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Juvenile Generalized Pustular Psoriasis in a Pair of Monozygotic
Twins Presenting Strikingly Similar Clinical Courses
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We describe an exceptionally rare case of juvenile generalized
pustular psoriasis noted in monozygotic twins who, after devel-
oping the disease on the same day (the 48th day after birth)
continued to show strikingly similar clinical features of general-
ized pustular psoriasis for 7 years. Not even therapeutic in-
tervention by tonsillectomy performed at age 4 years on one of
the twins, which was expected to have some beneficial effect,
could decrease the number of attacks or pustulation compared
with the counterpart. Key words: HLA typing; Tonsillectomy.
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Generalized pustular psoriasis (GPP) is categorized into five
clinical groups: acute generalized psoriasis, generalized pustu-
lar psoriasis of pregnancy, circinate and annular pustular pso-
riasis, juvenile and infantile pustular psoriasis, and localized
forms (not acral or palmoplantar) (1). GPP is rare during the
first year of life (2-4). In contrast to adult patients (5), there is
a prior history of psoriasis vulgaris in less than 12% (6). GPP
in twins seems to be extremely rare, and to our knowledge
none of the studies dealing with psoriatic individuals with
identical constitutions, i.e.. monozygotic twins, have any data
about GPP (7. 8).

The treatment of GPP is a difficult problem and often un-
rewarding (9). Claims that streptococcal infections are precip-
itating or exacerbating factors in most GPP have not been
substantiated (2, 10-12). and there has been constant debate
whether removal of an infectious focus plays a part in the
treatment of this disorder or not (2, 13). Most studies are
uncontrolled. In this article we describe an exceptionally rare
case of juvenile GPP in monozygotic twins with strikingly
similar clinical features of GPP and the clinical courses of the
twins with and without tonsillectomy.

CASE REPORT

Four-year-old Japanese male twins were referred to the Dermatology
Clinic, Tohoku University School of Medicine, in June 1989, Past
history disclosed that they were born without any complications on
December 23, 1984, On February 7, 1985, 48 days after birth, both of
them developed a sudden generalized pustular eruption and a fever,
without preceding signs of cutaneous disease, and were seen by a
dermatologist. From September 1987 through March 1988 they were
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hospitalized in Yamagata University Hospital and treated with PUVA,
corticosteroid ointments and emollient creams without significant ben-
eficial effects. In the following 15 months they experienced recurrent
sudden generalized annular erythema surmounted by superficial pus-
tules on the scalp. face, extremities. and trunk approximately once a
month (Fig. 1). Each episode was associated with prostration, fever.
chills. malaise, anorexia, and pruritus. Each attack of the eruption
usually lasted only 24 h before becoming desquamatous. the skin
becoming paler as peeling and desquamation followed pustulation. No
correlation was found between flares of GPP and upper respiratory
infections, seasonal change. or nervous tension. Laboratory studies
had shown normal serum protein, albumin, and calcium levels before
and after each episode.

HLA analysis showed that they shared the same HLA types. namely
HLA-A2 and A24, B51 and Bw52, and DR2 and DR4. Only a mild
leukocytosis was found during most exacerbation. Biopsy specimen
from lesional skin (stained with hematoxylin and cosin) disclosed
parakeratosis and elongation of the ridges with spongiform pustules
(Fig. 2).

On August 10, 1989, one of the twins underwent tentative tonsillec-
tomy despite the lack of any signs of focal infection. During the first 2
months. he showed an exacerbation of skin lesions. Thereafter he

Fig. 1. Generalized pustular psoriasis characterized by collarette scales
and macroscopic pustules at advancing edges covering the lower ex-
tremities noted in one of the twins at the age of 4 vears,

Acta Derm Venereal (Stockh) 72



444 H. Takematsu et al.

Fig. 2. Biopsy specimen revealing parakeratosis. elongation of the
ridges and spongiform pustules (200 x ).

seemed to experience fewer bouts of fever and less of the toxicity
associated with generalized flares of sterile pustules that resolve within
a few days. However, the disease then continued to run exactly a
parallel course in the twins in the following 3 years without showing
any effects of the tonsillectomy of that one of the twins had under-
gone.

DISCUSSION

Psoriasis in monozygotic twins tends to be similar, with respect
to age of onset, distribution pattern, severity, and course. In
the extensive study from the Danish Twin Register by Bran-
drup et al. (7), localized palmoplantar psoriasis was present in
3 discordant female pairs out of 32 monozygotic pairs. How-
ever, GPP is a rare disorder and familial juvenile GPP is
exceptionally rare (9, 14), even more so juvenile GPP in twins.
In the present report the monozygotic twins showed strikingly
similar patterns of GPP regarding the age of onset, areas of
involvement, severity, responses to therapies, and course of
the disease. The similarity in the behavior of the disease has
been ascribed to the fact that the two patients have two basic
factors in common, i.e., identical genetic endowments and
nearly identical environmental conditions (8). They usually
presented annular erythema and pustules that frequently
lasted only 24 h before becoming desquamatous (15). Further-
more, like the acute generalized psoriasis, fever and leukocy-
tosis commonly accompanied the attacks.

A retrospective study of tonsillectomy discloses a clearing of
psoriasis in one third and considerable improvement in anoth-
er third of psoriatic patients (13). In the twins reported here,
however, we could not confirm any beneficial effect of tonsil-
lectomy in GPP except for transient exacerbation and im-
provement. The disease in infants and children is generally
milder with much less morbidity (4, 9, 16), and the chances of
spontaneous resolution or long-lasting remission are much
better than in the adult (6, 17). Thus patients with GPP in
childhood should be first managed with soothing topical appli-
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cations in anticipation of a spontancous remission, without
employing any special systemic drugs such as methotrexate,
etretinate or cyclosporin A. These drugs. despite the proven
efficacy in the management of GPP, may cause serious side
effects after a long-term usage, unavoidable in the case of
juvenile GPP.
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