CAZURI CLINICE

CLINICAL CASES

LICHEN AMILOID ASOCIAT CU COLANGITA BILIARA
PRIMITIVA

LICHEN AMYLOIDOSIS ASSOCIATED WITH PRIMITIVE
BILLIARY CHOLANGITIS

MIHAELA TOVARU*,***, ANCA SUFARU*, MARIANA COSTACHE**,***,
SIMONA ROXANA GEORGESCU* ***

Rezumat

Amiloidoza cutanatd primard este o boald rard,
caracterizatd prin prezenta depozitelor de amiloid la nivelul
dermului, in absenta afectdrii sistemice. A fost asociatd in
special cu boli autoimumne, precum lupus eritematos
sistemic, scleroza sistemicd, artrita rewmatoidd, colangita
biliard primitivd. Prezentim un caz de lichen amiloid la o
pacientd cunoscutid cu colangitd biliard primitivd. Aceastd
asociere a fost raportatd rar in literaturd.
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Summary

Primary cutaneous amyloidosis is a rare disease,
characterized by the deposition of amyloid in the dermis, in
the absence of systemic involvement. It has been linked
especially to autoimmune diseases, such as systemic lupus
erythematosus, systemic sclerosis, rheumatoid arthritis,
primitive biliary cholangitis. We present a case of a patient
with primitive biliary cholangitis who developed lichen
amyloidosis. This association has been rarely reported in the
literature.
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Introducere

Amiloidoza cutanatd primard (ACP) este
definitd prin prezenta depozitelor de amiloid la
nivelul dermului papilar, in absenta afectarii
sistemice. Se clasifica in trei forme: lichen amiloid
— forma cea mai frecventd, forma maculard si
forma nodulard, mai rard. Amiloidoza bifazica se
defineste prin coexistenta formelor papulara si

Introduction

Primary cutaneous amyloidosis (PCA)
consists of the deposition of amyloid in the
dermis, with no systemic involvement. It is
classified into three major forms, lichen
amyloidosis — the commonest type, macular, and
a rare nodular form. Macular and papular forms
may co-exist in the same patient and is known as
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maculard. Clinic, ACP se prezintd sub forma unei
eruptii formatd din macule (forma maculard),
papule sau placarde (lichen amiloid) hiper-
pigmentate, hiperkeratozice, unele violacee, ce
pot fi intens pruriginoase, localizate in special la
nivelul trunchiului si a extremitatilor.[1]

Caracteristic pentru toate tipurile de
amiloidoza este depunerea in spatiul extracelular
de proteine autologe sub formd de fibrile de
amiloid. Amiloidul poate avea originea in
numeroase proteine precursoare, modificarea
patogenica a proteinelor umane normale poate fi
indusd de inflamatii cronice, malignitati, diverse
mutatii.[2]

In cele doud forme lichen amiloid si forma
maculard, amiloidul este format din agregate de
filamente de keratina formate in urma degradarii
defectuoase a keratinocitelor.[3] Amiloidoza
nodulara se caracterizeaza prin prezenta unor
noduli acoperiti de cruste, localizati frecvent la
nivelul fetei si a extremitatilor.[1] Este asociatd cu
afectiuni hematologice, amiloidul derivand din
imunoglobuline si este format din lanturi usoare
lambda sau kappa.

Amiloidoza maculard are o incidentd mai
crescutd in Asia, Orientul Mijlociu si America de
Sud. Lichenul amiloid este o boald rara in Europa
si America de Nord si frecventd in Asia de Sud-
est si America de Sud.[4] Majoritatea cazurilor
sunt sporadice, dar la aproximativ 10% dintre
pacienti apare prin transmitere autozomal
dominant&[5]. Pruritul este un simptom frecvent
intdlnit, dar poate fi absent la 10-40% dintre
pacienti, ce sugereaza faptul cd ACP nu este
secundard gratajului cronic[4].

Diagnosticul se confirma prin examen
histopatologic unde amiloidul se prezintd ca un
material eozinofil pe coloratie uzuald cu
hematoxilina-eozind. Caracteristic este prezenta
birefringetei verde sub luminad polarizatd pe
coloratia Rosu de Congo, iar in lumind obisnuita
amiloidul apare de culoarea rosie-ciramizie. In
lichenul amilod si amiloidoza macularda ami-
loidul este pus in evidenta in dermul papilar, iar
epidermul frecvent asociaza acantozd si
hiperkeratozal2].

Colangita biliard primitiva (CBP) este o boala
hepaticd autoimund caracterizatd prin distru-
gerea progresivd a canaliculilor biliare intra-
hepatice ducand la colestazi. In timp, apare
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biphasic amyloidosis. Typically, PCA presents as
an eruption with brownish macules (macular
form), pruriginous brownish papules or plaques
(lichen amyloidosis) on the trunk and extremities.
(1]

Extracellular deposition of altered auto-
logous protein (amyloid protein) within the
dermis is the hallmark of cutaneous amyloidoses
and systemic amyloidoses with cutaneous
involvement. Many proteins and peptides have
been identified as amyloid precursors and the
pathogenic alteration of normal human proteins
can be induced by chronic inflammation,
malignancies, various mutations. [2]

In both lichen amyloidosis and macular form,
amyloid consists of aggregates of keratin
filaments formed as a result of defective
degeneration of keratinocytes[3]. Nodular
amyloidosis is characterized by the presence of
crusted nodules, frequently located on the face
and extremities.[1] It is associated with blood
disorders, amyloid being derived from
immunoglobulins and consists of light lambda or
kappa chains.

Macular amyloidosis has a higher incidence
in Asia, the Middle East and South America.
Lichen amyloidosis is a rare disease in Europe
and North America and is more common in
Southeast Asia and South America[4]. Most cases
are sporadic, but an autosomal dominant
condition may be present in up to 10% of cases|[5].
Pruritus is a common symptom, but may be
absent in 10-40% of patients, suggesting that PCA
is not secondary to chronic scratching[4].

The diagnosis is confirmed by histo-
pathological examination where the amyloid is
showed as an eosinophilic material on the usual
staining with hematoxylin-eosin. Using congo
red, amyloid shows characteristic green
birefringence when viewed under polarized light
and in ordinary light the amyloid appears brown-
reddish. In lichen amyloidosis and macular
amyloidosis, amyloid can be found in the
papillary dermis and the overlying epidermis
often shows acanthosis and hyperkeratosis[2].

Primitive biliary cholangitis (PBC) is an
autoimmune liver disease characterized by
progressive destruction of the intrahepatic bile
ducts leading to cholestasis. Over time, liver
fibrosis occurs which can lead to cirrhosis and




fibrozd hepaticd ce poate duce la cirozd si
insuficienta hepatica[6]. Anticorpii antimitocon-
driali au specificitate mare, ei se regasesc la peste
90% dintre pacientii diagnosticati si constituie un
criteriu de diagnostic aldturi de sindromul de
colestazd si examenul histopatologic[6, 7]. CBP, la
fel ca majoritatea bolilor autoimune, prezintd o
predispozitie la sexul feminin cu o ratd de
incidenta de 10 la 1 la sexul feminin fatd de cel
masculin[6]. Astenia fizicd si pruritul sunt cele
mai frecvente simptome ce apar la aproximativ
80% dintre pacienti si nu sunt corelate cu
activitatea sau stadiul bolii[6, 8]. Pana la 73%
dintre pacienti prezintd manifestdri extra-
hepatice, in special autoimune, cele mai frecvente
fiind sindromul Sjogren, disfunctii tiroidiene si
scleroza sistemica[6].

Au fost raportate in literaturd cazuri de ACP
asociate cu boli de colagen, precum scleroza
sistemicd, lupus eritematos sistemic, artrita
reumatoida[9]. Prezentdm cazul unei paciente de
48 ani, diagnosticatd cu colangitd biliara
primitivd, ce a dezvoltat ulterior lichen amiloid,
asociere rar descrisa in literatura.

Caz clinic

Pacientd de sex feminin, In varsti de 48 ani,
cunoscutd de multi ani cu colangitd biliarad
primitivd se prezinta in noiembrie 2020 pentru o
eruptie diseminatd, intens pruriginoasd, cu
evolutie de aproximativ 1 an. A urmat tratament
intermitent cu antihistaminice si dermato-
corticoizi, fard ameliorare.

Pacienta a fost diagnosticatd cu colangita
biliard primitiva la varsta de 21 ani (sindrom de
colestaza evidentiat paraclinic, anticorpi anti-
mitocondriali pozitivi) si este in evidenta clinicii
de gastro-enterologie. Ultima reevaluare din
noiembrie 2020 a ardtat sindrom de colestaza cu
valori crescute ale fosfatezi alcaline (243 U/I,
max. 104 U/I) si a bilirubinei directe 0.88 mg/dL
(max. max. <0.5), bilirubina totald in limite
normale, sindrom de hepatocitoliza (TGP 83.5
U/1 max. 31 U/1, TGO 54.6 U/] max. 32 U/I).
Hemoleucograma a evidentiat eozinofilie (1.01
mii/pl, max. 0.4 mii/pL) si bazofilie 0.1 mii/uL,
max. 0.07 mii/uL). De asemenea, valoarea VSH-
ului este usor crescutd (51 mm/h, max. <20
mm/h). In prezent, pacienta este in tratament cu

DermatoVenerol. (Buc.), 66(4): 243-252

liver failure[6]. Antimitochondrial antibodies
have high specificity, they are found in over 90%
of diagnosed patients and are a diagnostic criteria
along with cholestasis syndrome and histo-
pathological examination[6, 7]. PBC, like most
autoimmune diseases, has a female predis-
position with female-to-male ratio of 10 to 1[6].
Fatigue and pruritus are the most common
symptoms that affects 80% of patients and are not
related to with disease stage or activity[6, 8]. Up
to 73% of patients have extrahepatic mani-
festations, especially autoimmune, the most
common being Sjogren’s syndrome, thyroid
dysfunction and systemic sclerosis[6].

The association between PCA and other
diseases has been documented for connective
tissue disease as systemic sclerosis, systemic
lupus erythematosus and rheumatoid arthritis[9].

We report a case of a 48-year-old woman with
primary biliary cholangitis who developed lichen
amyloidosis, a rare association reported in the
literature.

Clinical case

A 48-year-old female patient, known for
many years with primitive biliary cholangitis,
presents in November 2020 for a disseminated,
intensely pruriginous rash, with an evolution of
about 1 year. She followed intermittent treatment
with antihistamines and dermatocorticoids,
without improvement.

The patient was diagnosed with primary
biliary cholangitis at the age of 21 (cholestasis
syndrome and positive antimitochondrial anti-
bodies), being regularly followed up in the
gastroenterology clinic.

The last check-up, in November 2020,
showed cholestasis syndrome with elevated
levels of alkaline phosphates (243 U/1, max. 104
U/1) and conjugated bilirubin 0.88 mg/dL (max.
< 0.5 mg/dl), total bilirubin within normal limits,
hepatocytolysis syndrome (TGP 83.5 U/l max. 31
U/1, TGO 54.6 U/l max. 32 U/l). The hemo-
leukogram showed eosinophilia (1.01 thou-
sand/pL, max. 0.4 thousand/pL) and basophilia
0.1 thousand/pnL). Also, the ESR wvalue is
slightly increased (51 mm/h, max. <20 mm/h).
Currently, the patient is being treated with
ursodeoxycholic acid 1250 mg/day. From the
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acid ursodeoxicolic 1250 mg/zi. Din antece-
dentele personale patologice mai mentiondm si
astm bronsic, intolerantd la aspirind si rino-
sinuzitd. Pacienta nu prezintd antecedente
heredocolaterale semnificative, nu exista in
familie cazuri de CBP si nici de amiloidoza
cutanatd.

Examenul clinic dermatologic evidentiaza o
eruptie formatd din papule eritemato-violacee,
intens pruriginoase, unele coalescente formand
placarde, extinse la nivelul fetelor de extensie ale
antebratelor (fig.1), gambelor (fig.2), coapselor
(fig. 3), la nivel abdominal (fig. 4) si lombar, cu
dispozitie simetrica. In plus, se remarca hiper-
pigmentare difuzd si xeroza cutanata accentuata.
In rest, examenul obiectiv general este in limite
normale.

Avand in vedere aspectul clinic dermatologic
si prezenta patologiei autoimune asociate —

Figura 1. Papule hiperpigmentate localizate pe fata de
extensie a antebratului.
Fiqure 1. Hyperpigmented papules located on the forearm.
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patients history we also mention asthma, aspirin
intolerance and rhinosinusitis. The patient has no
significant hereditary history, there are no cases
of PBC or cutaneous amyloidosis in the family.

The dermatological clinical examination
reveals an erythematous-violet papules eruption,
intensely pruriginous, some forming plaques,
located on the forearms (fig.1), calves (fig2),
thighs (fig. 3), abdomen (fig. 4) and lower back,
with symmetrical arrangement. In addition, there
is diffuse hyperpigmentation and severe skin
xerosis. Otherwise, the general examination is
within normal limits.

Considering the dermatological clinical
aspect and the presence of the associated auto-
immune pathology - primitive biliary cholangitis,
we focused on the diagnoses of lichen planus or
lichen amyloidosis. The differential diagnosis
was made with prurigo nodularis (severe

Figura 2. Papule si placarde violacee, localizate la nivel
plantar si retromaleolar.
Figure 2. Erythematous-violet papules plaques, located at
the plantar and retromaleolar level.

pruritus, typical lesions are papules covered with
hematic crusts), chronic simplex lichen and lichen
planus.

To confirm the diagnosis, a skin biopsy was
taken and a histopathological examination was
performed. Histopathological examination (Fig.
5,6) showed thickened epidermis, orthokeratotic
stratum corneum with areas of hyperpara-
keratosis containing small interlamellar spaces




Figura 3. Papule eritemato-violacee, localizate la nivelul
coapselor.
Figure 3. Erythematous-violet papules located on the
thighs.

colangita biliara primitivd, ne orientdm catre
diagnosticul de etapa de lichen plan sau lichen
amiloid. Diagnosticul diferential s-a facut cu
prurigo nodularis (prurit accentuat, leziunile
tipice sunt papule acoperite cu cruste hematice),
lichen simplex cronic si lichen plan.

Pentru a stabili diagnosticul de certitudine
s-a prelevat biopsie cutanatd si s-a efectuat
examen histopatologic. Examenul histopatologic
(fig. 5, 6) evidentiazd epiderm ingrosat, strat
cornos ortokeratozic cu zone de hiperpara-
keratoza ce contin mici spatii interlamelare pline
cu lichid; creste interpapilare neregulate alungite,
unele dilatate la nivelul extremitatii profunde si
coalescente cu congenerele la acest nivel; zone de
spongiozd; celulele stratului bazal sunt hiper-
pigmentate. Perivascular se observa infiltrate
inflamatorii (alcatuite din limfocite, histiocite si
rare eozinofile) ce cuprind, uneori si melanofage.
Coloratia speciald cu Rosu de Congo (fig. 7)
evidentiazd prezenta unor depozite de amiloid in
dermul reticular. Aspectele histopatologice sustin
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Figura 4. Papule violacee, bine delimitate, cu suprafata

acoperitid de scuame, dispuse la nivel abdominal.
Figure 4. Violet scaly papules, well delimited, located at the
abdominal level.

filled with fluid; irregular elongated inter-
papillary ridges, some dilated at the extremity
and coalescing with congeners at this level; areas
of spongiosis; the cells of the basal layer are
hyperpigmented. It also showed perivascular
inflammatory infiltrates (composed of lympho-
cytes, histiocites and rare eosinophils), which
sometimes include melanophagous. The special
coloration with Congo Red (fig. 7) highlights the
presence of amyloid deposits in the reticular
dermis. The histopathological aspects support
the clinical diagnosis of cutaneous amyloidosis,
with dermo-epidermal changes of the “spon-
giotic dermatitis”.

The main goal of the treatment was to relieve
the itching, to improve skin lesions and prevent
the appearance of new ones. The patient was
treated with emollients for the intense
skin xerosis and calcipotriol/betamethasone
ointment, one application per day on skin lesions.
The patient also received systemic corticosteroid
therapy (Prednisone 30 mg/day for 4 weeks,
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Figura 5, 6. HP, HE x 40, x100(Fig.6) Epiderm ingrosat, strat cornos ortokeratozic cu zone de hiperkeratozd, creste
interpapilare nerequlat alungite, unele dilatate; zone de spongiozd; perivascular se observd infiltrate inflamatorii (alcdtuite din
limfocite, histiocite si rare eozinofile).

Figure 5, 6. HP, HE x 40, x100 (Fig.6) thickened epidermis, orthokeratotic stratum corneum with areas of hyperparakeratosis;
irregular elongated interpapillary ridges; areas of spongiosis; perivascular inflammatory infiltrates (composed of lymphocytes,
histiocites and rare eosinophils).

Figura 7. HP, x100 Coloratia speciald cu Rosu de Congo

LS

evidenfiazd depozite de amiloid de-a lungul fibrelor de
reticuling.
Figure 7. HP, x100 Congo Red staining highlights the
presence of amyloid deposits in the reticular dermis.

diagnosticul clinic de amiloidoza cutanatd, cu
modificari dermo-epidermice de tip “dermatita
spongiotica”.

Tratamentul a avut ca scop principal
ameliorarea pruritului, ameliorarea leziunilor
cutanate si prevenirea aparitiei de leziuni noi. S-a
administrat tratament topic cu emolienti pentru
xeroza cutanatd intensd si calcipotriol/beta-
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followed by gradual dose reduction for another
4 weeks). In our case, the association of lichen
amyloidosis with another disease (PBC) that
causes pruritus, makes it even more important to
control it. So, the patient continued treatment
with ursodeoxycholic acid 1250 mg/day, accord-
ing to the recommendations of the gastro-
enterologist.




metazond unguent, o aplicatie pe zi pe leziunile
cutanate. Pacienta a primit si corticoterapie
sistemicd (Prednison 30 mg/zi, timp de 4
sdptdmani, urmat de reducerea treptatd a dozei
incd 4 saptdmani). In cazul nostru asocierea de
lichen amiloid cu altd patologie (CBP) care
determind prurit contribuie si mai mult la
importanta controlului acestuia. Pacienta a
continuat tratamentul cu acid ursodeoxicolic
1250 mg/zi, conform indicatiilor medicului
gastroenterolog.

Evolutia a fost favorabild, cu disparitia
pruritului, leziunile s-au aplatizat si nu au mai
apdrut leziuni noi. Dupd terminarea trata-
mentului nici pruritul si nici leziunile nu au
reaparut. Pacienta ramane dispensarizatd in
clinica noastra. Continud dispensarizarea gastro-
enterologicd si tratamentul pentru patologia
asociatd.

Discutie

Lichenul amiloid este cea mai frecventa
formd de prezentare a amiloidozei cutanate
primare, avand o incidentd mai crescutd in
America de Sud si Asia, fatd de Europa si SUA.
Femeile sunt mai predispuse la dezvoltarea ACP
fata de barbati (rata incidentei la sexul feminin:
masculin este 2-3:1)[10].

Lichenul amiloid este o boald sporadica, dar
au fost raportate si cazuri de agregare familiald
prin transmitere autozomal dominantd, cauzate
posibil de existenta unei mutatii aflate la nivelul
bratului scurt al cromozomului 1[10]. Alte studii,
au demonstrat asocierea cu unele mutatii
localizate la nivelul cromozomului 5 ce deter-
mind modificari la nivelul structurii receptorului
oncostatin M (OSMR), dar si a receptorului IL-31.
Aceste modificdri duc la accentuarea apoptozei
keratinocitare si la depunerea amiloidului[4].

Etiopatogenia bolii nu este pe deplin
cunoscuts. In literatura de specialitate au fost
raportate numeroase cazuri de lichen amiloid
asociat cu boli autoimune fapt ce sugereaza
posibilitatea unui mecanism autoimun comun
[12]. Boli cum ar fi Sjogren, Behcet, nefropatia cu
Ig A, lupus eritematos sistemic, scleroza
sistemicd au fost asociate cu ACP[1].

In amiloidoza maculard si papulard una
dintre teoriile patogenice acceptate este ca
amiloidul rezultd din apoptoza keratinocitelor.
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After treatment, the itching was gone, the
lesions flattened and no new lesions appeared
and neither the pruritus nor the lesions re-
appeared. The patient remains in our records for
follow-up visits. She will continue gastroentero-
logical follow-ups and treatment for her
associated disease.

Discussion

Lichen amyloidosis is the most common form
of primary cutaneous amyloidosis, with a higher
incidence in South America and Asia, compared
to Europe and the USA. In addition, women are
more likely to develop PCA than men (female:
male ratio is 2-3: 1).[10]

Lichen amyloidosis is generally sporadic, but
cases of familial presentation by autosomal
dominant transmission have also been reported,
possibly caused by a mutation in the short arm of
chromosome 1[11]. Other studies have shown the
association with mutations located on chromo-
some 5 that cause changes in the structure of the
oncostatin M receptor (OSMR), but also in the IL-
31 receptor. These changes lead to increased
keratinocyte apoptosis and amyloid depo-
sition[4].

The etiopathogenesis of the disease is not
fully known. Numerous cases of lichen amy-
loidosis associated with autoimmune diseases
have been reported in the literature, suggesting
the possibility of a common underlying immune-
mediated mechanism[12]. Conditions like
Sjogren, Behcet, IgA nephropathy, systemic lupus
ery-thematosus and systemic sclerosis have been
associated with PCA[1].

In macular and papular amyloidosis one of
the accepted pathogenic theories is that amyloid
results from the apoptosis of keratinocytes.
Apoptotic basal keratinocytes release cyto-
keratins that are phagocytosed by macrophages
and enzymatically degraded to amyloid K which
deposits in the papillary dermis and is the major
constituent of amyloid in lichen amyloidosis[12].
The reasons that cause keratinocyte apoptosis
remain unknown.

The pathogenic mechanism of PBC is the loss
of immune tolerance to certain cell components
in the bile ducts[1].

Regarding the association between PBC and
lichen amyloidosis, there are two hypotheses.
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Keratinocitele bazale apoptotice elibereaza
citokeratine ce sunt fagocitate de macrofage si
degradate enzimatic iIn mod defectuos deter-
mindnd formarea amiloidului K care se depune
in dermul papilar si este principalul constituient
al amiloidului din lichen amiloid[2]. Fenomenele
care determind apoptoza keratinocitelor raman
incd necunoscute.

CBP are ca mecanism patogenic pierderea
tolerantei imune fatd de anumite componente ale
celulelor de la nivelul ductelor biliare[6].

In ceea ce priveste asocierea dintre CBP si
lichen amiloid existd doud ipoteze.

Prima ipotezd consta in efectul pe care il are
hiperbilirubinemia asupra keratinocitelor. Stu-
diile au aratat faptul ca keratinocitele cultivate
sunt distruse de bilirubind, in plus, hiperbili-
rubinemia poate duce la injurie epidermald
extinsa[13]. Astfel, bilirubina depusd la nivel
cutanat ar putea determina apoptoza keratino-
citard cu eliminarea de citokeratine si trans-
formarea lor in amiloid[1].

A doua ipoteza implicd posibilitatea unui
mecanism autoimun comun. Este posibil ca
anumite componente comune din keratinocite si
celulele epiteliale ale ductelor biliare (epitopi
comuni) sd fie tinta anticorpilor la un grup de
pacienti[14]. Acesti autoanticorpi produc distru-
gerea keratinocitelor si aparitia ACP si a celulelor
epiteliale din ductul biliar si consecutiv CBP. Ast-
fel, autoanticorpii formati determind manifestari
clinice diferite si ar putea explica aparitia
simultand a celor doud patologii[3].

Lichenul amiloid este o boalad cronica, farad
potential de transformare maligna[15]. Trata-
mentul amiloidozei cutanate rdmane o provocare
pentru medicul dermatolog, dar si pentru
celelalte specialitati implicate. In cazul asocierii
lichenului amiloid cu colangita biliard primitiva
nu existd un algoritm de tratament. Pruritul
constituie de cele mai multe ori motivul principal
al prezentarii pacientului la medic. Prin urmare,
controlul sdu trebuie atins in toate schemele de
tratament. Terapiile cel mai frecvent utilizate
sunt: tratamentul topic cu corticosteroizii,
tacrolimus 0,1%, terapia cu UV, tratament
sistemic cu acitretin, prednison, ciclosporina.
Tratamente chirurgicale cum ar fi excizia,
dermabraziunea, excizia de tip shave sunt de
asemenea utile.
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The first hypothesis is based on the effect that
hyperbilirubinemia has on keratinocytes. It has
been shown that cultivated keratinocytes are
damaged by bilirubin, in addition hyper-
bilirubinemia can lead to extensive epidermal
injury[13]. Thus, bilirubin deposition on the skin
could cause keratinocyte apoptosis with cyto-
keratin release leading to amyloid formation[1].

The second hypothesis implies the possibility
of a common autoimmune mechanism. Certain
common components in keratinocytes and bile
duct epithelium (common epitopes) may be the
target of antibodies in a group of patients[14].
These autoantibodies cause the destruction of
keratinocytes, developing PCA and the
distruction of biliary epithelial cells determing
PBC. Thus, the autoantibodies in these tissues
cause different clinical manifestations and could
explain the simultaneous appearance of the two
pathologies.[3]

Lichen amyloidosis is a chronic disease with
no potential for malignant transformation[15].
The treatment of cutaneous amyloidosis remains
a challenge for the dermatologist, but also for the
other medical disciplines involved. In the case of
the association of lichen amyloidosis with
primitive biliary cholangitis there is no standard
treatment. Pruritus is often the main reason for
the patient to go to the doctor. Therefore, its
control must be achieved in all treatment
regimens. The most commonly used therapies
are: topical treatment with topical steroids,
tacrolimus 0.1%, phototherapy, systemic treat-
ment with acitretin, prednisone, cyclosporine.
Surgical treatments such as excision, derma-
brasion, shave excision are also helpful[2].

The associated liver disease is treated with
ursodeoxycholic acid, in combination with
immunosuppressive therapy corticosteroids +/-
azathioprine depending on the evolution, in
advanced stages may require liver trans-
plantation.

Our patient was treated with systemic
corticosteroid - prednisone 0.5 mg/kgc for one
month, with the dose lowered in the following
month, and topically with calcipotriol/beta-
methasone ointment and emollients. The patient
responded well to treatment, with remission of
pruritus and significant relief of lesions. She
remains in our care as well as gastroentero-
logicals.




Tratamentul bolii hepatice asociate se face cu
anticolestazice (acid ursodeoxicolic) in combi-
natie cu terapie imunosupresivd corticosteroizi
+/- azatioprina in functie de evolutie, in stadiile
avansate este necesar transplantul hepatic.

in cazul pacientei noastre, s-a administrat
corticoterapie sistemica cu prednison 0,5 mg/kgc
timp de o lund, cu scdderea dozei in luna
urmdtoare si ca tratament topic calcipotriol/
betametazona unguent pe leziuni si emolienti.
Pacienta a raspuns favorabil la tratament, cu
remiterea pruritului si ameliorarea semnificativd
a leziunilor. Rdimane in dispensarizarea noastra
precum si gastroenterologicd.

Concluzii

ACP este o boald rard in populatia cauca-
ziand, cu aparitie sporadicd sau transmitere
familiald (autozomal dominanta pand la 10% din
cazuri[5]). Mecanismul etiopatogenic este inca
necunoscut, se asociazd mai frecvent cu boli de
colagen. ACP pare fi legatd de autoimunitate de
aceea, in cazul unui pacient cu ACP prezenta
altor afectiuni cu aceeasi fiziopatologie trebuie
luata in considerare si investigatd. Asocierea cu
colangita biliard primitiva a fost rar descrisd in
literaturd, dar cu implicatii etiopatogenice ce
meritd a fi studiate in profunzime.

Multitudinea de terapii utilizate in Incercarea
de a controla semnele si simptomele ACP arata
dificultatea controlului acestei afectiunil®.
Cercetarile recente au dus la descoperirea de noi
tratamente in ACP familiald. Rdimane de dovedit
dacd acestea sunt utile si in forma sporadica.
Astfel, pacientii cu ACP ca si cei cu alte
dermatoze caracterizate prin prurit pot beneficia
de tratament cu anticorpi anti-IL-31. Reducerea
bioactivitatii acestora are un marcat efect
antipruritogen.
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