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Dyshidrosiform pemphigoid localized on the hands in a child:  
a rare occurrence*
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Abstract: Dyshidrosiform	pemphigoid	is	an	acquired	autoimmune	variant	of	bullous	pemphigoid	with	persistent	vesicobul-
lous	eruptions	localized	on	the	palms	or	soles,	or	both.	It	generally	occurs	in	the	elderly	and	is	rarely	reported	in	childhood.	
Hereby,	we	describe	the	first	case	of	dyshidrosiform	pemphigoid	in	a	12-year-old	child,	which	was	limited	to	the	dorsal	hands	
and	treated	successfully	with	dapsone	(diaminodiphenyl	sulfone).	Along	with	this	report,	we	also	review	the	clinical	features	
of various types of dyshidrosiform pemphigoid.
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INTRODUCTION
Dyshidrosiform	pemphigoid	 (DP)	 is	an	 infrequent	variant	

of	localized	pemphigoid	that	was	first	described	by	Levine	et al. in a 
72-year-old male in 1979.1 Since then only 30 cases of DP have been 
reported	in	the	literature,	mainly	affecting	the	elderly.	Herein,	we	re-
port a rare case of dyshidrosiform bullous pemphigoid in a 12-year-
old child that was resistant to steroids with recurrent vesicobullous 
eruptions on the dorsal aspects of the hands. He responded very 
well	to	dapsone	within	3	months,	without	recurrence	6	months	after	
discontinuing treatment treatment.

CASE REPORT
A	 12-year-old	male	 child	 presented	 to	 our	 outpatient	 de-

partment	of	dermatology	with	recurrent	multiple	itchy	fluid-filled	
lesions located on both hands for 18 months. These lesions were 
painful	and	ruptured	in	4-5	days,	leaving	raw	areas,	which	gradual-
ly healed without scarring. Multiple such episodes occurred in the 
last	18	months.	His	developmental,	past,	and	family	histories	were	
noncontributory. He denied consistent exposure to allergens or any 
oral medication before the onset of the bullous lesions.

On	 examination,	 the	 patient	 showed	multiple	 tense	 vesi-
cles	and	bullae	of	various	sizes,	with	a	base	of	normal	skin	on	the	
dorsum	of	both	hands	 (Figure	1).	No	mucosal	or	other	cutaneous	
involvement	was	observed.	Nikolsky’s	sign	was	negative.	Potassi-
um hydroxide preparation and bacterial and fungal cultures were 
negative.
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Blood	biochemistry	tests	were	within	normal	limits.	A	clin-
ical diagnosis of pompholyx had been made earlier by a private 
practitioner,	who	prescribed	oral	prednisolone,	antihistamines,	and	
potent topical steroids in the last year. This treatment was associated 
with mild improvement and recurrent exacerbation of lesions after a 
tapering dose of steroids.

We	performed	a	skin	biopsy	from	a	representative	lesion	on	
the	left	hand	with	the	differential	diagnosis	of	DP,	pompholyx,	irri-
tant	 contact	dermatitis,	 epidermolysis	bullosa	 acquisita	 (EBA),	 and	
bullous impetigo. Biopsy specimens revealed a subepidermal vesi-
cle	with	a	dermal	infiltrate	consisting	predominantly	of	eosinophils	
(Figure	2).	Direct	 immunofluorescence	was	positive	 for	 continuous	
linear	deposition	of	immunoglobulin	G	(IgG)	at	the	dermoepidermal	
junction	(Figure	3).	We	were	unable	to	perform	indirect	immunoflu-
orescence	(IIF).	

Based	on	clinical	features	and	biopsy,	we	reached	a	diagno-
sis	of	DP.	Since	IIF	could	not	be	performed,	a	diagnosis	of	EBA	could	
not	 be	 excluded.	However,	 	 the	 early	 age	 of	 onset	 in	 our	 patient	
(12	years),	 the	 type	of	 lesions	 that	were	conspicuously	not	associ-
ated	with	 scarring,	milia	 formation	 and	hyperpigmentation	upon	
healing,	and	the	prompt	response	to	dapsone	favored	the	diagnosis	
of	DP	over	EBA.	The	patient	was	started	on	dapsone	50mg	daily,	
which produced a rapid improvement with the reduction of new le-
sion	formation	in	a	month’s	time.	After	2	months	of	treatment,	dap-
sone	was	tapered	(25mg	daily)	and	stopped	with	a	complete	clinical	



An Bras Dermatol. 2017;92(5):714-6.

remission	after	3	months	from	the	onset	of	lesion	formation.	Now,	6	
months	later,	the	patient	is	still	in	complete	remission	with	no	new	
lesions after stopping dapsone.

DISCUSSION
Bullous	 pemphigoid	 (BP)	 is	 an	 acquired	 autoimmune	

blistering	 disease	 that	 is	 characterized	 by	 subepidermal	 blisters.	
Dyshidrosiform	pemphigoid	is	a	 localized	variant	of	BP,	clinically	
characterized	by	vesicobullous	lesions	localized	to	either	palmar	or	
plantar	surfaces,	or	both.	Although	this	is	usually	the	only	feature,	it	
may	occasionally	progress	to	generalized	BP. It is usually associated 
with autoantibodies directed against hemidesmosomes in the base-
ment	membrane	zone:	the	180-kDa	BP	antigen	(a	transmembranous	
molecule)	and	the	230-kDa	BP	antigen	(an	intracellular	molecule).2 
Because	DP	shares	the	same	causative	antibody	with	BP,	histological	
and	immunofluorescence	findings	of	DP	are	consistent	with	those	of	
BP.	However,	the	DP	mechanism	is	unclear.

DP	 predominately	 affects	 the	 elderly,	 but	 sometimes	 ap-
pears in children under 18 years of age. The literature includes 30 
cases	of	DP	(including	the	childhood	cases),	 involving	the	palmo-
plantar area and may be treated according to different clinical cours-
es.	According	to	Caldarola	et al.3,	these	cases	can	be	divided	into	3	
groups:

1)	 	 	 	Group I:	 vesiculobullous	 lesions	 localized	 in	 the	plamo-
plantar	region	(described	in	only	9	cases).

2)				Group II: palmoplantar eruption prior to classical BP erup-
tion	on	the	rest	of	the	body	by	weeks	or	months	(7	cases).

3)			 Group III: palmoplantar lesions appeared along with gen-
eralized	bullous	eruption.	(14	cases).

Caldarola et al. proposed that a diagnosis of DP may be ap-
plied	only	to	Group	I	&	II	patients.	Group	III	is	defined	as	BP	with	
simultaneous	palmoplantar	involvement,	which	is	not	rare,	partic-
ularly in the pediatric age group. Of the 30 cases investigated in the 
literature,	we	found	only	6	of	childhood	BP	associated	with	the	in-
volvement	of	palms	and	soles	along	with	generalized	body	involve-
ment.	We	found	no	cases	of	childhood	BP	with	localized	palm	and	
sole	involvement.	As	the	palm	and	sole	lesions	are	also	associated	
with	concomitant	involvement	of	other	cutaneous	sites,	these	cases	
were	classified	under	Group	III.	Our	case	was	unique	because	the	
lesions	were	limited	to	the	dorsum	of	the	hands,	thus	categorically	
falling	under	Group	I.	After	a	thorough	review	of	the	literature,	our	
case	seems	to	be	the	first	case	of	DP	in	a	12-year-old	child	that	be-
longs	to	Group	I,	i.e.,	involvement	localized	only	to	hands.

This	 localized	 variant	 of	 DP	 in	 adults	 is	 very	 responsive	
to	 steroids	 and	 is	 usually	 associated	 with	 marked	 improvement	
and remission. The prognosis of childhood BP is generally better 
as compared to the adult type.4	However,	 in	 some	cases	of	 child-
hood	BP,	the	skin	lesions	relapse	and	require	prolonged	treatment	or	
adjuvant	therapies	such	as	dapsone,	azathioprine,	cyclosporine,	or	
erythromycin/niacinamide.5 Similarly,	in	our	case,	the	lesions	on	the	
dorsum of the hand were resistant to treatment with oral and topical 
steroids and responded dramatically to dapsone within 3 months. 
This successful treatment with dapsone prevented the child from 
lesion spread and from the long-term side effects of corticosteroids 
such	as	growth	retardation.	Thus,	to	our	knowledge,	this	is	the	first	
case of dyshidrosiform childhood bullous pemphigoid  that ob-
tained	remarkable	improvement	by	the	administration	of	dapsone	
alone,	without	recurrence	after	6	months	of	follow	up.	q

FIgure 1: Multiple tense vesiculobullous lesions on the bilateral 
dorsal hands

FIgure 2: Histological examination of a vesicle reveled 
a	 subepidermal	 vesicle	 with	 infiltration	 of	 eosinophils	
(Hematoxylin	&	eosin	X200)	

FIgure 3: Direct	 Immunofluorescence	 test	 shows	 linear	
deposits	of	IgG	at	the	dermo-epidermal	junction	(X200)	

FIgure 2: Histological examination of a vesicle 
reveled	 a	 subepidermal	 vesicle	 with	 infiltration	 of	
eosinophils	(haematoxylin	and	eosin	X200)	
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