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CLINICAL REPORT

Benign Degos’ Disease Developing During Pregnancy and
Followed for 10 Years
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Degos’ disease, or malignant atrophic papulosis, is a rare due to progressive occlusion of middle- and small-sized
arteries and veins (4).and often fatal multisystem vasculopathy of unknown

etiology. The cutaneous manifestations comprise eryth- Fifty percent of cases involve the gastrointestinal
tract, making this the most frequent systemic complica-ematous papules, which heal to leave scars with a patho-

gnomonic central porcelain-white atrophic area and a tion. Intestinal perforation is the most common cause
of death from Degos’ disease (5, 6). Nervous systemperipheral telangiectatic rim. Involvement of the gastroin-

testinal tract is observed in 50% of cases, with intestinal involvement, which occurs in 20% of cases, may include
multiple cerebral infarcts, venous sinus thromboses andperforation being the most common cause of death. Other

organ systems can also be aVected; 20% of cases involve subdural hematomas (6, 7).
We describe a patient with onset of the pathogno-the central nervous system. Systemic manifestations usu-

ally develop from weeks to years after onset of skin monic skin lesions during pregnancy. To our knowledge,
this is the � rst report of this association. The patientlesions or, in rare instances, may precede skin lesions. In

the patient with Degos’ disease reported in this article, with Degos’ disease reported here is also of special
interest because she has been free of visceral, neurologic,the characteristic skin lesions developed during pregnancy,

a precipitating event not previously reported. She has or any other systemic involvement for 10 years despite
the presence of � orid skin lesions.survived an unusually long time (10 years) without visceral

or neurological involvement, despite � orid cutaneous
lesions. Moreover, we could detect the presence of anti- CASE REPORT
phospholipid antibodies, the signi� cance of which are

In January 1997, a 26-year-old woman presented withcurrently unclear. These observations therefore con� rm
approximately 30 atrophic porcelain-white scars sur-that there may be a strictly cutaneous form of Degos’
rounded by a rim of hemorrhagic erythema disseminateddisease with a favourable prognosis. Key words: antiphos-
on her trunk and extremities (Fig. 1). The lesions hadpholipid antibodies; Degos’ disease; malignant atrophic
initially appeared during her � rst pregnancy 5 yearspapulosis; porcelain-white scars; pregnancy.
earlier. She had shown small erythematous papules of
2–5 mm, which began to umbilicate over the next several(Accepted March 25, 2002.)
days and did not hurt or itch. The appearance of the
skin lesions upon admittance in our department can beActa Derm Venereol 2002; 82: 284–287
seen in Fig. 2. Physical examination was otherwise with-
out pathological � ndings and the mucous membranesThomas Bogenrieder, The Wistar Institute, 3601

Spruce St., Philadelphia, PA 19104, USA. E-mail: were not involved. The patient had no signi� cant past
medical or family history, and otherwise enjoyed goodbogenrieder@wistar.upenn.edu
health. In particular, she did not complain about gastro-
intestinal or neurological symptoms. There were no

Degos’ disease, or malignant atrophic papulosis (MAP), pathologic � ndings on ophthalmologic examination:
Visual acuity was 20/20 in both eyes. Intraocular pres-is a rare and frequently fatal disseminated occlusive

vasculopathy of unknown etiology. Köhlmeier (1) sures were 16 and 17 mmHg, respectively. Slitlamp and
fundus examination revealed no abnormality in eitherreported the � rst case in 1941 (hence also the name

Köhlmeier-Degos disease), which he believed was related eye. Neurologic examination was also without pathol-
ogic � ndings: There was normal sensation with no signsto Buerger’s disease (thrombangiitis obliterans) , but

Degos et al. (2) reported another case as a distinctive of paresis. Cranial nerve examination and tendon
re� exes were normal with negative Babinski signs.entity a year later. The clinical hallmark of this disease

is a cutaneous eruption on the trunk and extremities. A biopsy specimen from a characteristic lesion on the
thigh revealed an atrophic epidermis with slight paraker-The lesions begin as umbilicated papules and then

quickly evolve into characteristic ‘‘porcelain-white’’ atosis. The underlying dermis contained a typical wedge-
shaped area of necrosis, relatively acellular with con-atrophic scars surrounded by an erythematous telangiec-

tatic border (3). The atrophic scars represent infarction siderable mucin between collagen � bers. The vessels
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Fig. 3. Skin histologic specimen revealing typical wedge-shaped area
of dermal necrosis. Vessels adjacent and deep to the infarct show a
dense perivascular in� ltrate. A small arteriole deep to the apex of the
wedge demonstrates endothelial hyperplasia and occlusion (hematoxy-
lin and eosin; original magni� cation ´ 100 ).

phatidylserin-IgM antibodies (27.7 U/ml; normal range
<15 U/ml ) but not phosphatidylserin-IgG antibodies
or anticardiolipin antibodies. The following laboratory
studies showed normal or negative � ndings: full bloodFig. 1. Typical ‘‘porcelain-white’’ skin lesions occurring in large num-

bers on the calves of the patient at varying stages of development. count including platelet number, erythrocyte sedimen-
tation rate, electrolytes, blood glucose, serum protein
electrophoresis, serum immunoglobulins, Venereal
Disease Research Laboratories (VDRL) test and � uo-
rescent treponemal antibody absorption test (FTA-
ABS), rheumatoid factor, antinuclear antibodies
(ANAs, SSA/Ro, SSB/La, cANCA, pANCA), cryoglo-
bulins, coagulation factors and complement components
(C3, C4). Results of liver and renal function tests were
also within normal limits.

Doppler/Duplex sonography showed no signs of
occlusion or pathologic wall processes in extra- and
intracranial blood vessels. Magnetic resonance imaging
(MRI) was normal, with no evidence of intracranial
hemorrhages or focal areas of abnormal signal.
Gastroduodenoscopy as well as colonoscopy revealed
no abnormalities. As the patient has since not experi-
enced gastrointestinal or neurological symptoms, we
have refrained from repeated imaging analyses or
endoscopic examinations.

DISCUSSION
Fig. 2. Typical skin lesion of Degos’ disease: umbilicated papule with
the characteristic glistening porcelain-white center and a rim of Both the clinical and histopathological � ndings of
erythema. cutaneous lesions in this patient are consistent with

Köhlmeier-Degos’ disease. This disease, or MAP, has
been reported in the literature under a myriad of diVer-adjacent and deep to the infarct showed a dense perivas-

cular in� ltrate. Arterioles deep to the apex of the lesion ent names, including progressive arterial occlusive
disease, fatal cutaneo-intestinal syndrome (8), anddemonstrated endothelial hyperplasia and occlusion

(Fig. 3). Alcian blue stain con� rmed abundant dermal thrombangiitis cutaneointestinalis disseminata. Degos’
disease is a rare and frequently lethal cutaneosystemicmucin deposition. Direct immuno� uorescent testing

demonstrated deposits of immunoglobulins and comple- vasculopathy of unknown origin.
A marked male dominance in this disorder was evidentment around the dermal vessels.

Initial laboratory data showed an increase in phos- in earlier reports (8), but more recent data suggest that
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women are aVected nearly as often as men (3, 9). Infants Below the necrotic dermal zone, the lumen of one or
more blood vessels is reduced by endothelial prolifera-and elderly are exceptionally aVected; onset is typically
tion and often obstructed by a thrombus (11). Degosin the second through fourth decades with a median age
recognized that a lack of histological in� ammation isof 35 years (8, 9). Eight cases of Degos’ disease occurring
characteristic of this condition and diVerentiates it fromin a familial setting have been reported (reviewed in
allergic vasculitides, periarteritis nodosa and various(10)): amongst others, a woman and her son, two
types of thrombangiitis (11).mothers and their respective daughters, and a mother

DiVerent therapeutic measures aimed at in� uencingwith her � ve children. No other compelling evidence to
immunosuppression and the clotting system of thesuggest a genetic predisposition has been uncovered as
patient have been suggested, but there is still no eVectiveyet. The distribution of cases has been worldwide (8, 9).
treatment for Degos’ disease. Treatments including theThe pathognomonic skin lesions are constant and
use of antiplatelet drugs (22, 23), � brinolytics (24 ),usually the � rst signs of Degos’ disease (11). However,
corticosteroids (22, 23, 25), azathioprine (22, 23, 25)similar lesions that mimic Degos’ disease have been
and stanazolol (23) have not proved bene� cial. Plasmadescribed in patients with systemic lupus erythematosus
exchange (6) has also been tried unsuccessfully.(SLE) (12), progressive systemic sclerosis (13), derma-

Our patient is of particular interest for two unusualtomyositis (14) and Crohn’s disease (15 ). The exclusion
features: Firstly, she has survived an unusually longof autoimmune disorders must therefore be especially
time, 10 years, without visceral or neurological involve-rigorous. The earliest lesions are small (2–5 mm), slightly
ment, despite � orid cutaneous lesions. Some patientserythematous papules which begin to umbilicate over
have previously been recognized with isolated skinthe next several days (8, 11). The lesions occur in crops
lesions (3, 19, 20). Our � ndings thus support the exist-of a few to several dozen, and papules at varying stages
ence of a strictly cutaneous form of Degos’ diseaseof development are characteristic. The primary lesions
associated with a benign course. Secondly, our observa-do not itch or hurt (11). Over the following weeks, the
tion identi� ed a possible precipitating event for Degos’centers of the lesions become progressively depressed
disease: This patient � rst developed characteristic skinand gain a pale, glistening, porcelain-white cast (9, 11).
lesions during pregnancy. Other precipitating eventsA thin, detachable � ake of overlying scale may be
have only rarely been described in patients with Degos’present, and there is often a rim of erythema or telangiec-
disease. Reported events include a patient with AIDStasia (8, 11). As lesions wane, the scaling and erythema
(26) and another one with iatrogenic immunosuppres-gradually diminish and a varicelliform scar remains. The
sion (27). Furthermore, antiphospholipid antibodies,oral and genital surfaces are generally spared, although
which have been found in our patient as well as in amucosal papules or scars resembling cutaneous lesions
couple of more recent cases (19), could provide a linkcan be seen in rare instances (8).
between this disorder and pregnancy as they have alsoOcular involvement is present in 13%, occurring
been associated with recurrent fetal loss due to throm-

mainly on the conjunctiva but also on the sclera, epis-
bosis (28). However, they were not detected in another

clera, retina, choroid and the optic nerve (16, 17).
case when looked for (23), and other studies looking

Systemic manifestations usually develop from weeks to
for underlying immunological abnormalities (circulating

years after the onset of the pathognomonic skin lesions
immune complexes, autoantibodies and complement,

or, in rare instances, may precede skin lesions (18). The
immuno� uorescence and lymphocyte transformation)

outcome of Degos’ disease is frequently fatal (11). have found none (29). Thus, their biological signi� cance
Causes of death in this disease include sepsis from remains unclear.
peritonitis (61%), CNS bleeding (18%) and pleural/ We � rst considered the use of oral anticoagulants or
pericardial involvement (16%) (9). aspirin in our patient in view of the presence of antiphos-

A chronic variety limited to the skin that runs a pholipid antibodies. However, because of the absence
benign course has also been described (3, 19, 20). The of previous thromboembolic events and the absence of
frequency of this strictly cutaneous form, based on a gastrointestinal or neurologic symptoms, it was decided
review of 120 cases in the literature, has been estimated not to treat. Our patient remained well despite no
at 4% (20). However, this number is now thought to be treatment during one of the longest reported follow-up
an underestimate due to under-reporting and the failure periods hitherto reported.
of patients with cutaneous symptoms alone to seek
medical advice (19).

The histological features have been described in great REFERENCES
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