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Rezumat

Una din cele mai frecvente boli ale fesutului
conjunctiv, cu o mare variabilitate clinica si biologica este
lupusul eritematos sistemic . Acesta are o etiologie
complexd cu afectare multiorganicd datoratd cascadei
autoimune declansate.

Prezentam cazul unei paciente in varsta de 42 ani,
cunoscutd cu lupus eritematos cronic cutanat, care s-a
internat in clinica noastrd prezentind leziuni cutanate
polimorfe si simptomatologie sugestivd pentru lupus
eritematos sistemic. La examenul clinic s-au evidentiat:
leziuni eritemato-papulo-atrofice specifice lupusul erite-
matos cronic discoid pe zonele fotoexpuse, rash malar,
keilita lupicd, plici eritemato-papulo-violacee la nivelul
membrelor inferioare sugestive pentru vasculita livedoidd,
leziuni eritemato-scuamoase debutate la nivel acral cu des-
cuamare in lambouri (manifestari secundare sindromului
Raynaud periferic), fotosensibilitate si dureri articulare .

Pacienta nu a respectat tratamentul specific bolii , ceea
ce a determinat agravarea bolii. Avdnd in vedere gravitatea
leziunilor pacienta a fost investigatd pentru o eventuald
sistematizare a lupusului eritematos. Testele de laborator au
indicat Ac anti Ro pozitivi si prezenta unei usoare ingrosari
a pleurei drepte pe radiografia toracicd interpretatd ca o
pahipleuritd, confirmdnd astfel diagnosticul de lupus
eritematos sistemic(criterii ACR).

Summary

One of the most common diseases of the connective
tissue, with a big clinical and biological variety is systemic
lupus erythematosus. It has a complex etiology and involve
multiple organs because of the autoimmune connotations.

We present the case of a 42 years old woman , who had
chronic cutaneous lupus erythematosus. This patient was
reffered to the clinic with many cutaneous lesions and with
suggestive symptoms for systemic lupus erythematosus. At
the clinical exam we found erythematosus-papulous-
atrophic lesions situated on the sun-exposed areas
suggestive for discoid lupus erythematosus, malar rash,
lupus cheilitis, erythematosus-papulous plaques on the legs
specific for livedo wvasculitis, acral erythematsquamous
lesions with high desquamation (secondary to the Raynaud
syndrom), photosensitivity and joint pain.

The patient hadn’t respect the right treatment, which
led to the worsening of the disease. Considering the gravity
of the lesions the patient was investigated for the posibility
of appearance systemic lupus erythematosus. The
laboratory findings showed positive antiRo antibodies and
the presence on the pulmonary Rx of an easy thickening of
the right pleura interpreted like a pahipleuritis, confirming
the systemic lupus erythematosus diagnosis (ACR criteria).

After beginning the therapy with oral corticosteroid in
association with Plaquenil and also topical corticosteroids
the lesions were improved and the mood was better.
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In urma instituirii tratamentului cu corticoizi sistemic
in asociere cu Plaquenil si dermatocorticoizi leziunile s-au
ameliorat si starea generald s-a imbundtditit. De astfel
pacienta a prezentat la urmatoarea internare o evolufie
favorabild datoritd respectdrii indicatiilor si tratamentului .

Cuvinte cheie: lupus eritematos cronic cutanat, lupus
eritematos sistemic.

Furthermore the patient showed at the next internship a
good evolution because of respecting the treatment and the
indications.

Key words: chronic cutaneous lupus erythematosus,
systemic lupus erythematosus.
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Introducere

Boala lupica afecteazd un spectru larg de
organe, pielea reprezentand in general princi-
palul organ tinta. Lupusul eritematos cutanat
este impartit conform clasificdrii de la Dusseldorf
(2003) 1in lupus: cronic, subacut, acut si inter-
mitent [0]. Lupusul eritematos cronic cutanat este
o afectiune cu leziuni variabile (cele discoide
fiind cel mai frecvent intilnite), in care afectarea
cutanatd este predominantd, rareori aparand
implicatiile sistemice.

Lupusul eritematos sistemic este o boala
autoimund, multisistemica caracterizatd de pre-
zenta unei mari varietdti de anticorpi indreptati
impotriva unor antigene nucleare, care determina
implicarea diferitelor organe si tabloul clinic
heterogen [1]. Asociatia Americand de Reuma-
tologie (ACR) a publicat o lista cu 11 criterii
pentru stabilirea diagnosticului de lupus erite-
matos sistemic, fiind suficientd prezenta a minim
4 criterii pentru confirmarea diagnosticului [2].

Caz clinic

Descriem cazul unei paciente in varstd de 42
ani, cunoscuta cu lupus eritematos cronic cutanat
cu leziuni discoide confirmat histopatologic in
2000 (la varsta de 31 de ani) care se interneaza in
Clinica de Dermatologie in 2011 pentru leziuni
cutanate variate:

- leziuni eritemato-papulo-atrofice, usor
scuamoase (specifice pentru lupusul erite-
matos cronic discoid) la nivelul zonelor
fotosensibile — piramida nazala, decolteu;

- keilita lupica;

- rash malar (fig.1);

- pldci eritemato-papulo-violacee usor infil-
trate, prost delimitate, dispuse la nivelul
membrelor inferioare sugestive pentru
vasculita livedoida (fig. 2);

Introduction

Lupus disease affects a wide range of organs,
the skin being its main target. According to
Dusseldorf classification of 2003, cutaneous
lupus erythematosus is divided into chronic,
subacute, acute and intermittent [0]. Chronic
cutaneous lupus erythematosus is a condition
with variable features (with discoid ones most
frequently encountered) in which skin invol-
vement prevails, with rare systemic implications.

Systemic lupus erythematosus is an auto-
immune multisystemic disease characterized by
the presence of a great variety of nuclear
antibodies that attack the nuclear antigens,
involving different body organs and creating a
heterogeneous clinical picture [1]. The American
College of Rheumatology (ACR) has summarized
in a list 11 criteria for diagnosing systemic lupus
erythematosus; four such criteria are enough for
diagnosis confirmation [2].

Clinical case

We present the case of a 42 year old woman
with chronic cutaneous lupus erythematosus
with discoid lesions, histopathologically con-
firmed in the year 2000 (at 31 years of age), who
was referred to our clinic in 2011 with many
cutaneous lesions:

- erythematosus-papulous-atrophic lesions,
slightly squamous (suggestive for chronic
discoid lupus erythematosus), situated on
the sun-exposed areas — the bridge of the
nose, the neck cleavage;

- lupus cheilitis;

- malar rash (Fig.1);

- slightly infiltrated reddish-purple, vaguely
defined erythematosus-papulous plaques,
localised in the inferior limbs, suggestive
for livedoid vasculitis (Fig. 2);

- erythematous-squamous lesions first occur-
ing on fingertips, with extensive desqua-
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Fig.1. Rash malar
Fig. 1. Malar rash

- leziuni eritemato-scuamoase debutate la
nivelul varfurilor degetelor cu descuamare
mare in lambouri (sindrom Raynaud
periferic cu modificari secundare) (fig. 3);

- fotosensibilitate.

Asociaza dureri articulare cu edem si redoare
la nivelul articulatiilor interfalangiene ale mainii
si la nivelul gleznei stangi. Pacienta neaga
cefalee, scddere in greutate si febrd in ante-
cedente. Din anamnezd afldm cd pacienta este
fumadtoare (>10 tigarete /zi de aproximativ 20 de
ani) si cd a urmat tratament cu Plaquenil pana in
2008, iar de atunci a intrerupt orice terapie.
Avand in vedere polimorfismul si amploarea
leziunilor cutanate am efectuat un screening
serologic pentru un posibil lupus eritematos
sistemic. In prima etapid a investigatiilor
paraclinice s-au efectuat cu rezultate normale
hemoleucograma, glicemia, evaluarea renala
(fara proteinurie) si evaluarea hepatica (fard
sindrom de colestaza). Nu s-a identificat sindrom
inflamator (VSH, PCR cu valori normale). in
etapa urmdtoare analizele imunologice efectuate
au evidentiat prezenta Ac antiRo cu valori pozi-
tive in lipsa Ac antiADN dc si a scdderii frac-
tiunilor complementului (C3, C4). Radiografia
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Fig. 2. Pldci eritemato-papulo-violacee usor infiltrate situate
la nivelul gambelor sugestive pentru vasculita livedoidd

Fig. 2. Slightly infiltrated reddish-purple erythematosus-
papulous plaques, localised in the shanks, suggestive for
livedoid vasculitis

mation in cutaneous flaps (peripheric

Raynaud syndrome with secondary modifi-

cations) (Fig. 3);

- photosensitivity

Articular pains are associated with edema
and pains in the interphalangeal articulations of
the hand and in the left ankle. The patient denies
any history of headaches, weight loss and fever.
The anamnesis reveals that the patient has been
smoking (>10 cigarettes/day for about 20 years)
and has been administered Plaquenil until 2008,
when she stopped all treatment. Considering the
gravity of the lesions, the patient was investi-
gated by serologic screening for the possibility of
systemic lupus erythematosus. In the first stage
of examination, we have focused on hemo-
leucogram, glycemia, renal evaluation (no pro-
teinuria) and hepatic evaluation (no cholestasis
syndrome). No inflammatory syndrome was
revealed (VSH, PCR within normal values). In the
next stage, the immunological tests have shown
the presence of positive antiRo antibodies, in the
absence of anti-DNA antibodies and of the
decrease in the complement components (CD3,
C4). The cardiopulmonary Rx has shown a slight
thickening of the right pleura (pleuritis), with

269




DermatoVenerol. (Buc.), 56: 267-272

Fig. 3. Leziuni eritemato-scuamoase cu debut la nivel acral
cu descuamare mare in lambouri (sindrom Raynaud periferic
cu modificdri secundare)

Fig. 3. Erythematous-squamous lesions first occuring on
fingertips, with extensive desquamation in cutaneous flaps
(peripheric ~ Raynaud  syndrome  with  secondary
modifications)

cardio-pulmonard efectuatd a ardtat o usoara
ingrosare a pleurei drepte (pleuritd) cu valori
spirometrice normale, In lipsa markerilor
infectiosi (Tbc etc.). Examenul histopatologic al
biopsiei cutanate efectuatd la debutul bolii a
confirmat diagnosticul de lupus eritematos
cronic cutanat prezentdnd urmdtoarele carac-
teristici: epiderm usor atrofic, minima hiper-
ortokeratoza focalda compactd pe alocuri cu schita
de dop folicular; moderatd degenerescentd balo-
nizantd bazald; moderat infiltrat inflamator
limfomonocitar perivascular si perianexial;
minima fibrozd dermald; minimd acumulare de
material mucoid intestitial (fig. 4).

Pe baza aspectului clinic al leziunilor si a
investigatiilor paraclinice s-au identificat mai
mult de 4 criterii ACR (lupus eritematos cronic
discoid, rash malar, fotosensibilitate, artrita,
pleurita ) ceea ce permite stabilirea diagnosticului
de lupus eritematos sistemic. Pacientei i s-a
instituit tratament cu corticoizi sistemic in
asociere cu Plaquenil si dermatocorticoizi topici
cu evolutie favorabild a leziunilor cutanate, fapt
observat si in dinamica la urmatoarea internare la
distantd de aproximativ 2 luni de la prima pre-
zentare (fig. 5, fig. 6). S-a observat de asemenea
cu aceasta ocazie si bund complianta a pacientei
la tratament si absenta efectelor adverse.

Fig. 4. Aspect histopatologic pentru LECC - epiderm usor
atrofic, minimd hiperortokeratozi pe alocuri cu schitd de dop
folicular, moderatid degenerescentd balonizantd bazald,
moderat infiltrat inflamator limfocitar (HE x 40)

Fig. 4. Histopathological aspect in CDLE: slightly atrophic
epidermis, minimal hyperorthokeratosis, randomly com-
pleted with follicular plugs; moderate inflammatory basal
degenerescence; moderate lymphomonocitary infiltrate
(HE x 40)

normal spirometric values, and the absence of
infectious markers (Tbc, etc.). Histopathological
examination of skin biopsy, performed in the
initial stage of the disease, has confirmed the
diagnosis of chronic cutaneous lupus erythe-
matosus, showing the following features: slightly
atrophic epidermis, minimal focal hyperortho-
keratosis, randomly completed with follicular
plugs; moderate inflammatory basal degeneres-
cence; moderate perivascular and perianexial
inflammatory lymphomonocitary infiltrate;
minimal dermal fibrosis; minimal accumulation
of interstitial mucoid material (Fig. 4).

Based on the clinical aspect of lesions and on
paraclinical investigations, more than four ACR
criteria have been identified (chronic discoid
lupus erythematosus, malar rash, photo-
sensitivity, arthritis, pleuritis), which allowed for
firm establishment of systemic lupus erythe-
matosus diagnosis. The patient was administered
systemic corticoids in association with Plaquenil
and topical dermatocorticoids and skin lesions
evolved favourably. This dynamics was con-
firmed in the following internship, about two
months later (Fig. 5, 6). The patient complied
with the treatment and no side effects were
noted.
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Fig. 5. Leziunea de la nivelul gambei stangi la 2 luni de la
inceperea tratamentului

Fig. 5. Lesion in the left shank, 2 months after beginning of
treatment

Discutii

Lupusul eritematos cronic discoid (LECC)
este o afectiune caracterizatd prin prezenta unor
leziuni cutanate cu caracter cronic, rareori
insotite de anomalii imunologice sau serologice
[3]. Este de mentionat ca Ac anti Ro pozitivi la
pacientii cu LECC trebuie evaluati ca potentiali
factori de risc pentru dezvoltarea LES si ca atare
pacientii trebuie monitorizati in acest scop. Este si
cazul pacientei noastre ale cdrei analize imuno-
logice au ardtat un titru crescut al Ac antiRo, ceea
ce a crescut posibilitatea sistematizdrii bolii. S-a
dovedit ca forma diseminatd a LECC apare mai
des la femeile fumaétoare si in asociere cu un titru
pozitiv al Ac anti Ro, cum este si cazul de fatd. De
asemenea, pacienta a fost sfatuitd sa renunte la
fumat, ca verigd patologica ce amplifica leziunile
cutanate dar si la potentator negativ al trata-
mentului cu hidroxiclorochina.

Leziunile de lupus discoid pot apare in LES
dar la pacientii diagnosticati initial cu LECC
rareori apare progresia spre boala sistemica, fiind
citat in literatura un procent mai mic de 6,5% de
pacienti [4, 5]. Rareori pacientii cu LECC ajung sa
aiba in evolutie mai mult de 4 criterii ACR care sa
dovedeascd extensia bolii.

Sexul feminin si aparitia leziunilor discoide
inainte de 40 de ani sunt citati in literatura ca
factori de risc crescut pentru aceastd progresie.
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Fig. 6. Leziunile de la nivelul degetelor la 2 luni de la
inceperea tratamentului

Fig. 6. Lesions on the fingers, 2 months after beginning of
treatment

Discussion

Chronic discoid lupus erythematosus (CDLE)
is a disease characterized by the presence of
chronic skin lesions rarely accompanied by
immunological or serological anomalies [3].
Positive anti Ro antibodies in CDLE patients have
to be considered as potential risk factors for the
development of systemic lupus erythematosus
and patients have to be monitorized in this
respect. Which is the case with our patient, whose
immnological tests have shown an increased titre
of anti Ro antibodies, which favoured the
evolution of the condition to the systemic stage. It
has been proven that the disseminated form of
CDLE occurs mostly in smoking women and is
associated with positive anti Ro antibodies, as is
the case with our patient. She was advised to quit
smoking, a pathological link that amplifies skin
lesions and may favour a negative response to
hydroxychloroquinone treatment.

Discoid lupus lesions may occur in systemic
lupus erythematosus, but in patients initially
diagnosed with CDLE the progression towards
the systemic condition is rare, less than 6.5 per
cent of the patients being affected [4, 5]. CDLE
patients seldom present in evolution more than
four ACR criteria, which is an indicator of the
extension of the disease.
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Pacienta, fiind diagnosticata la varsta de 31 ani se
incadreaza in ambele categorii citate ca avand risc
crescut ceea ce vine ca un argument in plus
pentru diagnosticul de LES.

Leziunile cutanate discoide tind sd se remita
complet de-a lungul anilor In mai mult de 50%
din cazuri [6]. Rezistenta la remisiune este
asociatd cu prezenta sindromului Raynaud,
implicarea leziunilor la nivelul sclaPului si
prezenta leziunilor chilblain-like [4]. In cazul
prezentat, pacienta avand factori cunoscuti ca
fiind asociati cu rezistenta la remisiune leziunile
nu doar ca nu s-au remis, ci dimpotrivd s-au
amplificat ducand la afectarea sistemica.

Concluzii

Particularitatea cazului prezentat consta in
faptul cd pacienta diagnosticata initial cu LECC
se prezintd cu afectare polimorfd dezvoltand
aladturi de leziunile cronice si leziuni cutanate de
tip subacut, sindrom Raynaud si vasculitd
livedoida. In urma investigatiilor amanuntite se
demonstreaza progresia bolii de la forma cuta-
natd cronica la LES.
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Studies have shown that female gender and
the occurrence of discoid lesions before the age of
40 constitute higher risk factors in the
progression of this disease. Since our patients
was diagnosed at the age of 31, she complies with
both criteria quoted above, which is yet another
argument in favour of the diagnosis of systemic
lupus erythematosus.

Cutaneous discoid lesions tend to remit
completely along the years in more than 50 per
cent of the cases [6]. The resistance to remission is
associated with the presence of the Raynaud
syndrome, of scalp lesions and chilblain-like
lesions [4]. In our case, the patient presented
factors resistant to remission which not only did
not subside, but evolved, leading to the systemic
condition.

Conclusions

The peculiarity of the case presented resides
in the fact that our patient, initially diagnosed
with CDLE, also presented polymorph involve-
ment and developed, besides chronic lesions,
subacute skin lesions, Raynaud syndrome and
livedoid vasculitis. Following detailed exa-
mination, we have demonstrated that the
condition progressed to the chronic form of
systemic lupus erythematosus.
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