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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.

ACKNOWLEDGEMENTS

We thank Mr Ragonnaud for the photographs and Mrs
Brunel for preparation of the typescript.

REFERENCES

1. Benyo, R. B. & Perrin, E. V.: Periarteritis nodosa in
infancy. Am J Dis Child /76: 539. 1968.

2. Borrie, P.: Cutaneous polyarteritis nodosa. BrJ Der-
matol 87: 87, 1972.

3. Chesley, L. C.: Maternal deaths. Bull M Hague
Matern Hosp 2: 91, 1949.

4. De Beukelaer,M. M., Travis, L.B. & Roberts. D. K.:
Polyarteritis nodosa and pregnancy: report of a suc-
cessful outcome. South Med J 66: 613. 1973.

. Diaz-Perez. J. L. & Winkelmann. R. K.: Cutaneous
pariarteritis nodosa. Arch Dermatol 7/0. 407, 1974.

6. Ettlinger, R. E.. Nelson, A. M., Burke. E. C. & Lie,

J. T.: Polyarteritis nodosa in childhood. A clinical
pathologic study. Arthritis Rheum 22: 820, 1979.

'

Acta Dermatovener (Stockholm) 62

7. Liban. E., Shamir. Z. & Schorrs, S.: Periarteritis
nodosa in a nine-month-old infant. Am J Dis Child
88:210, 1954.

8. Reed. N. R. & Smith. M. T.: Periarteritis nodosa in
pregnancy: report of a case and review of the litera-
ture. Obstet Gynecol 55: 381, 1980.

9. Szinnyai, M., Toth, F., Hegyi.J. & Fildp. E.: Polyar-
teritis nodosa and Schwangerschaft. Zentralb! Gynae-
kol 7: 21. 1970.

10. Wilmer, H. A.: Two cases of periarteritis nodosa oc-
curring in the first month of life. Bull Johns Hopkins
Hosp 77: 275, 1945.

Palmoplantar Pustulosis:
A Neurocutaneous Disease?

Knud Hamann

Department of Dermatology. Gentofte Hospital.
DK-2900 Hellerup, Denmark

Received September 22, 1981

Abstract. A case of palmoplantar pustulosis in a 74-year-
old woman is presented. The clinical appearance suggests
a neurocutaneous pathogencsis.
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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).



DISCUSSION

The present case suggests that PPP is a
neurocutaneous disease, since the patient had a
crusting, hyperkeratotic eruption on the amputated
arm.

The symmetry of the disease is distinctive (4). A
neurocutaneous pathogenesis could explain the
eruption seen in this case and the symmetry gener-
ally observed.
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Fig. 1. Hyperkeratotic ele-
ments on the hypothenar of
the left hand.

Abnormal function of the granulocytes has been
reported in PPP as well as in other chronic diseases
(2, 3). Recently. increased prevalence of antithyroid
antibodies and thyroid diseases in PPP has been
described (5). Tetracycline treatment improved the
lesions of PPP in double-blind cross-over investiga-
tions (7. 9).

One could speculate that in some cases infection
could provoke an automimmune response where
the autoimmune reaction is directed partly against

Fig. 2. Hyperkeratotic ele-
ments on the amputated an-
terior aspect of the right an-
tebrachium.
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neurocutaneous elements. The intra-epidermal
abscesses might be the result of trans-epidermal
elimination of immune deposits from the dermis (8).
A neurocutaneous pathogenesis would support the
“lower epidermis’” theory concerning the mor-
phogenesis of PPP (i.e. the first phase in character-
ized by spongiosis and vesicle formation in the low-
erlayers of epidermis) (7).
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Fig. 3. Soles after S weeks of
treatment with Tigason® (Ro
10-9359).
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Abstract. A 4l-year-old tyrosinase-negative male albino
presented with congenital bilateral inguinal hernias, club
feet and squamous cell carcinoma of the glans penis. Such
associations do not appear to have been reported previ-
ously.





