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Introduction
Pityriasis rubra pilaris (PRP) - heterogeneous, 

chronic, inflammatory papulo-squamous skin disease, 
which is divided into congenital form has an autosomal 
dominant type of inheritance, and the acquired (sporadic) 
form is not genetically determined. Most cases are 
sporadic, but familial forms of the disease have been 
described, in particular, those associated with mutations in 
the gene map [1-3]. Although it is generally accepted that 
the name and description belong to Alphonse Devergie, 
the first case was reported in 1828 by Claudius Tarral. He 
noted isolated scaly rashes pierced in the center by hair, 
on palpation of which a very dense roughness is felt on 
the surface of the skin [4-9].

Devergie’s disease (DD) is a rare disease accounting 
for 0.03-1.3% of all skin diseases. Its onset occurs in the 
first or fifth decade of life. The etiology and pathogenesis 
of dermatosis is still not fully understood, the opinions 
of modern authors differ. It is thought to be caused by an 
abnormal immune response to various antigenic stimuli 
such as infections, trauma, autonomic and hormonal 
dysfunctions, hepatosis, vaccination, and malignancy 
[10,11]. In DD, the epidermis is in a hyperkinetic state 
with an increase in the turnover of follicular keratinocytes. 
A pathogenic role has been suggested for vitamin A 
deficiency or dysfunction [12] or a decrease in serum 
retinol-binding protein, which is the vitamin A transporter 
[13], along with some clinical similarities to rhinoderma 
(a skin manifestation of vitamin A deficiency [14].

In 1980, W. Griffiths described five different types 
of DD based on clinical characteristics, age of onset, 
and prognosis [15]. Subsequently, Miralles suggested 
adding a 6th type associated with HIV infection to this 
classification [9] (Table 1).

Currently, the classification of DD includes three 
clinical forms:

1. Classical type.
2. Localized juvenile type.
3. Type associated with HIV infection.
DD is characterized by pronounced clinical 

polymorphism. The most common clinical features 
are follicular papules progressing to yellow-orange 
erythroderma with rounded small patches of normal 
skin and well-circumscribed palmoplantar keratoderma. 
Lesions are symmetrical and diffuse and appear first on the 
extensor surfaces of the limbs, shoulders, and buttocks, 
usually spreading caudally with possible development 
of erythroderma. The presence of islands of healthy skin 
is of great clinical importance for the diagnosis of DD, 
sometimes being one of the most important differential 
signs [16]. This symptom is the presence of small patches 
of healthy-looking skin, coin-shaped, about 1 cm in 
diameter, scattered on an erythrodermic background in any 
part of the skin. Peeling has a heterogeneous character: the 
scales on the upper half of the body are small, on the lower 
- more often large-lamellar. Localization of follicular 
hyperkeratosis on the back surface of the I-II phalanges of 
the fingers in the literature is called "Besnier's symptom". 
The nail plates are often affected, have a yellowish color, 
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are striated with longitudinal or transverse furrows, subungual 
hyperkeratosis is often pronounced. In some cases, there is 
a deformation of the nail plates of the feet and hands, up to 
onychogryphosis. Clinical diagnosis of the disease is based 
on characteristic features: osteofollicular papules, forming the 
symptom of a "grater"; perifollicular erythema, with a tendency 
to merge; the presence of "islands of healthy skin" against the 
background of erythroderma; brick red color of the skin; palmar-
plantar hyperkeratosis; nail changes; Besnier's symptom.

The classical juvenile type occurs in the 1st or 2nd year of 
life. Clinically, it manifests itself in the same way as the classic 
adult type, only the age of patients differs [17,18]. It differs from 
the adult type in a more frequent (2 times) onset on the lower 
half of the body and slow spread. Follicular hyperkeratosis may 
also occur on the phalanges of the fingers. Compared with the 
classical adult type, the clinical picture is less pronounced.

Treatment of DD is not an easy task, especially in 
children. Complex therapy is applied. Currently, drugs that 
affect the processes of keratinization are retinoids. Today, it has 
been proven that vitamin A is involved in the regulation and 
proliferation of many cell types from the moment of embryonic 
laying and throughout life. The most effective among all 
synthetic retinoids in the treatment of DD is Neotigazon at a 
dose of 0.5–0.7 mg/kg/day [7–9, 19]. The drugs of first choice 
are systemic retinoids and methotrixate. According to various 
authors, alternative methods of treatment may be Prednisolone 
(15-20 mg / day), Diprospan (2.0 / m once every 10 days № 3) 
and cytostatics: prospidin (50-100 mg / m daily for a course of 
2.0–3.0 g) or methotrexate (15 mg IM once every 7 days) [9, 20]. 
External treatment while taking retinoids is of no fundamental 
importance, however, it significantly improves the general 

condition of the patient and improves the quality of his life. Both 
classic ointments and creams and modern dry skin care products 
are used. To eliminate massive horny layers, ointments with 
2–5% salicylic acid, 10% urea, 1–20% malic acid are prescribed. 
In addition, physiotherapy is used to treat patients with DD. 
Useful are warm general baths with sea salt, starch baths, 
followed by the use of keratolytic ointments, phonophoresis of 
hydrocortisone cream with the addition of aevit. The prognosis 
for life is favorable, with regard to cure - uncertain [21]. The 
question of the advisability of using ultraviolet irradiation in 
such patients has not yet been resolved; the opinions of modern 
authors are contradictory and require further study [22].

Case presentation 
We present a case of the classic juvenile type of Devergie's 

disease. A married couple with a 3-year-old child came to the 
Asmo clinic with complaints of skin rashes and itching. The 
rash was observed in all family members, appeared at about the 
same time, they associated with poisoning after eating the local 
dish "shish kebab", although the exact cause was not established. 
The father of the family had urticarial rashes, acute urticaria 
was diagnosed, the mother had rashes on the skin of the trunk 
and extremities in the form of pink spots, 1 cm in diameter, 
no peeling was observed. She was diagnosed with allergic 
dermatitis. At the time of treatment, the child had a pronounced 
dryness of the entire skin, slight hyperemia in the area of the 
cheeks, upper and lower extremities, and finely lamellar 
peeling in the area of the folds (Figures 1-3). No concomitant 
somatic diseases were found in the child. During luminescent 
diagnostics, no pathological glow was detected in the rays of 
the Wood's lamp. A diagnosis of Atopic Dermatitis was made. 

Table 1 Types of Devergie's disease by W. Griffiths (1980) augmented by Miralles

Type Frequency of 
occurrence (≈%)

Prevalence 
of rashes

Clinical characteristics Course and
prognosis

I —  classical adult 55 Generalized Follicular papules, erythroderma with "islands 
of apparently healthy skin", palmoplantar 
hyperkeratosis, nail changes. Spreads the faucet 
audibly

In most cases resolved 
within 3 years

II — atypical adult 5 Generalized Ichthyosiform changes on the lower extremities, 
eczema-like rashes and the appearance of diffuse 
non-scarring alopecia

Chronic

III — classical juvenile 10 Generalized Similar to type I, develops in children in the 1st-2nd 
year of life or in adolescence

In most cases resolved 
within 3 years

IV — circumscribed 
juvenile

25 Localized Well-circumscribed plaques with hyperemia, 
areas of follicular keratosis with clear boundaries, 
localized on the skin of the elbows and knees

Resolved in late 
adolescence

V — atypical or nevoid 
juvenile

5 Generalized Follicular hyperkeratosis associated with sclera-
like changes in the hands and feet develops in early 
childhood

Chronic

VI — HIV-associated <5 Generalized Typical follicular papules with nodular cystic and 
pustular acneiform features associated with HIV 
infection. There is a regression of elements during 
antiviral treatment

Chronic. Unfavorable 
prognosis
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Figure 1 - Severe dryness, finely lamellar peeling, slight hyperemia 
in the cheeks, pinpoint excoriations covered with hemorrhagic 
crusts.

Figure 2 - Salmon color of the skin of the palms, dryness, the 
presence of deep cracks.

Figure 3 - Finely lamellar peeling on the skin of the scalp.

Figure 4 - Histological picture of a biopsy specimen from the 
skin of the body, stained with Hematoxylin-eosin. Zoom x 100.

Figure 5A and 5B - Condition after treatment.

All three were prescribed desensitizing therapy, enterosorbents, 
antihistamines, local glucocorticosteroid ointments, and a 
moisturizing emollient cream. After 10 days, there was a 
positive dynamic in the treatment - the rashes in the father and 
mother were resolved, however, in the child, the rashes acquired 
a generalized character. At the follow-up consultation:

Status localis: Skin - pathological process is subacute, 
widespread, symmetrical, inflammatory. It is represented by 
erythematous-squamous elements, multiple follicular small 
papules without a tendency to merge on the skin of the scalp 
with a predominant lesion of the skin of the trunk and upper 
extremities (Figures 1-3). After receiving therapy for "atopic 
dermatitis", islands of healthy skin appeared. The patient 
was hospitalized for inpatient treatment at «Asmo clinic». A 
diagnostic biopsy was recommended to confirm the clinical 
diagnosis of Devergy's disease.

According to the test results: In the general blood test 
- leukocytes 11.4 x 10 9/l (↑); neutrophils - 7.1 x 109 (↑); 
eosinophils - 6%; hemoglobin 109 g/l (↓); ESR - 20 mm/h (↑); 
IgE - 127.1 IU / ml (N - 0-200.0 IU / ml); In the biochemical 
analysis of blood - without pathology; 25 OH vitamin D - 78.2 
mg / ml - (N - 30-100 adequate level)

The result of the pathomorphological study - There is a 
pronounced hyperkeratosis with horny invaginations, horny 
plugs, parakeratosis, pronounced acanthosis with elongation 
and thickening of the epidermal process, the granular layer of 
the epidermis is preserved. Perivascular lymphohistiocytic 
infiltration in the dermis. Skin appendages are preserved. This 
morphological picture is characteristic of pityriasis rubra pilaris 
(Devergie's disease) (Figure 4).
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The patient received the following treatment: sodium 
chloride solution 0.9% -100.0 + calcium gluconate solution 10% 
-2.0 i/v № 7; solution of dexamethasone 4 mg -1.0 i/m № 3; 
Cap. Retinol acetate 33,000 IU, 1 capsule х 2 times a day; Caps. 
Bifloran Neo 1 capsule x 2 times a day No. 10; Syrup Zodak 2.5 
mg x 1 time per day № 10; Dexeryl cream; Cream Mesoderm 
(Mometasone furoate) - 1 time per day; Physiotherapy - PUVA 
therapy № 10.

During the treatment, a positive clinical effect was noted in 
the form of resolution of the majority of rashes, which confirms 
the correct choice of therapy (Figures 5A and 5B).

Conclusion
This clinical case is of particular interest, since Devergie's 

disease is a rather rare dermatological disease in pediatric 
practice. When working with children, a dermatologist should 
conduct a thorough differential clinical diagnosis with such 

diseases as seborrheic dermatitis, psoriasis, atopic dermatitis, 
follicular ichthyosis, lichen planus, lichenoid parapsoriasis, 
etc., so as not to miss the disease. The number of diseases for 
differential diagnosis proves the diversity of Devergie's disease.

Disclosures: There is no conflict of interest for all authors. 

Funding: None 

Acknowledgements: None


