
(Fig. I). The les1on, consi,1ed of dark-bro,1cn papules 
coalescing 10 form a p\aque of approx imately 3 x 5 cm on 
both cheeks. The lesion� sho1>. ed a bright yellow fluore�­
cence in Wood"s ligh1 and microscopy (Sco1ch tape 
stained with mcthylene blue) showed numerous clusters of 
P. orlnculare bu1 only in the }east form.

Sl..m scrapmg, for culture \\-ere taken "-ith a curette on
a peptone-glucose-yea,t e.>.tract medium containing 
glycerol mono,tearatc (2.5 g/1) and Tween (1 ml/Il. over­
la1d 1>. 1th 0h\:e 011. Cuhure sho\\-ed abundant gro\\-th of P 
orb1c 11/are. Hl\tology ,howed atrophy of the malpighian 
layer and a non-,pecitic perivascular infiltrate of lympho­
C} te, and granuloq,te, m thc dermi, ( hg. �l Period1c 
acid-Schiff stam (PAS) ,howed ,ome P orbirnlare yeaq, 
in the �tratum corneum ( fig. 3 l. 

The pauent wa� treated with miconaLole cream � '1 and 
thc le,,ons di�appeared after � "eeh. a, Judged clinicall,. 
in Wood"s light. and microscop1cally. They reoccurrcd 
howcver on the right cheek afte1 further -t weeb. but 
d1sappeared .igam alter the ,ame treatment. After -t "'eel,,, 
thcy reoccurred, now on the left check. but again thcy 
disappeared after 1reatmen1 with micona,olc cream. 

DISCUSSION 

The aetiolog} of CRP is sllll unkml\\ n. The diseföc 

is most oftcn seen 111 female� shortly aftcr puberty 

and an endocrine di�turbance hac; bccn ,uggestcd. 

but most of the patients have been in good health. 

Roberts and Lachapelle associated P. orhicu/are 

with CRP (➔). but the role of P. orbirnlare m CRP i,

still unknown. That the presence of P. orhicufare is 

significant in CRP 1s suggested by the beneficial 
effcct of antifungal agents both in 1h1s and in 01her 
reports (4. 6). CRP is usually locali.i:ed to scborrheic 
area'> on thc trunk and more seldom lO the face. 
arms or legs. In thi� case le'>ions were only �een on 

the cheeks and the h1stological picture did not show 

hyperkeratosis or papillomatosis. The clinical pic­

ture in connection with tluorescencc in Wood·s light 

and the pre�ence of P. orbiculare microc;copically 

confirmed the diagnosis of CRP. The lesions reoc­

curred after a short period bul each time they dis­

appeared afler antifungal treatment. 
P. orbicufare links CRP 10 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 vers1color the conversion of P. orbicufart• 

from the yeast form to the mycelial form is respon­

sible for the disease (3, 5). In CRP this conversion ic; 

not ,een and an abnorma! host rcspon�e to the 
fungus rathcr than a ,trictly infectious reaction may 
better explain the rote of P. orbic11fare in this dis­
ease. 
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Abftrt1c1. S�mptoms compatible with the diagnosis of 
eosinophilic fasciiti, (morphea-like changes of the skin, 
re,tricted joint movement, eo,inophilia, elevated immu­
noglobulin Je, els m serum) m a 13-year-old girl and thc 
response to ,ystemic conicosteroid treatment are re­
ported. The literature is reviewed. 

Key n·ords: Eosinophilic fasciitis; ShuJman 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 degrecs 

of mobil ity restriccion of the joints). severe inflam­

mation of the deep fasciae, eosinophilia, and selec­

tive elevation of JgG 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 �ymptoms. early systemic treatment with 

con1costeroids seems effective. For this reason we 
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Table I. Clinirnlji11di11(!1 mu/ el'<llua/('c/ e/.kn o.f'< or,ico1u·micl 1ret1tme111 ,n 36 patie/11, wiih LT

"'°indicates positive finding, or in,titUtcd or effecti�e treatment. 
0 indrcate, no information on symp1om, or treatment 

indicate;, negative lindings 01 no or ineffectivc 1rea1ment. 

Eosino 
Sex phiha 

Author/year M F Age + 0 

Shulman. 1974/7� cm 3 19-53 4 
Rodnan. 1975 (9) 5 1 1--60 7 
Caperton. 1975 (4) 3 :: 14-46 5 
Schumacher. 1976 (10) I 18 I 

Talbot. 1976 (131 I 57 
Athcrnon. 1976 (2) I 49 
Ansell. 1976 C I)  14 
Camu,. 1976 (3) :: 41-52 
Krau,er. 1977 (8) ::?� 

Gray, 1977 (7) 36 
Torre,, 1977 ( 14) 57 
Chanda. 1978 (�I 48 :: 
She\\make. 1978 (I I) 16 I 
Weinqc,n. 1978 c l.'i) 55 I 
Fleischmajer. 1978 (6) 4 :: 39-88 6 
Present cw,e, 1978 13 I 
All paticn1s ;4 1:: IH!8 34 0 2 

think it of interest to rcpon anmher ca,e of El­

�ucces�fully Lreated with cortico�teroids. 

CASE REPOR1 

A 13-year-old grrl was in goo<l health until Fehruar} 19711 
when ,he de, elopcd an increa,ing dull pain and fatiguc 1n 
her left leg. Simultancou,ly ,he notic.:cl dccrea"ng mob,li­
ty of her lefc kncc and ankle Joint and scanered patche, on 
the skin abo,e ,ind belo" the lefl 1-nee. She felt well 
otherwbe and, in particular. dcnred dysphagia. gastroin­
testinal and pulmonary rnconvenicnce. joint pains or 
morning ,tiffne,,. or symptoms of Raynaud·, phenome­
non. Some \\eeb before thc debut of ,ymptom, she had 
extended her hor,ending act,vitie, con,iderabl�. 

On admission 111 May 1978 physical examination 
,howed a \\CII nouri,hed. normally developed grrl. There 
wa� nothing remarkable c,cept for thc left leg ,� herc 
patche, of yellow-brown. shiny alrophic. depres,ed 
morpheu-like macules were ,ca11ered un the ,hin and dis­
tal thigh. On palpation. a peculiar firm taume" of the ,I-in 
and ,ubcutaneou, tissue was felt. and the mobil ity of the 
knee and ankle joint wa, considerably reduced. No joint 
effusion or tenderness wa, found. 

Laboratory e,aluation ,howed a normal WBC except 
for an clevated eosinophilic count. 54�10/mm3

• The 
ESR (Westcrgren) wa, 29 mm/h. lgG was elevated (21.4

g/1). lgA-M-E. within normal range. The follo"ing labora­
tor, te,!\ were negative or normal: hemoglobin concentra-
1ion. thrombocytc count. total serum protein. albumin. 
haptoglobin. and complemcnt C3 und C, levets. serum 
value� of creatininc. electrolytes. SGOT. LDH. creatine 
phosphokinase and aldola,e; titre, of rheumatoid fac1or,. 
ANA. Yer.vi11ia e111erocoli1irn (type, 3 and 9). antistrcp-

.\t tu /)('rmatornu-r 1 \1od�.holm1 t,O 

Elevated Cutaneou, Decrea\ed 
lgG change, 1-'a,ciitrs mobilitv 

() () () - 0 

4 4 4 4 
6 7 7 7 

5 5 5 

I 

I 

I 
:: :: :: 2 

:: :: 2 :: 

I 

I I 
4 :: 6 

I I I 
:6 6 4 36 0 0 32 4 0 26 10 0 

tol)''111 titre. M-componcnts and cryoglobulin,: ECG.

pulmonary function test, and X-ray of che,t. oc,ophagu,. 
,tomach and intc,tine. left knee and ankle joint. 

H1,1ological cxamina11on of skin biop,� matenal 
showcd anormal epidermi, without atrophy. In the dermi, 
the cu<aneou, appendagc, were presened. but ,ur­
roundcd by condensed collagenou, fibre,. Onl} di,crete 
focal periva,cular inllammation• •predomrnantly lym­
phoc} 1ic-""a!'\ :-,cen. The ..::onnec11vc tissue trabeculac ot 

the ,ubcutaneo11, tissue .ind the fa,cia were widened and 
re,ealcd marked inllammatory ch,mge<, e\lending into thc: 
surrounding ,ubcu1aneou, tissue and con�i'>ling of hl\· 
tiocyte,. lymphocytcs. and occa,ional pla,ma cells. No 
co,inophils were ,een. Biopsy of the left anterior tibial 
musde showed normal mu,cle fibre\. but in the ,urround­
ing interstitium and connectrvc ti\sue. inf1ammat0ry 
changc, with lymphocyte, and plasma cells appeared. 

A regimen of predni,one 60 mg e,ery ,econd da, wa, 
instnutcd. and the patient "as followed at monthly c�ntrol 
visit,. 

The mobility of the lcft leg improved almo,t parallel 
with normaliL.tllon of the lgG leve!. which was \\llhm 
normal rnnge 3 months after commencement of trcatment. 
Prednisone wa, tapered off slowly 10 a leve! of 25 mg 
every ,econd day by the 6-monlh control. At that time 
onl} ,light reduction of the mobility of the left ankle Joint 
remained (probably due 10 insuflic1ent training as the join1 
could be redre-,,,cd frccly I. The cutaneous changcs wcre 
barely visible. and the tautness of the ,ubcuti, had dbap­
peared. 

DISCUSSION 

Our findings in this 13-year-old girl fulfil thc critena 
of Shulman\ syndrome or EF: cutaneou�
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morphea-like change!>. inflammatory changes of 

trabeculae from the decp fascia. reduced mobil ity of 
thc affected extremity. eosinophilia of peripheral 

blood. and ..,elective elevation of lgG. The syn­
drome is not par1icularly rare and i!> probably rec­

ognized incrca�ingly often (cf. thc 19 cases repo11ed 
during the year� 1976-78: Table I}. The qucstion of 

pathogenesis. however. is still unresolved. a!> are 
the criteria for a strict delineation of the syndrome. 

In some cn�c� an alleged correlation in lime to 
physical exerci!>c (7. I 0. 11. 12. 13. I 5) is described. 
In two patients the symptoms developed follov. ing 

"ti\Mte lesion�·· (trauma. acutc myocardial infarc­
tionl (6). This might suggest some autoimmune 

pathogenesi'>. which is corroborated by the occa­

sional finding of positive titres of rheumatoid fac­
tors and ANA (4, 5, 10, 13). Immunotluore�cence 

hm, demonstrated immunoglobulim, and comple­
ment in the disea!>ed fascia and skin (4. 9. 12). 
Conlirmatory of involvcment of the immunological 
factors is the constant elevation of eosinophilic 
counts and the elevated lgG levels (Table I). So far. 
however. no antigen ha!> 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
male!> in E F of 2: I (Table I) does not tally with the 

clear preponderance of females in the former 
di�ease. 

Fleischmajcr investigated 88 patients with 

cutaneou� ,clerodcrmoid change� (6). Sixty-seven 

had systemic �clerm,is (po::,itive Raynaud·s 

phenomenon. acro�clcrosi� and interna! organ in­

volvement). 15 had localized <;Cleroderma (indura­

tion of the ::,kin without Raynaud·, phenomenon or 
mvolvement of ::inother organ sy<;tem). The 

�ymptom:, of six of Fleischmajcr's patients justified 
the diagno!>i:, of EF, thus comprising 7 q of the 

,eries. However. the diagnosi:, was based on 

cutaneou� changes. accompanicd by eo::,inophilia. 

while information on restricted joint mobility w:-1:, 
given in I patient onl). and clevated lgG in none. 

Fa::,cial biopsy was done in 3 of the 6 patients. The 

occurrencc of EF in 7 o/c of the 88 patients with 
,cterodermoid cutaneous changes is probably not 
the true figure and i, not claimed to be �o by the 
author. but it appears that the differential diagnosi:, 
i� difficult. The ability to establish a correct diag­

nosis is by no mean:, of pure academic interest. a!> 
co11icosteroiu treatment appears to be beneficial in 
J::F ( Table Il even t hough spontaneous cure in I 
patient hai. 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 predni:,one in 2 

patients with EF (40 and 60 mg per day respective­

lyJ. but it ,hould be noted that the duration of 
:,ymptoms in these 2 patients before treatment was 
about one year, compared with a couple of months 

in all other reported cases. 
lf EF really does becomc more resistant to 

therapy when left untreated this will urge an early 
diagnosis. 
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Abstract. ln 5 children ranging in age from 8 to 12 years, 
treatment with Ro 10-9359 for eithcr psoriasis or ctyth­
rokeratoderrnia variabilis for periods of betwcen 11 and 
17 months did not cause marked growth retardation and 
gave excellent therapeutic results. 

ln many skin diseases characterized by abnorma! 
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 

Acta Dermlltm·,ner ( Stod.1,o/mJ 60 

childhood. the question arises whelher thc use of 

chis new drug is warranced in this age group. Thb 

question must be a1-ked becau�e in rats (but not in 
other experimental animals) rctinoid may impair 

bone growth ( Loener. personal communication). 
Funhermore. several author� (I. 2) statc 1hat thc} 
are concerncd thal Ro 10-9359 migh1 incerfere wilh 

bone growth in children. 

In 5 children whom we treated succe�sfully \\ ith 

Tigason4 we monitored gro\\ th over a relari,ely 

long period by regular measurement of not onl�1 

height but also thc total 24 h urine hydroxyproline 

excretion. The latter parameter is con�idered lo be 
a good indicator for an abnorma! growth rale in 
children (3). In all cases we obtained informed con­
�cnt from the paren!!> for the 1reatmen1. 

PATIENTS AND RESULTS 

Relevant data concerning the patienb are given tn 

Table I. Regularly performed laboratory tests. in­
cluding rena! and liver function tests and determina­
tion of hydroxyproline excretion. gave normal 

results. The growth rate is shown in Table Il. 

DISCUSSIO 

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 after cure or ces­
sation of drug treatment. Jf 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 excrction. 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 
cherefore recommend monitoring of the height 

every 3 months <luring treatment. When growth 

retardation is encouncered 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

• Present address: Leyenburg Hospital, Leywcg 275, 2545
C H Den Hag, The Netherlands.




