CAZURI CLINICE

CLINICAL CASES

LICHEN PLAN EROZIV SI ULCERAT (LEZIUNI MUCOASE
SI CUTANATE) ASOCIAT CU HEPATITA CRONICA
PERSISTENTA SI PANCITOPENIE

ULCERATIVE AND EROSIVE MUCOCUTEANEOUS)
LICHEN PLANUS ASSOCIATED WITH PERSISTENT
CHRONIC HEPATITIS AND PANCYTOPENIA
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Rezumat

Lichenul plan eroziv si ulcerat este o variantd rard de
boali caracterizatd prin leziuni erozive ale mucoaselor si,
mai rar, leziuni ulcerative palmo-plantare.

Caz clinic: Pacientd de sQX feminin, 54 de ani, din
mediul urban, se prezintd pentru leziuni leucoplazice si
erozive bucale, leziuni papulo-scuamoase palmo-plantare,
ulceratii periunghiale la picioare si modificiari unghiale la
halucele stang. Afectiunea a debutat in urmd cu 2 luni prin
aparitia leziunilor palmo-plantare si digitale. Nu s-a re-
marcat atingerea bucald care nu se insofea de simpto-
matologie subiectivd. Din antecedentele personale patolo-
gice mnotdm hepatitd cronicd persistentd, hipertensiune
arteriald, evoludnd de 10 ani. Examenul clinic general si pe
aparate evidentinzd splenomegalie si valori tensionale de
200/90 mmHg.

Examenul local: pe flancurile abdomenului si in
regiunea axilard se remarcd papule violacei, mici, plane,
poligonale, strilucitoare, grupate in mici plici. La nivelul
pumnului se gdsesc papule de dimensiuni mai mari. La
palme si talpi sunt leziuni papulo-scuamoase grupate si
singulare cu scuamd groasd, aderentd, iar periunghial si
spre vdrful degetelor de la picioare existd leziuni ulcerative
neregulate. Unghia halucelui sting este disparutd partial,

Summary

Erosive and ulcerative lichen planus is a rare variant
of a disease characterised by erosive lesions of the mucous
and, more rare, by ulcerative palmoplantar injuries.

Clinic case: Female patient, 54 years old, urban area,
is submitted due to leukoplakia and erosive oral lesions,
papulosquamous lesions of palms and soles, periungual
ulcerations on feet and nails changes on the left hallux. The
affection began two months ago with the appearance of the
palmoplantar and digital lesions. It wasn’t observed the
oral involvement which wasn’t accompanied by subjective
symptomatology. From the personal case history we note
persistent chronic hepatitis, arterial high blood pressure,
evolving for the last 10 years. The general clinic
examination and the one with the help of devices show
splenomegaly and arterial values of 200/90 mmHg.

The local exam: Violaceous flat-topped polygonal,
shiny papules aggregated in small plaques on the abdomen
sides and in the axillary area. At the level of the wrist there
are papules of bigger dimensions. On palms and soles there
are grouped and singulaire papulosquamous lesions,
having thick adherent scale, while periungular and towards
the apex of the toes we notice irreqular ulcerative lesions.
The nail of the left hallux is partially destroyed, at its base
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la bazd fiind doar un rest subtiat din lamd. Leziuni
leucoplazice si erozive bucale.

Investigatiile paraclinice: pancitopenie severd,
cresterea usoard a bilirubinei directe si sciderea Fe seric.
Antigenul HBs, anticorpii anti- HBc si anti-HVC sunt
negativi. Ecografia abdominald evidentiazd ficatul in
limitele superioare ale normalului si spleno-megalie. La
punctia sternald se evidenfiazd o mdduvd hipoplazicd cu
seria eritroblasticd cu aspect hipocrom, seria granulocitard
hipoplazicd si seria megacariocitard siracd. Pulsterapia cu
dexametazond, care a fost recomandatd pentru pancitopenie
urmatd de prednison, si tratamentul topic cu furoat de
mometazond au condus la o ameliorare spectaculoasd a
leziunilor cutanate si mucoase.

Particularitatea cazului constd in prezenta de
eroziuni mucoase si ulceratii cutanate si asocierea cu alte
manifestdri autoimune.

Cuvinte cheie: lichen plan, ulcerat, eroziv, pancito-
penie, hepatitd.

being only a thin remnant from the plate. Leukoplakia and
oral erosive lesions.

Paraclinical investigations: severe pancytopenia,
the slight increase of the direct bilirubin and the decrease of
the seric iron. Hbs antigen, anti-Hbc and anti-HVC
anticorps are negative. The abdominal ultrasound shows
the liver as being in the superior limits of the normal values
and splenomegaly. Sternal puncture shows a hipoplasic
marrow with the erythroblastic series having a hipochromic
aspect, the granulocytic series as being hipoplasic and the
megakaryocytic series being poor. The puise therapy with
dexamethasone which was recommended for pancitopenia
continued after that with prednisone, and the topic
treatment with mometasone furoate have led to a
spectacular amelioration of the cutaneous and mucous
lesions.

The case particularity: the presence of mucous
erosions and cutaneous ulcerations and of the association
with other autoimmune manifestations.

Key words: lichen planus, ulcerative, erosive,
pancytopenia, hepatitis.
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Introducere

Lichenul plan este o boald inflamatorie cro-
nica ce poate atinge pielea, fanerele si mucoasele
(bucald, genitald, anald, conjunctivald). Se descriu
mai multe forme clinice de lichen plan: Lichen
papulos, hipertrofie, anular, atrofie, eroziv si ulcerat,
folicular, qutat, linear, cu afectare unghiala, actinie,
veziculobulos. [1]

Lichenul plan eroziv si ulcerat este o formd
rard de lichen caracterizatd prin eroziuni si
ulceratii cronice, progresive, dureroase la nivelul
picioarelor. Tipic plantele si degetele prezinta
atrofie, cicatrici si ocazional formarea de bule.
Tabloul clinic complet include: alopecie cica-
triceald, eroziuni la nivelul mucoasei bucale,
leukoplazie sau leukokeratoze, distrofic un-
ghiald, pierdere completd definitiva a unghiilor.
[2] [3]

Lichenul plan eroziv si ulcerat se asociaza cu
multiple boli autoirnune cum ar fi hepatita
cronicd activd, ciroza biliara primitiva, hepatitele
virale cronice, colita ulcerativd, timomul, miaste-
nia gravis, hipogamaglobulinemia, alopecia
areata, vitiligo, dermatomiozita, sclerodermia,
lupusul eritematos sistemic, pemfigusul para-
neoplazic, etc.[4]
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Introduction

Lichen planus is a chronic inflammatory
disease that involves the skin, skin appendages
and the oral, genital, anal, conjunctival mucosae.
There are several forms of lichen planus: papular,
hypertrophic, annular, atrophic, erosive and ulcerated,
follicular, gout, linear, of the mnails, actinic,
vesiculobullous [1].

Erosive and ulcerated lichen planus is a rare
variant, characterized by erosions and chronic,
progressive, painful ulcerations of the feet. Plants
and toes typically present atrophy, scars and
occasionally blisters. The complete clinical image
comprises: scarring alopecia, erosions of the oral
mucosa, leukoplasia or leukokeratoses, nail
dystrophy, total and permanent nail loss
[2, 3].

Erosive and ulcerated lichen planus is
associated with multiple autoimmune diseases
such as active chronic hepatitis, primary billiary
cirrhosis, chronic viral hepatites, colitis ulcerosa,
thymoma, myasthenia gravis, hypogamma-
globulinemia, alopecia areata, vitiligo, dermato-
myositis, scleroderma, systemic lupus erythe-
matosus, paraneoplastic pemphigus, etc.

[4].




Caz clinic

Pacienta in varstd de 54 de ani, din mediul
urban, se prezintd in Clinica Dermatologicd lasi
cu leziuni leucoplazice si erozive bucale, leziuni
papulo-scuamoase palmo-plantare, ulceratii
periunghiale la picioare si modificari unghiale la
halucele sting. Din antecedentele heredo-
colaterale nu retinem nimic patologic. Din
antecedentele personale patologice retinem ca a
fost diagnosticatd cu HTA si Hepatita cronica
persistentd din anul 1999. Neagd consumul de
alcool, fumatul. Este vanzdtoare la un magazin de
materiale pentru constructii.(vopsele, ciment,
etc). Debutul bolii a fost in urma cu 2 luni cu
leziuni ulcerative palmo-plantare si digitale
bilaterale dureroase, pentru care pacienta a urmat
tratament la domicilui cu diferite preparate
topice pe care nu le poate preciza.

Examenul clinic general si pe aparate si sisteme
este In limite fiziologice cu exceptia: Ta= 200/90
mmHg, splenomegalie moderatd (~17 cm) si
exoftalmie bilaterald moderata.

Examenul local: Pe flancurile abdomenului si
in regiunea axilard se remarcd papule violacei,
mici, plane, poligonale, strdlucitoare, grupate in
mici pléci. La nivelul pumnului se gasesc papule
de dimensiuni mai mari. La palme si tdlpi sunt
leziuni papulo-scuamoase grupate si singulare cu
scuama groasd, aderentd. Periunghial si spre
varful degetelor de la picioare existd leziuni
ulcerative de dimensiuni de la 2-3 mm la 3-4 cm,
neregulate.

Unghia halucelui sting este disparuta partial,
la baza fiind doar un rest subtiat din lama. (fig. 1)
(fig. 2) Leziuni leucoplazice si erozive bucale.
(fig. 3)

Investigatiile paraclinice au fost fird modi-
ficari patologice cu exceptia:

e Ga = 2650/mmc;

e Hb = 10g/dl;

¢ Tr = 26000/ mmc;

e VEM =71,6/1l; HEM = 20,4/ pg;

e CHEM = 28,5g/dl;

e PMN = 72,1%;

* B =0,4%;

e BilirubinaD = 0,37mg/dl;

e Fe seric = 37u.g/dl;

* AP =76,6% (N=80-120%);

¢ Ag Hbs- negativ;

¢ Ac anti HVC- negativ.
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Clinical case

Female patient, 54 years old, urban area,
refers to the Dermatological Clinic in lasi with
leukoplakia and erosive oral lesions, papulo-
squamous lesions of palms and soles, periungual
ulcerations on feet and nail changes on the left
hallux. Heredocollateral history does not show
pathological modifications. From the personal
case history we note she was diagnosed with
chronic hepatitis and arterial high blood pressure
in 1999. She denies alcohol consumption and
smoking. The patient works in a building
materials (dyes, concrete, etc.) store. The affection
began two months before with the appearance of
ulcerative palmoplantar and digital painful
lesions for which she was treated ambulatorily
with various topical preparations she was unable
to identify.

The device-supported examination of body
systems yields normal physiological results, with
the exception of: Ta= 200/90 mmHg, moderate
splenomegaly (~17 ¢cm) and moderate bilateral
exophthalmy.

Local examination: small purple flat-topped
polygonal, shiny papules aggregated in small
plaques on the abdomen sides and in the axillary
area. At the level of the wrist there are papules of
bigger dimensions. On palms and soles there are
grouped and singulaire papulosquamous lesions,
having thick adherent scale, while periungularly
and towards the apex of the toes we notice
irregular ulcerative lesions of 2-3 to 3-4 cm.

The nail of the left hallux is partially
destroyed (Fig. 1), at its base being only a thin
remnant from the plate (Fig 2). Leukoplakia and
oral erosive lesions (Fig. 3).

Paraclinical investigations show no patho-
logical modifications, with the exception of:

e Ga=2,650/mcum;

e Hb=10g/dl;

e Tr=26,000/mcum;

* VEM=71.6/1l;

e HEM=20.4/pg;

e CHEM=28.5¢g/dl; P

* MN=72.1%;

* B=0,4%;

e BilirubinD=0.37mg/dl;

* Seric Fe=37u.g/dl;

* AP=76.6% (N=80-120%);

¢ Ag Hbs- negative;

¢ Ac anti HVC- negative.
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Figura 1
Figure 1

Figura 3

Figure 3

Examenul citologic din singele periferic: PN =
73%; L = 18%; M = 8%; E = 1%; Anizocitoza
eritrocitara. Trombocitele sunt rare.

Functia medulard: Maduva hipoplazica. Seria
eritroblasticd de aspect hipocrom. Seria granulo-
citara hipoplazicd, maturatia si morfo-logia
neutrofilelor sunt normale. Mieloblasti = 2-3%,
Eozinofile = 7%. Celule reticulare= 28/100
granulocite. Sunt prezenti nuclei liberi. Seria
megakariocitard sdraca si cu activitate placheto-
gend redusa.

Ecografia abdominald: Ficat LHS = 65 mm;
LHD =112 mm cu structurd moderat neomogend,
fara aspect nodular. Splenomegalie omogena
DBP = 165 mm
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Figura 2
Figure 2

Cytological examination of the peripheral blood:
PN=73%; L=18%; M=8%,; E=1%; Erythrocitary
anisocytosis. Rare thrombocytes.

Medulla  function: Hypoplasic marrow.
Erythroblastic series with hypochromic aspect.
Hypoplasic granulocytic series are hypoplasic,
maturation and neutrofil morphology within
normal limits. Myeloblasts=2-3%, Eosinofils=7%.
Reticular cells=28/100 granulocytes. Free nuclei.
Poor megakaryocytic series and low plaque-like
activity.

Abdominal echography: Liver LHS=65mm;
LHD=112mm with moderate unhomogenous
structure, without nodules. Homogenous
splenomegaly DBP=165mm




Examenul  hepatologie: ~ Datele  clinice
(amnestice si obiective) corelate cu probele de
laborator si ecografia nu sustin suspiciunea de
cirozd hepaticd cu pancitopenie (prin hiper-
splenism). Prezenta splenomegaliei izolate aso-
ciatd cu pancitopenia sugereazd o etiologie
hematologica nu hepatica.

Examenul endocrinologie: dupd examenul clinic
se supecteazd tiroiditd autoimund cu hiper-
tiroidie (urmeaza de ficut investigatiile nece-
sare).

Examenul anatomopatologic: Fragment cutanat
cu zond de Ingrosare a epidermului ce asociaza
hipergranulozd, moderatd keratoza orto si
parakeratozicd in focar. Creste epidermice scurte
si efilate cu aspect de "dinti de fierestrau". Stratul
bazal cu marcatd degenerescentd hidropicd,
lichefactie cu frecventi corpi Civatte. Dermul
superficial prezintd moderat infiltrat inflamator
limfocitar difuz si perivascular, ce asociaza
frecvente melanofage (incontinentd pigmentara).
(fig. 4) (fig. 5)

Examenul clinic corelat cu examenul histo-
patologic au permis stabilirea diagnosticului de:
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Hepatological examination: Both amnestic and
objective clinical data, correlated with laboratory
investigations and echography, do not sustain the
suspicion of hepatic cirrhosis with pancytopenia
(through hypersplenism). The presence of
splenomegaly in association with pancytopenia
suggests a hematological, not hepatic etiology.

Endocrinological examination: After the clinical
examination, we suspect autoimmune thyroiditis
with hyperthyroidism (the necessary investi-
gations are to be conducted).

Anatomopathological examination: Cutaneous
fragment with area of epidermis thickening
associates hypergranulosis, moderate ortho and
parakeratosic focal keratosis. Short, thin bumps
with saw-like aspect. Stratum basale with
marked hydropic degenerescence, liquefaction
with frequent Civatte patches. Superficial dermis
presents moderate diffuse and perivascular
lymphocytary inflammatory infiltrate, often
associated with melanophages (pigmentary
incontinence) — Fig 4, 5. Clinical examination
correlated with hystopathological investigations
have allowed to establish the diagnosis of:

Figura 4
Figure 4

e Lichen plan eroziv si ulcerat (leziuni mucoase
si cutanate);

o HTA esentiali std II;

® Hepatitd cronicd per-sistentd;

* Splenomegalie;

* Pancitopenie severd

Figura 5
Figure 5

e Erosive and ulcerated lichen planus (muco-
cutaneus lesions);

e HTA stage II;

e Persistent chronic hepatitis;

o Splenomegaly;

e Severe pancytopenia.
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Diagnostic diferential

Leziunile palmo-plantare: Psoriazisul palmo-
plantar, calozitatile, verucile plantare, eczema
hiperkeratozica.

Atingerea unghiilor: Psoriazisul, onicomico-
zele, distrofia unghiald posttraumaticd, leziunile
unghiale in boala grefa contra gazda etc. [5] [6]

Leziunile de la nivelul trunchiului si membrelor:
Boala grefa contra gazda, lichen nitidus (evolutie
cronicd, examen histopatologic), lichen simplex
cronicus, lichenul amiloid, ptiria-zisul rozat,
pitiriazis rubra-pilaris, psoriazisul gutat, sifilisul
secundar, eruptii lichenoide postmedicamen-
toase, mucinoza papuloasd, s.a.m.d [7] [8] [9]

Leziunile mucoase: Leukoplazia de alte cauze,
displazia lichenoida, candidoza bucald, stomatita
de contact, alte forme de lichen cu manifestdri
bucale: (forma in retea, punctatd, dendriticd, inel,
placd), formele eritematoasd, atroficd si buloasa
de lichen bucal, pemfigusul vulgar, pemfigoidul
cicatriceal, eritemul polimorf cronic. [10] [11] [12]

S-a avut In vedere si diagnosticul diferential
cu genodermatozele (diskeratosis congenita) dar
datorita faptului ca boala a debutat la 54 ani, si ca
pacienta nu prezintd antecedente personale si
heredocolaterale semnificative, acest grup de
afectiuni a fost de la inceput exclus.[I3] [14]

Pacienta a urmat tratament sistemic cu
Dexametazona in pulsterapie i.v 5 fiole a 8 mg,
medicatie adjuvantd, urmind tratamentul de
intretinere cu Prednison 40 mg/zi cu sciderea
treptatd a dozei, Helicid 20, Ferro-folgamma
(pentru anemie).

S-a asociat tratamentul topic la nivelul
atingerii bucale cu Elocom solutie 2 aplicatii/zi
iar la nivelul tegumentului cu Elocom crema 2
aplicatii/zi. Evolutia leziunilor cutanate si
mucoase a fost favorabild cu inchiderea ero-
ziunilor si ulceratiilor.

Particularitatile cazului:

e asocierea de leziuni eroziv-ulcerate cuta-

nate si mucoase ;

® asocierea cu alte manifestdri autoimune:

hepatita cronicad activd (nu s-a depistat o
etiologie virala, supozitia fiind de pato-
fiziologie autoimund); pancitopenia severa
(posibil tot autoimund); tiroidita auto-
imuna (urmeazd confirmarea paraclinica).
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Differential diagnosis

Palmoplantar lesions: Palmoplantar psoriasis,
calusses, ulcerated plantar injuries, hyper-
keratotic eczema.

Nail involvement: Psoriasis, onychomycoses,
post-traumatic nail dystrophy, nail lesions in
graft-versus-host disease, etc. [5, 6].

Trunk and limbs lesions: Graft-versus-host
disease, lichen nitidus (chronic evolution,
hystopathological examination), lichen simplex
chronicus, lichen amyloidosis, pytiriasis rosea,
pytiriasis rubra pilaris, psoriasisul guttate,
secondary syphillis, post medicinal lichenoid
eruptions, papular mucinosis, a.o. [7, 8, 9].

Mucous lesions: Leukoplasia of other causes,
lichenoid dysplasia, oral candidiadis, contact
stomatitis, other forms of lichen with buccal
manifestations (network, punctuated, dendritic,
ring- or plaque-like), erythematous form,
atrophic and bullous oral lichen, pemphigus
vulgaris, scarring pemphigoid, chronic polymorf
erythema [10, 11, 12]. We have also considered
differential diagnosis with genodermatoses
(dyskeratosis congenita), but due to the fact that
patient’s condition started at 54 years of age and
the she did not present significant personal and
heredocollateral history, this group of affections
has been excluded [13, 14].

The patient followed systemic pulse therapy
with dexamethasone iv. 5 vials of 8 mg as
adjuvant medication, and maintenance treatment
consisting of Prednisone 40 mg/day, with
gradual dose decrease, plus Helicid 20, Ferro-
folgamma (for anemia).

To these was associated topical treatment at
buccal level with Elocom solution, applied twice
daily, and at tegument level with Elocom cream,
also applied twice daily. Cuaneous and mucous
lesions evolution was favourable, and erosions
and ulcerations closed.

Case particularity:

e the presence of mucous erosions and

cutaneous ulcerations;

o the association with other autoimmune
manifestations: active chronic hepatitis
(viral etiopathology was not detected, the
supposition being that of autoimmune
pathophysiology); severe pancytopenia
(possibly also autoimmune); autoimmune
thyroiditis ~ (parclinical =~ confirmation
follows).




Discutii

Forma particulard eroziv ulcerata a lichenului
plan cu atingere nu numai mucoasd dar si cuta-nata
a fost descrisd prima datd de Friedmann (1921).

Asocierea lichenului plan cu alte boli auto-
imune este bine cunoscuta.

Atingerea hepaticid mai ales HVC este descrisa
la aproximativ 20% din pacienti, dar frecvent
intalnite sunt si ciroza biliard primitiva si hepatita
cronica activa. [15] [16] [17]

Pancitopenia la cazul prezentat este posibil sa
fie de cauza autoimund. Asocierea cu Dz si cu
HTA a lichenului eroziv bucal descrisa la
aproximativ 37.7% din cazuri a fost mentionata
pentru prima oara de Grinspan 1965. (cazul
nostru nu prezinta Dz) [18]

Multiple metode terapeutice sistemice si
topice au fost propuse. Corticoizii sistemici sunt
indicati In caz de leziuni extinse dar recdderea
poate apare dacd doza este redusd. Sunt
mentionate si terapiile sistemice cu ciclosporina
A, retinoizi, PUVA, agenti biologici etc., cu
eficacitate variabild si cu periode de remisiune si
recddere.

Ca metode terapeutice topice sunt descrise
terapia cu costicosteroizi topici, ciclosporina,
tacrolimus, pimecrolimus cu evolutie favorabila.
[19]

Concluzii

Lichenul plan eroziv si ulcerat cu atingere
cutanatd si mucoasd este rar intalnit. Asocierea cu
alte manifestari in special a formei erozive a
mucoaselor este de mult timp semnalata.
(atingere hepaticd, HTA, DZ.)

Cazul prezentat are ca asocieri manifestari
posibil autoimune: hepatita cronicd progresivd,
pancitopenia severd, tiroidita autoimund cu
hipertiroidi.

Intrat in redactie: 26.5.2011
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Discussions

This particular form of lichen planus with
mucous and cutaneous involvement was first
described by Friedman in 1921.

The association of lichen planus with other
autoimmune conditions is well known.

Hepatic involvement, especially in HVC, has
been described in approximately 20 per cent of
the patients, but primary billiary cirrhosis and
active chronic hepatitis are as common [15, 16,
17]. In our case, pancytopenia may be of auto-
immune cause. Buccal erosive lichen association
with diabetes mellitus and HA, described in
about 37.7 per cent of the cases, was first
mentioned by Grinspan in 1965 — our patient
does not present diabetes mellitus [18].

Several systemic and topical therapeutic
methods have been suggested. Systemic
corticoids are recommended in extended lesions,
but relapses may occur if the dose is reduced.
Other treatments include systemic therapies with
cyclosporine A, retinoids, PUVA, biological
agents, etc., with variable efficacy and periods of
remission and relapse. Successful topical
treatments include therapy with topical cortico-
steroids, cyclosporine, tacrolimus, pimecrolimus
[19].

Conclusions

Erosive and ulcerative lichen planus is a rare
cutaneous and mucous condition. Its association
with other manifestations, especially in erosive
forms of the mucosa, was described a long time
ago — hepaticc, DTA, diabetes mellitus
involvement). The case we present is possibly
associated with the following autoimmune
conditions: progressive chronic hepatitis, severe
pancytopenia, autoimmune thyroiditis with
hyperthyroidism.
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