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The hair itself was carefully examined. Il was 

white. sparse. short (less than I centimetre), very 
brittle. and looked like down. On optical light 

microscopic examination, the hair did not show any 
evident anomaly. but only slight. non-specific 

changes. On the other hand. we were surprised to 

find very characteristic anomalies with the polariz­
ing microscope; indeed. examination with polarized 

light revealed a very specific defect, not reported 

previously, including the following nurnerous and 

simultaneous aben-ations; (I) the ends of the hair 
are spindly. moniliformis. sharp at the distal end. 

"spearhead-like··: (2) at the proximal end of the 

spindle. there is a narrow and deticient area which 

gives rise to an elegant wave; (3) sometimes thcrc is 
another elegant wave. lying in the opposite direc­

tion. thus giving a general swan-necked appear­

ance: (4) funhermore. the whole shaft displays 

nurnerous st1iae. disposed in little groups ofthree or 

four. which correspond to areas of brittleness-a 
kind of mild trichonodosis. or slighr t1ichuschi�i�. 

The juxtaposition of these very strange aberra­

tions probably renders the patient's hair a specific 

hair defect. an indicator of the disease. directly 

related to zinc deficiency. Such findings have not 
been reported previously, 

Successful result were obtained with zinc 
therapy. Within a month the eruption resolved. the 
diarrhea stopped and the growth of hair was gradual­
ly restored. Three months later· a new examination 
with polarized light showed a quite normal structure 

of the hair shafts: all the previously observed 

anomalies had disappeared. 
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Abstract. A ca;,e of chronic bullous dermatosis of child­
hood in a 3-year-old boy i:. described. lmmunofluo­
rescence tests were negative and biop�y of the jejunal 
muco;,a showed marked villou� atrophy. The dermatosis 
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was brought under control by a combination of diamino­
diphenylsulphone and systemic steroids. The relation­
�hip with other bullous eruptions of childhood such as 
dermatitis herpctiformis and bullous pemphigoid is dis­
cussed. 

The chronic acquired bullous dermatose:, of child­
hood includc: pemphigus vulgaris. bullous pem­

phigoid (BP) and dermatiti!, herpetiformis (DH), 

with their typical clinical. histological and im­

rnunological features. Moreover. various cases of 

bullous dermatosis have been described. ha ving a 

clinical picture alrnost exclusively of large blist �rs. 

with a histological picture of subepidermal bullae 

and gcnerally with negative immunofluorescence 

(IF) tests, responding variably to diaminodiphenyl­
sulphone (DDS) or �ulphapyridinc. For this dis­

ease the name chronic bullous dermatosi:, of child­
hood (CBDC) was proposed (7). 

However. ome authors prefer to use the term 

juvenile DH (5. 2) evcn in the absence of thc typical 

immunological findings. On the other hand. review 

of the literaturc suggests that some cases described 

as CBDC should be classified as DH. because they 

have IF features typical of DH: deposits of lgA at 

the dermo-epidermal junction or at the tip of the 

dermal papillae (I. 8). 

As far as intcstinal abnormalities in blistering dis­
eases of childhood are concerned. the atrophy of 

the jejunal mucosa. which is present in rnost ca es 
of DH (3), was found in cases described as BP of 
childhood (9). or juvenile DH ( 10); in the!>e cases IF 

tests were not carried out. Other authors found a 

non-spccific intlarnmatory reaction in the jejunal 

rnucosa (5), or abnormalities of gastrointestinal 

functions (2) in sorne patienb with a clinical picture 

of juvenile DH. 

We now repon a case of CBDC in which it was 
possible to perform the biopsy of thejejunal muco:.a 

and the IF tests. 

CASE REPORT 

A 3-year-old boy was admitted 10 our Department in July 
1977 with an extremely pruritic widespread bullous der­
mato�is. which started in January 1977. The initial le­
sions-vesicles and blisters with secondary erosions and 
crusts--appeared on the pinna. Subsequently lcsions ap­
peared on the lower extremities. buuocks. penis and 
abdomen. The dermatosis ran a chronic coun,e. In May 
I 977. after admission 10 a local hospital. a diagnos i� of 

juvenile pemphigoid wa:, made on the ba�is of clinical data 
and a Tzanck ;,mear 1es1. He was treated with sulpha-



methoxypyridazine 500 mg daily per os. with partial im­
provement. followed by a relapse after a few weeks. 

At the time of admission to our Department the child 
was well developed and in good general health. but dis­
tressed by the severe pruritus. The past medical history 
was normal except for an episode of diarrhea at 5 months 

and febrile convulsions at 12 months. On physical ex­
amination, multiple bullous lesions were evident on the 
head. lower trunk. externa! genitalia and, to a lesser 
extent, on the extremities (Fig. 1). The mucous mem­
branes were spared. Most of the lesions were !arge. 
tense blisters, filled with clear tluid; there were also 
some smaller vesicles grouped in a herpetiform manner, 
on normal, sometimes slightly erythematous. skin. 

Histological examination of a blister biopsy samplc 
showed a subepidermal bulla. with accumulation of 
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Fig. I. Numerous !arge bul­
lae and crusted lesions on the 
back. 

neutrophils in the papillary dermis and a moderate in­
flammatory infiltrnte in the subpapillary dermis (Fig. 2). 
Direct IF performed on three biopsies taken at different 
times on new lesions and adjacent skin failed to show any 
deposits, either of immunoglobulins (lgG. JgA, IgM) or of 
complement: circulating autoantibodies were not found 
by indirect IF. lodine patch test perfonned with both 
tincture of iodine (Pharmacopaea ltalica) and potassium 

iodide 25% in petrolatum were negative. 
LaboraLOry data showed the following abnormalities: 

transient low values of serum iron. eosinophilia (up to 
t 800 eosinophils/mm3) and abnorma! xylose and lactose 
tolerance tests. lntestinal biopsy, pe1formed at the 
Paediatric Department "G. & D. De Marchi" of the Uni­
versity of Milan. ltaly. showed marked villous atrophy 
of the jejunal mucosa. 

Fig. 2. Subepidermal bulla 
with moderate inflammatory 
infiltrate in the upper dermis 
( X 160). 
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Treatmcnt was Marted \I ith DDS. 50 mg per o� daily. It 
was wcll tolcrated but led 10 onl� panial control of the 
lesions and pruritus. Complemen1ary ,ystemic ,teroid 
therapy with betamethasone. 1.5 mg per os daily. led to 
complete disappearance of the symptom� within few days. 
Good control wa� maintained after reduction of the do,e 
of betamcthasone 10 0.5 mg on alternate days. but at­
tcrnpts 10 discontinue the steroid were unsucce,,ful be­
cause of the rapid recurrcncc of blistcrs and pruritu,. 
Since January 1978 the child has been on a glutcn-frcc diet 
(which according to his mothcr he ob�crves strictly). He 
is presently receiving 50 mg of DDS daily and 0.5 mg of 
betameth:i�one every second day. Occa,ionall> 2-4 bullac 
have appeared. u,ually when the betamethasone dose is 
reduced to 0.25 mg every other day. 

DISCUSSfON 

On histological examination of thi� case of blister­

ing disease a subepidermal bulla was seen. as char­
acteristic of BP and DH. but the negative IF test� 
performed on skin and serum led to exclusion of 

these potential diagnoses and a diagnosis of CBDC 

was therefore considered. although jejunal biopsy 
showed villous atrophy as in DH and functional 

tests showed the presence of intestinal malabsorp­
tion. Now some authors (6) believe that after a cer­

tain length of time most cases of CBDC evolve 
into true cases of DH. with the typ1cal IF findings: 

in the present case the finding of villous atrophy of 

the present case the finding of villous atrophy of the 
able. However. becausc prcviously positive IF test, 

were observed in all the 22 cases of DH ( 15 children 

and 7 adults) scen in our Department (4). because 
DDS alone failed to control the disease and becausc 
after 7 months of gluten-free diet it was impossible 
to reduce the dosage of the drug�. this ca�e was 
classified as CBDC. 
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Abstrucr. In a family affected hy mulliplc glomus tumour�. 
one of the members had approximately 500 tumours 
spread over the entire skin. The histopathological similari­
ty 10 cavemous haemangioma is emphasized. Wc consider 
that multiple glomus tumour is a tflore common skin dis­
ease than is assumed today. 

Multiple glomus tumour (MOT) is a benign. domi­

nant. hereditary skin disease. The tumours develop 

from specialized arterio-venous anastomoses. the 
glomus bodies. which are particularly numerous on 
the distal parts of the extremities. Only 21 families 

suffering from MG T (3, 4. 5) ha ve been rcported 
since Touraine (6) fir�t describcd the discase in 
1936. The clinical picture is characterized by pain­
less. small bluish, partly compressible tumours, 

often somewhere between 10 and 20 in number. on 

the extremities. We have studied a family affected 
by MOT. where one of the members had approxi-




