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Abstract
Vegetative pemphigus is a rare variety of deep pemphigus. Diagnosis is based on clinical, immunological, and histopathological 
patterns. Its occurrence during pregnancy is rare. We report 02 cases of vegetative pemphigus including one in pregnancy. It 
consisted of two women, aged 29 and 40 of old, respectively. One of them was 23 weeks pregnant. Both underwent vegetative 
lesions located at the large folds and in one of them, there were more than a hundred pustules next to the bullae. Nail damage 
was present in both patients and non-scarring alopecia. Histopathology was in favor of deep pemphigus. A Hallopeau-
like form was retained in one of the patients, contrasting with mucosal involvement. Treatment with corticosteroids was 
associated with Dapsone in one case due to corticosteroid resistance. Regarding the pregnant woman, the evolution was 
favorable with a cesarean delivery at 32 weeks + 2 days, of a premature newborn free of any skin lesion. Recurrences were 
triggered by infections: bacterial dermohypodermitis and vulvovaginitis.
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Introduction: Pemphigus vegetans is a clinical form of 
pemphigus vulgaris. It is characterized by the vegetative 
evolution of the lesions and by their arrangement opposite the 
large folds. It can present in two forms: vegetative pemphigus of 
the Neumann type and vegetative pemphigus of the Hallopeau 
type. The diagnosis is set by the combination of several findings: 
clinical presentation, histological patterns, and immunological 
examinations. Treatment is based on corticosteroid therapy. 
The evolution is generally favorable. However, recurrences 
are possible. We report in this paper 02 cases of vegetative 
pemphigus, collected in the department of dermatology and 
venereology of the institute of social hygiene in Dakar, Senegal.

Patients and Observations 

Observation 1

This is a 29-year-old patient, with a history of pemphigus vulgaris 
in 2015 and lost to follow-up for 6 years, who had consulted our 
department again for treatment of vegetative lesions located in 
the major folds as well as only at the level of the hands and the 

feet, concomitant with an attack of the oral mucosa the whole 
evolving for 3 months. The dermatological examination had 
objectified the presence of multiple well-defined smelly moist 
vegetative patches, with irregular edges with a predominant 
cauliflower appearance at the level of the axillary folds, inguinal 
folds overflowing on the perineum with nail-like erosions in 
places ( Fig.1: A - B) 

Figure 1.(A-B) : Cauliflower appearance at the axillary and 
inguinal folds overflowing on the perineum with nail-like 
erosions in places



Page No: 02J of Vacci Medicine & Health Care 2023

Review Article

https://cskscientificpress.com

as well as lesions at the palmoplantar level a type of punctate 
keratosis, crusty and desquamative lesions in places on the 
palmar level (Fig.1:C) 

C) Palmoplantar lesions with punctate keratosis, crusty and 
desquamative lesions in places on the palmar level.

and oozing hyperkeratotic plaques in places on the back hands 
(Fig.1: D) 

D) Oozing hyperkeratotic plaques in places on the backhands.

and feet Fig.2 (A-B), 

Figure 2.(A-B) : Hyperkeratosic plaques on the feet.

Diffuse nail involvement such as onychoschyzia, nail dystrophy, 
paronychia and subungual hyperkeratosis (Fig.2 C-D). 

Fig.2.(C-D) : onychoschyzia, nail dystrophy, paronychia, and 
subungual hyperkeratosis

The patient also presented with biangular cheilitis and endobuccal 
erosions Fig.3 (A). 

Figure 3.(A) : Biangular cheilitis and endobuccal erosions

The picture evolved in a context of a 4-month amenorrhea and 
a deterioration of the general condition stage II of the WHO. A 
skin biopsy was performed which confirmed the diagnosis of 
vegetative pemphigus with the presence of herpetic superinfection 
and an abdominopelvic ultrasound revealed an evolving single 
pregnancy estimated at 19 weeks. The patient had been put on 
oral corticosteroid therapy at a dose of 0.75 mg/kg/day, antiviral 
and local care with obstetric monitoring. Around the 7th month 
of pregnancy, the patient was on 0.25mg/kg/d of prednisone 
and she showed regression of the hypertrophic plaques leaving 
residual post-inflammatory pigmentation Fig.3(D-B-C). The 
evolution was therefore favorable with almost complete healing, 
after which the patient was again lost sight of.

(B-C-D) : Regression of the hypertrophic plaques and residual 
post-inflammatory pigmentatio
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She would have delivered by caesarean section at 32 SA +2 days 
of a premature newborn of 2200 g and which would be free of 
any skin lesion.

Observation 2 

This is a 40-year-old nulligest and nulliparous patient who 
had consulted in our department with diffuse pruritic bullous 
eruptions and painful oral and genital lesions. The dermatological 
examination had objectified flaccid bullae with positive 
Nikolsky's sign, large post-bullous erosions (Fig.4 : A-B),

Figure 4.(A-B) : Large post-bullous erosions

Purulent oral and genital erosions, a crusty scaly helmet of the 
scalp purulent and alopecic in places with a nauseating odor 
(Fig.5).

Figure 5 : Crusty scaly helmet of the scalp purulent and 
alopecic in places

The picture evolved in the context of a 3-month amenorrhea 
with the presence of fetid whitish leucorrhoea. A skin biopsy 
was performed, which confirmed the diagnosis of vegetative 
pemphigus with antinuclear antibodies less than 10. An 
abdominopelvic ultrasound was performed, which returned 
to normal, and a vaginal swab revealed gardenella vaginalis 
vaginosis. The patient had been put on oral corticosteroid therapy 
at a dose of 1mg/kg/day, metronidazole 1g in a single dose, and 
local care. We have the appearance of new bubbles 1 week later 
despite well-conducted treatment, hence an association with 
dapsone at a rate of 100mg/d.

Good evolution after two months of treatment and complete 
healing of the lesions leaving diffuse post-inflammatory 
hyperpigmentation (Fig 6 : A-B).
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Figure 6.(A-B) : Post-inflammatory hyperpigmentation

Fig  6.(C-D): Eruptions pustular on the neck and back

After 4 months, despite well-conducted treatment, there were 
recurrences with the appearance of new bullous eruptions with 
purulent contents in the submammary and axillary folds, trunk 
and periumbilical region with oozing erosions in places Fig 7: 
(A-B), eruptions pustular on the neck and back Fig 7: (C-D),

Figure 7.A-B) : Bullous eruptions with purulent content in the 
submammary and axillary folds, trunk, and periumbilical region 
with oozing erosions in places

C-D): Eruptions pustular on the neck and back

A crusty erythematous patch with irregular contours on the 

right leg painful with local heat and a right OMI going up to the 
ankle taking the pit (Fig. 8: AT). She also had erosions of the 
oral mucosa (Fig.8 : B), crusty scaly helmet of the scalp with 
alopecia at the edge (Fig.8 : C) and nail involvement such as 
onycholysis and paronychia of the left index finger and right 
middle finger (Fig.8 : D),

fetid whitish leucorrhoea with vaginal pruritus. We retained 
the diagnosis of a new outbreak triggered by a genital infection 
confirmed by vaginal swab with search for mycoplasma and 
positive chlamydia complicated by dermo-hypodermitis of the 
right lower limb. The clinical appearance of the lesions was in 
favor of vegetative Hallopeau-type pemphigus.

She received treatment with dapsone 100 mg/d, oral 
corticosteroid therapy 0.5 mg/kg/d, amoxicillin clavulanic acid 
3g/d, doxycycline 200mg/d and daily care. The evolution after 
three days was marked by scarring of the pustules in the form of 
vegetative plaques (Fig 9). For patient monitoring, close follow-
up with G6PD assay was recommended.
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Discussion
Vegetative pemphigus represents only 1 to 2% of pemphigus 
cases [1]. This was consistent with our study, over a period of 
11 years, only two cases had been found. It is a clinical form 
of pemphigus vulgaris characterized by the vegetative evolution 
of the lesions and by their location next to the large folds [2,3]. 
with a female to male ratio of 1.3 to 2.3 to 1. Age at diagnosis is 
typically 50 to 70 in the United States and European countries, 
and 30 to 50 in other countries [4,5].

There are two clinically recognized forms of vegetative pem-
phigus, the Hallopeau type and the Neumann type. The Hallo-
peau type has an indolent course and characteristically presents 
pustules which heal in the form of vegetative plaques. The oral 
mucosa is often not affected  contrary to what was found in 
our patient. The Neumann type is more severe and refractory 
to treatment, with vegetations developing during an eruption of 
vesiculobullous lesions [6].

Skin lesions rupture and ulcerate, and warty, crusty vegetative 
patches form over the erosions. These hyperkeratotic lesions 
characteristically present in the intertriginous areas, including 
the inguinal/inguinal folds, armpits, thighs, and flexor surfaces 
[7].
Two German studies had questioned the subclassification of 
vegetative pemphigus into Hallopeau and Nemann subtypes, 
finding characteristics of the two subvariants observed during 
the disease [8,9].

Its diagnosis is confirmed by the histological examination which 
shows a supra-basal bullous intraepidermal detachment, acan-
tholysis without keratinocyte necrosis, edematous dermis and 
site of a lymphocyte infiltrate with eosinophils and the presence 
of pustules. Direct immunofluorescence shows deposits of IgG 
and C3 in “net mesh” in the epidermis. The pathophysiology of 
vegetative pemphigus is poorly understood [3].

A triggering factor is identified in several cases, such as drugs, 
infections or malignancies [10]. A relapse of pemphigus can 
most often be observed following an untimely treatment break, 
herpetic superinfection, herbal medicine, hormones or the ta-
pering off of corticosteroid therapy [11]. In our observation, 
Chlamydia and Mycoplasma infection were found as triggering 
factors for relapses, while in other studies the most common 
infections were herpes infection and bacterial infection due to 
staphylococcus aureus [12,13].

The occurrence of pemphigus during pregnancy is rarely report-

ed, about fifty cases are described in the medical literature [14].

The disease can occur at any stage of pregnancy or postpartum. 
Most reported cases of pemphigus during pregnancy correspond 
to pemphigus in its vulgar or foliaceous form [15,16].

Regarding treatment, topical and/or oral corticosteroids are 
recommended as first-line treatment in current consensus doc-
uments especially in pemphigus vulgaris, which can be extend-
ed to the vegetative pemphigus subgroup [17,18]. It is widely 
accepted that their use has significantly reduced morbidity and 
mortality in these patients [19].

Patients with Hallopeau-type pemphigus often have relatively 
mild disease, requiring lower doses of systemic corticosteroids 
to control mucocutaneous manifestations, and usually have pro-
longed remission [20].

As in our case, several retrospective studies that included a 
small number of patients with pemphigus vulgaris suggested 
the efficacy of dapsone as an adjuvant treatment associated with 
corticosteroid therapy and, in some cases, immunosuppressive 
therapy.

The cortisone-sparing effect of dapsone is therefore often sug-
gested but not demonstrated in studies. Moreover, the real effec-
tiveness of this treatment is difficult to assess because dapsone is 
often combined with other treatments (dermocorticoids, cortico-
steroids, immunosuppressants, etc.). The doses of dapsone used 
vary from one study to another (25 to 200 mg/d) and side effects 
are frequent at high doses (hepatitis, haemolysis) [20].

Concerning our patient in pregnancy, only prematurity was 
found as complications, in other studies we found worsening of 
symptoms and exacerbation of lesions in women with known 
pemphigus during pregnancy [21]. Fetal death can occur in 5 to 
12% of cases, thus justifying increased fetal surveillance [15-
21] and close collaboration between dermatologists and obste-
tricians [22].

Other complications such as prematurity and abortion can be 
observed [23]. The evolution of the lesions is spontaneously fa-
vorable after 3 to 4 weeks with local care. No case of recurrence 
or evolution towards pemphigus in adulthood has been reported 
to date [24]. Nevertheless, the incidence of neonatal pemphigus 
during the pregnancy of a mother with pemphigus vulgaris is 30 
to 45% [14]. There is no established correlation between the ma-
ternal antibody titer of pemphigus vulgaris and the presentation 
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of the disease in the neonate [25,26]. This is supported by cases 
of neonatal pemphigus from mothers without active disease and 
cases of healthy newborns born to mothers with highly active 
disease [25,27].

During pemphigus vegetans infections can be found secondary 
to the lesions: Staphylococcus aureus, herpes and fungal organ-
isms are the most common. There may be an increased suscep-
tibility to systemic infections due to chronic use of immunosup-
pressive treatments. But also malnutrition due to damage to the 
oral mucosa causing pain, reduced oral intake and weight loss 
[28].

Autoimmunity is not curable, but rather only treated and con-
trolled. If left untreated, pemphigus, including vegetative pem-
phigus, can be fatal within 5 years due to severe blistering, sec-
ondary infection, and malnutrition. Mortality is about 5 to 15% 
per year [29].

Conclusion
Pemphigus vegetans is a clinical form of pemphigus vulgaris, 
there would be a coexistence between the two subtype hallopeau 
and Neumann. Its occurrence in pregnancy is rare with a risk of 
prematurity. The treatment is generally based on corticosteroid 
therapy and an adjuvant treatment based on dapsone is effective 
in the event of corticosteroid resistance. The evolution is gener-
ally favorable but there is the possibility of recurrences triggered 
by infections
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