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Rezumat

Lupusul eritematos profund (LEP) reprezintd o formd
rard de lupus eritematos cutanat cronic. Dorim si raportim
cazul unei femei caucaziene in virstd de 60 de ani care s-a
prezentat pentru aparitia unor plici si noduli eritematosi
localizati la nivelul abdomenului inferior precum si in
regiunea lombard. In evolutie, leziunile eritematoase s-au
extins la nivelul glandelor mamare precum si la nivelul
fetei insd fard prezenta altor anomalii la examenul obiectiv.
Ecografia de inaltd frecventd (HFUS) efectuatd la nivelul
leziunilor descrise evidentiazd un proces vasculitic in
dermul profund si hipoderm. Initial, rezultatul
histopatologic obtinut in urma biopsierii tegumentului din
zona abdominalid a fost unul nespecific. Avind in vedere
aspectul ultrasonografic s-a solicitat medicului patolog si
analizeze sectiuni mai profunde, inclusiv tesutul adipos. In
urma reexamindrii s-a descris un proces vasculitic si
paniculitd lobulard, cu infiltrat limfocitar dens, confirmdnd
astfel diagnosticul de LEP. Examindrile clinice si
paraclinice au exclus lupusul eritematos sistemic. Initial
s-au administrat steroizi topici si sistemici, insd in urma
confirmdrii histopatologice a diagnosticului s-a initiat

Summary

Lupus erythematosus profundus (LEP) is a rare form
of chronic cutaneous lupus erythematosus. We report the
case of a 60-year-old Caucasian woman who presented with
discrete erythematous patches and nodules, located on the
lower abdomen and posterior lumbar region. Progressively,
the red patches involved the mammary glands and the face.
The clinical exam did not reveal any other abnormalities.
High frequency ultrasound (HFUS) of the rash was
performed and showed a wvasculitic process in the deep
dermis and hypodermis. A skin biopsy from the abdomen
was initially nonspecific. Correlating the HFUS findings,
we asked the pathologist to examine more profound
sections, including the adipose tissue. Thus, the deeper
sections revealed a wvasculitic process and lobular
panniculitis, with a dense infiltrate of lymphocytes,
confirming the diagnosis of LEP. The clinical and
laboratory examinations ruled out systemic lupus
erythematosus. Treatment with topical and systemic
steroids was first administered and once we had the
histological confirmation of diagnosis, the patient was
started on Hidroxichloroquine, with good clinical response.

*  Clinica de Dermatologie si Venerologie, Spitalul Clinic Judetean de Urgenta Cluj-Napoca, Romania.
Clinic of Dermatology and Venerology, County Emergency Clinical Hospital, Cluj-Napoca, Romania.

**  Departamentul de Histologie, Universitatea de Medicina si Farmacie ,Iuliu Hatieganu”, Cluj-Napoca, Roménia.
Histology Department, ,Iuliu Hatieganu” University of Medicine and Pharmacy, Cluj-Napoca, Romania.

** Departamentul de Anatomie patologicd, Universitatea de Medicind si Farmacie ,luliu Hatieganu”, Cluj-Napoca, Romania.
Pathology Department, ,Iuliu Hatieganu” University of Medicine and Pharmacy, Cluj-Napoca, Romania.

31




DermatoVenerol. (Buc.), 66(1): 31-37

tratamentul cu hidroxiclorochind, cu un rdspuns clinic
bun. Lucrarea de fatd evidentiazd importanta utilizarii de
noi tehnici in vederea diagnosticului patologiilor cutanate.
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Our case report highlights the importance of using new
techniques (HFUS) for a more accurate diagnosis.

Keywords: lupus erythematosus profundus, high
frequency ultrasound, panniculitis, Hidroxichloroquine.

Received: 18.12.2020
Accepted: 21.01.2021

Introducere

Paniculita lupicd, cunoscutd si sub numele de
lupus eritematos profund, este o variantd rard a
lupusului eritematos cutanat cronic (CCLE), care
afecteaza in principal grasimea subcutanata. LEP
debuteazd frecvent intre a treia si a sasea decada
din viatd, cu predilectie femei. Cele mai frecvente
manifestari cutanate sunt reprezentate de placile
indurate sau nodulii subcutanati si, uneori,
ulceratiile. Leziunile apar predominant pe fatd,
portiunea superioard a bratelor si a trunchiului,
sani, regiunea fesiera si coapse [1-5]. Leziunile
pot fi sensibile si dureroase si se vindeca frecvent
cu atrofie si cicatrice [4]. Este o patologie cu
aspect clinic variabil, iar leziunile nu sunt
intotdeauna detectate in timpul examenului
obiectiv, astfel, In unele cazuri, diagnosticul poate
fi o provocare [6]. Pacientii cu LEP se prezinta cel
mai frecvent fard niciun alt semn asociat sau doar
cu usoare manifestiri sistemice. In timp ce LEP
poate fi gasit doar la 2-5% dintre pacientii cu
lupus eritematos sistemic (LES), 10-50% dintre
pacientii cu LEP au sau dezvoltd in cele din urma
LES [7]. Diagnosticul clinic trebuie confirmat
histologic. Se recomandd o biopsie tisulara
profunda pentru a avea disponibil suficient tesut
adipos.

Material si metoda

Prezentam cazul unei femei caucaziene in
varstd de 60 de ani, cu LEP, cu manifestari atipice.
Ea a prezentat initial placi eritematoase discrete si
noduli, localizati pe abdomenul inferior si in
regiunea lombara. in evolutie, leziunile erite-
matoase s-au extins si la glandele mamare si la
nivelul fetei. Plécile si nodulii erau usor indurati,
cu inflamatie intermitentd, dar nu prezinta
sensibilitate sau prurit (figura 1). Pacienta a negat
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Introduction

Lupus erythematosus panniculitis, also
called lupus erythematosus profundus, is a rare
variant of chronic cutaneous lupus erythe-
matosus (CCLE), that primarily affects sub-
cutaneous fat. LEP commonly presents in the
third-to-sixth decades of life, with a female
predilection. The most frequent cutaneous
manifestations are indurated plaques or
subcutaneous nodules, and sometimes ulcera-
tions. The lesions occur predominantly on the
face, upper arms, upper trunk, breasts, buttocks,
and thighs [1-5]. Lesions may be tender and
painful and frequently heal with atrophy and
scars [4]. It is a disorder with variable
presentation and the lesions are not always
detected during the physical examination, thus in
some cases, diagnosis can be a challenge [6].
Patients with LEP present most commonly
without any or only mild signs of systemic
manifestations. While LEP can only be found in
2-5% of patients with systemic lupus
erythematosus (SLE), 10-50% of patients with
LEP have or eventually develop SLE [7]. The
clinical diagnosis must be confirmed by
histology. A deep tissue biopsy is recommended
to provide enough adipose tissue.

Material and method

We present a 60-year-old Caucasian woman
with LEP with unusual manifestations. She
presented initially with discrete erythematous
patches and nodules, located on the lower
abdomen and posterior lumbar region. Progres-
sively, the red patches involved the mammary
glands and the face. The plaques and nodules
were slightly indurated and inter-mittently
inflamed, but not tender or itchy (figure 1). She




orice alte simptome
asociate  (poliartralgii,
fotosensibilitate, fenomen
Raynaud, xerostomie,
eruptie malard, ulcere
orale sau ulceratii digi-
tale, febra, frisoane, trans-
piratii nocturne, scadere
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anticorpilor antinucleari,
anticorpii ADN  anti-
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denied any other symp-
toms  (polyarthralgies,
photosensitivity,
Raynaud’s phenomenon,
xero-stomia, malar rash,
oral wulcers or digital
ulcerations, fevers, chills,
night sweats, weight loss,
weakness/fatigue). There
was no family history of
lupus or autoimmune
diseases. Laboratory test
results were fairly un-
remarkable. Full blood
count, liver and kidney
function tests, comple-
ment levels, C-reactive
protein, anti-nuclear anti-
body titer, anti-double
stranded DNA anti-
bodies, anti SSA /RO and
anti SSB/LA antibodies
were negative. Urinalysis
was within normal range.

/ LA au fost negative. Figura 1. Aspect clinic: plici eritematoase si noduli, Syphilis serology was
Analiza urinei a fost in localizati pe abdomenul inferior. negative. At this stage,
limitele normale. Serolo- Figure 1. Clinical aspect: erythematous patches and the differential diagnosis
gia sifilisului a fost ne- nodules, located on the lower abdomen. was quite extensive and
gativa. In aceastd etapa, we needed histology,
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Figura 2. Imagini de HFUS efectuate in regiunea infraombilicald ce evidentiazid mici hernieri ale hipodermului in dermul
hiperecogen supraiacent, asociat cu flux vascular crescut in examinarea Doppler color.
Figure 2. HFUS images performed over the sub-umbilical region demonstrates small hernias of the hypodermis in the
hyperechoic suprajacent dermis associated with increased vascular flow on Color Doppler.
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diagnosticul diferential a fost destul de vast si a
fost necesard efectuarea unei examindri
histopatologice care, la prima vedere, a oferit un
rezultat neconcludent. HFUS (15 MHz) a relevat
aspecte importante ,in vivo” care au ghidat
diagnosticul (figura 2). La nivelul abdomenului,
in regiunea infraombilicald, au existat mici
hernieri ale hipodermului in derm, sub forma de
mase hipodermice cu vascularizatie intensa, in
dermul profund si hipoderm. Vase de sange au
fost evidentiate In septurile tesutului adipos.
Aceasta constatare a restrans diagnosticul la
vasculitd, hipodermitd sau angiomatoza. Chiar
dacd biopsia tisulara de la nivel abdominal a fost
raportatd initial de cdtre patolog ca avand
trdsdturi neconcludente si care se caracteriza
printr-un proces inflamator localizat in derm,
dupa corelarea cu aspectul ultra-sonografic, au
fost analizate sectiuni mai profunde, iar raportul
suplimentar a descris caracteristici histologice
sugestive lupusului eritematos profund (figura
3). Aspectul histologic si imunohistochimia
(CD20+, CD3+, SMA, CD31 si CD34) au prezen-
tat un infiltrat inflamator mixt, confirmand
diagnosticul de LEP.

Figura 3 A. Coloratie HE: infiltrat inflamator limfocitar
abundent, in special perivascular, in hipoderm; vase cu
aspect de endarteritd obliterantd; densitate mare de colagen
in dermul profund si septurile interlobulare, cu fibrozd si
infiltrat inflamator.

Figure 3 A. Skin histological section, HE stain: an
abundant lymphocytic inflammatory infiltrate, especially
perivascular, in the hypodermis; vessels with the
appearance of obliterating endarteritis; high density of
collagen in the deep dermis and the interlobular septa, with
fibrosis and inflammatory infiltrate.
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which, at first glance did not offer any specific
result. HFUS (15 MHz) revealed important “in
vivo” aspects that guided the diagnosis (figure 2).
At the sub-umbilical abdomen, there were small
hernias of the hypodermis in the dermis, in the
form of hypodermic masses with intense
vascularization, in the deep dermis and
hypodermis. Vessels were seen in the septa of
adipose tissue. This finding narrowed the
diagnosis to vasculitis, hypo-dermitis or
angiomatosis.

A tissue biopsy from the abdomen was
initially reported by the pathologist as having
inconclusive features, that supported an inflam-
matory process localized into the dermis. After
correlation with the ultrasonographic aspect,
deeper sections were analysed and the sup-
plemental report showed histological features
suggesting LEP (figure 3). Histological aspect and
immunohistochemical stains (CD20+, CD3+,
SMA, CD31 and CD34) showed a mixed inflam-
matory infiltrate, confirming the diagnosis of
LEP.

Figura 3 B. Coloratie albastru alcian: mucinoza dermicd
usoard, accentuatd perifolicular.
Figure 3 B. Alcian blue stain: mild dermal mucinosis,
accentuated perifollicularly.




Discutii

LEP a fost pentru
prima data descris in anul
1883 de Kaposi [8], dar
termenul de paniculitd
lupicd a fost introdus
pentru prima datd de
Irgang in anul 1940 [9].
De atunci, aceasta entitate
este cunoscutda si sub
numele de ,boala Kaposi
— Irgang”. Ulterior, LEP a
fost descris in absenta
lupusului eritematos
discoid (LED) si stabilit ca
subtip de lupus erite-
matos [10]. Cand LEP se prezintd in combinatie
cu LES, se pare cd paniculita este un marker
sugestiv pentru variante mai putin severe de LES
[11].

Ecografia reprezintd o metodd imagistica
modernd, neinvazivé, care ofera date cu privire la
aspectul morfologic al leziunilor cutanate
precum si modificari ale tesutului subiacent [12].
Caracteristicile imagistice ale LEP sunt extrem de
rare In literatura de specialitate. Ecografia
evidentiazd cu acuratete crescutd modificarile
inflamatorii si hiperemia [13]. In cazul nostruy,
imaginile ultrasonografice au schimbat radical
managementul cazului, ajutdnd la restrangerea
posibilitatilor de diagnostic diferential si
indreptdnd patologul sd analizeze sectiuni
hipodermice mai profunde si coloratii speciale.
Esentiald a fost excluderea unor diagnostice
precum limfomul cu celule T manifestat sub
formd de paniculitd subcutanatd, morfeea
profunda, eritem nodos, eritem indurat Bazin,
paniculitd post-steroidicd, boala Weber-Christian
si sarcoidoza [14-16].

Examenul histopatologic al pacientilor cu
LEP se caracterizeaza prin paniculitd lobulard sau
mixtd cu celule inflamatorii limfocitare ale
lobulului gras [17-18]. Alte caracteristici cuprind
modificdri dermoepidermice si vasculitd limfo-
citara In vasele mici ale lobulului gras. Necroza
hialind este un semn distinctiv al paniculitei de
lupus [19]. Aspectul histopatologic rezultat in
urma biopsierii a fost in concordantd cu
descrierile din LEP.

Figura 3 C. Coloratie HE: necrozil hialind. lupus
Figure 3 C. HE stain: hyaline necrosis
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Lupus profundus was
first reported in 1883 by
Kaposi [8], but the term
lupus erythematosus
panniculitis was first
introduced by Irgang in
1940 [9]. Since then, this
entity is also known as
“Kaposi-Irgang disease”.
Later, LEP was described
in the absence of discoid
erythematosus
(DLE) on the overlying
skin and established as a
subtype of lupus erythe-
matosus [10]. When LEP presents in combination
with SLE, it seems to be that the panniculitic
disease is a marker for less severe variants of SLE
[11].

Ultrasound represents a modern, non-
invasive imaging method, which provides the
morphological appearance of the skin lesions,
together with changes of the underlying tissue
[12]. Imaging features of LEP are extremely scarce
in the literature. Ultrasound shows with high
accuracy the inflammatory changes and
hyperemia [13]. In our case, ultrasonographic
images were a game-changer, helping to narrow
the differential diagnosis and pointing the
pathologist towards deeper hypodermic sections
and special stains. It was crucial to rule out
differential diagnosis such as subcutaneous
panniculitis-like ~ T-cell lymphoma, deep
morphea, erythema nodosum, erythema
induratum of Bazin, post-steroid panniculitis,
Weber—Christian disease and sarcoidosis [14-16].

Histopathologic findings in LEP patients are
characterized by lobular or mixed panniculitis
with lymphocytic inflammatory cells of the fat
lobule [17-18]. Other features encompass
dermoepidermal changes and Ilymphocytic
vasculitis in the small vessels of the fat lobule.
Hyaline necrosis is a hallmark of lupus
panniculitis [19]. The histopathological pattern of
our patient was consistent with LEP.

Regarding the treatment of LEP, antimalarials
are the first therapy option. Corticosteroids are
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In ceea ce priveste tratamentul, anti-
malaricele reprezintd prima optiune de terapie,
iar corticosteroizii, a doua. In cazurile refractare
la terapie, optiunile de tratament includ
talidomidd, metotrexat, micofenolat mofetil,
ciclosporina si ciclofosfamidd intravenoasa.
Protectia solard este recomandatd in toate
cazurile [20]. Majoritatea cazurilor de LEP au un
prognostic bun. In cazul de fata, tratamentul a
cuprins hidroxiclorochina, cu reevaluare la
fiecare 3-6 luni si cu o evolutie bung, tabloul clinic
s-a imbunatitit, si nu au existat semne de
progresie catre LES.

Concluzie

LEP este o afectiune rard, greu de
diagnosticat, mai ales atunci cand caracteristicile
clinice sunt neobisnuite. Ecografia este un
instrument de diagnostic modern, neinvaziv,
capabil sa ghideze diagnosticul si sa ajute
clinicianul si patologul. Prezenta lobulilor
adiposi hipertrofici si a septurilor de tesut
conjunctiv care contin vase de singe proeminente
au condus patologul cétre sectiuni multiple ale
planului profund care implicd o cantitate mai
mare de tesut adipos.

HFUS este usor acceptatd de pacient, nu
prezintd risc de iradiere si este usor disponibild,
oferind date masurabile de bund calitate. Poate fi
considerat un ,bisturiu virtual”, care ghideaza,
completeazd si sustine diagnosticul histologic.
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