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Abstract. In 9 reported cases of periarteritis nodosa ac-
companying pregnancy, 7 patients developed systemic
periarteritis nodosa during pregnancy and died in post-
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partum phase, but full-term infants survived. In 2 cases a
cutaneous form of periarteritis nodosa was diagnosed 12
and 4 years before pregnancy and women survived.

We now report the first case of cutaneous periarteritis
nodosa beginning during pregnancy. After a thorough 4-
year follow-up and a review of the literature we suggest
that the successful maternal outcomes may be related to
the milder prognosis of cutaneous periarteritis nodosa
compared with the systemic form. and that there is appar-
ently no relation between the maternal and the infant
involvement in periarteritis nodosa.

Key words: Periarteritis nodosa: Cutancous form: Preg-
nancy: Survival

Eight cases of periarteritis nodosa (PAN) and preg-
nancy were reviewed in 1978 (1). In one of them.
cutaneous PAN was diagnosed several years before
pregnancy (4). Another similar case was described
by Szinnyai (9). We report here the first case of
cutaneous PAN occurring during pregnancy.

CASE REPORT

A 25-year-old primigravida developed during the sixth
month of pregnancy a painful, violaceous livedo rc-
ticularis of both legs (Fig. 1) with myalgia. On admission a
month later, the patient was pale. with severe asthenia
anorexia and weight loss. Temperature was 37.6°C, BP
120/70. Laboratory studies showed a Hgb of 10 mg. a
WBC count of 7800 and «n ESR of 83 mm. total serum
protein was 7.4 ml/100 ml with a risc in the alpha-2 frac-
tion on electrophoresis. Coombs test and Hb elec-
trophoresis gave normal results. as did the hepatitis-as-
sociated antigen test. the liver function. and the kidney
function studies. Tests for cryoglobulinemia. MNI, rick-
ettsia proved negative. EKG and chest X-ray were nor-
mal.

Biopsy of the skin lesions revealed necrotizing vas-
culitis of the arterioles (Fig. 2) with focal panniculitis in
the hypodermis. Fibrinoid necrosis was found on the inner
arteriolar wall, the media was thickened. the internal elas-
tic lamina disrupted, fibroblasts and polymorphonuclear
leukocytes were prominent.

Three weeks atter admission fever (39°C) appeared.
cutaneous lesions progressed to necrosis and ulceration,
pain and myalgia increased and peripheral neuritis of the
legs and feet occurred, causing unilateral foot drop. BP
remained at 120/70. however. A cesarean section was
performed in the 37th week of pregnancy, delivering a
3000 g healthy boy. Careful examination of the placenta
did not reveal infarcts or necrotizing arteritis. Postopera-
tively the patient was given 120 mg Prednisolone daily.

Clinical improvement with normal temperature began
only a month later and prednisone was then progressively
decreased. After a 4-year follow-up. the boy shows no
signs of vasculitis: the patient has deep atrophic scars on
the legs and permanent foot drop.



DISCUSSION

Among 9 patients with PAN in pregnancy. reported
in the literature (&-4), 7 had no clinical sign of PAN
before pregnancy. All died with hypertension and
impaired renal function simulating toxemia and
PAN—except in one case (4)—was discovered on
post-mortem examination. Maternal deaths oc-
curred in the post-partum phase in each instance. In
one case (3) a therapeutic abortion did not improve
the prognosis.

In 2 other cases, PAN was diagnosed on skin
biopsies 12 (9) and 4 (4) years before pregnancy.
The first patient had only cutaneous lesions for 8
years, but recurrent abdominal involvement oc-
curred later. before pregnancy. Admitted in the
ninth month of pregnancy with hypertension. she
was delivered of an infant whose death was attri-
buted to necrotizing vasculitis of the placenta. Dur-
ing prednisolone therapy, PAN did not worsen in
the post-partum period. In the second case, PAN
was limited to the skin, no placental lesion was re-
ported, and the infant was healthy. The maternal
lesions treated with prednisone. hydroxyproges-
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Fig. 1. (a). Violaceous livedo reticularis of both legs.
(h). High magnification of the livedo.

Fig. 2. Necrotizing vasculitis in a hypodermal arteriole.
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terone and estradiol did not worsen in the post-
partum phase.

Our patient developed PAN during pregnancy.
but in a cutaneous form. This is a distinct clinical
entity (5) usually limited to the medium-size arteries
in the deep dermis and panniculus. It is accom-
panied (2) by pain. myalgia and peripheral neuritis
of the lower extremities. Compared with the sys-
temic form it has a benign course and this may
explain the maternal survival in the 3 cases of
cutaneous PAN.

In our case. the infant survived. as in 6 of the 7
cases where pregnancy could proceed to full term.
The only infant death (9) was related to placental
arteritis and not to infant vasculitis. Thus the
pathological process in pregnant women with PAN
is apparently not transmitted to the fetusin nrero.

Conversely. of the 28 reported cases of PAN in
infancy (6) only 3 began shortly after the birth (10
days, 25 days (10). 6 weeks (7) with symptoms since
the birth), which may suggest an in «tero involve-
ment. In these cases no maternal illness or compli-
cation of pregnancy was reported. Furthermore. of
the 28 cases. only one maternal connective tissue
disease (rheumatoid arthritis) was reported (1).

The fetus resistance to PAN in pregnancy may be
explained by the fact that the fetus cannot syn-
thesize antibodies until after 4 weeks of ex nrero life
(8). Further follow-up of the infants was not re-
ported. In our case no sign of vasculitis could be
detected in the child throughout a 4-year period of
regular follow-up.
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Abstract. A case of palmoplantar pustulosis in a 74-year-
old woman is presented. The clinical appearance suggests
a neurocutaneous pathogencsis.

Kev words: Palmoplantar pustulosis: Neurocutaneous
disease

Palmoplantar pustulosis (PPP) is a chronic and per-
sistent eruption of yellowish sterile pustules occur-
ring predominantly and most often symmetrically
on the thenar or hypothenar eminence and the soles
or sides of the heel. Occasionally the pustules are
more diffusely scattered over the palms or soles (1).

The aetiology is still undetermined (1, 4). The
present case suggests that PPP is a neurocutaneous
disease.

CASE REPORT

A 74-year-old woman was referred with PPP. A brother
had psoriasis. The right hand had been amputated at the
age of 4 because of complications after an antebrachium
fracture.

Since 1978 the patient had been treated for PPP
with local steroides. salicylic ointment. Bucky and
K,MnO, baths without effect. Examination revealed
a crusting, hyperkeratotic element localized to the
hypothenar of the left hand (Fig. 1). On the right ante-
brachium. crusting and hyperkeratotic elements were
foound at the distal end (Fig. 2). The soles showed numer-
ous yellow and brown pustules and crusting. Fig. 3 shows
the therapeutic situation after 5 weeks of treatment with
25 mg aromatic retinoid (Ro 10-9359).





