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A Modern Approach to the Differential Diagnosis
of Erythrodermic Pityriasis Rubra Pilaris:

A Retrospective Study at V.A. Rakhmanov Clinic
of Skin and Venereal Diseases. Part 1
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Goarik A. Bagdasaryan, Anastasiia A. Miagkova, Kirill A. Pankov

The First Sechenov Moscow State Medical University (Sechenov University), Moscow, Russia

ABSTRACT

BACKGROUND: Pityriasis rubra pilaris (Devergie disease) is a rare chronic inflammatory skin disease
papulosquamous dermatosis. Despite the pathognomonic clinical and pathomorphological signs, diagnosinc
pityriasis rubra pilaris can be difficult because clinical signs such as diffuse erythema and scaling affecting mc
the body surface area can also be observed in other dermatoses, including psoriasis and cutaneous T-cell lym
fungoides).

AIM: The work aimed to assess the clinical, anamnestic, histological, and immunohistochemical signs of
pityriasis rubra pilaris and perform a differential diagnosis with psoriasis and mycosis fungoides.

METHODS: A retrospective analysis of medical history, clinical manifestations, and laboratory parameters
in 147 patients with erythroderma admitted to the V.A. Rakhmanov Clinic of Skin and Venereal Diseases, U
Hospital No. 2, Sechenov University, in 2014—-2024. Of these, 17 (11.6%) patients had erythrodermic pityriasis
differential diagnosis, the study included 26 (17.7%) patients with mycosis fungoides and 104 (70.7%) patier
erythroderma. Skin biopsies were performed, followed by histological, immunohistochemical, and molecular k
(as needed).

RESULTS: At admission, the diagnosis of pityriasis rubra pilaris was made based on clinical signs and me
64.7% of patients (n=11), with histological confirmation in 52.9% of cases (n=9). In patients with nonspec
signs, repeated skin biopsies from several sites were performed to verify the diagnosis. Immunohistochemical
biological tests were used to rule out mycosis fungoides. The clinical and histological signs of erythroderma car
necessitating a comprehensive diagnostic approach. Therefore, the medical history, clinical manifestations,
and imaging findings must be considered and compared. Moreover, it is essential to rule out mycosis fungoide
aggressive disease.

CONCLUSION: The findings highlight the need for differential diagnosis algorithms for disorders associated wi
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Fig. 1. Sample of patients with erythroderma.

" Eee .-t 2014 2024 €. tome
€, T e (A e ” :too ° -
. é- %0 , %0 , oo ., :!: f
o o o™ (€) LI - ° . .
(¢ % . o+t o7 . et )t t° €.
X " e 7 0 . . ) oo oo -
N 2014 ~ 2024 . e
. T ee " . %0 © ~ ° 1.
c% o o €e € oo 108 R
(73,5%) e oo o €. oo
ctee e i . 2014 2024 et
, ®° o o £ o0 o . 147 ~ , I é . o o
e S e ee oYy e 17 (11,6%) o o S o oo o % oo -
~ « € 45(30,6%) et oo € f ., 26(17.7%) ~ s €e 104
. € cee t, - (70.7%) oo oS e eo(s7. 1 . 2).
. i, e o . :t, oo et oo :t’
. - e I I e o % I
° . o o S . oo o %y oo
. ° oo , . , ~ £ f . ® " LI .
S L 10 (58,8%) 7 (A1.2%) « =« oo .
- ee T o o e e 1+ o - € o o o 56+34 o £ oo %o-
T oedt o f ee S ¢ 53428 . eee
. o o ° € -
° o] o o 10 o( e 20 ¢ o
-€o - 2,5 ), o o S . °
8 38422+ «. o "€ f
L eee o0 o € e £, o e €7 o o £-
¥ < ., e« Statistica 10, . € o o .
GraphPad Priém € o, o c e t%e "€ f
0o o (A o o oo o o , 5 (29,41%) o I oo <o ° I
%oe © © , o o . , - ° ( ° , . , oo -
€). e -« ), 4(2353%) f =
Y
cee o .o n=147
Y
¢ Y ¢
S e oo o9, oo S e o 0%y oo ~
~ g ) . € ee oS o o o
o1y n=26 n=104
o 1.7 e 1S e e,

195






197

s - eee « e 1(588%)
o o, € o- of 1(588%), «<«-f
12 (70,6%), ,<*- , T 3 (17,65%). %o
o 16 (94,12%) o ¢ oo | -
oo .. ... . 14 (82,35%) ~ ,
o e »E o 4 (23,53%) t

— S€ f - -
, 14 (82,35%) -« -

° ( i 3), . )
71 €, € e I %€, i
(A € )1 oo . :I: °
o oo o0 o . eee €-
t 12 (70,6%), t 8 (47,06%),
Se t 5(29,41%). f e f .
A *%o ° (5; 29,41%), %o -

€1 . . e« (2; 11,76%), € " (8; 47,06%), ...-
€ oo o o ... 37% (6; 35,3%), -
mre o, (5;29,41%).
e . 200 ... o Se se £ee8 9 . e ° Toee
Fig. 2. Distribution of erythroderma of various origins, % S o * € (14; 82,35%), -
o o ° ° oo ° :l:o .-
€7 ( oo € , LI . (4; 23,53%), <€ (4; 23,53%), o€
oo o €), 2 (11,76%) T e, < (12; 70,6%), <€ (6; 35,3%), ° -
2 (11,76%) t < ¢ COVID-19, 1 (5,88%) T € %o € S . (15; 88,24%), %o -
%o , . ( o o oo ), < € eeoe _
1(5,88%) T e« ¢ ¢ COVID-19. - ... - Ie o, T %o (6; 35,3%). LI
° o (2’ 11,76%) . €o’ € o S ° - oo o . %o °
. - " %o o e, Y%oee o %o o ¢ (13;76,47%), S€ %o,
oo o o ) o o ™. %o o . (2’ 11,76%), e %o , ® %0 -
. . *€ (16; 94,12%), ~ € - e ¢ (1;5,88%) ( .4).
o T e ° (2; 11,76%), ... ... (17;
100%), %o%o € (8; 47,06%), ~ € -
., o, o 1(5:29,41%), %o - oo, FSe eo
. < (2;11,76%), € " (8; 47,06%) %o o o £, | .
oo o o ... 37° (6; 35,3%). 12 (46,15%), ¢,» 1T 14 (53,85%). ¢« ¢ £ o

o . 3. o 08,67 oo oo %o € f .
Fig. 3. Patient Ch., 67 years old. Erythrodermic pityriasis rubra pilaris.



198

o 4. e e , S ee %o £ f .S o eeee - o £
1), + o € - % (2 ° S . (3" « % o
. . , o %o e f o "€ i o £ £ o ° ¢-

o o o o %y e o0 o 9, o (4), - ., %o , e o

%o o0 o %o e e e ee(B). ... ee  <SE€ e x400.

Fig. 4. Skin histology in erythrodermic pityriasis rubra pilaris. In the epidermis: hyper- and parakeratosis (1), irregular acanthosis, a
the hair follicle (2) and epidermal ridge (3), ballooning degeneration of single cells in the stratum spinosum and stratum basale. In t
vessels with thickened walls, perivascular lymphohistiocytic infiltrate (4), predominantly perifollicular, with infiltrate cells penetrating int
wall and its focal destruction (5). Hematoxylin and eosin staining, x400.

o o 58t42 o £ oo Yo oo h , e e . L. -
e o 5636 . ees o - o 11 (769%) f+ oos.c& - -
« e, e e g ‘. e ot e 19 (73,1%)
e 1 6 o( ° 3,5 ), o o o %o e € oo '|'
e 8. o $64+18e o, o 15 (57,7%).
- e £ ee o o £ o oo oo o
€ o0 " . 1(385%) o - e .. 37% ee | 14 (53,85%) ° e
o oo S ee e% e % ¢ e T 5(19,23%), %o -
e € e . (.Bre, .- .t 17(6538%), + T 14 (53,85%).
o e 4(1538%) e+ e, f €£- e o o I € € S -
-~ e, v e - € (15; 57,7%), -
ce e % s wee o € 5 « (6:231%), <€ (8 30,77%),
(2:7.7%), €+ o+ (3;11,54%), -+ %- € (3; 11,54%), € (3 11,54%),
ee o oot ee o (311,54%), - e e e (20 7.67%), £ (7 26,9%),
¢ "o 1 % e (1 385%). § oo € (3 11,54%) f + + f €
e 17 (65’38%) ° o € € o ° o o R Y o -
e P . Yoes o %o o o (17; 6538%),
° " T e e ° ) ° o T %o e o ° (4’ 15’4%), oo -
~ e e e€ (21 80,77%), %o . o %o o o (2 7,7%), o o ;
(6 23,1%), € " (20: 76,92%). . (3; 11,54%) ( . 6).
Z oo - o o o o oo 14 oo ojtoo . 14
(53,85%) + +, .- st 7 (26,92%), (53,85%) + » o . .. ...

- € o1 5(1923%). 6 (23,1%) o * D4/CD8- *%ose, + : S .



199

e 5. 000.177 . éo oo 0%y 00 7 e £ oo .
Fig. 5. Patient S., 77 years old, with erythrodermic mycosis fungoides and Kaposi sarcoma.

, € , S D4 (f ) CD3, CD5, CD7). ... Ki-67 >30% oo
~ « D8 ( [ooe - 4 (15,38%) « = .
° :t) - %pee e o , 8 (30’77%) o - ° e o o
« 7 . - oot o (CD2, . e %o e o J-o
- ee e e T~ 4(15,38%)
. 1 , o T 22(84,62%). ¢ -
€ , ° € %o © o , -

B
. ° o ee o S o o o
/ € .« 63(60,6%) + - o,

41 (39,4%), e o, " -
L] € L] S. L ] L I}

L] . 6- L] L] . » S L] o0 L]
%o © . . € . S . e0 o o € ° -
/ o e 0A€ (1 )70 " o eee i . .
4 .. % e .. e
@ . c% - "€, (3. -

€ € o €oe o oo %o o %o e (4),

, ¢ S€ee€e o« S 9%0%o €
. "€ ee e o .. oo -

+-S€ ., x400.
Fig. 6. Skin histology in erythrodermic mycosis fungoides. In the epide
mis: mild hyperkeratosis (1), smooth acanthotic outgrowths. Balloonir
degeneration of cells in the stratum spinosum (2) and stratum basale (
In the dermis: an extensive dense lymphoid infiltrate (4) with exocyto
into the epidermis, both diffuse and with Pautrier microabscess formatic
Hematoxylin and eosin staining, x400.



200

€ oo %o oo S o 1276+48 . — . € , e

ee o o L . o, eoe e

€" . ele s 51 e » « <oex» oo A4 (42,31%) .-
( 245 ), e, oS - e - .. I )
e 156+35¢ ¢, € e (21,15%) o o . ... ee o o

¢ £ oo 28(26,9%) o - . 37% ° | 25 (24,04%), %o © -

. e %o ee oS- t 34 (32,7%), *%  t 18 (17,31%), -
e o s o (35 33,65%), < . T 8(7,7%) « ¢ ( . 7).

%o o €7 (14; 13,46%), e  oo- f o o f € S o °

ee (8 7,7%), <« o 1% - T o %% € o «€ (78; 75%), -
et oo, o " % (6;577%), - €% oo oF C e e (e
s (6; 5,77%), € o+ . S e+, e (82; 78,85%), o€
(2; 1,92%), » o o I (35; 33,65%), € (18; 17,31%), . -
e f R oo S o (27;2596%), *S -,
e, €7 o ¢7(2;,1,92%), <o ¢« e (26; 25%). * e o %
(2; 1,92%), o (2;1,92%), .- € o ot o o -

e (1;0,96%). «, 26 (25%) < o © %o , * %o o *(44;42,31%) .+ € (86;

e € €9+ S o 82,7%) ( . 8).
%0 © o,

ovo ° ) e o T™_ €%0.. oo

, ,* € (96, 92,31%), " € -
o e . (18; 17,31%), ~ €
., o 1 (27; 2596%), , - ,

(2; 1,92%). . . € -
> - eee o oo 52 (50%) - e ee F e o f e eoFf-
e e, -€ 1 32(30,77%), € - - s I 7 ee s s S e €
«t 15 (14,42%), - + 1 3(2,88%), . €EC €, f ., € ~
- et 2 (1,92%). .« oo . €).
ei e S oo eee BA(61,54%) o o, e L ee e o £
REY T 40 (38,46%). TE€f ., e e, 647% -,

0_7..0.738 o, oo oéo o o
Fig. 7. Patient V., 38 years old, with psoriatic erythroderma.



201

e 8 o . N e o é o o g . oo o - o £ (1)’ .
e e £ o (2),'\ . o€,o e (3). . i e £ £ o
oo £ . :t . (4)‘ . %0%0 € ~ L, %o o ee o Y o o e %o (5)

oo «-S€ o x400.
Fig. 8. Skin histology in psoriatic erythroderma. In the epidermis: hyper- and parakeratosis (1), focal absence of stratum granulosum
acanthosis, Munro microabscesses (3). Dilated vessels of the dermis. In the dermis: angiomatosis in dermal papillae (4), mild perive
lymphobhistiocytic infiltrate containing neutrophils (5). Hematoxylin and eosin staining, x400.

e e e < .. 520% e - s Se o ee e
o o o o 00 e %pe o °« — - € . , o o oo -
o o “Ef , « (oo eSS o- eS e oo . .
. o K o » € o - , oo o € [29]’ o o
- yern  ® e o o . e o o- é ° oo 0%, 00 ” o £ oo
e o o o £ To - - o o e oo | . . o:t’
. o £ o .. Fee o T oo e ol o £ oo o T oo, , °...®
23,5% . . . o e -
° o - eeo £o « . - , %o e . -
. e s e Tee o - [30]. e , e S.
. € (S e €0 ¢ " %o o e e %oee £ f oo
) , J e e - “E e , € € o €6, € o,
. oo o:too :t ° S oo le © € f Y . -
« fee % o €. - €e ., o . Lee s -
oo S ° o oo - . - . . . , ® [14]
« e e . ¥ 28/104 (26,9%) - -
oo f o ee See o, e T oo oS e e e
e e e o o - . oo e ( o oo o o £ €,
%o %0 ° ° o0 o« e oo o . -
e £ Se £ . o o o |
. €. €+ € .+ (PSORS),
f , ® . € - e o o e o o . . ° o -
e« €e 8. o - -« (HLA) f HLA-C*06:02 HLADR7 [31]. -
o o £ ° - e ee :t oo o o0 o o é ° oo 09, e
T o o, , s 7 . ° N f R ™ I €















	Современный подход к дифференциальной диагностике эритродермической формы болезни Девержи: ретроспективное исследование на базе Клиники кожных и венерических болезней им. В.А. Рахманова. Часть 1 
	Аннотация
	Как цитировать:


	A Modern Approach to the Differential Diagnosis of Erythrodermic Pityriasis Rubra Pilaris: A Retrospective Study at V.A. Rakhmanov Clinic of Skin and Venereal Diseases. Part 1
	Abstract
	To cite this article: 

	Обоснование




