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Rezumat

Lupusul eritematos chilblain (CHLE) este o formã rarã
de lupus eritematos cronic cutanat, agravatã de frig, care
asociazã leziuni tipice de lupus eritematos cronic fix ( pe
faþã ºi urechi) cu leziuni infiltrate violacee, asemãnãtoare
pernioanelor (engelures), localizate pe partea dorsalã ºi
lateralã a degetelor mâinilor, pe feþele laterale ale palmelor
ºi plantelor, cãlcâi, mai rar pe vârful nasului, pavilionului
urechii, ºi trunchi. 

CHLE apare in perioada rece ºi umedã a anului. În
literatura de specialitate au fost raportate atât cazuri
sporadice cât si cazuri familiale cu transmitere autosomal
dominantã legatã de mutaþii la nivelul genei TREX-1.

În cazul CHLE sporadic, patogeneza este încã
neelucidatã. Pânã la 20% din pacientii cu CHLE dezvoltã
lupus eritematos sistemic.

Prezentãm cazul unei paciente in vârstã de 39 ani, care
s-a internat în Spitalul Clinic de Dermatologie ,,Profesor
Dr Scarlat Longhin’’ în septembrie 2011, prezentând
leziuni cutanate sugestive pentru diagnosticul clinic de
lupus eritematos cronic cutanat, diagnostic confirmat ºi
prin examenul histopatologic al biopsiei cutanate efectuate.
Se instituie tratament cu Prednison 35mg,/zi ºi Plaquenil
400mg/zi, fãrã ameliorarea semnificativã a acuzelor.

Summary

Chilblain Lupus Erythematosus  (CHLE) is a rare
form of Chronic Cutaneous lupus erythematosus
exacerbated by cold, associating typical injuries of chronic
lupus erythematosus (face and ears) with infiltrative
purplish injuries, like pernio located on the dorsal and
lateral aspect of fingers and toes, palms and plants, heel,
occasionally on the tip of the nose, auricle, and rarely on the
trunk.

CHLE appears during the cold and wet part of the
year. In the specialty literature, sporadic cases were
reported and familial autosomal dominant transmitted
cases also, with mutation of TREX1 gene involvement. 

In sporadic CHLE, pathogenesis remain uncertain,
20% of the patients developing systemic lupus
erithematosus (SLE).

We present a 39 years old woman case, hospitalized
in Clinical Hospital for Dermatology Prof. Dr. Scarlat
Longhin in September 2011 presenting cutaneous lesions
suggesting the diagnosis of chronic cutaneous lupus
erithematosus, diagnosis confirmed by hystopathological
examination performed after biopsy. Treatment with
Prednisone is setting up 35mg/day and Plaquenil 400
mg/day without significant improvement of the
symptoms.   In January 2012, the patient is hospitalized
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Introducere

Lupusul eritematos sistemic este o boalã
autoimunã, multisistemicã caracterizatã prin
prezenþa unei mari varietãþi de autoanticorpi
îndreptaþi împotriva unor antigene preponderent
nucleare, care determinã implicarea diferitelor
organe ºi un tablou clinic heterogen [2].

Lupusul eritematos cronic cutanat reprezintã
o boalã autoimunã cronicã inflamatorie cu un
spectru larg de manifestãri clinice ºi cu evolutie
variabilã [2,3].

Lupusul eritematos chilblain(CHLE) este o
formã rarã de lupus eritematos cronic cutanat,
descris pentru prima datã de Hutchinson în 1888.
Termenul ,,chilblain’’ lupus eritematos este
derivat din termenii anglo-saxoni ,,rece’’ ºi
,,blegen’’ , un sinonim pentru ,,inflamat’’. Ca
alternativã la CHLE, mai este folosit termenul
,,Hutchinson lupus’’[6]. Leziunile din CHLE apar
de obicei în prima perioadã a anotimpului rece ºi
în perioadele umede ºi, spre deosebire de
degerãturile comune, nu se remit în anotimpurile
calde [5].

Caz clinic

Descriem cazul unei paciente în vârstã de 39
de ani, din mediul rural, care se interneazã în
Spitalul Clinic de Dermato-venerologie ,,Profesor

Introduction

Systemic lupus erithematosus is a
multisystemic autoimmune disease characterized
by various auto antibodies directed against
antigens, mostly nuclear antigens, that determines
different organs involvement and a heterogeneous
clinical pictures [2]. The cutaneous chronic lupus
erithematosus represents an inflammatory chronic
autoimmune disease with a broad spectrum of
clinical symptoms and a variable evolution [2,3].
Chilblain lupus erithematosus is a rare form of
cutaneous chronic lupus erithematosus, first
described by Hutchinson in 1888 [6]. The term is
derived form Anglo-Saxon “cold” and “blegen”-
inflammation. Also the term Hutchinson lupus is
used. The lesions appear usually in the beginning
of the cold season and in the wet weather and
opposed to common chilblain are not recovered in
the warm season [5].

Clinical case

We present case of a 39 years old woman,
from countryside presented to Clinical Hospital
for Dermatology Prof. Dr. Scarlat Longin in
September 2011 with malar rash, erithematous
plaques relatively well delimited, slightly
infiltrated, and located on anterior and posterior
neck, and antero-posterior trunk. The patient

În ianuarie 2012 pacienta se reinterneazã în Clinica de
Dermato-venerologie a Spitalului Victor Babeº prezentând
agravarea leziunilor cutanate. Aspectul clinic al leziunilor
agravate în sezonul rece, rezistenþã la tratament ºi datele
anamnestice ºi paraclinice ne conduc cãtre diagnosticul de
chilblain lupus –forma sporadicã.

Având în vedere gravitatea leziunilor cutanate,
simptologia asociatã ºi rezistenþa la tratament, pacienta a
fost investigatã pentru o eventualã sistematizare a CHLE
în Clinica de Nefrologie a Spitalului ,,Carol Davila’’.
Investigaþiile paraclinice efectuate coroborate cu examenul
clinic au confirmat diagnosticul de lupus eritematos
sistemic (criterii ACR).

Rezistenþa la tratamentul cu Plaquenil ºi Prednison a
leziunilor cutanate au impus asocierea Prednisonului cu
Ciclofosfamida.

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

in the Dermatological Department of the Clinical Hospital
V. Babes presenting worsening of the cutaneous lesions.
The clinical aspect of the lesions aggravated in the cold
season, resistance to treatment and anamnestic and
paraclinic data leading to the diagnostic of chilblain
lupus/ sporadic form. Considering the gravity of the
cutaneous lessions, the associated symptomatology and
the resistance to treatment the patient has been
investigated for a potential systemic disease in the
Nephrology Clinic “Carol Davila”. Para clinic
investigations in conjunction with clinical findings
confirmed the diagnosis of systemic lupus erithematosus
(ARA criteria). The resistance of the cutaneous lesions to
Prednison and Plaquenil treatment required the
association of Prednison with Cyclophosphamide.

Key words: cutaneous chronic lupus erithematosus,
chilblain lupus, systemic lupus erithematosus.
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Dr. Scarlat Longhin’’ în septembrie 2011
prezentând rash malar, plãci si placarde
eritematoase, relativ bine delimitate, uºor
infiltrate, localizate la nivelul gâtului anterior ºi
posterior, pe torace antero-posterior. Pacienta

sustain that the lesions appeared in 2010
corticoids, without improvement of symptoma-
tology. Cutaneous biopsy was performed during
hospitalization and histological examination and
diagnosis was of chronic cutaneous lupus
erithematosus. No biological changes were
detected that may affect kidney or liver function.
Immunological determinations revealed FAN
presence (1:320 titer) anti DNA ds antibodies
absence, serum complement decreased, ESR
elevated. A form of cutaneous lupus
erithematosus was taken into consideration,
without liver or kidney involvement. Systemic
treatment with Prednison 35mg/day and
Plaquenil 400 mg/day is setting up and also topic

Fig 1. Examenul histopatologic evidenþiazã
hiperortokeratozã, marcatã atrofie epidermalã cu ºtergerea

reliefului dermului papilar, degenerescenþã vacuolarã a
stratului bazal, keratinocite apoptotice. Coloraþia PAS

identificã membrana bazalã epidermalã îngroºatã , minim
infiltrat inflamator limfocitar dispus perifolicular ºi

perivascular dermal, degenerescenþã actinicã bazofilã dermalã
Fig 1. Histopathological examination shows hyperkeratosis,
marked epidermal atrophy with absence of dermal papillae,
vacuolar degeneration of basilar stratum, confluence and

apoptotic keratinocytes at this level ; PAS-positive basement
membrane zone thickened. Minim lymphocyte

inflammatory infiltrate about the vessels and adnexal
structures; actinic basophile dermal degenerescence

Fig. 2. Eritem difuz torace, ºi braþ stâng 
Fig. 2. Difuse eritema  on trunk and left arm

Fig 3. Leziuni nodulare violacee persistente, discret
ulcerative la nivelul degetelor mâinii

Fig 3. Nodular purplish persistent lesions, discrete
ulcerative located on fingers

Fig. 4. Leziuni nodulare violacee infiltrate la degetele
mâinilor, detaliu

Fig. 4. Nodular infiltrative, purplish lesions, located on
fingers, detail
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afirmã cã leziunile au debutat în 2010 când s-a
prezentat la examenul medical unde a fost
examinatã ºi diagnosticatã cu alergodermie,
pentru care a efectuat tratament cu dermato-
corticoizi, fãrã ameliorarea simptomatologiei. Pe
parcursul internãrii se practicã biopsia cutanatã ºi
examenul histopatologic, fiind diagnosticatã cu
lupus eritematos cronic cutanat. Nu se constatã
modificãri biologice care sã afecteze funcþia
hepaticã sau renalã. Investigaþiile imunologice
evidenþiazã ANF (1:320) prezenþi, Ac. Anti ADN
dc absenþi, complement seric scãzut, VSH crescut.
Se considerã cã este o formã de lupus eritematos
cutanat fãrã afectare hepaticã sau renalã. Se
instituie tratament sistemic cu Prednison
35mg/zi ºi Plaquenil 400 mg /zi, precum ºi
tratament topic cu corticoizi ºi creme cu ecran
fotoprotector. Pacienta face terapia 1-2 luni dar
nu mai efectueazã niciun control medical. În
ianuarie 2012, pacienta se reinterneazã în Clinica
de Dermatologie a Spitalului Victor Babeº din
Bucureºti, prezentând agravarea leziunilor
cutanate ºi alterarea stãrii generale, artralgii,
astenie fizicã. Examenul clinic evidenþiazã: plãci
eritemato-papulo-atrofice uºor scuamoase, la
nivelul toracelui anterior ºi posterior (specifice
lupusului eritematos cronic discoid), placarde
eritemato-violacee infiltrate, relativ bine
delimitate, localizate la nivelul gâtului anterior ºi
posterior, leziuni ulcerative la nivelul degetelor
mâinilor, ll-lll bilateral, rash violaceu palmo-
plantar, ulceraþii plantare.

Din anamnezã reiese cã antecedentele
heredo-colaterale ale pacientei sunt nesemni-
ficative, pacienta nemaiavând rude de gradul l cu
aceeaºi afecþiune, pacienta este fumãtoare (un
pachet þigarete/zi de aproximativ 20 de ani), iar
leziunile cutanate s-au agravat la frig pe timpul
iernii.

Testele de laborator au evidenþiat: ANF-
prezenþi 1: 320, (fluorescenþã cu aspect marginal),
Ac. anti RNP prezenþi, Ac. Anti ADN dc prezenþi,
Ac anti vas (1: 10 - prezenþi), celule lupice
absente. Analizele biologice au fost în limite
normale, funcþia renalã normalã.

Diagnosticul stabilit pe baza anamnezei,
aspectelor clinice, histopatologice ºi paraclinice
este de CHLE – forma sporadicã. Tratamentul
administrat a constat in Prednison 35 mg/zi,
Famotidina 20 mg/zi,dermatocorticoizi, topice
cu antibiotice ºi cicatrizante pentru ulceraþii,

corticoids in photo protector cream. The patient
followed the therapy for 1-2 month without a
further medical examination.

In 2012 the patient is again hospitalized in
Dermatology Department of Clinical Hospital V.
Babes presenting aggravated cutaneous lessions ,
altered general status, arthralgia, fatigue. Clinical
examination distinguished : plaques , erithemato-
papulo atrophic, slightly squamous, on anterior
and posterior trunk (specific to discoid lupus
erithematosus), erithematous purplish placards,
infiltrate, well delimited, located on anterior and
posterior neck, ulcerative lesions on fingers II/III
bilateral, palms and plants purplish rash, plants
ulcerations. Anamnesis revealed no significant
hereditary antecedents, the patient having no
first degree relatives with the same disease,
smoker (for 20 years) and aggravation of the
cutaneous lesions during winter. 

Laboratory tests revealed antinuclear
antibodies presence 1:320, marginal aspect of the
fluorescence, anti RNP antibodies presence, anti
ds DNA also and anti vessel antibodies (1:10),
lupic cells were absent. Biological tests were
normal as was the renal function. The diagnosis
considering the clinical, histological and Para
clinic aspects was of chilblain lupus
erithematosus- sporadic form. 

The treatment consisted in Prednison 35
mg/day, Famotidine 20 mg/day, dermatocor-
ticoids, topic antibiotics and repairing creams for
ulcerations, cold protection and sun protection
SPF 50. The examination after three month is
missed. The patient returns to the control in
March  2013, in the Clinical Hospital V. Babes,
presenting cutaneous lesions specific to CHLE,
with swelling and pain in the distal
interphalangeal joints, both hands,  exacerbated
by cold, myalgias, fatigue body mass loss,
nocturia, pollakiuria. Considering the extent of
polymorphism and skin lesions and associated
symptoms and resistance to treatment, the
patient is encouraged to Nephrology Clinic of the
hospital for Davila a serological screening for a
possible systemic lupus erythematosus.   

The investigations and laboratory tests
carried out in the clinic of Nephrology showed
biological analyses within the normal range,
except in the case of a Mixed Dyslipidemia,
hypokalemia, normal function Stanfield sample
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protecþie la frig prin mãsuri fizice ºi protecþie
solarã cu creme ecran cu SPF 50. Controlul dupã
trei luni nu îl face.  

Pacienta revine la control în martie 2013 la
spitalul Victor Babeº prezentând leziuni cutanate
specifice CHLE, tumefacþie ºi algii la nivelul
articulaþiilor interfalangiene distale, mici
tumefacþii nedureroase la nivelul articulaþiilor
falangiene distale la ambele mâini, exacerbate de
frig, mialgii, fatigabilitate, scãdere în greutate,
nicturie ºi polakiurie.

Având în vedere polimorfismul ºi amploarea
leziunilor cutanate precum ºi simptomatologia
asociatã ºi rezistenþa la tratament se îndrumã
pacienta cãtre Clinica de Nefrologie a Spitalului
Carol Davila în vederea efectuãrii unui screening
serologic pentru un posibil lupus eritematos
sistemic.

Investigaþiile paraclinice efectuate în Clinica
de Nefrologie au arãtat analize biologice în limite
normale, cu excepþia unei dislipidemii mixte,
hipopotasemie, probã Stanfield normalã, funcþie
renalã normalã cu clearance la creatininã de 66,7
ml/min, ANA pozitiv, ADN dc, ANCAc ºi
ANCAp, pozitive, anticorpi anticardiolipinici de
tip IgG si IgM negativi, C3 normal, C4 scãzut,
EKG: ritm sinusal frecvenþã 100 b/min, traseu
normal. Eco abdominal: aspect normal al
organelor examinate, radiografia cardio-
pulmonarã efectuatã a arãtat îngroºarea pleurei si
sechele Tbc.

Pe baza aspectului clinic al leziunilor ºi a
investigaþiilor paraclinice s-au identificat mai
mult de 4 criterii ACR (lupus eritematos cronic,
rash malar, fotosensibilitate, artritã, pleuritã) ceea
ce permite stabilirea diagnosticului de Lupus
eritematios sistemic cu afectarea articularã ºi
cutanatã severã – forma CHLE sporadic.
Hipopotasemie. Denutriþie grad l. Dislipidemie
mixtã. Se considerã cã leziunile cutanate s-au
transformat în leziuni vasculitice necrotice severe
invalidante. Rezistenþa la tratamentul cu
Plaquenil ºi Prednison a leziunilor cutanate au
impus asocierea Prednisonului 1g/zi, 3 zile cu
Ciclofosfamidã. Pacienta a efectuat 6 pulsuri cu
Ciclofosfamidã, 800mg/puls + prednison
0,5mg/Kg corp/zi 3 luni scãzând progresiv pânã
la 10 mg la 2 zile. Dupã cele 6 pulsuri se trece la
tratament de întreþinere cu imuran 100 mg/zi ºi
10mg la 2 zile, prednison. În prezent se aflã în
tratament cu Prednison 10 mg,/zi ºi Imuran 10
mg/zi, Omez 20 mg, /zi, dermatocorticoizi,

normal renal clearance of creatinine with at 66,7
ml/min, ANA positive, ds DNA, ANCAc  and
ANCAp, positive cardiolipin IgG and IgM
negative, normal C3, C4 low, frequency sinus
rhythm ECG: 100 m/min the normal route. Eco:
normal abdominal organs examined, cardio-
pulmonary x-ray showed thickening of the
pleura performed and sequelae TB. 

On the basis of the appearance of lesions and
para clinical investigations we have identified
more than 4 ARA criteria (chronic lupus
erythematosus, malar rashes, photosensitivity,
arthritis, pleuritis), which allows for establishing
the diagnosis of Systemic Lupus erithematosus
with severe joint and cutaneous damage the
CHLE sporadic form. Hypokalemia.
Malnutrition grade l. Mixed Dyslipidemia.
Cutaneous lesions are considered to have been
turned into severe debilitating necrotic necrotic
vasculitis injuries. Resistance to treatment with
Prednisone and  Plaquenil of the skin lesions
necessitate the association of Prednisone 1g/day,
3 days with Cyclophosphamide. The patient
received 6 pulses (standard) with
Cyclophosphamide, prednisone 800mg/pulse +
0, 5 mg/Kg bw/day for 3 months dropping
gradually to 10 mg every 2 days. After the six
pulse is passed to the maintenance treatment
with imuran 100 mg/day and 10 mg in 2 days,
prednisone. Currently, the patient is in treatment
with Prednisone 10 mg/day and imuran 10
mg/day, 20 mg/day omez, topic corticoids,
healing and photo protector screen creams. Also,
the patient was advised to quit smoking as a
pathological link devices that amplify the skin
lesions and was recommended the physical
protection from cold and moisture. 

There was a slight improvement in
symptomatology, patient being compliant to
treatment.

Discussions 

CHLE is a rare form of cutaneous lupus
erythematosus that is manifested clinically by
papules and plaques purplish-eritematous
located at the extremities, especially the back of
fingers of hands and feet, nasal pyramid, the
auricle and rarely on the trunk, being induced by
cold, as opposed to Systemic Lupus
Erythematosus Chronicus characteristic lesions
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cicatrizante ºi creme cu ecran fotoprotector. De
asemenea, pacienta a fost sfãtuitã sã renunþe la
fumat, ca verigã patologicã ce amplificã leziunile
cutanate ºi i s-a recomadat protecþia fizicã la frig
ºi umezealã. 

S-a observat o uºoarã ameliorare a
simptomatologiei, pacienta fiind compliantã la
tratament.

Discuþii

CHLE este o formã rarã de lupus eritematos
cutanat, care se manifestã clinic prin papule si
plãci eritemato-violacee localizate la extremitãþi,
în special dosul degetelor mâinilor ºi picioarelor,
piramida nazalã, pavilionul urechii ºi rar pe
trunchi, fiind induse de frig, spre deosebire de
leziunile caracteristice lupusului eritematos
cronic cutanat, care se agraveazã dupã expunerea
la soare [1]. 

Uneori aceste leziuni se pot ulcera, evolua în
plãci atrofice sau mai rar, pot deveni
hiperkeratozice [1].  CHLE poate însoþi lupusul
eritematos discoid sau alte forme de lupus
eritematos cronic cutanat iar progresia spre o
formã sistemicã (LES) este estimatã a fi de 20%
sau mai mult, dacã coexistã cu alte forme de
lupus eritematos cronic cutanat. Pacienþii cu
lupus eritematos sistemic ºi CHLE nu prezintã de
obicei afectare renalã, leziuni la nivelul
mucoaselor sau afectarea SNC-ului [7]. Totuºi,
fenomenul Raynaud ºi fotosensibilitatea au fost
raportate ca fiind mai des asociate cu CHLE [7].

Examenul histopatologic la pacienþii cu
chilblain lupus prezintã infiltrat limfocitar în
dermul superficial ºi perivascular, depozite de
IgM, IgA ºi C3 la joncþiunea dermo-epidermicã, ºi
depozite perivasculare de C3 ºi fibrinogen. Sunt
prezente ºi aspecte tipice de lupus eritematos
cronic, lipsesc însã edemul papilar, necroza
keratinocitarã [8].

În literatura de specialitate sunt raportate
cazuri de CHLE sporadice ºi cazuri de CHLE
familiale cu transmitere autosomal dominantã. 

În formele de CHLE familiale, a fost gãsitã o
mutaþie missense în TREX 1, genã de pe
cromozomul 3p, care joacã un rol important în
apoptoza ADN-ului monocatenar limfocitar
deteriorat de granzymele A. Probabil, persistenþa
ADN-monocatenar ar putea favoriza formarea de
autoanticorpi anti ADN [9,10].

of the skin, which worsens after sun exposure [1].
Sometimes these lesions ulcerate, may evolve in
atrophic plaques, or more rarely, may become
hyperkeratosic [1,4].  Lupus Erythematosus may
accompany CHLE discoid or other forms of
Chronic Cutaneous lupus erythematosus and
progression towards a form of systemic (SLE) is
estimated to be 20% or more, where it coexists
with other forms of Chronic Cutaneous lupus
erythematosus.

CHLE patients usually shows no kidney
damage, injuries to the mucous membranes, or
CNS [7]. 

However, Raynaud’s phenomenon, and
photosensitivity have been reported as being
more often associated with CHLE [7].

Histopathological examination in chilblain
lupus patients present lymphocyte infiltrate in
the superficial dermis and perivascular deposits
of IgM, IgA and C3 at the dermo-epidermal
junction, and perivascular deposits of C3 and
fibrinogen. Typical aspects of chronic lupus
erythematosus are also found, without papillary
edema and keratinocyte necrosis [8].

In the literature there are reports of sporadic
cases of CHLE CHLE family with autosomal
dominant transmission. In the forms of family
CHLE was found a missense mutation in the
TREX 1 gene on chromosome 3 p, which plays a
role in apoptosis of lymphocytes ss DNA at
granzyme  A level.   Probably, monocatenar DNA
persistence is likely to favor the formation of
autoantibodies against self DNA [9,10]. Lee-
Kirsch and colleagues have demonstrated an
association between mutations TREX 1 with
Sjogren’s and LES Syndrome [6].

The pathogenesis of sporadic CHLE is not
fully elucidated. CHLE sporadic, usually affects
middle-aged women. Vasoconstriction induced
by micro vascular lesions or cold, seems to be
stimulating factors. Capillary bed occlusion with
impaired circulation and the presence of red
blood cell aggregation in blood leading to
increased viscosity and stasis [6].

Su and collaborators, propose as criteria for
Diagnostics CHLE, two major criteria, namely:
the presence of localized accrual skin lesions,
induced by exposure to cold or freezing and
evidence of cutaneous lupus erythematosus
highlighted by the histopathological exams/
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Lee - Kirsch ºi colaboratorii, au demonstrat o
asociere a mutaþiilor TREX 1 cu Simdromul
Sjogren ºi LES [6].

Patogeneza CHLE sporadic nu este pe deplin
elucidatã. CHLE sporadic afecteazã de obicei
femeile de vârstã mijlocie.Vasoconstricþia sau
leziunile microvasculare provocate de frig par a fi
factori de stimulare. Ocluzia patului capilar cu
circulaþie redusã ºi prezenþa agregãrii hematiilor
din sânge duc la hipervâscozitate ºi stazã [6].

Su ºi colaboratorii, propun drept criterii de
dignostic pentru CHLE, douã criterii majore ºi
anume: prezenþa leziunilor cutanate localizate
acral, induse de expunerea la frig sau la
temperaturi scãzute ºi evidenþierea lupusului
eritematos cutanat prin examene
histopatologic/imunofluorescenþã indirectã ºi 4
criterii minore: coexistenþa LES sau LED, rãspuns
la tratamentul simptomatic pentru lupus ºi
rezultate negative ale testelor pentru
crioglobuline ºi aglutinine la rece.

Pentru diagnostic necesitã ambele criterii
majore ºi un criteriu minor [8]. În aceste criterii se
încadreazã ºi pacienta noastrã care a prezentat
douã criterii majore de diagnostic: leziuni
cutanate localizate acral, induse de frig, examen
histopatologic sugestiv pentru diagnosticul de
lupus eritematos cutanat ºi un criteriu minor:
coexistenþa cu lupusul eritematos sistemic.
Diagnosticul diferenþial al CHLE include
vasculitã acralã, crioglobulinemie, lupusul pernio
(forma cronicã a sarcoidozei cutanate acrale),
pernioanele, lupus Besnier [5,8].

CHLE este adesea dificil de distins clinic ºi
histologic de pernio chilblains. Investigaþiile
serologice, cum ar fi prezenþa anticorpilor ANA ºi
anti-RO/SSA, precum ºi a factorilor reumatoizi
pozitivi, ºi imunofluorescenþa directã pozitivã,
pot susþine diagnosticul de CHLE [8]. CHLE nu
trebuie confundat cu lupusul pernio, o formã de
sarcoidozã cutanatã, diferenþierea se face
histopatologic. La pacienþii cu CHLE întâlnim
atrofie epidermicã, infiltrat inflamator
perivascular ºi perianexial ºi degenerarea
stratului bazal, în timp ce în lupusul pernio, se
observã granuloame fãrã cazeificare, dar cu puþin
infiltrat inflamatoriu periferic [7]. În patogeneza
CHLE poate fi implicatã o tulburare a circulaþiei
periferice ºi asocierea cu fenomenul Raynaud,
livedo reticularis, sindromul antifosfolipidic ºi
modificãri ale capilarelor. 

indirect immunofluorescence and 4 minor
criteria: coexistence of LES  or LED, response to
symptomatic treatment for lupus and negative
results of tests for cryoglobuline and cold
agglutinins. 

Diagnosis requires both major criteria and
one minor criterion [8]. These criteria fit to and
our patient that presented two major diagnostic
criteria: localized accrual skin lesions, cold-
induced, histological examination indicative
diagnosis of cutaneous lupus erythematosus and
a minor criterion: coexistence with systemic
lupus erythematosus. Differential diagnosis of of
CHLE includes accrual vasculitis,
cryoglobulinemia, Lupus pernio (chronic form of
accrual cutaneous sarcoidosis), Besnier lupus
[5,8].

CHLE is often difficult to distinguish
clinically and histologically by pernio chilblains.
Serological investigations, such as the presence of
ANA and anti-RO/SSA, present rheumatoid
factors, positive direct imunofluorescence  may
support the diagnosis of CHLE [8]. CHLE should
not be confused with Lupus pernio, a form of
cutaneous sarcoidosis, histopathology making
the differentiation. In CHLE patients epidermal
atrophy is present, perivascular inflammatory
infiltrate and degeneration of the basal layer and
perianexial, while Lupus pernio, granulomas are
observed without caseation necrosis  but with
little inflammatory peripheral infiltrate. In the
pathogenesis of CHLE a disorder of the
peripheral circulation may be involved and the
association with Raynaud’s phenomenon, livedo
reticularis, antiphospholipid syndrome and
changes of capillaries. Imaging investigations
discovered a reduced circulation in the phalange,
which returns to normal after administration of
calcium channel blockers. This circulation
anomaly may be aggravated by immunological
abnormalities, such as hypergamma-
globulinemia, the presence of rheumatoid factor
and other autoantibodies [8]. 

Several studies have revealed the association
with anorexia and slimming diets, especially
when associated with sympathomimetics [8].

The presented case fulfils the diagnosis
criteria for CHLE and ACR criteria for LES as
shown above. Mentioned that, as a result of
specific investigations, it was found that the
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Studii de imagisticã efectuate cu angioRM au
descoperit o perfuzie redusã în falange, care
revine la normal dupã administrarea de blocante
ale canalelor de calciu. Acestã anomalie de
circulaþie poate fi agravatã de anomalii
imunologice, cum ar fi hipergamaglobulinemia,
prezenþa factorului reumatoid sau a altor
autoanticorpi [8].

Mai multe studii au evidenþiat legãtura cu
anorexia ºi dietele de slãbire, mai ales când sunt
asociate cu simpatomimetice [8].

Cazul prezentat de noi se încadreazã atât în
criteriile de diagnostic pentu CHLE, cât ºi în
criteriile ACR pentru LES aºa cum am arãtat mai
sus. Menþionãm cã în urma investigaþiilor
specifice efectuate, s-a constatat cã pacienta nu
prezintã afectare renalã, ceea ce corespunde
datelor din literaturã conform cãrora pacienþii
diagnosticaþi cu LES ºi CHLE nu prezintã
afectarea funcþiei renale [7].

Sexul feminin ºi debutul bolii la vârsta adultã
sunt citate în literatura de specialitate ca fiind
factori de risc întâlniþi în CHLE sporadic.
Pacienta, fiind diagnosticatã la vârsta de 37 de
ani, se încadreazã în ambele categorii de factori
de risc ce susþin diagnosticul de CHLE forma
sporadicã.

Concluzii

Particularitatea cazului prezentat constã în
faptul cã pacienta diagnosticatã iniþial cu lupus
eritematos cronic cutanat, dezvoltã alãturi de
leziunile cronice ºi leziuni acrale, cu ulceraþii
induse de expunerea la frig ºi umezealã care nu
se amelioreazã în sezonul cald, acestea fiind
caracteristice unei forme rare de lupus eritematos
cronic cutanat – CHLE forma sporadicã, care a
progresat cãtre lupus eritematos sistemic cu
manifestãri de vasculitã severã necroticã la
extremitãþi.

patient is not renal impaired, which corresponds
to the data in the literature that patients
diagnosed with SLE and CHLE do not have
impaired kidney function [7]. 

Female sex and the onset of disease in
adulthood are cited in the literature as risk factors
in sporadic CHLE. The patient diagnosed at the
age of 37 years, falls into both categories of risk
factors that support the diagnosis of sporadic
form CHLE.

Conclusions

The particularity of the case presented is that
the patient initially diagnosed with chronic
cutaneous lupus erythematosus, develops
accrual lesions with ulceration induced by
exposure to cold and moisture which does not
improve in the hot season, which are
characteristic of a rare form of chronic cutaneous
lupus erythematosus - CHLE sporadic form,
which progressed to systemic lupus
erythematosus with severe manifestations of
necrotic vasculitis at the extremities.

Bibliografie/Bibliography

1. Dimitrescu Alexandru: Dermatologie,Editura Medicalã Naþionalã, Bucureºti, 2002,p.124-125.
2. Jean L Bolognia, Joseph L. Jorizzo, Ronald P. Rapini: Dermatology. Elsevier Health Sciences 2005.
3. Klaus Wolff,Lowell A. Goldsmith, Stephen I. Kaltz et all: Fitzpatrick’s Dermatology in General Medicine,

7e.McGraw-Hill 2008.
4. Tony Burns, Stephen Breathnatch, Nail Cox et all: Rook’s Textbook of Dematology, 8 e.Wiley-Blackwell.
5. Annegret Khun, Michael Sticherling, Gisela Bonsmann: Clinical Manifestations of cutaneous Lupus

Erythematosus, JDDG;2007,5:1124-1140.



45

DermatoVenerol. (Buc.), 58: 37-45

6. Hedrich C. M., Fiebig B., Hauck F. H., Sallmann S., Hahn G., Pfeiffer C., Heubner G., Gahr M: Chilblain lupus
erythematosus – a review of literature,Clinical Rheumatology;2008, 27:949-954.

7. Salvador Arias-Santiago, Maria Isabel Soriano-Fernandez, Pilar Burkhardt-Perez, Augustin Buendia-Eisman,
Ramon Naranjo-Sintes, Miguel Alaminos-Mingorance: An eryhtematous plaque on the nose,Cleveland Clinic
Journal of Medicine; 2011 vol.78 11,728-732.

8. Bertoldo F., Cattrini B.,Vassallo C., Borroni G.: Siluppo di carcinoma timico in un paziente affetto da Chiblain
Lupus (CHLE):studio di un caso,Bollettino della Societa Medico Chirurgica di Pavia; 2011,124(2):443-448.

9. Min Ae Lee-Kirsch, Maolian Gong, Herbert Schulz, Franz Ruschendorf, Annette Stein, Christiane Pfeiffer,
Annalisa Ballarini, Manfred Gahr, Norbert Hubner, Maja Linne,Familial Chilblain Lupus, a Monogenic Form of
Cutaneous Lupus Erythematosus, Maps to Chromosome 3p,AJHG;2008,79:731-737.

10. Lee-Kirsch M. A.,Harvey S., Gong M., Senenko L., Engel K., Pfeiffer C.,Hollis Th.,Gahr M., Perrino F.
W.,Lieberman J., Hubner N.: A mutation in TREX1 that impairs susceptibility to granzyme A-mediated cell death
underlies familial chilblain lupus,J Mol Med;2007,85:531-537.

Conflict de interese Conflict of interest
NEDECLARATE NONE DECLARED

Adresa de corespondenþã: Spitalul de Boli Infecþiose ºi Tropiocale Dr. „V. Babeº“, Bucureºti, ªoseaua Mihai Bravu 281, sector 3.
Correspondance address: Infectivity and Tropiocale Diseases Hospital Dr. „V. Babes“, Bucharest, Bravu Road 281, sector 3.




