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Abstract: Epidermolysis	bullosa	acquisita	is	a	severe	autoimmune	subepidermal	bullous	disease.	In	this	report,	we	described	
for	the	first	time	a	patient	with	epidermolysis	bullosa	acquisita	who	developed	acute	renal	failure.	There	is	a	possibility	that	
epidermolysis	bullosa	acquisita	and	acute	renal	failure’s	pathogenesis	shared	some	common	autoimmune	pathways.	Moreo-
ver,	acute	blood	volume	reduction	may	be	another	cause	of	prerenal	kidney	failure.	Further	studies	are	needed	to	verify	our	
hypothesis.
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INTRODUCTION
Epidermolysis	bullosa	acquisita	 (EBA)	 is	a	severe	autoim-

mune	subepidermal	bullous	disease,	with	autoantibodies	attached	
to	the	cutaneous	basement	membrane	zone	(BMZ)	of	the	skin.	1	EBA	
was	reported	to	occur	along	with	many	systemic	diseases,	such	as	
systemic	lupus	erythematosus	(SLE),	Crohn’s	disease,	Graves’	dis-
ease,	and	viral	 infection,	with	Crohn’s	disease	being	the	most	fre-
quent.	2,3		In	this	report,	we	described	for	the	first	time	a	patient	with	
EBA	who	developed	acute	renal	failure	(ARF).

CASE REPORT
A	74-year-old	Chinese	Han	man	reported	a	history	of	pruri-

tus	universalis	for	six	months	and	bullous	eruption	on	the	trunk	for	
one	month.	He	was	in	good	health	before	the	onset	of	the	disease,	
according to yearly physical examinations. He had no chronic dis-
ease	and	was	not	regularly	taking	any	medicine.	Before	being	ad-
mitted	to	our	hospital,	he	had	been	treated	with	oral	prednisone	50	

mg	for	six	days,	but	there	was	no	improvement	of	the	skin	lesions.	
Numerous	erosions	and	blisters	were	observed	on	the	 trunk	skin,	
with	a	mosaic-like	distribution,	and	the	Nikolsky	sign	was	negative	
(Figure	1).	The	blood	count	 test	and	liver	and	renal	 function	tests	
were normal three days before the hospital visit.

Skin	biopsy	revealed	a	subepidermal	blister	with	lympho-
cytes	 and	 eosinophils	 infiltrating	 into	 the	 superficial	 layer	 of	 the	
dermis.	Perilesional	skin	direct	immunofluorescence	(DIF)	revealed	
linear	deposition	of	IgG,	IgA,	and	C3	at	the	dermo-epidermal	junc-
tion.	 Indirect	 immunofluorescence	 (IIF)	 studies	 on	 salt-split	 skin	
demonstrated	deposits	of	 IgG,	 IgA.	and	C3	autoantibodies	on	the	
dermal	side	of	the	dermo-epidermal	separation,	pemphigoid	circu-
lating	antibodies	were	negative	(Figure	2).	These	findings	support-
ed	the	clinical	diagnosis	of	EBA.

The patient was treated with methylprednisolone at 80 mg 
per	day	and	ethacridine	 lactate	soaking.	After	 three	days	of	 treat-
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FIgure 1: Numerous	erosions	and	blisters	on	the	back

FIgure 2: Deposits	of	IgG,	IgA,	and	C3	autoantibodies	on	the	der-
mal	side	of	the	dermo-epidermal	separation	(X200)

ment,	he	showed	significant	improvement:	all	lesions	began	to	heal	
with	no	new	vesicle	eruptions.	However,	acute	renal	failure	(ARF)	
occurred. The liver and renal function tests showed total protein in 
serum of 56.5 g/L (normal is 60-83 g/L),	in	creatinine	of	258.0	umol/L 
(the normal is 45-85 umol/L),	in	urea	of	19.26	mmol/L (the normal is 
1.7-8.3 mmol/L),	and	in	uric	acid	of	560.0	mmol/L (the normal is 214-
488 mmol/L).	The	blood	count	test	was	normal.	His	urine	volume	
was	no	more	 than	400	ml	within	24	hours,	and	routine	urinalysis	
revealed	ERY++++,	PRO+.	The	next	day,	the	patient’s	physical	con-
dition became worse: total protein in serum was 45.7 g/L;	creatinine,	
384.9 umol/L;	urea,	34.67	mmol/L;	and	uric	acid,	748.0	mmol/L.

The patient was transferred to the nephrology department 
of	Qihe	county	people’s	hospital	for	further	treatment.	He	was	treat-
ed	with	 0.9%	NaCl	 and	hydroxyethyl	 starch	 (HES)	 to	 expand	his	
blood	volume,	together	with	intravenous	injections	of	lipid	soluble	
and	water	soluble	vitamins,	adenosine	triphosphate	(ATP),	MgCl2,	
and	 KCl.	Methylprednisolone,	 at	 80	mg	 per	 day,	 was	 continued.	
After	 two	 weeks	 of	 treatment,	 the	 patient’s	 creatinine	 was	 105.6	
umol/L and his urea was 12.23 mmol/L,	so	the	prednisone	dose	was	
reduced	to	60	mg	per	day,	and	no	new	bullous	eruptions	occurred.	
Eight	weeks	 later,	his	 creatinine	 level	was	112.1	umol/L	and	urea,	
10.23 mmol/L,	so	the	prednisone	dose	was	reduced	to	50	mg	per	day,	
and very few erythemas were seen.

DISCUSSION
In	this	case,	ARF	occurred	shortly	after	the	development	of	

EBA,	and	rapidly	recovered	with	symptomatic	treatment.	Although	
many autoimmune diseases could simultaneously develop in the 
same	patient,	it	is	still	unclear	why	these	two	diseases	occurred	al-
most simultaneously in our patient and whether their pathogeneses 
are related. It is important to investigate these relationships and pro-
vide	more	effective	treatment	for	EBA	in	order	to	better	prevent	the	
occurrence	of	ARF.

EBA	is	an	autoimmune	disease,	which	is	associated	with	a	
systemic	disease	in	10-50%	of	the	patients.	4 Many different abnor-
mal	antibodies	and	alexins,	 including	IgG,	IgA,	IgE,	IgM,	C3,	and	
C4,	have	been	found	in	the	skin	and	other	tissues	of	EBA	patients.	
5-8 Patrick	Macken	et al. reported a case of crescentic glomerulone-
phritis	in	a	patient	with	EBA	in	1995,	which	suggested	an	autoim-
mune	relationship	between	EBA	and	kidney	disease.	9 Therefore,	it	
is	possible	that	EBA	and	ARF	pathogeneses	share	common	autoim-
mune	pathways.	In	addition,	due	to	the	large	amount	of	exudate	on	
the	skin	lesions,	patients	with	severe	EBA	suffer	from	acute	blood	
volume	reduction,	which	may	be	another	cause	of	pre-renal	failure.	
Further	studies,	such	as	renal	biopsy,	are	needed	to	verify	our	hy-
pothesis.	Nevertheless,	many	reasons	could	lead	to	ARF,	such	as	de-
creased	renal	perfusion	due	to	volume	depletion,	acute	heart	failure,	
acute	hepatic	failure,	acute	tubular	necrosis,	obstruction	of	urinary	
flow,	and	prostatic	hypertrophy.	 10,11	Urinary tract obstruction and 
infection could be excluded according to clinical manifestations and 
laboratory	examination.	The	gold	standard	of	ARF	diagnosis	is	the	
biopsy,	but	it	was	declined	by	the	patient	and	relatives.	Therefore,	
we	could	not	confirm	the	exact	etiology	of	ARF	in	this	case.	q
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