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Abstract. Purpurn pigmentosa chronica compri,c, a group 
of vascular disorder, of unknown e1iology. In biopsied 
specimen, obtained from 8 patients. \\ e obser\ cd vascular 
changes such as fibrinoid degenerntion and occlusive 
damage occa\ioned by a hyalinized ,ubstance a, well a, 
swollen endothelia ,n 3. Ho\,C\er. m all biop'>led speci­
mens, direct immunolluorescence studies dcmonstratcd 
depo,itions of C3 or C Jq with or without imm11noglobu­
lins. ,md of fibrin in papillary ,es�els. The,e findings 
suggest the po,sibility that immunological processes are 
involved in producing the histopathologic features of this 
disorder. 

Key ,,·ords: Purpura pigmentosa chronica: Immunolluo­
rescence findings: Va�cular alteration,: 
Mononuclear cell vasculiti, 

Purpura pigmento,a chronica (PPC) or purpura 
pigmcntosa progre�siva is a group of dermatose� 
characteriLed by pctechiae and brownish pigmenta­

tion, particularly on the lower extremities. without 

any associated hematologic disorders or obvious 

venous insufficiency: thus progressive pigmentary 

disease (Schamberg), purpura annularis telangiec­

todes {Majocchi) and pigmented purpuric lichenoid 

dermatitis (Gougerot-Blum) are clinical entitie� 

which can be grouped togcther as PPC because of 
the similarities of their clinical as well as hi�­
topathological features (10). 

Although the etiology of PPC remains obscure. a 

disturbance of peripheral circulation and a \\eak­
ness of thc blood vessels have been suggcsted ai. a 

po��ible cause: in some cases. the cutaneous fragil i­
ty test ( Rumpel-Leede) ha� becn reported to be 

positive (4). Furthermore, its occurrence in mem­

bers of the �ame family has been described (2) and a 

manifestation of an auto,omal dominant trait ha!> 

been suspected (61. 

On the other hand. pigmented purpuric lesions 
similar ro those of PPC have becn reportcd to de­
vclop as a result of sensitivity to wool oil (7) or or 

carhromal (8). On the ba�i� of 1hese faCI!> and the 
hi�topathologic picture which is characterize<l by a 

mononuclear cell infiltration around the capillarics 
in the dermal papillae. diapedesi� of red blood cells 
and �pongiosis of the lower epidermis wilh deposi­

tion of hemo�iderrn in ol<l le�ions. lllig & Kalkoff (8) 
�uggeste<l the involvement of cellular immunity. 

possibly with hu moral immunity, in !he patho­

genesis of PPC. 
Howevcr. to our knowledge, no specific im­

munological finding� have been reported in PPC. 

Recently we have found interesting immunohi�­
topathological evidence in all 8 patients with PPC 
studied. which prompted the present report. 

MATERIAL AND METHODS 

Biopsy material from 8 patients with skin fin<lings charac­
teri,tic of PPC was studied in the form of hematoxylin and 
eo�in (H-E) section� and immunolluore,cencc technique. 
Clinically, 5 patients belong to Schamberg·s di5ease. one 
to Majocchi's purpura and 2 to eczematide-like purpurn of 
Doucas and Kapetanak,s. Each half of the biop�y speci­
men, taken from fresh lesions was prepared for ordinary 
H-E sections and for frozen sections for direct immuno­
lluore,cencc ,tudie�.

on-fixed. snap-frozen specimens were studied \\ ith 
FITC-labelled anti-human lgG. lgA, lgM, C lq, C3 and 
fibrinogen sera produced by MBL* (Medical and Biologi­
cal Laboratories. Nagoya. Japan). partly by Behring••. 
Each fluorescein/protein ratio was as follows; FITC-la­
belled anti-human lgG ( 1.9•. 1.6*). lgA ( 1.8**), IgM 
(2.1 ... I. I*). Clq ( 1.4*). C3 (2.9*�, 1.5*). and fibrinogen 
(1.3*. 1.5*). 

RESULTS 

Table I presents the pertinent clinicaL histo­

pathological and immunohistopathological data 
on the 8 patients. 

Clinica/ _(t11di11g l 

Brown or dusky red macules containing pinhead­

si,ed petechia were seen mainly on the legs of 5

Aclll Dermmm·ent'r f .",tvd,hoJm, MJ 



34'.l !,hart report� 

Table J. Swnmary vf.fi11di11gs in X patient� 11·i1'1 p11rp11/'{/ pig111e111<1.\a drro11icc1 

S; Schamberg·s disease, M; Majocchi', di\ease. D-K: Eczematide-like purpura of Doucas-Kapetanakis. N.O.: not 
done. mo,.: months. ( I: immune deposit, at the dermo-epidcrmaljunction. :!: faint. +:mild.++: moderate. ++-r: 
�evere 

lmmuno-
Epiderm.il Va,cular glob- Comple-

Dura- change damage ulin ment 

Casc no./ Type of Di,lri- 1ion <H E (H-E I, esset ( ,e,sel 
Age/Sex lesion Symptom bu1ion <mos.) �ec1ion) sec1ion) wall) wall) Fibrin 

1/60/2 s (-) Leg, 3 ± -++ lgM 0 
:!/53/d s 11chmg Leg,. 4 + ( ) C3 + 

3/58/o s (-) 

planla 
Leg,. :!0 ::: +..- lgM C3 + 
foul 

4/47/Q s ltching Leg, :! ---,. ( ) C3 + 
5/7 I/ o s 1-) Leg� 9 + (-) C3(C31• 

6/50/ o 0-K (-) Leg,. :! -+ --. ( ) C3 N.D.
abdomen 

7/77/d D-K ltching Legs. T lgM Clq (C3J� 
abdomen 

st29/o M (-1 Leg� I:! lgA C3 

Fig. I. Browni,h pigmented macules ,tudded with 
petechiae on 1he lo,, er legs m ca�e 5. 

Fi,:. 2. Annular pigmented lesion composed of punctiform 
purpura in casc 8. clinically diagnoscd as Majocchi'� pur­
pura. 
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Fig. 3. Remarkable fibrinoid degeneration of the vascular 
walls of the dermal papilla with a perivascular lymphohis­
tiocytic infiltration in case I. Note the presence of nuclear 
du�t. 

patients (cases 1-5) (Fig. I). In cases 6 and 7 
punctiform purpurn spread over the lower limbs and 
abdomen and then faded in a course of a few weeks 
leaving brownish pigmentation bchind. thus being 
clinically diagnosed as eczematide-like purpurn. In 
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patient no. 8, who was diagnosed clinically as hav­
ing purpurn annularis telangiectodes, the primary 
lesion was brownish pigmented macules composed 
of punctiform petechiae. which later formed an 
annular configuration due to fading of the pig­
mented central portion (Fig. 2l. 

Histopatlro!og_,. 

A perivascular lympho-histiocytic infiltration and 
extravasated erythrocytes were observed in the up­
per dermis in all the cases. with varying degrees of 
epidermal exocytosis and accompanying spongiotic 
bulla formation. Close examination of the vascula­
ture in such areas revealed swollen endothelia in 5 
cascs. Moreover. it is remarkable that fibrinoid de­
generation was observed in cases I. 3 and 6 (Fig. 3). 
However, thcrc was no correlation between the 
vascular damage and epiderrnal changes. 

/1111111111q/l11ore.1cc11ce studies 

All biopsy specirnens showed granular or dense 
globular deposits of C3 or Clq. with or without 
immunoglobulins. in the walls of the blood vessels 
in the papillary dermis. Furthermore. in 2 patients 
(cases 5 and 7) granular deposits of C3 were also 
demonstrated at the dermo-epidermal junction 
(Figs. 4 and 5). The immunoglobulins detected in 
the lesions were lgM in 3 cases and lgA in one. 

In addition, deposits of fibrin were found in the 
papillary vessels in all the studied cases ( Fig. 6). 

DISCUSSION 

The present study disclosed the characteristic his­
topathologic picture of PPC in all 8 cascs. In addi­
tion. swelling of the endothelia was noted in 5 cases 

Fii;. 4. Granular deposits of C3 along the 
dermo-epidermal junction and a dense 

globular deposition in the vessel wall in 
case 5. 
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J-ix. 5. The prcscnce of C3 in both the papillary vessels 
and the horny layer t rithl (lho,·e) was found with simul­
ianeous depo,11ion� at the dermo-ep,dermal juncuon m 
ca�e 5. 

and fibrinoid degeneration with occlusi, e change 

further noted in 3. Pinkus & Mehregan ( 11 J re­

gardcd such fibrinoid degeneration of vesscl walls. 
which might be observed only in favorable �ections. 

a� the hallmark of PPC ( 11 ). Furthermore. Il is 

noteworthy that our immunonuorescence study 

demonstrated the depo�ition of CJ and fibrin. occa­

l>ionally as�ociated with lgM or lgA. in the vcssel 

walls or along the dermo-epidermal junction of the 

le�ions. No such findings have bcen made in PPC. 

,o far as we know. 
The immune deposits in ve�sel walls are a charac­

teristic feature of cutaneous necrotizing vasculiti� 

and their prcsence constitutes firm evidence that 

1mmune complexes play an important role in thi� 

kmd of vasculitis. lf a similar mechanism also un­
dcrlies the dcvelopment of PPC. it is of interest that 

the histologic feature of PPC i� distinct from that 

of leukocytoclastic va<,culitis. Howe,er. even in 
nccrotizing vasculiti�. it is reported that patient� 

with normocompletemia exhibited predominance 

of lymphocytes as compared with those with 
hypocomplementemia. ,, here neutrophils predomi­

nate arnong the infiltrating cells (I:?). This might be 

due to the difference in membrane receptors for 

immunoglobulins and complement. e.g. receptors 
for C3d arc noted on B lyrnphocytes and those for 
C3b are present on ncutrophils. which accounts for 

the differing histologic appearance of rnononuclear 

cell vasculitis and leukocytoclastic vasculitis. as 
�uggested by Kazmierowski & Wuepper for

erythema multiforme: they found deposits of IgM

"'' la Dernwltn uu r tStoc-J..J,o/m; f>IJ 

Fi�. 6. Dense deposition offibrin in the walb of the blood 
vessels. ulmost encircling the vascular lumina and at thc 
dermo-epidermaJ junction in case 2. 

and C3 in papillary vcssels. but only in early lesions 
(9). Furthcrmore. in l11pu, erythemato,u,. a densc 

lymphocytic infiltration rather than that of pol)• 

morphonuclear leukocytes is predominant in spite 
of the deposits of imrnunoglobulins and cornple­

ment. 

We must consider if another possibility that these 

immune deposits might represcnt only a secondary 

event to a cell-mediated immune respom,e. In lichen 

planus. which reveals a dense mononuclear cell in­

filtration in the upper dermis. probably as a mani­

festation of a cell-mediated imrnune rcaction. de­
posits of imrnunoglobulins chicfly of lgM and fibrin 

were also dernonstrated (l. 3). 

Recently, Duncan & Winke!mann (5) noted a 

perivascular lymphocytic infiltrate with a focal area 

of lymphocytic epidermal invasion in addition 10 the 
feature indicating that lymphocytes may be a pri­
mary intlammatory cell early in many forms of 

vasopermeable conditions (5). Thus. we cannot 

cornpletely exclude the pos�ibility that the mono­

nuclear cell infiltration may be an event secondary 

to increased vasopermeation and that the deposits 



of immunoglobulim, and complement are simply 
trapped in fibrin depo:-.its ( 13). although such a pos­

sibility seems ro be rather unlikely because of the 

�electivity of immunoglobulins and of the �pecific 
\ite of deposition. viz. vessel walls and dermo­

epidermal junction. the sitcs most frequcntly in­

volved in the deposition of immune complexes in 

the skin. 
Although thcrc is much yet to be studied before a 

definite process of the pathogenesis for PPC is es­

tablished. our findings seem to imhcate at least a 
new direction of re search in this disorder. 
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Key 11·ords: Gardner-Diamond syndrome; Autoerythro• 
cyte sensitization syndrome: Painful bruising 
syndrome: Differential diagnosi, 

The spontaneow, occurrence of wide;.pread ec­

chymoses in a patient not exhibiting coagulopathy 

leads toa spectrum of differential diagnoses includ­

ing amyloidosis. anaphylactoid purpura. 
pseudoxanthoma elasticum, Ehlers-Danlos syn­

drome. autoerythrocyte �ensitization and autosen­
sitization to D A ( 11 ). This paper reports on a 
patient exhibiting the characteristic clinical findings 

and skin reactivity indicative of DNA autosensitiza­
tion. The syndrome will be discussed brieny with 

particular reference to the differential diagnosis to 
autoerythrocyte sensitization. 

CASE REPORT 

A 48-year-old fcmale patient presented with widespread. 
well circumscribed ecchymoses on the buttocks and ex­
tensor and tlexor sites of her extremities. The lesion;, 
which erupl spontaneously. are not precedcd by trauma 
and appear initially as red. tender. macular 10 slightly 
raised patches. 1-2 cm in ,iLe. which ,ometimc� disappear 
quickly or more orten sprcad peripherally within a fcw 
hours. becoming surrounded by a wcll defined blue ring­
shaped area about 1-2 cm in width. Some hours later 
numerous ecchymoses develop in these site�. which be­
come confluent and finally resemble widespread hcma­
tomas (Fig. I a. h). 

The first attack leading to these skin changes occurred 5 
month� prior 10 admission and recurrent eruptions ap­
peared at intervals of 2 to 3 weeks. There were no sys­
temic symptoms such as fever. arthralgia or malaise. 

The patient was Mrumectomized 18 years ago. Seven 
years ago vitiligo developed on the hands and knees. The 
patient is now in otherwise good health. she appears emo­
tionally well balanced: the family history is unremarkable. 

The general physical examination. ophthalmological 
examination, chest rocntgenogram and thyroid scinti­
graphy ,howed no abnormalities. Platelet counl. fibrino­
gen. prothrombin time and partial thromboplastin time 
were within normal ranges. as were ESR, urinalysis, com­
plete blood count. serum analysis for glucose, blood urca 
nitrogen. creatinine. sodium. pota,,ium. chloride. cal­
cium, phosphate. uric acid. iron. cholesterol. triglyce­
rides, alkaline phosphatase. SGOT. SGPT and LDH. 
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