of the 6 patients. The
occurrence of EF in 7% of the 88 patients with
sclerodermoid cutaneous changes is probably not
the true figure and is not claimed to be so by the
author. but it appears that the differential diagnosis
is difficult. The ability to establish a correct diag-
nosis is by no means of pure academic interest. as
corticosteroid treatment appcars to be beneficial in
EF (Table ) even though spontaneous cure in 1
patient has been reported (9). though to our knowl-
edge the only one so far. On the other hand. Chan-
da (5) saw only a doubtful effect of prednisone in 2
patients with EF (40 and 60 mg per day respective-
ly). but it should be noted that the duration of
symptoms in these 2 patients betore treatment was
about one year, compared with a couple of months
in all other reported cases.

If EF really does become more resistant to
therapy when left untreated this will urge an early
diagnosis.
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Abstract. In 5 children ranging in age trom 8 to 12 years,
treatment with Ro 10-9359 for either psoriasis or etyth-
rokeratodermia variabilis for periods of between 11 and
17 months did not cause marked growth retardation and
gave excellent therapeutic results.

In many skin diseases characterized by abnormal
keratinization, for instance psoriasis vulgaris, sev-
eral forms of ichthyosis, erythrokeratodermia var-
iabilis, and Darier's disease, Ro 10-9359 has opened
up important new therapeutic prospects. Because
these conditions often manifest themselves in
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childhood. the question arises whether the use of
this new drug is warranted in this age group. This
question must be asked because in rats (but not in
other experimental animals) retinoid may impair
bone growth (l.oefler. personal communication).
Furthermore. several authors (1. 2) state that they
arc concerned that Ro 10-9359 might interfere with
bone growth in children.

In 5 children whom we treated successfully with
Tigason® we monitored growth over a relatively
long period by regular measurement of not only
height but also the total 24 h urine hydroxyproline
excretion. The latter parameter is considered to be
a good indicator for an abnormal growth rate in
children (3). In all cases we obtained informed con-
sent from the parents for the treatment.

PATIENTS AND RESULTS

Relevant data concerning the patients are given in
Table I. Regularly performed laboratory tests. in-
cluding renal and liver function tests and determina-
tion of hydroxyproline excretion. gave normal
results. The growth rate is shown in Table 1.

DISCUSSION

It is well known that when growth is retarded in
children due to illness or under the influence of
drugs, catch-up growth will occur atter cure or ces-
sation of drug treatment. If time permits and growth
inhibition has not been too severe or prolonged.
adult height will lie within normal limits.

In the first 5 children we treated with Ro 10-9359,
we regularly measured the height as well as the
hydroxyproline excretion. A decrease in the latter
could indicate growth retardation. In no case were
pathologic values measured in the urine: the growth
rate in all cases was within the normal range.

Our data do not exclude the possibility of growth
retardation caused by the use of Ro 10-9359. We
therefore recommend monitoring of the height
every 3 months during treatment. When growth
retardation is encountered in a child receiving Ro
10-9359, catch-up growth after cessation of treat-
ment will prove that the retardation has been due to
this therapy. In view of the excellent results ob-
tained with Ro 10-9359 in the current therapeutic

3 Present address: Leyenburg Hospital, Leyweg 275, 2545
C H Den Hag, The Netheriands.





