
0.95 and 8.6% with 0.99 confidence probability. 
respectivcly). it doc-; not suggest either that routine 

ophthalmologica! screening of all patients with AD 
is indicated. 
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Abs1rac1. A 69-}ear-old man with recurrent eruption� of 
pyoderma gangrenosum for 4 years i;, described. The pa-
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tient also suffered from paraproteinemia (increa,ed lgA 
with M-componenl) and transicnt acantholytic dcrmatosis 
rcscmbling pemphigus erythematosus. He had no intesti
nal �ymptoms. 

/,,"ey words: Pyodcrma gangreno,um: Pan1proteinemia: 
Subcorncal acantholytic bulla formation: 
Pcmphigus erythemato,us-like eruption: 
Tran�ient acantholytic dermatos1\ 

Pyoderma gangrenosum is an ulcerating intlamma

tory skin condition of unknown origin, but with 

typical clinical characteristics. Pyoderma gangre
nosum is considered to be an auto-immune disease 
and is often accompanied by chronic ulcerative 
colitis. rheumatoid arthritis and paraproteinemia. 

Pemphigus erythematosus is also regarded as an 
auto-immune disorder. It is extremely rare in Den
mark. 

Thi� case report presenb a patient �ufTering from 
pyoderma gangrenosum. paraproteinemia. and 
tran�ient acantholytic dermato�is �esembling pem
phigu:, erythematosus. 

CASE REPORT 

A 69-ycar-old man v.ith no family history of :,kin disor
dcrs. At the age of 65 years the patient devcloped a painful 
blubh discoloration on his left lower leg without any pre
ceding trauma. Treatment "'ith ,y,temic and topical an
tibiotic, ,,as in�lltuted. but he developed a putrid. necro
tic ulceration measuring J4x 16 cm. The edge;, were vio
laccou,. clevated and undem1ined (Fig. I). The patient 
had no intestinal �ymptoms. 

Hi,1opa1hological cxamina11on ,howed pscudoepithelial 
h} perplasia and dcrmal abscesse, "ith inflammatory infil
trate of neutrophil granulocytcs and lymphocytes. Many
fibroblasts and blood vessels wcre present. Fibrinoid ne
crosis was present in the vascular wall.

The patient wa, treated with ,alicylazosulphapyridine 3 
gram, daily and topical antibiotic'>. As this treatment was 
"ithout effect. a ,plit-,kin transplantation w.i, performed. 
and the ulcer healcd. 

One year later the patient developed non-pruritic 
erythematous cru,ted skin lesion,. mainly on the trunk. 
and for a short timc there were facial lesions too. In some 
place, ,mall bullae were present. but no papulcs. The 
lesions healed spontaneously. forming brownish crusts. 

Histopathological examination revealed an acanthotic 
epidermis. subcorneal bulla formation with neutrophil 
granulocytes and acantholytic cells. and in the dermis 
perivascular infiltration with lymphocyte, and granulo
cytcs was found. Direct immunonuorescence microscopy 
(from several lesions on thc trunk) demonstrated only 
nuorescence of complement C3 al the dermo-epidermal 
junction. lndirect immunonuore,cence micro,cop� "a, 
negative. Fluore�cence could not be demonstrated in skin 
biopsy specimen� from normal �kin. 

A<·f11 Dl•,·nwto,·ent'r (Stod,holm) 6/ 
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At the ,ame 1ime the patient de,eloped a �Ox�O cm 

pyodcrma gangrenosum lcsion in the !umbar region. 
Aga in thc patient ,..a, 1reated "llh salicylazosulpha

pyridine and 1opical an1ibio1ics. and 1he J)<:mphigus
like lesion� w i1h lopical cor1icos1cro1d,. The ulccr healed 
as abo did 1hc blis1er lesion,. 

After a period of 2 years the patient again dcveloped a 

pyoderma gangreno�um lesion. nov. in the groin and 
er�1hema1ou, bullous ,I.in lesion, on 1he trunl. (Fig. 2). 
Once morc: 1hese pemphigus ery1hcma10su,-like lesions 
wcrc treated wi1h topical steroid and the pyodcrma gan
ircno,um ulccr with clofozimine (l.ampren' I 300 mg drul}' 
for 9 weel.,. The ulccr healed. bu1 the bullous eruption 
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remained unchanged. The only side effec1 of1he treatment 
with clofa1.imine was a pronounccd. diffuse rcdness of thc 
,kin and a rever,iblc corneal epi1helial dyslrophy. 

Laborntory dala ,howed an increased ,cdimen1a1ion 
ra1e (45 mm/hour). increased complement C3 and C4. in
creased lgA: 14.2 (normal range 0.6-3.4 g/1) with a M
component. while lgG and lgM were normal: antinuclear 
antibod1e, (A ·A1. rheumatoid factor and LE cells could 
not be demonstrated. O1her rou1ine hematological exami
nations were normal. X-ray examina1ion of lungs and co
lon showed no abnormalitie,. Biopsy material taken from 
the mucou� memhrane of thc rcctum ,ho" ed no 
pathological change,. 



DlSCUSSlON 

The case prcsented here showed typical features. 

clinicall y a, v.,elJ as hi-;tologically. of pyoderma 
gangrenosum. 

Pyoderma gangreno�um is often accompanied by 

ulcerative colitis. regional enteritis. rheumatoid ar
thritis. and paraproteinemia (I). and in the present 
case a paraproteinemia of the lgA was found. 

Salicylazosulphapyridine (8) and clofazimine 

(Lamprenll ) (7. 9) arc cffective in the treatment of 

pyoderma gangrenosum. In our patient. treatment 

with salicylazosulphapyridine was only partially 

successful. but clofazimine healed the ulcer com
pletely. 

The origin of transienl acantholytic dcrmatosis is 

1101 known. It belongs to the group of primary 
acantholytic diseases (3). This syndrome is not un
common in men over 40. The lesions are mostly 

papules or papulovesicles. which may be oedema
tous and crustcd. Scvere pruritus is often present 

(:!). 
Tran�ient acantholytic dermatosis may mimic 

pemphigus erythematosus. which usually has a be

nign course compared with other forms of pem

phigus and may persist indefinitely as a localized 
diseasc without ever becoming generalized (6). The 
two diseases can be di!Terentiated from each other 
by immunolluorescence studies. 

In pemphigus erythematosus, direct immuno

lluorescence microscopy reveals intercellular linear 
fluorescence of lgG and complernent as well as 

fluorescence at the dermo-epidermal junction (LE 

bands> (4, 6). This lluorescence can be dem
onstraled in almost all patients with pemphigus 

erythematosus. especially in lesions on the fäce. but 

occurs less frcquently in lesions localized to the 
trunk (4). 

Among the group of pemphigus diseases, pem

phigus erythematosu;. i;. the one most commonly 

found in association with other auto-immune di�
ease� (6). A few cases havc bcen reported where 
pemphigll!, erythcmatoSU!, was accompanied by 

systemic lupus erythematosus, thymoma, mya

sthenia gravis or rheumatoid arthritis (5). 

Reports of the simultaneous appearance of tran

sient acantholytic dermatosis, pyoderma gan
grenosum and paraprotei nemia have. to the best of 

our knowledge. not been published before. At pres
ent we are not able LO interpret this udd combina
tion of disorders, but in the hope that others have 
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becn confronted with the same problem, we made 

this repon. 
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Abstract. Acrokcrato-elastoidosis belongs to the group 
of diffuse palmo-plantar keratoses without associated 
,ymptom,. We repon a 25-year-old man who has had 
typical skin lesions for 5 ycar,. The histopathological 
changes are described. By electron microscopy. changes 
in denna! elastic fibres as previously rcported in patients 
with acrokerato-ela,toidosis were ab,ent. 

Key 11·ords: Acrokerato-elastoidosis: Palmo-plantar kera
toses; Hyperhidrosis: Elcctron microscopy 

A peculiar skin disorder localized to hands and feet 

was first described by Costa in 1952 (I). His patient 
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