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Abstract

Introduction: To establish the clinical profile of Herpes Zos@phthalmicus (HZO) in individuals less than 30rgeaf age and to
correlate clinical manifestation with their immustatus.Materials and methods: A retrospective chart review was performed of
patients younger than 30 years of age who presevithdHZO from June 2010 to June 2011. Data wakectdd on their demographics,
medical history, clinical presentation, resultssefological investigations, and visual outcome.etaded evaluation of clinical profile
with ocular implications and a sequel was doneaithecaseResults: The mean age of the patients was 23.25 years. @lpfithfeatures
presented included lid edema, ptosis, keratitid, superficial punctate keratitis with dry eye, opieuritis. None of them was found to
be HIV positive. Final visual acuity was 20/40 @tter in 90% of the subjectSonclusion: Immunocompetent young adults do present
with features of HZO. However, the disease specirukiiV-negative patients is localized, less seyarel more amenable to therapy.

Streszczenie

Wstep: Celem pracy byto stworzenie klinicznego profilu f2as ocznej pétpica u osob ponej 30-go rokuzycia oraz skorelowanie
objawow klinicznych z poziomem odporod tych oséb.Materiat i metody: Wykonano retrospektywnanaliz historii choréb u
pacjentow poriiej 30-go rokuzycia z rozpoznaniem ocznej postaci pdfga Zebrano dane dotywe demografii, przebytych chordb,
klinicznych objawow, wynikdow badaserologicznych oraz badlakulistycznych. Doktadna ocena klinicznego profilumplikacjami
okulistycznymi i dalszymi ich nagistwami byta przeprowadzona wziym przypadkuRezultaty: Srednia wieku pacjentéw wynosita
23,25 lat. Prezentowane objawy okulistyczne obejatpwobrzk powiek, opadanie goérnej powieki, zapalenie rogéwkaz
powierzchowne, punktowane zapalenie rogowki z Zespsuchego oka a tak zapalenie nerwu wzrokowegbaden z pacjentéw nie
byt HIV- pozytywny. Kaicowa ostré¢ widzenia wynosita 20/40 lub powsgj u 90% pacjentdw.Podsumowanie: Miodzi
immunokompetentni dogb takze zapadaj na oczm post& poétpaca. Jednake spektrum choroby u oséb HIV-negatywnych jest
ograniczone, mniej ekkie i bardziej podatne dla terapii.

Key words: herpes zoster ophthalmicus; Human Immunodeficidfiays infection; immune status; young adults
Stowa klucze herpes zoster ophthalmicus; infekcja ludzkim wirnsgedoboru odpornii; stan odporngci; mtody dorosty

Introduction and severity of Herpes Zoster increases with adrgnc

Herpes Zoster Ophthalmicus (HZO) is a serioug
infection because of its implications on vision ahe
cosmetic blemish it leaves in addition to the @is$ing
post herpetic neuralgia. Herpes Zoster is causethdy
reactivation of the Varicella—Zoster virus lyingrd@ant
in the spinal or cerebral sensory ganglia and i$
commonly seen in patients with depressed cellular
immunity, such as the elderly, patients on
immunosuppressive  therapy, and patients  with
lymphoma or positive HIV status [1,2]. The incidenc

age, especially after the seventh decade TBg pain
associated with Herpes Zoster can be debilitatintp a
serious impact on the quality of life, and the esoit
costs of managing the disease represent an importan
burden on both health services and society [4].

With the emergence of the Acquired Immune Deficyenc
Syndrome (AIDS) pandemic, adults younger than 45
years of age are increasingly presenting with Herpe
Zoster due to HIV [5]The relative risk of Herpes Zoster

is at least fifteen times greater in patients WiV than

© Our Dermatol Online 1.20: 5



in patients without HIV [6].Studies indicate that the
occurrence of HZO in young individuals correlates
strongly with immunosuppression. The present stvay
undertaken to highlight the clinical profile of (% in
young adults who are less than 30 years of age.

Materials and methods

A retrospective analysis of available records of
young adults (less than 30 years of age) with HZ83 w
performed. Clinical features, results of blood lattory
workup, and treatment prescribed were noted. Th
median duration of follow up was nine months.

Results

The clinical data of eight young adults
presenting with features of HZO were evaluated.ifThe
average age was 23.25 years (range, 13-28 yedms)e T
was a predominance of males (62.8%) among the you
adults presenting with HZO (Tabl. ).

None of the subjects in our study had a history of
varicella vaccination. All of them had a history of
chicken pox in childhood.

The clinical features are summarized in (Tabl. R)l
subjects presented with skin lesions consistenh wit
zoster involving the ophthalmic division of the
trigeminal nerve on the affected side (right siffecied

in 75% subjects) of the face and head. It was édichiio
the ophthalmic division in all subjects. Resultsotfier
systemic investigations including a complete heraogr
with peripheral smear, blood sugar profile, and
serological tests for HIV,VDRL and Hepatitis B afd
were negative for the all the subjects. There was n
evidence of any co-existing systemic disease in @hny
the individuals. Serological tests were repeatedoin
previously negative subjects six months after tHiest
test. The repeat test was negative in each caselaVi
acuity was impaired in all subjects, the extent of
impairment ranging from 20/400 to 20/60.

Age Gender Occupation
13 Female Student
22 Male Shop keeper
28 Male Labourer
26 Male Truck driver
28 Male Farmer
25 Male Farmer
22 Female Housewife
23 Female Housewife
Table 1. Demographic profile and immune status of gung patients
with HZO
Case Initial Lid Corneal Corneal Uveiitis zzStrire'?]; Final
BCVA edema findings sensation el BCVA
findings
1 20/60 + Punctate ; ; ; 20/20
keratitis
2 20/60 + Dendritic + ] - 20120
keratitis
3 20/400 ; ; ) ) Optic 20/30
neuritis
4 20/400 ; ; ) ) Optic 20/60
neuritis
5 20/80 ] Dendritic + ] ] 20/20
keratitis
6 20/60 ] Punctate ) ) ] 20/20
keratitis
7 20/60 ] Punctate ) ) ] 20/20
keratitis
8 20/400 ; Punctate ] ++ ] 20/40
keratitis

Table 1l. Ocular features at presentation and final visual agity in young adults with HZO

6 © Our Dermatol Online 1.2012



Conjunctival hyperemia and lid edema ranging from
mild to severe was observed in all subjects inabate
phase. Corneal involvement was seen in 7(87.5%h)eof

8 subjects in the form of dendritic keratitis (25%)
punctate keratopathy (50%) and stromal Kkeratitis
(12.5%). Corneal sensitivity was abnormal in 75%hef
cases. One of the eight patients (12.5%) presemitd
uveal inflammation Evaluation of the posterior segment
showed optic neuritis in12.5%(1/8) of the patients
Nebulomacular corneal opacities was seen in 50%) (4/
of the patients. All the subjects with active HZ@rev
prescribed 800mg of oral acyclovir five times a f@ay2
weeks.

Discussion

Herpes zoster is uncommon in adults youngef

than 30 years of age and the peak incidence oatting
fifth to the seventh decade of life. The annualdance

of Herpes Zoster in adults 20-40 years old is &2 p
1000 person year compared with 9.4 per 1000 perso
year in adults above 80 years of age in the Uriieades
[7] Similarly, the incidence of Herpes Zoster in the
European primary care population was the lowest i
young adults (1.9/1000 person-years in personstiess
forty four years old) [8]. The disease spectrum ang
clinical features in adults younger than 30 yedrage
has not been extensively described. Our study igigfis|
the clinical and demographic profile of HZO in tlige
group and also aims to correlate the clinical
manifestations and final outcome of vision with the
immune status.

Clinically, many believe that the occurrence of HAO
such a young age is associated with an underlying H
infection [9]. The normal spectrum of HZO in
immunocompetent individuals has been described b
Zaal et al [10where 23 patients were younger than 50
years of age and 50 patients were older than 5 yba
the prospective study by Zaal et al [10].
immunocompetent young adults (<50 years) formed 319
of the study group, but their unique clinical featiand
disease spectrum were not highlighted. HZO has alg
been reported in immunocompetent, healthy childre
with a favorable outcome [11 the study by Gupta et.
al [12], 56% of the cases had no clinical evidence o
immunosuppression. In our study none of the subject
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HERPES ZOSTER OPHTHALMICUS: CLINICAL PROFILE
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The article of Herpes Zoster Ophthalmicus is
very interesting, specially to remember dermatdisyi
the importance to derive patients to further spzed
ophthalmologic evaluation.

In a revision done at our institution, conducted by
Minifio et al., of 36 children up to 13 years of age
authors found 5 cases with ophthalmic involvemant]
association with HIV in 2/36. the authors concludieat
the main possible detonating factorin all cases wa
malnutrition followed by non-HIV-viral infectiondl]. It

is important to consider that in underdevelopedtaes
nutrition status and infectious diseases shoulddght
as possible detonating factors of the disease ahgust
HIV status. In the case of young healthy adultwatuld
have been interesting to have an stress assessorant

In table | there is a reference to immune statuEhwis
not actually there. Other variables would have bee
included.

Instituto Dermatolégico y Cirugia de Piel Dr. Hutmer
Bogaert Diaz, Dominican Republic.
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E-mail: admin@valdebran.com
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Resumen

En la actualidad, una de las causas mas frecugate®psia en la patologia cutanea no tumoral @®melacciones cutaneas a farmacos.
Estas pueden manifestarse en forma de practicarueite los patrones histopatoldgicos conocidos.

Reaccion adversa a medicamentos (RAM) es definidadg@MS como cualquier respuesta a un medicamejue, sea nociva e
inesperada, que ocurre a dosis normalmente utiizah el ser humano para profilaxis, diagnostiempia de enfermedad o para
modificacién de la funcién fisiologica.

Describimos aqui las farmacodermias de interfasefraéuentes y presentamos tres casos clinicos.

Abstract

Currently, one of the most common causes of skipdyidn non-tumor pathology are skin reactions togdr These can manifest
virtually as all known histopathological patterns.

Adverse drug reaction (ADR) is defined by WHO asesponse to a drug which is noxious and unexpeethith occurs at doses
normally used in humans for prophylaxis, diagnasisrapy of a disease or for modification of phiiical function.

We describe here the most frequent interface drdgded dermatitis and present three clinical cases.

Streszczenie

Obecnie jednym z najegtszych powodow biopsji skéry w przypadkach niegyahnych o patologinowotworove sa skérne odczyny
polekowe. Odczyny te magv rzeczywistéci manifestowa sie catym spektrum histopatologicznych wzoréw.

Niepazadane reakcje polekowe (ADR) gdefiniowane przez WHO jako odpowieda lek, ktéra jest szkodliwa i nieoczekiwana oraz
wystepuje w trakcie normalnego dozowania leku stosowanegelach profilaktycznych, diagnostycznych, tewagcznych lub tew
celu modyfikaciji fizjologicznych funkcji (organizms przyp. red.). W artykule tym opisujemy najsisze zapalenia skory wywotane w
skutek naktadaniasdziatah niepazadanych lekéw na podstawie 3 przypadkoéw klinicznych.

Palabras clave dermatitis de interfase; eritema exudativo maoittife; erupcién liquenoide por drogas; necrolisiglé&mica toxica;
dermatopatologia

Key words: interface dermatitis; multiform exudative erythemihenoid drug reaction; toxic epidermal necratysi
dermatopathology

Stowa klucze interface dermatitis; rumiewielopostaciowy wyskowy; liszajowata reakcja polekowa; toksyczna nbkao
naskoérka; dermatopatologia

Introduccion capa basal de la epidermis (apoptosis) que se eqelv
El término dermatitis de interfase se refiere a u arrugadas, con citoplasma hipereosindéfilo y present
patrén histopatolégico de reaccion tisular quegtieomo remanentes nucleares picnéticos (Civatte) (Fig.SB.
caracteristica principal el dafio a la capa de aglul pueden encontrar cuerpos coloides en la dermis o en
basales. Este dafio puede manifestarse por Mudutarce capas epidérmicas superiores y no contienen rer@men
(liguenoide) que puede afectar solo escasas céuldas nucleares. Puede usarse el término de disquerafzaia
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referirse a estas células apoptéticas. A vecesuartm
celular es por necrosis (Fig. 2), 0 como Dafo vituo
que resulta de la formacién de una vacuola intudexel
edema y separacion de la lamina densa de la meabran
de las células basales (Fig. 3).
Como consecuencia del dafio a la capa basal hay
incontinencia melanica por la interferencia en I3
transferencia de melanina de los melanocitos a |Ig
queratinocitos basales (Fig. 1,3). Otro hallazgoeks
infiltrado inflamatorio que varia en distribucion
(superficial y superficial y profundo), composici¢ipo
celular: linfocitos, eosinofilos, plasmaocitos) yndalad
(escaso o denso) de acuerdo a la patologia [1] (TH)

[

completa de la epidermis

Figure 2. Histopathology. TEN. Note the complete neosis
of the epidermis

N LT A S LA -

Figura 1. Histopatologia. Erupcién liquenoide por dogas.
Se observan numerosos queratinocitos apoptoticos
intraepidérmicos (flecha corta) algunos con remandss
nucleares (Civatte) y otros sin ellos (cuerpos cates)
(flecha larga). Los cuerpos coloides pueden ser déicos o _
epidérmicos. Numerosos melandfagos en dermis superdl ¥ . 3
como manifestacién de la incontinencia melanica (&sisco) v ;2 "
Figure 1. Histopathology. Lichenoid drug eruption.
Numerous apoptotic intraepidermal keratinocytes are
observed (short arrow) some with nuclear remnants
(Civatte) and others without them (colloid bodies)(long

—o

Figu 3. Histopatoogia. Lupu

arrow). Colloid bodies may be dermal or epidermal. vacuolar de la capa basal (asterisco)
Numerous melanophages in the superficial dermis aa Figure 3. Histopathology. Lupus erythematosus. Vacuar
manifestation of melanin incontinence (asterisk) degeneration of the basal layer (asterisk)

Dafio a la capa de células basales
Dafio vacuolar

Muerte celular

Incontinencia pigmentaria

Infiltrado inflamatorio

Superficial

Superficial y profundo

Tabla I. Caracteristicas histopatolégicas de la
dermatitis de interfase

Table I. Histopathological characteristics of interfice
dermatitis

© Our Dermatol Online 1.201211



Vacuolar Liguenoide

Superficial Superficial y profundo Superficial SufEal y profundo
EEM/SSJ/NET LECSA/LECC LP Liquen estriado
LES/DM PLEVA Erupcion liquenoide por
drogas
EICH Ligquen nitido
i . Sifilis secundaria
Pdrpura pigmentosa
EMF . i
LSA liquenoide

Queratosis liquenoide

Tabla Il. Clasificacion de las principales patologia del grupo, segln sus caracteristicas histopatologs

Table II. Classification of the main pathologies ofhe group according to their histopathological chaacteristics
EEM/SSJ/NET: Eritema exudativo multiforme/SindrotieeStevens Johnson/Necrolisis epidérmica téxic&/DEl: Lupus
eritematoso sistémico/Dermatomiositis. EICH: Enfediad de injerto contra huésped. LSA: Liquen eseéndfico.
LECSA/LECC: Lupus eritematoso cutaneo subagudo/tpilematoso cutaneo cronico. PLEVA: Pitiriasiménoide aguda.

EMF: Erupciéon medicamentosa fija. LP: liquen plano

Dermatitis De Interfase Por Drogas

Erupciones Liquenoides Por Drogas

Las Lesiones no foto distribuidas difieren del L e
(Tab. HI):

Presencia de paraqueratosis focal (en el LP |
queratinizacion es ortoqueratdsica).

Leve dafio basal (en el LP el dafio es muy intenso, y
veces tanto como para formar hendiduras en la unid
dermo-epidérmica (hendiduras de Caspary o Max

Joseph).

Eosindfilos y plasmocitos en el infiltrado (el itfado

del LP esta constituido en su practica totalidad po
linfocitos, y el nimero de eosindfilos no debes&mpor
muestra de biopsia de 4 mm) [1,2].

Mayor incontinencia pigmentaria.

Infiltrado menos denso y menos en banda y se puede
extender escasamente a dermis media.

Las Lesiones fotodistribuidas son idénticas al LP.

Erupcion liguenoide por drogas LP
Queratinizacion Paraqueratésica Ortoqueratosica
Dafio a la capa basal +a++ ++a ++
Tipo celular en el infiltrado Eosindfilos + plasmocitos + Linfocitos
inflamatorio linfocitos
Densidad del infiltrado +a++ ++a +++
inflamatorio
Disposicion del infiltrado Superficial. Puede extenderse a Superficial
inflamatorio dermis media
Incontinencia pigmentaria +++ +

Tabla Ill. Diagnéstico diferencial entre las erupcones liquenoides por drogas y el LP
Tabla Ill. Differential diagnosis between lichenoiddrug eruptions and LP

Erupcién Medicamentosa Fija (EMF)

Dermatitis de interfase con prominente degeneracid
vacuolar y presencia de cuerpos de Civatte. Htranfio
inflamatorio oscurecela interfase dermo-epidérmica
(igual que en el EEM y PLEVA). El infiltrado a vexse
extiende a la epidermis media y superior produ@end
muerte de queratinocitos por encima de la capd.basa
Puede distinguirse del EEM por (Tab. IV):

La extension mas profunda del infiltrado (El EEMaoso
posee infiltrado superficial).

La presencia de algunos neutrofilos y eosinofilos.

Mas prominente incontinencia melanica.

>
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EMF EEM
Vesiculacion si esta presente esvesiculacién
subepidérmica subepidérmica

Infiltrado linfocitario escaso a
moderado, incluye neutrofilos,
eosindfilos, superficial y
profundo

Infiltrado linfocitario
escaso superficial

Incontinencia

Incontinencia pigmentaria +++| . .
pigmentaria +

Tabla IV. Diagndstico diferencial entre la EMF y el EEM
Tabla IV. Differential diagnosis between FDE and EM



EEM/SSJ/NET [3-5]

La clasificacién clasica separa a este grupo deatérs

de interfase en [6]:

EEM minor. afecta primariamente la piel. La afectacion
de mucosas es en solo 25%.

EEM major formacion de ampollas cutaneas. Mayor
afectacion de mucosas. Incluye al:

Sd. de Stevens-Johnson (BSIE presentacion aguda en

pacientes jovenes. 10% o menos de la piel se halla

afecta, pero con frecuente afectacion mucosa.

Sd. de superposicién (SSJ/NE®fectacion de la piel
entre 10-30%.

Necrolisis epidérmica téxica (NETjorma muy severa

asociada con alta mortalidad. Despegamiento cutang¢o

>30%.

La clasificacion de Bastuji-Garin es la siguierig [
Eritema multiforme bulloso

Forma recurrente: es la mas frecuente. Se asocia
infecciones como VHS, VCH, mycoplasma, etc.,
medicamentos o inmunizaciones.

Forma persistente: asociada a malignidad subyaaente
infeccion por VEB.

SSJ erosiones mucosas y despegamiento < 10%.
Sindrome de superposicion (SSJ/NE@Espegamiento
entre 10-30%.

NET con spots(maculas purpuricas diseminadas o
lesiones en diana): despegamiento > 30%.

NET sin spotsdespegamiento > 30%.

Histopatologia:

EEM: dermatitis de interfase con un leve a moderadp

infiltrado de linfocitos, algunos de los cuales se

desplazan a la capa basal oscureciendo la interfase

dermo-epidérmica.

La muerte celular es prominente (por mecanismo de

apoptosis) no confinada a la capa basal. Las lesion
vesiculares tienen despegamiento dermo-epidérnuno ¢
prominentes células muertas en el techo. El iafilr
dérmico son linfocitos y macrofagos. No son
prominentes los eosinofilos.

NET: ampolla subepidérmica siendo el techo de la

misma una epidermis enteramente necrosada (lesipn

establecida). La lesion es inicial es la necrosisélulas
individuales con satelitosis de linfocitos. Hay escaso
infiltrado linfocitario perivascular [8-10].

Casos Clinicos
Caso N° 1:
Mujer, 17 afios, estudiante. Presenta un cuadralgiip

8 dias de evolucion por lo que se automedica con yn
caramelo para la garganta que contiene sulfas en su

composicion.

Examen fisicoplaca eritematoviolacea, con ampollitas
en su superficie, limites netos, bordes regulates x 6
cm. de ejes mayores en cara lateral del cuello lad
derecho, extendiéndose a region maxilar inferiay. ().
Histopatologia: dermatitis de interfase con vesiculacion
subepidérmica. Infiltrado linfocitario superficiaton
extension a dermis media. El mismo incluye eodiogfi
Incontinencia pigmentaria muy marcada (Fig. 5,6).
Diagnéstico:Erupcién medicamentosa fija (EMF).

Figura 4. Caso clinico 1. Clinica. EMF. Placa
eritematoviolacea, con ampollitas en su superficidjmites

netos, bordes regulares, de 8 x 6 cm. de ejes mag®ren
cara lateral derecha del cuello, extendiéndose a g®n

maxilar inferior

Figure 4. Case report 1. Clinic. FDE. Erythematoviolaeuos
plaque, with blisters on the surface, regular edges x 6 cm.

in the neck

l}- ‘u *}' .—"‘ ¥ ,.Lg;..\-.ﬁ‘. ’:

Figura 5. Caso clinico 1. His
de interfase con vesiculacion subepidérmica

Figure 5. Case report 1. Histopathology. FDE. Inteidce
dermatitis with subepidermal blister

~‘\‘\ <
.

Figura 6. Caso clinico 1. Histopatologia. EMF. Infirado
linfocitario superficial con extensién a dermis meth. El
mismo incluye eosindfilos (asterisco). La incontinem
pigmentaria es muy marcada (flecha)

Figure 6. Case report 1. Histopathology. FDE. Supeidial
lymphocytic infiltrate extending into the mid-dermis. It
includes eosinophils (asterisk). The Pl is marked (eow)

© Our Dermatol Online 1.20: 13



Figura 7. Caso clinico 2. Clinica. SSJ.- Erosionescgstras hematicas en ambos labios. Méaculas purpéas
diseminadas y ampollas que ocupan <30% de la supmit cutanea. También habia afectacién de mucosa g

Figure 7. Case report 2. Clinic. SJS.- Erosions anldematic crusts in both lips. Disseminated purpuric
macules and blisters that affects <30% of the skiaurface. There was also involvement of genital mucas

Caso N° 2: una epidermis enteramente necrosada. Ausencia
Varon, 23 afios, estudiante. Portador de epilepsia infiltrados inflamatorios dérmicos (Fig. 10).
criptogenética desde los 20 afios. Un mes antasidiel Evolucién:ébito.

del cuadro inicia tratamiento con carbamazepinad 60, Diagnostico:NET.

mg/d.

Examen fisico.Boca: Erosiones y costras hematicas en
ambos labios. Placas blanquecinas de varios tan&fios
mucosa yugal, paladar duro, paladar blando, faringe
amigdalas. Piel y faneras: maculas purpuricas
diseminadas y ampollas que ocupan <30% de Ia
superficie cutanea. Afectacion de mucosa genital
(glande) (Fig. 7).

Histopatologia: dermatitis de interfase con vesiculacion
subepidérmica donde el techo de la ampolla lo daypst
una epidermis con presencia de necrosis celular.
Infiltrado linfocitario superficial escaso sin emton a
dermis media. No se observan eosindfilos. Se ohserv
muy escasos melanoéfagos (Fig. 8).

Diagnéstico:EEM major/SSJ.

Caso N° 3:

Varon, 17 afios, agricultor. Tres dias antes delardel
cuadro sindrome gripal por lo que se medica con deg
dipirona VO + dipirona EV en centro de salud.

Examen fisico:lctericia universal marcada. Ampollas
multiples, variadas formas y tamafios, la mayorialde
conteniendo liquido amarillo claro, la mayor pade
ellas flaccidas, escasas tensas y eclosionadas, @Bt

cm. y 6 cm. de diametros, de distribucién geneadbz &
predominio en torax y tercio proximal de miembros. i T it g TR y k___‘ s
Signo de Nicolsky: +. Erosiones mdltiples, variadag | - &% S RSy w'-’-. b g
formas y tamafios, entre 1 cm. y 10 cm. de diamekeos LR S R T SR WL

distribucion generalizada, incluyendo conjuntivasblbr
y palpebral, mucosa yugal y paladar duro, mucosalna
Costras hematicas en borde libre de labios superior

b 4 __.-_'_. A,
*x g e ]

inferior (Fig. 9). i e NG LR _
Signos vitalesFC: 124/min., FR: 30/min., PA: 110/70. Figura 8. Caso clinico 2. Histopatologia. SSJ.- Deatitis de
Aparato Cardiovasculartaquicadico, ritmo regular. RC interfase con vesiculacion subepidérmica donde etdho de
normofonéticos. No soplos la ampolla lo constituye una epidermis con preseraide
Aparato Respiratorio taquipnéico, tiraje intercostal necrosis celular. Infiltrado linfocitario superficial escaso sin

extensién a dermis media. No se observan eosindfiloSe
observan muy escasos melanofagos
Figure 8. Case report 2. Histopathology. SSJ.- Inté&ace

S, S e " dermatitis interface with subepidermal blistering where the
SNC vigil, Idcido, sin déficit sensitivo un motor. blister roof consists in an epidermis with cell newosis.

Hlstop.atplogla:dermatltls de interfase con VBSI?U'&lCIOn Sacnat superficial lymphocytic infiltrate with no extension
subepidérmica donde el techo de la ampolla lo dogst to the mid-dermis. Eosinophils not present. Very rae
melanophages are observed

bilateral, roncus bilaterales de vértice a base.
Abdomen se palpa higado a 3 cm. del reborde costg
derecho.
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Figura 9. Caso clinico 3. Clinica. NET.- Ictericia uiversal, ampollas y erosiones mdltiples

Figure 9. Case report 3. Clinic. TEN.- Universal jaudice, multiple blisters and erosions

e et "“ ’ {
Figura 10. Caso clinico 3. Histopatologia. NET.- Deratitis
de interfase con vesiculacion subepidérmica dondé &cho
de la ampolla lo constituye una epidermis enteramea
necrosada. Ausencia de infiltrados inflamatorios d#nicos

Figure 10. Case report 3. Histopathology. TEN.- Intdace
dermatitis with subepidermal blistering where the oof of
the blister is formed by a completely necrotic epigrmis. No
dermal inflammatory infiltrates
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Abstract

A 45 year old lady presented with multiple painficrotic ulcerations over the trunk, arms, thighd gluteal areas of two months
duration. She also had erythematous papules artdigsi®ver the face since 1 week. History of reznirpapular lesions, some of them
undergoing ulceration were present since 3 yedtdidchemical parameters were within normal limRheumatoid factor, ANA, Elisa
for HIV and VDRL were negative. Pus culture showeodwdh of Saphylococcus aureus. Smear for AFB showed multiple globi. Skin
biopsy showed atrophic epidermis with grenz zonermis showed sheets of foamy macrophages and otmesnblood vessels
infiltrated with neutrophils and ocasional plasnedl< Patient was admitted and was started on MBI &¥bng with thalidomide and
prednisolone.

Streszczenie

45-letnia kobieta zgtosita sido naszego oddziatu z 2-migsinym wywiadem obejmagym liczne, bolesne, nekrotyczne owrzodzenia
skéry tutowia, ramion, ud i okolic gadkowych. Od tygodnia pojawiatyestakze rumieniowe grudki i krosty na skérze twarzy. W
wywiadzie, pacjentka podawata pojawizg sé od 3 lat nawrotowe zmiany grudkowe, niektére ujggm owrzodzeniu. Wyniki
przeprowadzonych baddaboratoryjnych byly w normie. Czynnik reumatoidalfiRA), przeciwciata ANA, test typu Elisa przeciw\AI
oraz odczyn VDRL byly tale ujemne. Posiew ropy wykazat obegh&taphylococcus aureus. Rozmaz dla AFB (kwasoopornych
pratkdw) wykazaly wiele ziarnistwi. Biopsja skdry wykazala atroficzny naskorek zeefstgrenza, w skdrze wdaiwej liczne
piankowate makrofagi oraz olgknigte naczynia krwionéne nacieczone neutrofilami oraz pojedynczymi koradrkplazmatycznymi.
Pacjentka zostata przya (do naszego oddziatu), waomo kuraoc} MDT-MB potfaczory z talidomidem i prednizolonem.

Key words: type 2 Lepra reaction; necrotic ulcers; AFB; MDT
Stowa klucze typ 2 Lepra reakcji; wrzoéd nekrotyczny; AFB; MDT

Introduction reactions, nodules tend to increase in size aneratie.
Type 2 lepra reaction, otherwise termed Ulcerations heal with scarring. Sometimes erythema
erythema nodosum leprosum, is an acute inflammatofy nodosum leprosum may be the presenting manifestatio
reaction seen in patients with lepromatous leprosy of leprosy [1]. Vesiculobullous, pustular, ulcediteand
occasionally in borderline lepromatous leprosy. Udto hemorrhagic and erythema multiforme-like lesionseha
it is usually seen during the course of treatmémay been reported in ENL (erythema nodosum leprosuin) [2
occur in previously untreated patients as well. The In this article, we have discussed a case whickemted
lesions described in type 2 reactions are erytheusat to us with severe skin ulcerations. The case wasttet
painful tender papules and nodules. In mild reactio in our hospital, MVJ medical college and research
nodules are small in number and spontaneouslyvesol hospital, situated in the outskirts of Bangalorbere she
leaving behind hyperpigmented macules. In severg was investigated and diagnosed and started omeeat
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Case report

A 45 year old lady was brought to our OPD
with multiple painful ulcerated skin lesions ovdret
trunk, arms, thighs and gluteal area of 2 monthatcn.
She also had multiple reddish eruptions and pustulg
over the face since 1 week; she gives history afirent
attacks of papulo-pustular lesions, and ulceratmte
three years. Patient says that she was takingntesat
from a doctor with partial subsidence of ulcers.islt
possible that patient must have been put on stero
injections as history suggests. Six months ago vehe
diagnosed to have diabetes mellitus and she hasdree
irregular treatment for the same. In the presergoeie
ulceration first started over the gluteal region aiowly
developed over the other sites. According to thiepa

[«

the present episode was the most severe one. €Curr¢n

episode is associated with history of fever sinaeek -
high grade and intermittent. No history of jointinsor
abdominal symptoms suggestive of inflammatory bowe
disease.

On general physical examination, the patient
was afebrile, vitals were stable,pallor was presard
there were enlarged tender lymph nodes in the &ervi
axillary and inguinal groups. Cutaneous examinatiof]
revealed  multiple erythematous indurated plaques
surmounted with multiloculated ulcers of size vagyi
from 1xlcm to 5x5cms, with undermined edges and
covered with purulent discharge and crusts oveh bot
arms, forearms, thighs, abdomen and gluteal aféigs (
1,2).

Forehead and both cheeks showed erythematous plaqué
with surmounted papules and pustules (Fig. 3). iglelt
hypertrophic and keloidal scars were seen over both
upper limbs and back (Fig. 4). Bilateral ulnar resv

common peroneal nerves and supraorbital nerves wefe

thickened and tender. Sensations could not be e&esmi

18 © our Dermatol Online 1.20:

because of (generalized cutaneous tenderness.
Ophthalmic examination revealed no abnormality.

Differential diagnosis of disseminated pyoderma

gangrenosum and erythema nodosum leprosum and
disseminated sweet’s syndrome was made and thenpati

was investigated.

Figure 1. Clinical Phtoraph showing multiple
plagues with ulcerations over abdomen, forearms and
arms

Figure 2. Clinical photograph showing ulcerations wer the gluteal region



Figure 3. Clinical photograph showing pustules and
nodules on face

Haematological investigations revealed Hb —
8.8gm%, TLC — 11000/mm3 with 78% of neutrophils,
ESR showed 30mm in the 1st hour, FBS — 168mg% and
PPBS - 295mg%. Urine analysis and all othe
biochemical parameters were within normal limits.
Rheumatoid factor, ANA, HbsAg, Elisa for HIV and
VDRL were negative. Pus culture showed growth of
Staphylococcus aureus. Smear for AFB (acid-fast bacilli)
showed multiple globi. Skin biopsy showed atrophic
epidermis with grenz zone, dermis showed sheets of
foamy macrophages intermingled with T

A2 2

Figfjre. Hispfhloy H&E)(lOX)

Figure . CIiicI hotograph showing scars and
hyperpigmentation

small aggregates of neutrophils and ocassionalmalas
cells, dermal vessels were oedematous and inéittrat
with neutrophils (Fig. 5,6). Fite faraco stain sleow
macrophages packed with AFB (Fig. 7). A diagnosgis o
lepromatous leprosy with type 2 reaction was matt a
patient was started on MDT MB along with prednis@o
30mg and thalidomide 100mg tds. Patient did shaweso
improvement; however she went against medical advic
in spite of repeated requests and lost for follogv u

Figue 6. Histopathology showing sheets of foamy
macrophages (H&E) (400X)
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Figure 7. Fite-faraco stain of biopsy specimen
showing AFB

Discussion

Leprosy is a chronic granulomatous infectious|
disease caused by Mycobacterium leprae. There is 1
other human infectious disease in which the clinica
picture is as varied as leprosy. Type 2 lepra re@ads a
type 3 Coomb and Gell hypersensitivity reactionaligu
seen in lepromatous and borderline lepromatougiati
It usually occurs later during the course of tresitrand
in longstanding untreated patients [2]. Antigenitzody
complexes are formed during the treatment
multibacillary leprosy and in patients with longsiéng
untreated disease with high bacillary load due He t
death of bacilli; deposition of these complexegarnous
tissues causes inflammatory response with coristikait
symptoms.

Over half of Lepromatous leprosy and quarter of
borderline lepromatous patients can develop type
reaction. In skin it presents most commonly witbps
of multiple red dusky brown tender papules and texiu
over the face and extensor aspects of the limbsiohe
tend to recur at the same sites and if they daestlve
completely a chronic painful panniculitis develagisich
may persisit for months to years. Exacerbatingofactor
ENL are stress, pregnancy, lactation, concurrénésk
and medication [3]. Arthritis, iritis, iridocyclsi and
nephrits are other known features of ENL.

ENL is more severe in caucasians and
mongolians than in negroes. Ulceration occurs mor
readily and rapidly and unusual forms are seeniovar
rare and atypical variants of ENL have been desdrib
literature. Verma KK etal have reported necrotic
erythema nodosum leprosum as a presentin
manifestation of leprosy [4]. A rare variant of ¢yR2
reaction characterised by pustular lesions on kintc
from WHO MDT to ofloxacin aided MDT was reported
by Dave et al [5]. A persistent and localized vatriaf
ENL was reported by S Prabhu et al [6]. Galvezlet 3
reported an atypical evolution of BL as well aseyp

in

(0]

o

D

reaction primarily involving multiple nerves thakirs
[7]. A case of ENL clinically presenting as urtizdr
vasculitis that was then diagnosed to have LL heenb
reported by Funk WK et al [8]. Kou et al have rapdra
male with underlying lepromatous leprosy presenting
with atypical reactional state simulating sweetdspme
[9]. A fatal case of erythema necroticans, the eaofs
death being septicemia secondary to skin ulcers and
URTI

ENL has been reported by Sethuraman et al and
Petro et al [10,11]. This case is presented duarity of
ENL leprosy presenting with such severe ulcerations
especially at a time when we have eliminated lgpass
a major health hazard in our country.

Conclusion

Although we encounter an occasional type 2
lepra reaction after initiating the multibacillakgprosy
patients on MDT-MB, cases of ENL presenting with
extensive cutaneous ulcerations are a very rarigy.ent
However one should have a high index of suspicion i
clinical practice failing which an easily treatalisease
can be missed.
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Abstract

A 38year old man had asymptomatic slowly progressirarty lesion on extensor surface of left elbowl anm for about 20 years.
Examination revealed larger one sized of 16cmx1&nch smaller one about 8cmx5cm. Lesions were Kétatggrrucous, nontender,
cauliflower-like indurated plaque. Mantoux testuiésd 20mmx18mm on 48 hours observation. Histopatical examination of the

lesion showed epitheloid cell granuloma with gieglls and lymphocytes in the mid dermis. The cosigli diagnosis was tuberculosis
verrucosa cutis based on above findings. Six mtmthapy with INH 300mg plus Rifampicin 600mg suppéeted initial 2 months

ethambulol 1000mg plus pyrazinamide 1500mg dasylted complete clearance of the lesions.

Streszczenie

38-letnia kobieta zgtosita iz asymptomatyczin powoli powkkszajca sie brodawkowat zmiara na powierzchni wyprostnej lewego
tokcia i ramienia, obeenod 20 lat. Badanie fizykalne wykazato dwie zmiamyeksza o wym. 16x15cm i mniejazo wym. 8x5cm.
Zmiany mialy postéa keratotycznych, brodawkowatych, niebolesnych, fialawatego ksztattu blaszek. Test Mantoux po 48zjvach
wynidst 20x18mm. Badanie histopatologiczne ujawrmarniniaki komérkowe w naskérku wraz z komoérkanibraymimi oraz
limfocytami w warstwiesrodkowej skory. Na podstawie w/w badpostawiono diagn@zgruwlicy brodawkujicej skory. Wdraono 6-
mieskczm terape 300mg INH z 600mg rifampicyn wspomagas przez pierwsze 2 miegie: 1000mg etambutolu i 1500mg
pirazynamidu, ktére zaskutkowaly catkowitymamseniem zmian skérnych.

Key words: skin tuberculosis; tuberculosis verrucosa cusnt
Stowa klucze skérna postagruzlicy; tuberculosis verrucosa cutis; olbrzymi

Introduction Case report

Tuberculosis is quite common in Bangladesh A 38 years old man presented with history of
Tuberculosis verrucosa cutis (TVC) occurs from asymptomatic, gradually progressing, warty grovah,
exogenous inoculation of bacilli into the skin of a the back of left elbow and arm for 20 years. Thsoles
previously sensitized person with strong immunityy were preceded by thorn pricks. There were no
against Mycobacterium tuberculosis [1].The tuberculin constitutional or systemic symptoms. He did notehav
test is strongly positive. Clinically, the lesiordins as a any past or family history of tuberculosis. Cutameo
small papule, which becomes hyperkeratotic, resambl examination revealed keratotic, nontender, cawiio
a wart. The lesion enlarges by peripheral expansiith like indurated plague ranging from 16cm x15cm tm8c
or without central clearing, sometimes reachingesav 5cm on the back of left elbow and on back of thedem
centimeters or more in diameter [1]. Lesions armost (Fig. 1,2).
always solitary, and regional adenopathy is usually There was no lymphadenopathy. Systemic examination
present only if secondary bacterial infection osclrhe was unremarkable. Histopathological examinationhef
infection is exogenously acquired and hence thienes lesion showed pseudoepitheliomatous hyperplasifieof
usually appear on exposed or trauma prone area#\[2] epidermis and a epitheloid cell granuloma havirents
case of accidental infection through throne prielesling cells and lymphocytes in the mid dermis (Fig. 3ehf
to the lesions which spared gradually for the [28t Neelson staing of the tissue did not reveal any st
years, larger one almost cover the left extendmvel bacilli. Mantoux test was positive (20mmx18mm dfi 2

day).
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Hematological investigations revealed a norma
haemogram except ESR which was marked as 40mm
1*  hour (Westergren method). Other routine
investigations of the blood, urine and stool were
unremarkable.
abnormality.

Skiagram of the chest showed np

Figure 1. Hyperkeratotic plaque arising at thesite
of inoculation in an individual

7Y
i
5

Figure 3

oscopé |tﬁ E

Figure 2. Hyperkeratotic cauliflowetdike
indurated plaque left extensor etiw

2 ‘_\_
pitHeid cell

granuloma having giants cells and lymphocytes in #gamid

dermis 10 magnificsation

Based on these clinical features, histopathologg an
Montoux test, a diagnosis of tuberculosis verrucnsts
was confirmed. The patient was treated with six #mon
therapy INH 300mg plus Rifampicin 600mg
supplemented with initial 2 months ethambulol 100m
plus pyrazinamide 1500mg daily resulted complete
clearence of the lesion. Six months later thg
histopathological examination of the tissue wasedand
the result found unremarkable.

Conclusion

TVC patients usually have moderate or high
degree of immunity. This patient had positive Marxto
test to support these criteria. The sites which ar
commonly involved are exposed parts of the bodysuc

h

11
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as fingers, hands, wrists, forearm, arm, anklest, fe
knees, heels and in case of children buttocks T8]s
patient’s lesion was also over the extensor elbobag&k

of arm- which support the criteria. The man acqlitee
infection through thorn pricks. Usually TVC begias
small papule and become hyperkeratotic enlarges by
peripheral expansion and sometimes reaching several
centimeters. This case had cauliflower like lesidrout
16cm x15cm which was quite larger than usual.
Complete clearance of warty lesions after the tneat

with the anti tubercular regimen composed of INH,
Rifampicin, Ethambulol, and Pyrazinamide was gitpn
suggestive of tubercular etiology.
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Abstract

Plexiform neurofibroma is a poorly circumscribedfuse enlargement of neural sheets that typiaalplves major nerve trunks of the
head and neck region because of the rich innenstid this area. It is a benign tumor and is auaily pathognomonic and often
disabling feature of neurofibromatosis type 1 (NBrMon Recklinghausen’s disease). We hereby repoaise of facial neurofibroma in

an adult female with neurofibromatosis type 1 (NF-1

Streszczenie

Nerwiakowtokniak splotowaty to stabo odgraniczomezlane powgkszenie ostonek nerwowych, ktoére typowo dotyczyzkar
nerwowych okolic twarzy i szyi, co spowodowane jésh bogatym unerwieniem. Jest to guz fagodny, \@czywistgci
patognomoniczny dla neurofibromatozy typu 1 (NRulb Ehoroba Von Recklinghausena), ktérego @ogst czsto traktowana jako
cecha upéledzajca (zwt. wyghd pacjenta — przyp. redakcji). W tym artykule opgsuy przypadek nerwiakowtdkniaka okolicy twarzy

u dorostej kobiety z NF-1.

Key words: plexiform neurofibroma; cafe-au-lait macules; redilbbromatosis
Stowa klucze wtékniak splotowaty; plamy cafe-au-lait; neurabinatoza

Introduction

Plexiform neurofibroma is a relatively common
but potentially  devastating  manifestation  of
neurofibromatosis type 1 (NF-1). It is a poorly idefl
benign tumor of the peripheral nerve sheath spngadi
out just under the skin or deeper in the body. diffase
and soft nature of plexiform neurofiboroma is often
compared to ‘a bag of worms’ and is to be distisged
from a vascular malformation or a lymphangioma.
Plexiform neurofiboromas are locally invasive, non-
metastasizing, and generally categorized by the
location. Tumors of head, neck and face are thet mo
common, followed by lesions of the spine, extreasiti
mediastinum and abdomen [1].
Facial plexiform neurofioroma may produce various
degrees of cosmetic and functional deformities hia t

=

"2)

head and neck region. Surgical management is the

mainstay of treatment, but within the head and nec

A
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region it is limited by the infiltrating nature dhese
tumors, inherent operative morbidity and a higte rat
regrowth.

Case report

A 45-year old unmarried female, normotensive,
nondiabetic, presented to the out-patient depattroén
our institute with a history of a swelling on thight side
of her face especially over the right infraorbitagion,
right side of nose, adjacent right cheek, chinjamdThe
patient reported that her facial disfiguring growihd
started at birth and continuously increased in sinee
then. She had difficulty in speaking properly. Stiso
complained of intermittent dull aching pain andhitg
on her face. There was no history of any regression
size or discharge from the swelling. The patieer
noticed any similar swelling elsewhere in the body.
There was no history of trauma over the area. Alsere



was no history suggestive of any constitutiona

symptoms, tingling and numbness elsewhere over the

body. There was no history of seizures, deafn@ssius
or any other neurological deficit. The past medizatl
surgical
history of similar disease in any of the family nisars

or first degree relatives. There was no known ewieeof
any hereditary disease in the family or first degre
relatives.

General physical examination revealed an averdgélty
adult female with a steady gait, and satisfactoitgl v
signs with no signs of pallor, icterus, cyanosis of
lymphadenopathy. Systemic examination was also norl\

contributory.

Figure 1. Facial plexiform neurofibroma

Rest of the cutaneous examination revealed multipl
hyperpigmented macules over her trunk and arms. (Fi
3). These macules were sharply defined, rangingjze
from a few mm to more than 3 cm in diameter andewer
more fifteen in number. Axillary and inguinal freitlg

(Crowes sign) was also present. There were alsp

multiple skin coloured papules and nodules distebdu
over trunk and upper limbs, ranging in size frorfea
mm to more than 3 cms in size.

Figure 3. Cafe-au-lait macules and neurofibromas on
trunk

histories were unremarkable.There was np

Cutaneous examination revealed a large solitaryliage
measuring approximately 6x5 cm in size with indisti
borders, overhanging on itself, present on thet rijthe
of face involving the right cheek, right side ofpap lip,
chin and right jaw. The overlying skin showed
hyperpigmentation and hypertrichosis with folliqula
prominence (Fig. 1,2). On palpation, there wasauall
rise in temperature or any tenderness. The swedilatha
peculiar consistency, soft in most of the areas e
firm nodular areas, similar to that described tfariture
as a ‘bag of worms’. On auscultation, no bruit dobk
detected.

Figure 2. Facial plexiform neurofibroma (laterd view)
with hypertrichosis and follicular prominence

Slit lamp examination did not reveal any Lisch niegu
Fundus examination was also normal. Routine
haematological and biochemical investigations were
normal. Chest X-ray, skull X-ray and X-ray of long
bones did not reveal any abnormality. Ultrasonolyyap
of the abdomen was also normal. Craniospinal MR di
not reveal any abnormality. Excisional biopsy o€ aof
the cutaneous nodules was done and sent
histopathological analysis. It revealed features
neurofiboroma. Based on the constellation of clihared
histological features, a diagnosis of facial piesn
neurofiboroma with neurofiboromatosis type 1 was
entertained.

for
of

Discussion

Neurofibromatosis type-1 (NF-1) is a common
neurocutaneous condition with an autosomal dominant
inheritance. Descriptions of individuals reportedhave
neurofibromatosis have been discovered in manuscrip
dating from 1000 A.D [2]. However, it was not until
1881 that Von Recklinghausen described
neurofibromatosis in his patients Marie Kientz and
Michael Bar [3]. His colleagues honoured his
contribution by naming the condition as Von
Recklinghausen’s disease. However the differentnsor
of neurofibromatosis were not separated and detdea
until the latter part of the twentieth century. last eight
forms of neurofibromatosis have been recognized, th
most common form being NF-1, or Von
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Recklinghausen’s disease. It accounts for about 80%
all the cases and is estimated to occur in onevefye
3000 births. There is no sex predilection.

It is an autosomal dominant disease caused by |a

spectrum of mutations in the NF-1 gene. The NF4iege

is located on the long arm of chromosome 17q 16 a

encodes a 327 kDa protein called Neurofibromin T4le

exact function of this protein is poorly understpadt
the gene encoding neurofibromin has a sequencéasimi
to a group of proteins called GTPase-activatinggns

(GAP). This similarity suggests its involvement in

negatively regulating the proteins coded by the Ras

oncogene [5].

The Ras protein is like other G proteins and isedejent

upon GTP binding for its full activity; GAP removes

GTP by increasing the conversion of GTP to GDP

Enhanced Ras protein activity has been correlatiéd w

human cancer development, and dysfunction of

neurofibromin could contribute to this [6]. Most NF
mutations result in reduced intracellular levelshef NF-

1 gene product, neurofiboromin. This appears to b

sufficient to cause most of the clinical manifeistas of

this disorder.

A consensus development conference was held by the

National Institute of Health (NIH) in 1987 to esdliah

diagnostic criteria of patients with NF-1. Thererave

seven diagnostic features recognized at this cenfer
that have been applied without modification durthg
last 22 yrs. The diagnosis of NF-1 is establishdaw
two or more of these seven features listed belosv ar

present [7]:

e Six or more Café-au-lait macules larger than 5 mm
in greatest diameter in prepubertal individuals: 15
mm in greatest diameter in postpubertal individuals

« Two or more neurofibromas of any type or one
plexiform neurofibroma.

e Freckling in the axillary or inguinal regions.

e Optic glioma.

e Two or more Lisch nodules (iris hamartomas).

« A distinctive osseus lesion such as sphenoid
dysplasia or thinning of the long bone cortex, with
or without pseudoarthrosis.

« A first degree relative with NF-1 according to the
above criteria.

In our patient, three of the seven NIH diagnostiteda

were present.

Plexiform neurofiboromas are benign peripheral nerve

sheath tumours, often involving the trigeminal apger

cervical nerves [8]. They are diffuse, elongatdddimas,
histologically similar to discrete neurofibromasdaare
usually seen in only 5-10 % of patients with NFFhey
often develop and become physically apparent wittén
first 2-5 years of life [9]. Their growth rate idghly
variable. Often, overlying hyperpigmentation (‘dian

Café-au lait spot’) or hypertrichosis can be seen.

There are two types of plexiform neurofibromas, ulad

and diffuse. Diffuse plexiform neurofibroma is also

known as elephantiasis neurofibromatosa and is
characterized by an overgrowth of epidermal ang
subcutaneous tissue associated with a wrinkled and
pendulous appearance. They can arise anywhere alon

nerve and have poorly defined margins. They ma$/

1%
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appear on the face, legs, or spinal cord and firettyue
involve the cranial and upper cervical nerves. Gitamial
nerves most commonly involved in plexiform
neurofibromas are the fifth, ninth and tenth nerjdy.
They can be quite disfiguring and hemifacial
hypertrophy can occur secondary to a plexiform tumo
involvement [11]. These tumors are known to cause
symptoms ranging from minor discomfort to extreme
pain. The consistency of the lesion has been ccedpar
thtat of ‘a bag of worms’ because of the presericsofi
areas interspersed with firm nodular areas andviig
consistency was well appreciable in the lesions see
our patient. They sometimes show vascular nature
causing dangerous bleeding and may complicatecalrgi
procedure. There appears to be an increase inzhes
these tumors during puberty and pregnancy [12].uAbo
5% of the plexiform neurofibromas may turn malighan
usually into malignant peripheral nerve sheath ttgmo

On microscopy, plexiform neurofiboromas have a loose
myxoid background with a low cellularity. They csis

of poorly organized mixture of nerve fibrils with
extensive interlacing of the nerve tissue. Smalbnax
may be seen among the proliferating Schwann caells a
perineural cells. These distorted masses are still
contained within perineurium and surrounded by
neurofiboroma. The tumor is immunoreactive for S-100
protein.

The management of patients with plexiform
neurofibromas is not well defined and is aimed mycest
controlling symptoms. Surgical excision is probatig
only therapy available because there is no medicati
that can prevent or treat plexiform neurofibromas.
However the results of surgical excisioin can berpnd

the procedures can be complicated due to the size,
location, vascular status, neural involvement,
microscopic extension of the tumor, and the high of
tumor regrowth. Tumors of the head / neck / facaure
twice as compared to the plexiform neurofibromas of
other locations. Also, subtotal resections recurramo
frequently than total resection of tumors. Retinaa@d
therapy, angiogenesis inhibitors (such as intenferand
thalidomide) are alternative therapies to surgdwgt t
have been tried. Oral Farnesyl protein transferase
inhibitors and cytokine modulators are also under
investigation.

The disfiguring nature of facial plexiform
neurofibromatosis can be psychologically traumétic
most of the patients and often require good countsel
Psychological counselling with instilling of self
confidence in such patients can possibly reducé the
suffering and help them improve their quality & li
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The two major types of neurofibromatosis are
neurofibromatosis type 1 (NF-1) and neurofibromiatos
type 2 (NF-2) [1,2]. NF-1 is characterized clinigay
multiple café-au-lait spots associated with diseret
neurofibromas along peripheral nerves, while NFs2 i
characterized clinically by acoustic neuromas adased
with various tumors of the nervous systemparticularly
meningiomas [1,2]. NF-1 is a synonym for von
Recklinghausen’'s disease, named after its firs
publication by von Recklinghausen in 1882 [3]. The
diagnosis of NF-1 is made according to the liseaty
mentioned in the text of Hassan et al [4]. Majadings
found in NF-1 other than Café-au-lait spots andréie
neurofibromas are intertriginous freckling, optatipwvay
tumors, Lisch nodules, plexiform neurofibromas, |ora
lesions, osseous lesions, skeletal abnormalitie
vasculopathy, endocrine disturbances, urinary symgt
neurological manifestations, sarcomatous changes
neurofibromas and other
Among these, Café-au-lait spots and freckling sthdng
the earliest manifestations of NF-1 [2,5]. However
clinicians often have difficulty in diagnosing NFwlhen
patients show minimum numbers of Café-au-lait spots
freckling in childhood cases. In such cases ingady
diagnosis of NF-1, a knowledge of plexiform
neurofibromas may be extremely helpful, as the
association of plexiform neurofibromas in NF-1 ésd
common than that of discrete, classic neurofibroaras
as it is noticeable by the age of 2 years [2,4,5].

Plexiform neurofibroma is histologically similar
to discrete neurofiboroma, and is a diffuse elorgate
fibromatous tumor involving the trigeminal or upper
cervical nerves [5,6]. As plexiform neurofibromascur
at an early age with cosmetically disfiguring mésde
features, it affects the patient both physicallyd an
mentally [4]. Therefore, elucidation of the pathogsis
and the development of a treatment for plexiform
neurofibromas are highly essential. Surgical réseof
plexiform neurofibroma should be the first choideit
offers no favorable results in patients with huge
extensive lesions like Hassan's case [4]. Cuyentl
chemotherapeutic options for the management of

malignant diseases [2,5].

Py

plexiform neurofiboromas are- isinder way, including
retinoic acid, angiogenesis inhibitors such as [atgg
interferon a-2b and thalidomide, farnesyl protein
transferase inhibitors or cytokine modulators, as
mentioned in Hassan's report [4]. In addition,
pirfenidone, an antifibrotic agent that decreases
proliferation of fibroblasts and collagen matrixafyesis,
and conventional chemotherapy including a combomati
of methotrexate and vinblastine were also appliethis
horrible disease of NF-1 [5]. Hassan et al. hared a
typical, but extremely huge lesion of plexiform
neurofibromas with best quality figures.
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Abstract

Introduction: Miliary osteoma cutis (OC) of the face is a rareigerextra skeletal bone formation. For our knowkedonly 23 cases
have been reported in the English literature. Thesens may be primary or secondary. They cawsgnaistic, therapeutic and cosmetic
concern especially in women who are usually corembri©ur purpose is to present a case which is aisipldocumented with the
clinical, histological and radiological findings.aMlso report a possible pathogenic theory accotdiour histologic findings.

Case Report: We report a case of a multiple miliary OC of theefac a 45-year-old woman which suffered from gravioh acne.
These lesions were treated by focal surgical treatm

Conclusions: Based on our histological findings, an osteoblastitaplasia seems to be a possible pathogenicythBois metaplasia
seems to be secondary to a chronic inflammationc@uing therapeutic procedures, they are non cens¢and debated and are based
on surgical or medical treatment. More reportsraeded in order to assess the therapeutic managefrtéis disease and its inducing
factors.

Streszczenie

Wstep: Rozsiany kostniak skory twarzy (KS) to rzadki prayple pozaszkieletowego kostnienia. Zgodnie z qasiedz, w
czasopismach anglkgycznych opisano do tej pory tylko 23 przypadki.idny tego typu maogby¢ pierwotne lub wtérne. Powodupne
trudnaici diagnostyczne, terapeutyczne i kosmetyczne agaeiza u kobiet. Celem niniejszej pracy bylo przedsnie catkowicie
udokumentowanego (podatem bada klinicznych, histologicznych i obrazowych) przypad tego schorzenia (przyp. red.).
Informujemy w niej take, na podstawie naszych baduastologicznych, o mdiwej patogenezie (tego typu zmian-przy. red.).

Opis Przypadku: Opisujemy przypadek 45-letniej kobiety z licznynmianami rozsianymi typu kostniakéw na skorze twaktgra
cierpiata na gizka postd tradzika. Zmiany te byly leczone za pomaouiejscowych wygic.

Podsumowanie:Na podstawie przeprowadzonych badastologicznych metaplazja osteoblastyczna wydajenajbardziej méliwa
teoria patogenetyczn Taka metaplazja jest prawdopodobnie wtérna dausiarzewlektego zapalenia. Wgitrwaja dyskusje nad
jednolitymi standardami procedur terapeutycznytteonme leczenie polega na chirurgicznym wgici lub terapii lekami.

Key words: osteoma cutis; face; surgical treatment
Stowa klucze osteoma cultis; twarz; leczenie chirurgiczne

Introduction skin cleansing. She hadn't a particular gynecologic

Miliary osteoma cutis (OC) of the face history, especially no metrorrhagia or endometsiokio
represents a primary extra-skeletal bone formatit special drug intake was mentioned. She presented in
arises within the skin of the face. It was firssciébed 2003 with multiple and asymptomatic small papular
by Wilekens in 1858 [1]. A few punctual cases hbgen lesions of the brow and the forehead. The lesiang h

subsequently reported in order to assess the diagno been progressively increased during a 3-year pexiad
and the treatment of this benign disease whichesaus achieved the temples. These lesions were as hard as

cosmetic concern. bone. They ulcerate spontaneously secondary taghe
of a gomage solution. The patient reported the
Case report elimination of rice-like grains. Facial examination

We report the case of a 45-year-old woman with}y  revealed numerous skin-coloured papules ranging fro
skin type Il who suffered from gravidarum acne 20 to 4 mm, localized on the brow, the forehead are th
years ago and was addicted to cosmetic products and temples (Fig. 1a). Physical examination didn't edve

© Our Dermatol Online 1.20: 29



osteo-articular pain or any other abnormalitiescd@ese

of the multiplicity of the lesions and the esthatic
concern, the patient received initially an ineffigi local
antiviral treatment due to the suspicion of a veous
disease. She secondary received a local 0,005%atopi
retinoin without improvement of the lesions. The
diagnoses of cutaneous sarcoidosis and miliary slupy
were suspected. In order to assess the diagnogis)ch
biopsy specimen of the largest and the long-ladésipn
was performed and revealed dermal nodules of lamell
mineralized bone. Between the concentrically areang
bone lamellae, medullar spaces contained foci ipfose
tissue without hematopoiesis. The bone lamellaeewer
surrounded by a fibrotic tissue without osteoblagtgch
were seen along the medullar spaces (Fig. 1b). @&llsm
nodule, corresponding to a recent lesion, was saded

by fibroblasts (Fig. 1c). Some of these fibroblasts

showed vacuolated nuclei (Fig. 1d).

The adjacent dermis didn’t show any inflammatiom an
the epidermis was normal. A CT-scan of the face
showed frontal sub-cutaneous hydroxyapatite-coimgin
lesions which were independent from the frontal éoon
(Fig. 1e,1f). The diagnosis of miliary osteoma sutf
the face was retained. In order to assess its pyima
secondary origin, laboratory examinations were
performed. They showed normal levels of calcium,
inorganic phosphorus, parathyroid hormone and vitam
D. The past medical history of gravidarum acne detad
the diagnosis of a secondary miliary facial osteoitee
patient refused needle microincisions with curedttad
the lesions. She underwent a technique consisting i
standard scalpel incisions and excision of the dsggnd
the most inaesthetical lesions leading to their
disappearance without recurrence.

Figure 1. a/ Multiple small bumps on the brow. b/ steoblasts are seen along the medullary spaces ob@ne lesion
(HEX400). c/ A small dermal nodule corresponding toa recent osseous lesion associated to a bigger uled
corresponding to a long-lasting lesion (HEX250). dFibroblasts with vacuolated nuclei surrounding anosseous
lesion (HEX400). e/ Axial CT-scan showing calcifieesions independent from the frontal bone. f/ Thre dimensional
CT-scan showing calcified lesions independent frothe frontal bone

Discussion

Miliary OC of the face is a rare disease with
about 23 cases reported in the Pubmed databaseljTab
These lesions are secondary or primary. Secondary Q
may be due to many disorders involving nevi,
scleroderma, pilomatricoma, dermatomyositis, basél
carcinoma, scars, inflammation, trauma, calcifmati
fibrous proliferations and venous stasis. Primateoma

can't be retained unless all the previous causes af

excluded [11]. Some authors reported extensiv

D

endometriosis, metrorrhagia and osteoarthritisctiffas
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in association with this disease [8]. Most cases meen
reported in women with no evidence of the implioati

of the hormonal status. There are 4 main syndrames
which OC can be observed: Albright's hereditary
osteodystrophy, fibrodysplasia ossificans proguessi
progressive osseous heteroplasia and plate-likg1Q1C
The patient described in our case suffered from
gravidarum acne. Her lesions are therefore best
characterized as a secondary miliary OC.



of

e

Authors Year of publication Manuscript’s title

Essing M [1] 1985 Osteoma cutis of the forehead

Schrallhammer K et al [2] 1988 Primary osteomascuti

Collina G et al [3] 1991 Cellular blue naevus assied with osteoma cutis

Moritz DL et al [4] 1991 Pigmented postacne osteorntis in a patient treated with
minocycline : report and review of the literature.

Goldminz D et al [5] 1991 Multiple miliary osteornatis

Schuhmachers G et al [6] 1992 Osteoma cutis. Pattesis and therapeutic possibilities

Boehncke WH et al [7] 1993 Multiple miliary osteowithe face

Ward M et al [8] 1993 Cas pour diagnostic

Levell NJ [9] 1994 Multiple papules on the face

Ratnavell RC [10] 1994 Osteoma cutis as a sequatioé.

Altman JF et al [11] 2001 Treatment of primary amji osteoma cutis with incision,
curettage and primary closure

Bowman PH et al [12] 2001 Primary multiple miliargsteoma cutis and exogenequs
ochronosis

Cohen AD et al [13] 2001 Treatment of multiple mnili osteoma cutis of the face with
local application of tretinoin: a case report ardgiew of the
literature

Stockel S et al [14] 2002 Multiple miliary osteonafghe face

Bergonse FN et al [15] 2002 Miliary osteoma of thee : a report of 4 cases and review
the literature

Stanke S et al [16] 2003 Multiple miliary osteonoéshe face

Thielen AM et al [17] 2006 Multiple cutaneous ostes of the face associated with
chronic inflammatory acne

Cohen PR et al [18] 2006 Isolated primary osteoutis of the head : Case report

Baskan EB et al [19] 2007 Miliary osteoma cutistioé face: treatment with the need
microincision-extirpation method

Haro R et al [20] 2009 Plaque-like osteoma cutth wiaansepidermal elimination

Table I. The different reported cases of miliary oeeoma cutis of the face

These lesions are typically asymptomatic ang
usually appear as skin coloured papules in the staé
face as well as the trunk, the breast, the extiesind
the buttocks. In cases with chronic acne, thq
differentiation from microcomedones and
macrocomedones may be challenging [17]. In som
cases, like in our patient, the diagnosis may bmised
and the diagnosis of verrucous disease may be ctieshe
The diagnosis of OC may be suspected by the differe
size and consistence of the lesions and their Iaglzal
appearance but it can be retained only based (¢
histologic examination. Histologic findings consist a
lamellar bone. Osetocytes and osteoblasts are elabed
within the bone and are usually best seen along th
periphery where mineralized and condensed collagen
still present. Osteoclasts and marrow elements asy
be seen but are rare [11]. In our case, the osistsbl
were seen only along the lamellar bone’s medullary
spaces, the periphery was fibrotic.

The pathogenesis of this disease is mandatorydu km
order to prevent its occurrence but it remains ththa
Montgomery regarded the osteomas as hamartomas
nervoid tumours [21]. Burgdorf and Nasemann regubrt
two possible processes. One theory assumes a éisdrd
embryologic process, whereby primitive mesenchyma
cells differentiate normally into osteoblasts bugmate

to the wrong location. However, this remains
speculative. The second theory, which appears mo
plausible and compatible with our histological fimgks,

D

or

interprets the presence of bone as a result obblststic
metaplasia of mesenchymal cells, such as fibrablast
[22]. Levell reported that a long standing inflantioa
may cause mesenchymal cells differentiation into
osteoblasts [9]. In fact, in our case, the gravidaacne
may have resulted in a fibrous scar and an oststibla
metaplasia. According to our case, Thielen and
coworkers reported an association of miliary os@om
cutis and chronic inflammatory acne [17]. This rakie
scar stage may represent a scarring phase, thiay siav
inflammatory lesions are seen. All these phenomemen
documented by the figure n°1C which shows a big
ossified lesion surrounded by a fibrotic tissue and
corresponding to a long lasting lesion. Below thson,

a small ossified nodule without surrounding ostasts

or inflammatory cells is seen. Fibroblasts that are
adjacent to this nodule and shown in the figureDn°1
have a vacuolated nucleus. This transformationccbel
interpreted as a stage of osteoblastic metaplddies
nodule corresponded to a recent lesion. All these
histological lesions were secondary to inflammatory
lesions.

The procedures of treatment of this disease aren't
consensual. Some authors advocate the medical
treatments based on topical retinoin which are nteplo

to enable the transepidermal elimination of the eébon
formation [4,5,23,24]. Several authors reported
successful surgical techniques. Ratnavel, Burromd a
Pye, used standard scalpel excision to remove plailti
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used in our case for some biggest and inaesthetic

miliary cutaneous osteomas [10]. This treatment WiF
I

lesions, because of the inefficiency of the medic
treatment, and induced their disappearance. Filsed
dermabrasion combined with punch biopsies [25]
Dermabrasion was used to improve acne scarring ar
minimize post operative pigmentary changes. Baskan
al used needle microincision-extirpation method][19
Oschendorf and Kaufmann used successfully the rrbiu
YAG laser to ablate the epidermis and upper dermi
overlying the cutaneous osteomas [23]. A similar
approach using the carbon dioxide laser was emgloyg
by Baginskin and Arpey [26]. Recenly, Ayaviri and
coworkers reported the efficiency of the assoamtio
medical and surgical treatment [18].

Conclusion

OC is a rare disease whose pathogenic origi
remains debated. According to the past medicabtyist
of our patient and the progression of the histaali
lesions, we can suppose that the chronic inflammato
gravidarum acne induced osteoblastic metaplasia.
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Abstract

Sebaceous naevi are congenital hamartomas congpasisebaceous glands. They usually present &t birmay appear later as single
lesion. The morphology of the lesion changes arguuokerty when it becomes thickened and nodulara&sus naevus has definite
potential for malignant transformation in lateelitherefore prophylactic surgical excision is resmnded in childhood. The common
sites of occurrence of naevus sebaceus are scdlfae®. Involvement of mucus membrane is extrermrsaly in naevus sebaceous. We
report this unusual case of naevus sebaceous dbicatesal cavity involving nasal mucosa.

Streszczenie

Znamiona fojotokowe sswrodzonymi zmianami typu hamartoma, sktadgimi sk z gruczotéw tojowych. Zwykle obecne fuz przy
narodzeniu, lecz magpojawi& sie takze p&niej jako zmiany pojedyncze. Ich morfologia zmiesiaw okresie dojrzewania ptciowego,
kiedy to staj sie grubsze i guzkowate. Zmiany tego typu snajwierdzony potencjat transformaciji nowotworowejpézniejszym
okresie zycia, dlatego te ich profilaktyczne, chirurgiczne usuuie jest rekomendowane jeszcze w wieku dzm®en. Najczstsze
miejsca wysipowania znamion tojowych to skéra gtowy i twarzyjeie btonsluzowych jest bardzo rzadkie w tego typu zmianach.
Opisujemy niecodzienny przypadek znamiona fojowagkalizowanego w olgbie btonysluzowej jamy nosowej.

Key words: mucus membrane; nasal cavity; naevus sebaceus
Stowa klucze btonasluzowa; jama nosowa; znagribjowe

Introduction Case report

Sebaceous naevus or naevus sebaceus is|a A 14 year old boy presented with a six month
circumscribed  hamartomatous lesion  comprised history of an asymptomatic raised lesion at lowett jof
predominantly of sebaceous glands. Majority of the left nostril. History revealed that there was alowish
sebaceous naevi occur sporadically but there grertse spot at the site of lesion since the age of 3 yediish
of familial cases [1]. The lesion usually startssagle remained unchanged till six month back when ittsthr
plague at birth or may develop later and remaing increasing in size. There was no history of otheém sr
unchanged until puberty when it becomes thickermetl a systemic diseases. Examination revealed a whitisly g
more elevated under the influence of sex hormoBgs [ plague (1.5cm x 0.5cm) on medial wall of left nasal
Malignant transformation is a well established cavity extending from outer border of columellaoint
complication of sebaceous naevi, however the lifeet anterior part of mucus membrane of cartilaginoysisa
risk is estimated to be less than 5% [3,4]. Theonitgj of (Fig. 1). The surface of outer part of the plaquasw
sebaceous naevi occur on head and neck favouratig, sc micronodular and verrucoid and that of inner pdit o
ears, forehead and skin of central part of the.f&k¢e covered by mucus membrane was smooth. Rest of the
report a case of sebaceous naevus located in ceasty examination of oral and nasal cavities was normal.
involving nasal mucus membrane, an unusual site of General physical and systemic examination wereimvith
occurrence. normal limits. Neurological, ophthalmological and

musculoskeletal examination were normal.
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Figure 1. Verrucous micronodular plaque
involving Columella and nasal septum

X-ray of facial bones and chest x-ray were normall
depth skin biopsy was taken from the outer parthef
lesion with a 4mm disposable skin biopsy punch and
subjected to histopathology. The histopathologeated
papillomatous hyperplasia of the epidermis ang
numerous mature and immature sebaceous glands and
apocrin glands in dermis (Fig. 2). On the basikistiory,
clinical examination and histopathology, a diagaosi
sebaceous naevus was entertained and surgicaloexcis
of the lesion was done in one sitting. There was np
recurrence after 8 months of follow up (Fig. 3).

Figure 2. Histopathology showing Papillomatosis of
Epidermis. Dermis shows mature and Immature
sebaceous glands and apocrine glands (H&E, 100X)

34 © Our Dermatol Online 1.2012

Figure 3. Eight months after surgical excision

Discussion

The term sebaceous naevus was first described
by Jadassohn in 1895 to describe congenital
hamartomatous lesion composed predominantly of
sebaceous glands. Naevus sebaceus occurs with equa
frequency in males and females of all races andeee
in an estimated 0.3% of neonates [5]. The natusabty
of naevus sebaceus has 3 clinically distinct stages
birth or in early infancy it appears as hairlesdjtary,
slightly raised pinkish, yellow, orange or tan plaqAt
puberty, the lesion becomes verruceous and nodulcr
in later life, some lesion may develop various rasic
changes [6]. The commonest benign tumour developing
in naevus sebaceus is syringocystadenoma pailiifer
and basal cell carcinoma (BCC) is the commonest
malignancy reported [7,8]. In our case histopatgpldid
not show any neoplastic changes.

Naevus sebaceus has predilection for scalp and
less commonly occurs on face, neck or on trunkvbisie
sebaceus occurring exclusively in the oral cavity hlso
been reported [9]. The location of naevus sebaicetie
nasal cavity is a unique presentation in our caskta
the best our knowledge it is the first case repurt
solitary naevus sebaceus involving nasal mucos& Th
other differential diagnosis in our case were nasal
papilloma, inverted papilloma and fibroma and these
were ruled out on the basis of clinical examinatiom
histological findings. The extensive linear form of
naevus sebaceus is sometimes associated with
neurological, ophthalmological and musculo-skeletal
abnormalities and is called linear sebaceous naevus
syndrome or organoid naevus syndrome [10]. There wa
no systemic pathology in our patient.

To conclude we report a unique case of naevus
sebaceous located in nasal cavity and thus it dhbel
kept in the differential diagnosis of intranasalidms.
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Abstract

Introduction: Lupus erythematosus is a chronic, inflammatoriaunune disease that can affect multiple organgus can affect
many parts of the body, especially in systemic fuptythematosus (SLE); affected tissues may inctbegoints, skin, kidneys, heart,
lungs, blood vessels, and braf@ase report: A 46-year-old female presented with pruritus, pkettsitivity and edema of the cheeks of
about 2 years duration, and was evaluated by aalelogist. On examination, multiple telangiectasi@se present on the cheeks, with
erythema, edema and a malar rash observed. A refisystems documented breathing difficulty andijpie pain, joint pain and joint
edema, photosensitivity, cardiac dysrhythmia, gdiodic pain in the back close to the kidnejethods: Skin biopsies for
hematoxylin and eosin testing, as well for direatl andirect immunofluorescence were performed,dditon to multiple diagnostic
blood tests, chest radiography and directed imnugioltesting Results: The blood testing showed elevated C-reactive prof@irect
and indirect immunofluorescence testing utilizingrkey esophagus, mouse and pig heart and kidnemmahdnuman eyelid skin and
veal brain demonstrated strong reactivity to sdv@mponents of smooth muscle, nerves, blood vesskin basement membrane zone
and sweat gland ducts and skin meibomian glands-efdomysium antibodies were detected as wellthsrs, especially using FITC
conjugated Complement/C1lqg, FITC conjugated anti-hurimamunoglobulin IgG and FITC conjugated anti-humabrifiogen.
Conclusions: We conclude that both direct and indirect immunoféscence using several substrates can unveil qusyi
undocumented autoantibodies in multiple organsiju$ erythematosus, and that these findings cauldilized to complement existing
diagnostic testing for this disorder.

Streszczenie

Wstep: Toczeér rumieniowaty jest przewlekt zapalm chorola autoimmunologicz ktéra mae mie€ wplyw na wiele naradow.
Choroba mee oddziatywd na caly organizm, zwlaszcza tofizeimieniowaty uktadowy (SLE) mie wpltywa na stawy, ska; nerki,
serce, ptuca, naczynia krwioime i mézg.Opis przypadku: 46-letnia kobieta zéwiadem, nadwraiwoscia i obrzkiem policzkéw od
okolo 2 lata zostata przebadana przez dermatoMfaadaniu obserwowano obedtdeleangiektazji na policzkach, z rumieniem i
obrzkiem. Stwierdzono ponadto udokumentowane trgdime oddychaniu i b6l optucnej, bél stawdw i oblkzstawow, nadwrdiwo$é

na $wiatlo, zaburzenia rytmu serca, i okresowy bél plecw okolicy nerek.Metody: Wykonywano biopsj skéry w barwieniu
hematoksylin i eozyr, jak rowniez bezpdredni i posredni immunofluorescengj oprécz wielu badadiagnostycznych krwi, RTG
klatki piersiowej i ukierunkowanych testow immungicznych. Wyniki: Badania krwi wykazaly podwgzony poziom biatka C-
reaktywnego. Bezgoednia i pdrednia immunofluorescencja z wykorzystaniem praetykatpy, serca myszy dwin oraz nerek,
normalnej ludzkiej skory powiek i cigdego mézgu wykazaly sdnreaktywndé kilku komponentéw meisni gtadkich, nerwow, naczy
krwionosnych, zony warstwy podstawnej skory i btony przedwodgruczotéw potowych skéry oraz gruczotéw tarczigol Wykryto
przeciwciato przeciwko endomysium, ataeknne, zwtaszcza za pomosprzzonego z FITC Complement/Clq, sgrana z FITC anty-
ludzka immunoglobulir 1gG, skoniugowas z FITC oraz anty-ludzki fiborynogenWVnioski: Mozemy stwierdzi, ze bezpérednia i
pasrednia immunofluorescencja przyyeiu kilku substratow mee ujawné wczeniej nieudokumentowane autoprzeciwciata w wielu
organach w przebiegu tocznia rumieniowatego ukladmy orazze te wyniki mog by¢ wykorzystane do uzupetnienia istnigjch
bada diagnostycznych w tym zaburzeniu.

Key words: Systemic lupus erythematosus; smooth muscle @digs; monkey esophagus; direct and indirect imrfluaescence;
autoantibodies

Stowa klucze uktadowy rumieniowaty; przeciwciata adhi gtadkich; przetyk matpy; bezgmednia i pdrednia immunofluorescencja;
autoprzeciwciata
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Abbreviations: Systemic lupus erythematosus (SLE), antinucledibasies (ANA), subacute cutaneous LE (SCLE),

basement membrane zone (BMZ),

chronic discoid LELHD direct

immunofluorescence (DIF), indirect

immunofluorescence (IIF), 4',6-diamidino-2-phengitihe (DAPI), American College of Rheumatology Qi ACRC).

Introduction

Systemic lupus erythematosus (SLE) is a
chronic, potentially fatal autoimmune disease
characterized by immune  dysregulation; the

dysregulation results in the production of antieacl
antibodies (ANAs), generation of circulating immune

complexes, and activation of the complement system.

The disease often manifests unpredictable exadenisat
and remissions, and unpredictable clinical maratests
[1-5]. In SLE, there is an elevated probability &inical
involvement of the joints, kidney, brain, lung, hea

serosa and gastrointestinal tract [1-5]. Women and

minorities aredisproportionately affected; SLE is most
common in women of child-bearing age, althoughais h
been reported in extremes of life (e.g., in infaatxl
through the tenth decade of life) [1-5]. The ptexae

of lupus erythematosus in the United States ha® beg
estimated from approximately 250,000 patients to ap

high as 2,000,000. The pathologic hallmark of the
disease is recurrent, widespread, and diverse lascu
lesions [1-5]. In the 60% of SLE patients who expece
the onset of their disease between puberty anébthréh
decade of life, the female to male ratio is 9:1pusiis
three times more frequent in African Americans thran
American Caucasians [1-5]. The ethnic group attgsta
risk is African Caribbean blacks. The annual inoick of

SLE ranges from six to 30 new cases per 100,000

population in relatively low-risk to high-risk grps [1-
5]. The American College of Rheumatology Criteria
(ACRC) for lupus erythematosus were developed t
nosologically define patients with this disordet. [6he
ACRC represent 11 criteria to establish a diagnosis
this disease. A patient must present four or mdrthe®
criteria to be classified as having lupus. Thegeria are
also utilized to insure the appropriateness ofestbjfor
epidemiological or research studies. Although many
patients do not fulfill the diagnostic criteria #tst
encounter, many do so when followed over time [6].

Case report
A 46 year old female visited the dermatologist

for a two year history of skin tightening with pitis and
marked light hypersensitivity, especially on thenskf
the face. On examination, erythematous, edemat@as a
were present on the cheeks, with multiple telangss
also noted. The patient's C-reactive protein vahas
21.3 mg/l (normal limits to 4.0 mg/l); her whiteobd
cell count (WBC) at 9.6 x10”3ul (4.0-10 x10"3ul nd
value), with basophils at 0.5% (0.1-1.6% normalea|
eosinophils at 0.7% (0,1-0.6% normal value), nealtils
at 6.6% (2.9-6.2% normal value), lymphocytes afd.6
(1.8-8.4% normal values), and monocytes at 0.5%5¢0.
1.3% normal value). Thyroid testing values werehimit

normal limits. Other laboratory tests, includingtaio
peripheral blood protein, albumin, alkaline phogtpha,
aspartate aminotransferase, alanine aminotransferas
and total and direct bilirubin were within normahits.
Antinuclear antibodies (ANA) were positive, at 1016
with a homogeneous pattern (up to 1:80 normal yalue
Anti-cyclic citrullinated peptide antibodies (aCCRgre
present at 9 EliA U/ml(normal limits: 7-10 ElIA Ul
and after 1 month increased to 10 EliA U/ml. Nalor
ulcers or neurological disorders were documentedi- A
DNA antibodies were negative; a Venereal Disease
Research Laboratotgst (VDRL) was also negative, and
kidney function was normal. On physical exam, a
sensitive area was present on the back in thecddrtee
kidneys. The EKG demonstrated showed some cardiac
dysrhythmia. The patient also related periodic thas,
and pleuritic pain was detected on examination.eOth
physical examination findings included knee andelb
pain, edema and erythema; small cysts of the lef u
and of the ossa metacarpi were also detected. A
thickening of the pleura on one right lung lobe was
observed by chest radiography. Following workuge th
patient was diagnosed with  systemic lupus
erythematosus (SLE), and prednisone (5mg per dag) w
prescribed for 2 months plus Niacin™ (200mg daélgyl
Rantydyne™ (300mg daily). Following this treatment,
the patient did not show skin lesion improvemertug,
these medications were discontinued and topical
tacrolimus and metronidazole cream was initiatedhen
facial lesions

Materials and Methods

A punch biopsy of the skin was performed for
hematoxylin and eosin (H&E) analysis, as well as fo
multicolor direct and indirect immunofluorescenéaH,
IIF) utilizing multiple antigen tissues as substmat
including monkey esophagus, porcine and murinethear
and kidney, human eyelid and others. The tests were
performed ultilizing previously described techniguend
antibodies [7-13].

Results
Hematoxylin and Eosin staining

H&E staining displayed histologic features of a
mild  interface  dermatitis, including  hydropic
degeneration of the basal cell layer. An associated
superficial, perivascular dermal infiltrate of lyhgrytes
and histiocytes was present; upper dermal edema and
perivascular extravasation of erythrocytes was also
observed. The H&E, DIF and IIF results are sumneatiz
in the Figures 1-3.
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Figure 1. a through c, clinical pictures demonstrating erythematous, edeusa plaques on the cheeks with fine
telangiectasiasd. DIF demonstrating linear FITC conjugated Completf@3 deposits along the BMZ of the hair follicle
(yellow staining; red arrow)e. IIF on monkey esophagus substrate, demonstratiisgive staining of the endomysium
utilizing FITC conjugated anti-human Complement/(@tgen staining; red arrow); the nuclei of the su#is cells are
counterstained in blue using DAHL. Similar to e, but without nuclear counterstaining. IIF on monkey esophagus
substrate, demonstrating positive staining agairsshooth muscle utilizing FITC conjugated anti-human
Complement/C1Qq(green staining; red arrotv).llIF on monkey esophagus substrate, demonstrgtogitiviy against
small blood vessels utilizing Alexa Fluor 647 carated anti-human IgG(orange staining; red arrowd)F on monkey
esophagus substrate, demonstrating positivity agé&nger blood vessels utilizing FITC conjugateti-auman fibrinogen

(green staining; red arrow)
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Figure 2. a.llF on monkey esophagus substrate, demonstratiagiyity against a large nerve utilizing FITC cogated
anti-human Complement/C1q(green staining; red aydw |IF on monkey esophagus substrate, demonstrptsgivity
against several smooth muscle bundles utilizingd~tbnjugated anti-human albumin (green stainind;aows). Muscle
cell nuclei are counterstained with DAPI in blue.llF on monkey esophagus substrate, demonstratirgdi positivity
against the BMZ (light green staining; red arrow)ng FITC conjugated anti-human Complement/C1qg Fan@ against
the endomysium (white arrowd. IIF on monkey esophagus substrate, displayin@ipibg against the internal layer of the
esophagus resembling a pattern of anti-fibrillaganibodies, using FITC conjugated anti-human Cemgint/C3 (green
staining; red arrows). The nuclei of the cells aoginterstained with DAPI(blue staining. DIF of skin demonstrating
positivity against an eccrine sweat gland ductuagu&ITC conjugated anti-human IgG (red arrow), iagiathe BMZ
(white arrow), and some intercellular staining ome patches of the epidermal stratum spinosum (@it@wv). Finally,
note the orange staining against small blood vessghg Alexa Fluor 647 conjugated anti-human IgBdyv arrows).f.
Similar to e, but in this case we counterstained the nuclei Wiipi (blue staining). The white arrow shows reattiv
against the acrosyringium, the yellow arrows agdtms blood vessels and the red arrow against atsylend ductus

Discussion

The precise etiology of SLE
unidentified. A genetic predisposition, sex horngne
and environmental trigger(s) likely result in the

SLE are those of the acute type (including a medah
remains with  photosensitivity and telangiectasias), as
demonstrated in this case [14-19]. DIF and |IFdisi
on skin samples for lupus have classically shown

dysregulated immune response that typifies theadise
[1-5]. A role for genetics and environmental fastds
suggested by the increased incidence of the disease
selected families and geographic regions [1-5].

A clinical cutaneous presentation of lupus erythesias
might include some SLE findings with findings ohet
variants, such as chronic discoid or subacute eoiah
lupus. However, the most common skin lesions seen i

granular and/or linear deposits of 1gG, IgA and IgM
along the basement membrane zone of the skin, and
selected immunoreactants present surrounding dermal
blood vessels [14-18]. However, deposits of
immunoglobulins and complement have been also
recently documented to dermal sweat glands, sebaceo
glands and nerves [7,8,10-12].
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Figure 3. a. lIF utilizing veal brain shows immunoreactivity teveral vessels using FITC conjugated anti-human
fibrinogen (green staining, yellow arrows). The leugvere counterstained with DAPI(blud). IIF utilizing normal human
skin from an eyelid cosmetic surgery, and utilizlBFC conjugated anti-human Complement/C1lq anti®diirected
against the meibomian glands and their ducts (gs&gning, red arrowsg. Same tissue and antibody asinin this case,
the antibodies recognized the modified sweat glavfdthe eyelids(green staining; red arrow).lIF utilizing murine
kidney shows immunoreactivity to the capsule of kitmey using FITC conjugated anti-human fibrino@geen staining;
red arrow). The nuclei were counterstained with I{ARe). e. Similar tod, but in this case the positivity is against renal
glomeruli(green staining; red arrow).lIF using porcine heart demonstrates immunoreigtie several cardiomyocytes
using FITC conjugated anti-human-IgG FITC(greerngtg, red arrow). The nuclei were again counténst with DAPI

in blue. g. IIF utilizing porcine instestine demonstrates inmoreactivity to several cells using FITC conjugateti-
human-IgG FITC(green staining, red arrow). The ailere counterstained with DARI. IIF using murine kidney shows
immunoreactivity to a kidney tubule utilizing FITEnjugated anti-human fibrinogen(green staining, aerow).i. IIF
utilizing normal human eyelid skin from cosmetiagery using FITC conjugated anti-human Complemeld/@ntibodies
directed against epidermal keratinocytes in a pefear fashion (green staining). Keratinocyte niugie counterstained in
blue with DAPI
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The origin of autoantibody production in SLE
uncertain; suggested possibilities have
antigen driven process, spontaneous B-cell
responsiveness, or impaired immune
Regardless of the etiology of autoantibody produmti
SLE is associated with impaired clearance of cating
immune complexes [1-5]. More is known about the
pathogenic cellular and molecular events which ar
responsible for the vascular lesions in SLE thar
regarding the precise origins of the autoimmunitys].
Disease manifestations result from recurrent vascul
injury due to immune complex deposition,
leukothrombosis, or thrombosis [1-5]. Additionally,
cytotoxic antibodies can mediate autoimmune henwlyt
anemia and thrombocytopenia, while antibodies tq
specific cellular antigens can disrupt cellular diion.
An example of the latter is the association betwaeit
neuronal antibodies and neuropsychiatric SLE [1H3].
our study, our DIF and IIF results and the patieniew

of the systems directed us to search for damagehier
organs, especially antibodies to smooth muscle an
blood vessels. This patient was found to have fisur
some authors have also described pleuitic antilsotdie
be present in cases of SLE [20,21].

hype
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Abstract

Introduction : Poroid hidradenoma is a variant of the eccrineopa that belongs to the group of poroid neoplaknpresents
architectural features of hidradenoma and cytoldgatures of poroid neoplasm. To date, very fewesasf this entity have been
reported in the literature.

Case presentation An eighty-one-year-old man whose past medicabhyswas consistent for a Parkinson’s disease ptedewith a
presternal nodular mass. Physical examination tettem 6 cm, painless, and pedunculated prestennafaction. Chest Ultrasound
examination revealed a heterogeneous tumor withreme areas and cystic component. CT-scan showeelstepnal subcutaneous mass
presenting a dual component sloid and cystic wignstes of recent bleeding. A total surgical execisvas performed and histologic
examination concluded to a poroid hidredenoma.

Conclusion Poroid hidradenoma is the newest variant addegamid neoplasm. Histologic characteristics may dhallenging
necessitating a thorough sampling. Treatment i®dam surgical resection in order to to preventnfra possible recurrence or
malignant transformation.

Streszczenie

Wstep: Poroid hidradenoma jest wariantem poroma eccrkitéry naley do grupy ,poroid neoplasm”. Przedstawia cechy
architektoniczne hidradenoma i cytologiczne cechwgrgid neoplasm”. Do tej pory przedstawiono w hterze bardzo niewiele
przypadkow tej jednostki chorobowe;j.

Opis przypadku: 81-letni nezczyzna, z chorabParkinsona prezentowat masy guzowate w okolicggmmostkowej. Badanie fizykalne
ujawnito 6 cm, bezbolesne i szyputowate, przednmgtobrzmienie. Badanie USG klatki piersiowe] ujaaieterogenicznego guza z
bezechowym obszarem i torbielowatym komponentem. s€h wykazat przedmostkowe podskérne masy preaebtuj
dwusktadnikowy lity komponent i torbiel z obecoa swiezego krwawienia. Wykonano catkowite chirurgiczne igge, a badanie
histologiczne wykazato cechy poroid hidredenoma.

Whniosek Poroid hidradenoma to najnowszy wariant ,porogbpiasm”. Cechy histologiczne mpdy¢ wyzwaniem wymagagym
doktadnego pobierania prébek. Leczenie polegasekod w celu uniknicia ewentualnego nawrotu lub transformacjiiee;.

Key words: poroid hidradenoma; eccrine poroma; surgicalatse
Stowa klucze poroid hidradenoma; eccrine poroma; chirurgicasgnecie

Introduction with eccrine differentiation, originally describebly
Eccrine gland-derived lesions make up a large = Abenoza and Ackerman in 1990. Since then, less2Ban

and relatively common group of adnexal tumors cases of poroid hidradenoma have been reportedein t

Hidroacanthoma simplex, dermal duct tumor and aecri literature.

poroma form a fairly homogeneous family derivedniro

eccrine duct and pore. They belong to the poroid Case report

neoplasm group that represents 10% of sudoriferoys An eighty-one-year-old man whose past medical

tumors. Poroid hidradenoma is a recently recognized history was consistent for a Parkinson's disease,
variant of poroid neoplasm that should be diffeisat consulted for a pre-sternal lesion which appeaes f
from apocrine hidradenoma [1]. It is a benign naepi years ago and has been growing gradually.
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Physical examination revealed a 6 cm and painles(t,

pedunculated, presternal tumefaction with a har
consistency. Chest-X-ray was normal. Chest ultnagou
examination revealed a heterogeneous tumor wit
anechoic areas and a cystic component. CT-scaneshow
a presternal subcutaneous mass presenting tw
components cystic and massive with stigmate ofntece
bleeding (Fig. la). Facing the radiologic findingke

diagnosis of a vascular tumor was initially suspdctA

radical surgical excision was performed. On gros$

examination, we received a 6-centimeter mass with b
solid and cystic components (Fig. 1b). Microscopic
examination revealed a well demarcated and symeaétri
tumor with eccrine differentiation situated in ttermis

without connection to the overlying epidermis (Flg).

F

(6]

This tumor presented architectural features of
hidradenoma with tumor cells confined entirely with
the dermis in both solid and cystic components and
cytological features of a poroid neoplasm with padro
and cuticular cells showing ductal differentiati¢fig.
1d,e). At higher magnification, poroid cells hadarsty
cytoplasm and an oval to round nucleus with
inconspicuous nucleoli. Cuticular cells had abundenal
eosinophilic cytoplasm in which a larger nucleusswa
present (Fig. 1f). Neither atypical cells nor neicro
changes were observed. The patient was dischaeyed f
days later with no complications reported. The walg
wound healed in 2 weeks with normal scarring.
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Figure 1 a CT-scan showing a pre-sternal mass presentingcomgponents cystic and massite. Gross features of a 6-
centimeter sub-cutaneous mass with both solid gsticccomponentsc: Microscopic findings of a sub-cutaneous mass
(HE x 250).d: Microscopic findings of a sub-cutaneous mass oeufientirely within the dermis with both solid arystic
components (HE x 250k: Microscopic findings showing a poroid neoplasmhwjtoroid and cuticular cells showing
ductal differentiation (HE x 400%: Poroid cells had scanty cytoplasm and an ovabtmd nucleus with inconspicuous
nucleoli. Cuticular cells had abundant and eosiii@pleytoplasm in which a larger nucleus is pres@dE x 400)
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Discussion

Poromas are benign neoplasms composed q
poroid and cuticular cells. Four histopathologiciaats
are identified according to the architectural feesuof
the neoplasm: hidradenoma simplex or intraepiderma
poroma, eccrine poroma, dermal duct tumor and goroi
hidradenoma [2].
Poroid hidradenoma is an uncommon variant of th
eccrine poroma described by Abenoza and Ackerman
1990. It is usually a solitary asymptomatic neopldabat
rarely becomes malignant in less than 1% of caBes.
age of presentation varies from 28 to 77 yeardsh it
peak of incidence in the seventh decade [3]. t&lance

is approximately equal in male and female patients.

There is no predilection as to where the solit@sidn
might occur. Typically poroid hidradenoma presergsa
solitary, tender papule or nodule, well circumsedtand
wholly intra-dermal, with a diameter ranging frontal2
cm. It appears slightly reddish but the presenceysfic
parts may confer a blue color on the lesion cabseithe

Tyndall phenomenon [1]. This was the case in ouf

In fact, the tumor contained two
components: one solid and one cystic. Histologig
examination showed that this neoplasm present
architectural features of hidradenoma, with solittd a
cystic areas and tumor cells restricted to the derm
(without connection to the epidermis), and cytotadi
features of poroid neoplasm such as poroid anduati
cells [4]. It is composed of cells similar to thasethe
uppermost segment of the intradermal eccrine dndt a
in the lower segment of the intraepidermal
(acrosyringeal) eccrine duct. The poroid cells beanty
cytoplasm and an oval to round nucleus with
inconspicuous nucleoli. Cuticular cells had voluois
and eosinophilic cytoplasm in which a larger nusleu
with occasional multinucleation, resembling cuticlef
eccrine duct [5]. Immunohistochemical study based o
the keratin revealed that the neoplastic cellsdariee
poromas are considered to be closely related tzdhs

of dermal sweat ducts. Also the cuticular cells are
considered to occupy an intermediate spectrum lestwe
the inner and outer cells of the dermal ducts [6].

The diagnosis of poroid hidradenoma is based o
histologic examination of tissue samples; howefieg
needle aspiration cytology (FNAC) can be usefuthia
diagnosis of cutaneous lesions especially in casts
cyst formation [5].

The differential diagnosis include other poromashsas
hidroacanthoma simplex which is characterized dsts
of round cells within the normal epidermal cellgymal
duct tumor which have histopathologic features of
hidroacanthoma simplex but with the tumor cellsated

in the dermis; and eccrine poroma which is a lesio
characterized by a clear margin between normg
epidermal keratinocytes and a population of smalle

observation.

=

1

D

=

n

cuboidal cells usually with darker nuclei protnugli

down into the wunderlying dermis. Apocrine
hidradenomas are also considered as possibleddiffat
diagnoses. They account for 95% of all hidradenomas
and have apocrine differentiation and. They are
characterized by mucinous, polygonal and clearscell
with areas of tubular differentiation. Some benign
subcutaneous connective neoplasms such as fibroma,
fibrolipoma, dermatofibroma, hemangioma, pyogenic
granuloma, epidermal inclusion cyst, basal cell
epithelioma and malignant eccrine poroma may akso b
challenging and may cause confusion with poroid
hidradenoma [1]. The treatment of poroid hidrademom
is surgical including total excision of the lesimnorder

to prevent its recurrence. The prognosis of poroid
hidradenoma is fairly good, and recurrence has been
reported in only one case [5]. It is a benign turtiat

can be easily misdiagnosed as a malignant neoplasm.
This fact makes the thourough sampling and histolog
examination mandatory in order to establish the
diagnosis.

Conclusion

Poroid hidradenoma is the newest addition to
the group of poromas. It is rarely reported in the
literature. The diagnosis is made based on hisimlog
findings. It is usually a benign neoplasm which dee
surgical treatment consisting in total excision tok
lesion in order to prevent recurrence and possible
malignant transformation.
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Resumen

El tumor de células granulares (TCG) es una ne@plasiigna de diferenciacion distintiva a la micopsa de luz caracterizada por la
presencia de células con citoplasma eosinofiliasndhnte y granular. Se presentan tres casos diionde el estudio histolégico
muestra una lesion tumoral no encapsulada formadac@lulas de gran tamafio de abundante citoplassopado por granulos
eosinofilicos y nucleos de localizacién centrat@ios los casos. Se realiza estudio inmunohistagaien uno de los casos que sefiala
positividad para S100. Se indica como tratamiem®@skision quirdrgica local conservadora.

Abstract

Granular cell tumors (GCT) are benign neoplasms isfindtive differentiation when observed by lighticnescopy, which are
characterized by the presence of cells with abungamular eosinophilic cytoplasm. We present tholé@cal cases were histological
study revealed a non-encapsulated tumorous lesionefl by large cells, organized in groupings ofrefamt cytoplasm containing
eosinophilic granules and small, centrally locatedlei. Immunohistochemical study was performedrie case and demonstrated the
presence of S100. The indicated treatment was tmcwervative surgical excision.

Streszczenie

Guzy z komorek ziarnistych (GKZ) sgagodnymi nowotworami wykazagymi charakterystyczne zrdicowanie gdy obserwowane &
mikroskopie $wietinym, charakteryzaj sic obecndcia komdrek z obfi, ziarnish, eozynofilowa cytoplazm. Prezentujemy trzy
przypadki kliniczne, u ktorych badanie histologieanykazato nieotorbione, nowotworowe zmiany zybh komoérek, zorganizowane
w grupy obfitej cytoplazmy, zawiergje granulki eozynofilowe i mate, padlone w centrumgdra. Badanie immunohistochemiczne
przeprowadzono w jednym przypadku i wykazato onecoig¢ S100. Zalecanym leczeniem byto zachowawcze cliczimg usuricie
zmiany.

Palabras clave tumor de células granulares; tumor de Abrikossférpos pustulo-ovoides de Milian; tumor cutaneaoral
Key words: granular cell tumou;, Abrikossoff tumour; pusteoid bodies of Milian; cutaneous neural tumor
Stowa klucze guz z komérek ziarnistych; guz Abrikossoffa; k@Miliang guz skérno-nerwowy

Introduccion

El TCG es una neoplasia benigna rara. Atra
gran interés debido a que no existe una contrajpade
célula normal conocida [1]. Fue descrito en 1926 po
Abrikossoff, quien nombré a este tumor “mioblastom
de células granulares”, debido a que pensd queatheri
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de células musculares (mioblastos en respuestumar
o inflamacion). Si bien se han sugerido hip6tesisrdas
sobre su origen (histiocitos que almacenan metalsoli
fibroblastos perineurales, etc.) en el afio 1962dfiy
Wechsler, con la microscopia electrénica, demastrar
que este tumor surge de la diferenciacion de lalaéle



Schwann y es esta hipotesis la aceptada en lalidatlia
Su incidencia es variable y si bien para algunderas
es una neoplasia comin es rara vez reportado . ot

Casos Clinicos

Caso 1:

Escolar, masculino, 11 afios, con lesion nodularesob
elevada en la espalda de 6 meses de evolucion éevem
pruriginosa, no dolorosa, que crece progresivament
Proviene de medio urbano del Paraguay (zona n
endémica para Leishmanias). Sin antecedents
personales o familiares de interés.

Examen fisico: lesion nodular sobre-elevada en regién
escapular derecha, bordes bien definidos, limittesn
levemente eritematosa, con depresidn central dabier
por costra queratinosa, de 1.5 cm. de eje maya. (Fi
1A), movil, no dolorosa y no adherida a planos
profundos. Resto del examen fisico normal.

Auxiliares del diagnéstico:IDR de Montenegro e IFI
para Leishmanias negativas. HMG con leve anemia
Resto de los parametros hematoldgicos normales.

Se realiza extirpacion quirargica de la lesion efiacde

3 X 2.5 x 1.5 cm., centrada por una lesién nodsidre-
elevada de 1.5 cm. de diametro mayor, con buend
margenes de seguridad, sin complicaciones.

wotl}

L.

Se remite la pieza de reseccidn quirdrgica a ariatom
patoldgica.

Anatomia PatolégicaFormacion nodular que asienta en
dermis, bien delimitada no encapsulada, de col@naci
amarilla, sélida, homogénea (Fig. 1B). Histologieate

se trata de una proliferacién celular que ocupdelais

en su totalidad hasta el limite con la hipoderrhisn
delimitada no encapsulada, constituida por céldes
amplios citoplasmas eosindfilos ocupados por goanul
PAS positivos (Fig. 2A), entre los que se obsemaos

de mayor tamafio (1-10/10HPF) rodeados de halo claro
(cuerpos pustulo ovoides de Milian-POBM). Nucleos
centralmente dispuestos de pequefia a medianartalla,
atipicos, entre hipercromaticos a vesiculosos. Mo s
observa pleomorfismo nuclear, ni siquiera focal. $¢o
observan figuras de mitosis. La tumoracién no tiafil
planos profundos. No se observan areas de negrosis
afectacion anexial. La epidermis muestra hiperalasi
epitelial pseudoepiteliomatosa (Fig. 2B).

Estudios inmunohistoquimicosS100+ (citoplasmatica
y nuclear), CD68+, HMB45- (Fig. 3).

Diagndstico final:tumor cutaneo de células granulares.

Figura 1. Caso 1. A. Clinica.Lesién nodular sobre-elevada en regién escapulacha, bordes bien definidos, limites

netos, levemente eritematosa, con depresion ceatfsierta por costra queratinosa, de 1.5 cm. denggor. B.
Macroscopia. Formacion nodular que asienta en dermis, bienmitalila no encapsulada, de coloracion amarillagagli
homogénea, sin areas de necrosis, hemorragia o@lageén quistica

Figure 1. Case 1. A. Clinic.Nodular lesion in the right scapular region, widfined borders, net limits, slightly
erythematous with central depression covered bgtikeus crusts, 1.5 cm. major axis. Macroscopy. showns a well-
circumscribed non-encapsulated lesion, sits in dgryellow-colored, solid, homogeneous without ar@d necrosis,

hemorrhage or cystic degeneration
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Figura 2. Caso 1. Histopatologia. AProliferacion celular que ocupa la dermis en salittad hasta el limite con la
hipodermis, bien delimitada no encapsulada, candétpor células de amplios citoplasmas eosinéfiospados por

pequefios granulos, entre los que se observan dgrosayor tamafio (al menos 2/CGA) rodeados de hato (cuerpos

pustulo ovoides de MilianB. Hiperplasia epitelial pseudoepiteliomatosa depidermis

Figure 2. Case 1. Histopathology. AProliferation in full dermis, well-circumscribe@n-encapsulated composed of large
eosinophilic cytoplasm filled cells, small granubasd larger ones (at least 2/CGA) surrounded Hgar ©ialo (POBM)B.
Pseudoepitheliomatous epithelial hyperplasia okthidermis

e P Caso 2:

' Mujer, 32 afios de edad, con lesién nodular sobre-
elevada en cuero cabelludo, asintomatica, se deseon
el tiempo de evolucién. Proviene de medio rural del
Paraguay.

Anatomia Patologica:Se remite reseccion cutanea en
forma de cufia que mide 2.6 x 1.8 x 1 cm. de ejes
mayores centrada por una formacién nodular sobre-
_ elevada de 1.5 cm. de didmetro. Histopatoldgicamsat

G trata de una lesion que asienta en dermis, biemitkda

F A AR “H AL v no encapsulada, constituida por células de amplios
e . . - - Egag citoplasmas eosindfilos (Fig. 4A) ocupados por gids
PR Gt
Figura 3. Caso 1. Inmunohistoquimica.Positividad

PAS positivos (Fig. 4B), con <10/10HPF POBM.
Nucleos centralmente dispuestos de pequefia a raedian
para S100 en células tumorales talla, no atipicos, entre hipercrométicos a veeins.
No se observa pleomorfismo nuclear, ni siquieralfoc
No se observan figuras de mitosis. La tumoracion no
infiltra planos profundos. No se observan areas de
necrosis ni afectacion anexial. La epidermis maestr

hiperplasia epitelial pseudoepiteliomatosa.
Diagnéstico final: tumor cutaneo de células granulares.
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Figure 3. Case 1. Immunohistochemical stain
Positivity for S100 in tumor cells
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Figura 4. Caso 2. Histopatolog
granulos intracitoplasmaticos

+ o o -~
iaA. Proliferacion de células granulares en dermigu

“ Y T
&ti. B. Coloracion de PAS + en

Figure 4. Case 2. Histopathology. AProliferation of granule cells in reticular dermis PAS staining of intracytoplasmic
granules

Caso 3:

Mujer, 46 afios de edad, proveniente del area deal
Paraguay con lesion nodular en region vulvar, labig
mayor, que se desconoce el tiempo de evolucion.
Anatomia Patolégica:Se recibe una reseccion cutanea
con forma de cufia que mide 2.8 x 1.5 x 0.7 cm,jee e
mayores, con una lesion central de 1.3 cm de diamet
de color blanquecino amarillento. MicroscOpicamesge
observa una lesién dérmica, bien delimitada, peyo n
encapsulada, constituida por grupos de célulasielsps
entre haces gruesos de fibras de colageno (Fid.a5s).
células muestran citoplasma amplio, eosindéfilo con
granulos PAS positivos, con <10/10HPF POBM. Log
nucleos son centrales, pequefios, vesiculosoatipias.
No se observan figuras mitéticas. La epidermis no
muestra hiperplasia epitelial pseudoepiteliomat@sg.
6).

Diagndstico final: tumor cutaneo de células granulares

Figura 6. Caso 3. Histopatolo
hiperplasia epitelial pseudoepiteliomatosa

Figure 6. Case 3. HistopathologyAbsence of epithelial
hyperplasia pseudoepitheliomatous

El resumen general de hallazgos clinico-
patoldgicos se muestra en la tabla I.

N RN \§ X

‘@\5\: AN WA \ e (S 2 .
Figura 5. Caso 3. Histopatologia.Proliferacion de
células granulares entre los haces gruesos deetmlag

Figure 5. Case 3. Histopathology.Granule cell
proliferation between thick collagen bundles
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Casc | Edad | Sexc | Localizacion | Delimitacion | Nivel de | POBM PEH | Citologia | Mitosis | S10(
(afios afectacior | (10/HPF)
1 11 \% Espalda Si Dermis 1-10 Si No atipia | No +
reticular
2 32 M Cuero Si Dermis <10 Si No atipia | No ND
cabelludo reticular
3 46 M Vulva Si Dermis <10 No No atipia | No ND
reticular

Tabla I. Caracteristicas clinico-patologicas de lopacientes examinados
Table 1. Clinical and pathological characteristicsof the patients examined

Abreviaturas: V: varén; M: mujer; POBM: cuerpos pistovoides
hiperplasia epitelial pseudoepiteliomatosa; NDdeterminado.

Conclusiones
El tumor de células granulares (TCG) es una
neoplasia benigna rara, cominmente de la cavidald of
de adultos.
Se han descrito casos en nifios y formas congéhibas.
casos familiares son raros.
La edad promedio de presentacion, esta entre lgs420
afos. Los reportes en niflos son extremadaments rarfo
(0.017-0.029%) [2,3]. Es mas comun en mujeres [1-4]
Su naturaleza neoplasica y su origen han sido gaiest
duda. Hoy existe certeza de que se trata de ui@les
tumoral que se origina en la célula de SchwanmpeHil
inmunohistoquimico confirma esta observacion ya qu
son células fuertemente positivas para S100 [Shote
los TCG neurales expresan S100 existe un grupdCde T
no neurales descritos por Philip LeBoit y cols [5¢ue
son S100 negativos y presentan morfologia polipoidg
Los mismos se designan comtamores polipoides
primitivos o tumores de células granulares no né&asga
que se caracterizan por los siguientes rasgosicasta
polipoide, tienen afectacion de dermis superficial
collarete epidérmico, buena delimitacién, minima ¢
ninguna hiperplasia epitelial pseudoepiteliomatasipja
citolégica y actividad mitotica incrementada y s8H00
negativos. Sin embargo estos tumores son benignos
tienen un buen pronéstico.
Tienen predileccion por ubicarse en la cavidad,ora
especialmente en lengua, y en piel y tejido sulbeata
Se describen en las paredes anterior y posteriddide,
miembros superiores, mama y miembros inferioreg
[4,8,9].
Clinicamente son nodulos solitarios. Se describemdn
multiples (hasta en 25% de casos). Las presention
multiples en la infancia se han descrito en as@@iacon
sindromes polimalformativos, sindrome de Noonan,
neurofibromatosis, etc [2]. Las lesiones son m@yile
dolorosas, aunque a veces se presenta un leveogalri
Los nddulos estén localizados en dermis o tejidolare
subcutaneo, y menos frecuentemente en mucosa,
musculo liso o estriado. Las localizaciones videsra
mas frecuentes son el aparato respiratorio (laringe
bronquios), tracto digestivo (estbmago, ductosatah),
vulva y regién anogenital.
Desde el punto de vista anatomopatolégico son mas
cutaneas o subcutaneas nodulares no encapsuladas,
engrosamiento verrugoso de la superficie epidérmica
de corte amarillento y que microscopicamente ptasen
nidos, cordones o fasciculos, de células con cisopa

AS
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de Milian; HPF: campo microscépico aangaumento; PEH:

finamente granular PAS+, nucleos redondos, pequefios
hipercromaticos a vesiculosos. Recientemente se han
descrito loscuerpos pustulo ovoides de MiligROBM)

[10] que son granulos intracitoplasmaticos eosiogfi
mas grandes (de 4:B), redondeados, rodeados de un
halo claro pero su significado y frecuencia en asteor
estan poco claros. Se cree que su nimero se int@me
con la edad de la lesién. Existen pocos estudios
histolégicos que documenten su frecuencia en 106 TC
[10].

En este estudio medimos la frecuencia de POBM dentr
del tumor basandonos en las observaciones de Epstei
cols [10], contandolos en 10 campos microscopias d
gran aumento (10HPF) y dividiéndolos en las sigeg&n
categorias: <10, entre 10-30, entre 30-50 y >5Gs Lo
mismos estan presentes en el 100% de los TCG y su
frecuencia es en alto porcentaje de casos es BR.0
Representan la heterogeneidad de los lisosomas dand
apariencia de granulos grandes que se desprenden de
citoplasma y son facilmente reconocibles como
componentes del TCG.

La epidermis que tapiza estos tumores muestra
hiperplasia epitelial pseudoepiteliomatosa (PEH) de
manera muy frecuente y puede ser tan extensa que
simula una verruga o un CEC bien diferenciado, esobr
todo cuando la resecciébn ha sido superficial e
insuficiente [4]. Se describe afectacion de la mnid
dermo-epidérmica lo que puede simular una neoplasia
melanocitica. La inmunomarcacién juega aqui un rol
muy importante, ya que tanto el melanoma como & TC
seran S100+, pero el TCG es negativo para HMB4p [11
En cuanto al inmunofenotipo los TCG neurales expres
marcadores neurales (proteina S100, ENS, laminina,
calretinina, inhibina, CD57, etc.) e histiocitic(8D68,
a-1-AT). Las células tumorales son positivas para
vimentina y negativas para GFAP, marcadores egiigsli

asi como para RE y RP. La positividad para CD68 es
atribuida a la acumulacion citoplasmatica de lista®y

no refeleja naturaleza histiocitica de la prolitéda. El
Ki-67 es positivo en el 10% de estos tumores y su
positividad es un factor pronéstico predictivo indual

de curso desfavorable [5].

La recurrencia local es comun por reseccion incetapl

Las variantes malignas son raras (1-2%), agresyvas
suelen tener numerosas recidivas locales antesade |
propagacion a distancia. Su prondstico es pobre, co
metastasis en 2 afios (promedio entre 3-37 me%&oy

de mortalidad en 3 afios. Las metastasis afectan a



ganglios, higado, pulmén y hueso. No se han descri
variantes malignas en nifios.
Por la posibilidad de recurrencia y la superposicié

morfolégica entre formas benignas y malignas, se

recomienda la extirpacion completa.

Los tumores con un tamafio tumoral >4 cm., infilac
en estructuras vecinas, localizacion en planosupdifs,
velocidad de crecimiento elevada, rapida recuregnci
necrosis, mitosis >5/10 CGA, nucleo vesicular cor
nucléolo prominente, pleomorfismo marcado, Vi
tendencia a formas fusiformes, deben ser denomnsnad
tumores con probable potencial malignga que el
diagnostico de certeza de malignidad solo se eealiZ
cuando aparecen lesiones a distancia con igualduga

al tumor primario (metastasis). Las lesiones caiases
caracteristicas atipicas necesitan estudio por eémag
(TAC y/o RMN) para detectar metastasis ocultas L[8].
invasion vascular no se ha descrito como un hallazg
histopatolégico en formas potencialmente malignas
malignas, de hecho, su hallazgo puede ser demostral
como un fendmeno comun en formas benignas [13].

El diagnostico diferencial debe realizarse con omuats,

la variante granular del carcinoma de células emal
metastasico, hibernoma, neoplasias sebaced
hidradenoma de células claras, siringoma de célula
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Abstract

We present a typical case of seborrheic dermatitth, no cutaneous manifestations, rarely repoirtechildren, frequently misdiagnosed
(especially by ophthalmologists), simply confirmiegl microscopic examination of scales and with wofudéherapeutic results with

antifungal agents (topical and/or systemic treatsjen

Streszczenie

Prezentujemy typowy przypadek fojotokowego zapaleskory, bez skérnej manifestacji zmian, rzadkoesppany u dzieci, esto
bfednie diagnozowany (zwlaszcza przez okulistow), éatpotwierdzony przez badanie mikroskopowe iachajwspaniate wyniki
leczenia po zastosowaniu lekéw przeciwgrzybiczyotefscowych i / lub systemowych).

Key words: seborrheic dermatitis; Malasezia spp; Ketocorezol

Stowa klucze seborrheic dermatitis; Malasezia spp; Ketoconazol

Introduction

Seborrheic dermatitis is a chronic inflammatory
disease that mainly affects seborrheic areas of gk
inflammatory response to the yed&tyrosporum ovale
has been thought to be important in the etiologyhef
condition. Not very rare, especially in childrehete is a
seborrheic blepharitis, often misdiagnosed. We gnea
case of a child with typical eye lid involvment of
seborrheic dermatitis without skin manifestations.

Case Report

A b5-year-old boy, with no significant past
medical history, presented with a 1-year historyriifi
erythema, scaling and pruritus on the eye lid, eutrany
other manifestations on the skin and ocular areawss
in very good health state, with no medication ang
without an allergy history.

He has received many different medications so fa:

antibiotics (Oxacillin, Metronidazole), antihytansin

topical corticosteroids, with no improvment.

52 © Our Dermatol Online 1.20:

We diagnosed him with seborrheic blepharitis, he
received Ketoconazole orally 10 days and topical
imidazole, with complete disapearance of the lesion

The diagnosis was confirmed with microscopic
examination of scales soaked in 10%-15% potassium
hydroxide (KOH): characteristic thick-walled spluaii

or oval yeast forms and coarse septate myceliutenof
broken up into short filaments.



Figure 1. Discrete scaling on the eyelid margin

Figure 3. Clear adhesive tape were pressed to calte
hyphae and spores. The tape was then lightly preste
onto a glass slide, and a drop of methylene blue wa
placed at the edge of the tape. The spores and hyg#h
easily are seen against a background clustter of
keratinocytes and glue

B g e
Figure 2. Combination of mycelium strands and
numerous spores is commonly referred to as
"spaghetti and meatballs"

Discussion

Blepharitis is a chronic inflammatory process of
the eyelid margin. It is a common eye disorder
throughout the world and can affect any age group.
Common symptoms associated with blepharitis are
burning sensation, irritation, tearing, photophobia
blurred vision and red eyes. Seborrheic blepharsis
rarely reported, especially in children, althougte w
believe it is misdiagnosed.
Although the pathophysiology of seborrheic blepiri
is not completely understood, correlation of ftawith
proliferation of Malassezia species (spp) and clinical
response  to antifungal agents (i.e., ketoconazole,
ciclopirox) have led many researchers and clingitm
believe that Malassezia spp play a role in its
pathogenesis.
The frequency of bathing, use of skin care products
lubricants and use of any occlusive agents havbealh
associated with colonization of infantile skin with
Malassezia spp.
We describe a very subtle clinical aspect of setmocr
blepharitis, with a great impact on normal lifeao€hild,
despite its minimal manifestations, with very simpl
treatment and an overlooked diagnosis.
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Seborrheic blepharitis is a chronic inflammation
of the lid margins which may compromise the eyelid
function up to some extent. It results from immuyit
factors and is commonly associated with scalp sebar
dermatitis, facial seborrheic dermatitis, and awsacea.

A yellowish greasy crust with morning exacerbations
associated with stinging and burning are the usug
clinical features. The symptoms can be controlleth w
good lid hygiene. The above article about sebocrhei
dermatitis in pediatric age group is quite compnshe
and nicely written..
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Abstract

Gilbert Omenn is a well-known American Geneticist.the 1965, He reported a rare genetic disordetater known as Omenn
syndrome. This syndrome is a variant of severe @oecbimmunodeficiency which is associated with lgpsinophilia. It is one of the
differential diagnoses of neonatal erythroderma.

This concise report sheds light on Gilbert Omenth tlue syndrome that bears his name.

Streszczenie

Gilbert Omenn jest znanym ameryilsiim genetykiem. W 1965 r. opisat rzadgenetycza choroke, znam pézniej jako zespot
Omenna. Ten zespo6t jest warianterazkiego, ziazonego niedoboru odporém, zwiazanego z eozynofili Jest jednym z rozpozfia
réznicowych noworodkéw erytrodermii.

Ten zwizly raport rzucgwiatto na Gilberta Omenna i zesp6t chorobowy, kidogi jego img

Key words: dermatology; erythroderma; Omenn syndrome
Stowa klucze dermatologia; erytrodermia; zesp6t Omenna

Introduction

Gilbert Omenn (Fig. 1) is currently, a Director
of Center for Computational Medicine and
Bioinformatics and Professor of Internal Medicine,
Human Genetics, & Public Health, at University of
Michigan, Ann Arbor, MI, USA [1].
He is a world-renowned geneticist. Among his grea
medical contributions, he is credited for descigbia
reticuloendotheliosis with eosinophilia in several
individuals in related sibships from an inbred Aioan
family of Irish extraction [2], later known as Onmen
syndrome (OS) [3-6].

Omenn syndrome

OS (OMIM #603554) is a rare autosomal
recessive genetic disorder and presents symptoms fof
severe combined immunodeficiency (SCID). It is
characterized by erythrodermia, eosinophilia,
hepatosplenomegaly, lymphadenopathy, alopecia and
elevated serum IgE levels.
Similar to other patients with SCID, patients wilis
present early in infancy with viral or fungal pneamitis,
chronic diarrhea, and failure to thrive. Unlike ityed
SCID, patients with OS have enlarged lymphoid gssu

severe erythroderma, increased IgE levels, angd
eosinophilia [5]. Figure 1. Gilbert Omenn
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OS is also known as Reticuloendotheliosis, famikiah
eosinophilia, and also known as severe combinef
immunodeficiency with hypereosinophilia [3].

The syndrome is reported from different placesha t
world but large series of patients were reportemmfr
Middle East.

Some authors [6] performed literature search, fore@n
syndrome, using Medline, encompassing the perio

—

1965-1999. They collected 68 cases and they founded

that median age at onset of symptoms, in this deor

was 4 weeks. Key symptoms were erythematous ragh

(98%), hepatosplenomegaly (88%), and
lymphadenopathy (80%), often accompanied by
recurrent infections (72%) and alopecia (57%). An
elevated WBC (55%) was frequently observed, due tp
eosinophilia and/or lymphocytosis. B-cell countsreve
significantly decreased whereas T-cell counts werge
elevated. A high serum IgE was another frequerliriigp
(91%). Therapeutic options, which were used in the
reviewed patients, include bone marrow transplamat
or cord blood stem cell transplantation; howevée t
mortality was 46%. The authors concluded that, Qmen
syndrome is a fatal disease if untreated. Theyebetl
that, the mortality may be reduced when diagnosis i
established early and treatment is initiated rgpioly
using early compatible bone marrow transplantaton
cord blood stem cell transplantation [6].

The syndrome can be caused by mutation in th
recombination activating genes (RAG1 and RAG2
genes on chromosome 11p and the Artemis gene
(DCLRE1C) on chromosome 10p [3].

In this disorder, there is a peculiar severe T-icethune
deficiency associated with autoimmunelike
manifestations. Dysregulations of the central ang
peripheral immune tolerance, mediated by the pmotei
autoimmune regulator (AIRE) and regulatory T cells,
respectively, were proposed as possible mechanigms
this aberrant inflammatory process.

Erythroderma is one of the main features of this
syndrome. The rash may be present at birth or evoly
over the first few weeks of life. There is also
lymphadenopathy, particularly of the axillary and
inguinal nodes, as well as increased serum IgEldeve
with a marked eosinophilia and combined
immunodeficiency [4]. Children usually present iarlg
infancy but atypical forms may present later in finst
year of life. Children usually suffer diarrhea,lfiae to
thrive and persistent infection, as seen in otbems$ of
SCID [4].

D
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The clinical picture may resemble SCID with
maternofetal engraftment, when maternal T lymphegyt
crossing the placenta cause a graft-versus-hostghs
like reaction in an immunoincompetent patient [4].
Histology of the skin shows a dense, dermal pecivias
lymphohistiocytic infiltrate, comprising activated
lymphocytes, with numerous eosinophils. S100-stgini
Langerhans' cells are usually absent, and thereois
epidermotropism.

In the older literature this condition has beenfased
with Langerhans' cell histiocytosis (Letterer—Siwe
disease) [4].

It is proved that both HLA-identical and haploideat
allogenic bone marrow transplant (BMT) can cure
Omenn syndrome, provided that parenteral nutritind
immunosuppressive  therapy are given before
transplantation [3].

Gilbert Omenn

Gilbert Omenn was born 30-Aug-1941, in
Chester, PA, USA. He received his education andeser
in several institutes in USA. He describes Omenn
syndrome while he was a medical student in Harvard.
Gilbert Omenn published more than 400 papers and he
authored and edited more than 15 books. He holds
various scientific assignments inside and outsi@AU
He is active in many cultural and educational
organizations. He has won several honors and awards
This short report can not encompass his impressive
career which can be read online in many internet
websites [1]. Music and Tennis is among Dr Omenn
extra scientific interests.
His research interests include clinical informatics
databases and computing, medical and translational
research, and proteomics [1].
Dr. Omenn's research focuses on cancer proteomits a
informatics. He leads the Proteomics Alliance fanCer
Research, the HUPO Plasma Proteome Project, the
Driving Biological Problems Core of the Nationalr@er
for Integrative Biomedical Informatics, and the @an
for Computational Medicine and Bioinformatics [1].
He has long-standing interests in mechanisms oétgen
predispositions to risks from environmental and
occupational  exposures,  pharmacogenetics and
pharmacogenomics, and science-based risk analyes [
He was, also, the principal investigator for maegrng of
the Beta-Carotene and Retinol Efficacy Trial (CARET
for chemoprevention of lung cancers and heart desea

4. Paige DG, Gennery AR, Cant AJ : The neonate. Im®8ur
T, Breathnach S, Cox S, Griffiths C, eds. Rook’stherk
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Blackwell; 2010: 17 : 8-9.

5. Villa A, Notarangelo LD, Roifman CM: Omenn
syndrome: inflammation in leaky severe combined
immunodeficiency. J Allergy Clin Immunol. 2008 ;122:
1082-1086.

6. Aleman K, Noordzij JG, de Groot R, van Dongen JJ,
Hartwig NG : Reviewing Omenn syndrome. Eur J Pediatr.
2001; 160: 718-725.

CopyrightAhmad Al Aboud, et al. This is an open access article distrézlitinder the terms of the Creative Commons Attidbuticense, whicl
permits unrestricted use, distribution, and repotidn in any medium, provided the original authod&ource are credited.

56 © Our Dermatol Online 1.20:



Clinical Images

Patricia Chang

NASZA DERMATOLOGIA Online
OURDERMATOLOGY Onfine

DORSAL UNGUAL PTERYGIUM
DORSAL UNGUAL PTERYGIUM

Dermatologist Hospital General de Enfermedades |@$®spital Angeles
Guatemala pchang2622@gmail.com

Our Dermatol Online. 2012; 3(1): 57-60

Date of submission: 20.02 20Aacceptance: 22.04.2011

Caaff$ of interest: None

Pterygium unguis also known as Dorsal
pterygium [1] forms as a result of scarring betwéles
proximal nail fold and matrix, with the classic exale
being lichen planus, though it has been reporteattwr
as a result of sarcoidosis and Hansen's diseasés[2]
wing-shapes scar and always irreversible, condish o
gradual extension of the proximal nail fold ovee thail
plate which becomes fissurated because of therfusio
the proximal nail fold epidermis to the nail bets$, $plit
portions progressively decrease in size as thggiten
widens, leaving two small nail remmants if the
pterygium is central but when the involvement oé th
matrix and nail bed is complete produces onycipatyo
The causes of dorsal pterygium are: congenitalpbsil
dermatosis (cicatricial pempghigoid, Stevens Johnso|
syndrome), burns, dyskeratosis congenital, graduer
host disease, lichen planus, onychotillomany
radiodermitis, Raynaud’s disease and peripheraiuleas
disease. Lichen planus is the most common cause
dorsal pterygium [3]. Can affect finger and toesathe

most common affected are the big toenails.

I-:i'gurez. Dorsal ungual pterygium
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Figure 3-8. Dorsal ungual pterygium
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-I‘:igure 9-11. sal ungual pterygium
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Figure 12,13. Dorsal ungual pterygiu i
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Sir,

Vitiligo is a frequent disorder of unknown
aetiology, affecting 1-2% of the general population
regardless of age, sex or ethnicity [1]. Clinical
dermatologists are used to the influence of psyuicél
factors in the onset or exacerbation of severareaus
condition. Furthermore, secondary psychiatric dieos
could be caused by disfiguring conditions like ligb.

In this study we assessed psychiatric morbidityititigo
patients and its relation with clinical and demqdnia
characteristics.

It was a cohort study bearing on 180 outpatierith w
vitiligo examined in the Department of Dermatologfy
the University Hospital of Canary Islands. Patients
completed a questionaire that included personal an
demographic data. A complete medical history inicigd
psychiatric conditions was also recorded for eaatiept.
We did not conduct any standarized psychiatrig
evaluation, but we recorded previous psychatrig
diagnoses already stablished by Psychiatrist o
Physiscian using DSM-IV. Affected body surface ares
(BSA) was calculated by considering the surfacpadin

as 1%. Parametric variables were analysed usin
student’s t-test. SPSS 15.0 statistical packageisexs

One hundred and eighty consecutive patients (10
women, 80 men) with a mean age of 36,18+18 yeal
(Range: 3-74) were included in the study. A clinic
prevalence of 48,33% of psychiatric morbidity was
found among vitiligo patients. The most common
diagnosis was chronic insomnia (33,33%) and anxiet
disorder (21,66%). Depression was present in 11,60%
the sample. Other psychiatric diagnoses presentéikei

o

=

«

n O

<

sample are reffered in Table |I. Regarding to sex,
psychiatric morbidities were more frequent in women
than men (53% vs 41.25%, p=0.13). Prevalences of
mental disorders in our sample regarding to gemder
recorded in Table Il.

Diagnoses Frequency (%)
General Psychiatric morbidity 48,33
Drug abuse 0,55
Anxiety disorder 21,66
Bullimia 1,11
Depression 11,11
Insomnia 33,33
Obsesive-Compulsive disorder 0,55
Trichotillomania 0,55

Table |I. Prevalence of psychiatric conditions in the
sample

Both anxiety and depression were more prevalent in
patients ranging from 31-50 years-old. Nor Insomnia
depression or anxiety could be correlated to the @lg
vitiligo onset or severity of the disease (measubogd
BSA). Psychiatric drugs intake was present 8% of

the sample. 28,3% reported ansiolitic drug intakd a
20.11% medication for insomnia. Psychiatric drugs
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intake was more prevalent among women than m
(p<0.05). Sedatives intake was correlated to rtgvef
the disease, measured by B$Achrrelation factor=0.18,
p=0.017).

Diagnoses Female prevalence (%) | Male prevalence (%)
General Psychiatric morbidity 53 41,25
Drug abuse 0 1,25
Anxiety disorder 38 18,75
Bullimia 2 0
Depression 16 5
Insomnia 40 25
Trichotillomania 0 1,25
Behaviour disorder 0 1,25
Suicidal ideation 1 1,25

Tablell. Psychiatric diagnosisin the sample regarding to gender

Given the common ectodermal origins of the skin amli
nervous system,
dermatologic and psychiatric conditions could share
common basis [1,2]. Our rate of psychiatric candi
was higher than the mean prevalence reported ier oth
european vitiligo samples [2,4]. The profile of ghiasis
obtained in our sample was comparable to othelestud
with a predominance of anxiety and depression [2-5]
However, Sleeping disorders (Chronic insomnia) sfttbw
in our sample the highest rate (33.3%). Other studi
have also found that sleeping disturbances aremibet
frequent diagnosis, but in a lower rate (20%) [Sp
significant correlation was found between seveuityhe
disease and psichiatric morbidity in our samplenilar
results have been observed in other european stift]ie
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Sir,

Firstly, 1 would like to congratulate the authors
for an excellent work-up and compilation of thealat
patients affected with vitiligo and their psychiatco-
morbidity. Skin is the most visible organ which
determines to a great extent our appearance agd ala
major function in social communication and sexual

attractiveness. Thus, the skin condition may have g

considerable impact on the patient's well beinge Th
relationship  between psychological factors ang
dermatological diseases has long been noticedseass

can precipitate or exacerbate a skin disease throug
psychosomatic mechanisms.

Asst. Prof in Dermatology

MVJ Medical College & Research Hospital
Consultant Dermatologist & Cosmetologist
“Skin Care Clinic’, RR Nagar, Bangalore, India

Correspondence;
E-mail:_drkishanyadalla@indiatimes.com

Significant  psychiatric and psychological
morbidity is present in at least 30% of dermatatadi
patients. Diseases involved in such context inclactee,
psoriasis, vitiligo, atopic dermatitis, urticarianch
angioedema. Regardless of psychiatric morbidityn sk
diseases can greatly affect patient's qualityfef(lQOL).
Thus, patient oriented QOL measures are also
particularly beneficial in chronic diseases as thegess
how the diseases affect a person socially,
psychologically and physically.

Patients with vitiligo treated at dermatology dimi
should be assessed in terms of psychiatric dissraed
psychiatric interventions may become necessaryhén t
course of illness, underlining the multidisciplipar
therapeutic approach including the psychotherapeuti
approach.

CopyrightHari Kishan Kumar Yadalla. This is an open access article distributed undetehms of the Creative Commons Attribution License

which permits unrestricted use, distribution, agproduction in any medium, provided the originahau and source are credited.
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There are 2 famous diseases in dermatologly
with the name "Bart", as a part of their eponyms.

These are Bart syndrome and Bart-Pumphrey syndromge.

This short letter is to give a brief account onsthe
eponyms.

Bart syndrome

Bart syndrome, cited in the Online Mendelian
Inheritance in Man [1], as Epidermolysis bullosahwi
congenital localized absence of skin and deforroity
nails also as Epidermolysis bullosa dystrophicart Ba
type (OMIM 132000).
Bart syndrome is a rare inherited condition chanéotd
by epidermolysis bullosa and congenital absencskiof
It has been associated with other anomalies inotudi
pyloric atresia. The genetic abnormality has béeked
to chromosome 3, with an autosomal dominant patiérn
inheritance [2].
The mutant gene is COL7A1L, located on 3p21.311f1].
is first reported by Bart and his colleagues in & ¢8].
The disease is named after Bruce J Bart.
Dr Bruce J Bart (Fig.1) was born on April 6, 1936 i
Minneapolis, Minnesota; USAHe is an academic
dermatologist, working currently, as a Chair of the
Dermatology department t at Hennepin County Medical
Center and Professor of Dermatology at the Unityerdi
Minnesota, USA.
In 1962 Dr Bart saw a 5 year old girl who had ajplas
blistering and nail abnormalities at birth and stdd
many members of her extended family with
the same syndrome and published his work in 1966.
He subsequently studied the family and demonstrate
that the syndrome was a form of dominant dystrophi¢
EB.
In recent years many have discouraged the use art'sB
Syndrome", favoring "a variation of DEB".

o
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Figure 1. Dr Bruce J Bart

Bart-Pumphrey Schwann
syndrome

This syndrome is characterized by knuckle pads,
leukonychia, palmoplanter keratoderma (PPK) and
sensorineural deafness. However, this syndromeahas
considerable phenotypic variability. It is cited the
Online Mendelian Inheritance in Man [1], as knuckle
pads, leukonychia, and sensorineural deafness (OMIM
149200) [4].
There is extensive overlap between the differemh$oof
palmoplantar keratoderma (PPK) associated withimgar
loss (HL) caused by GJB (Cx26) mutations (and trey

syndrome (BPS) or



each quite rare). Therefore, some scientists thotingih,

it is worthwhile considering lumping them together
under a title like 'GJB2 related PPK/HL".

This syndrome is first described by Dr Schwannmfro
Poland and appeared later in English literatur®blgert

S. Bart (Dermatologist) and Robert E. Pumphrey
(Otolaryngologist); both from USA [4].

Dr Robert S Bart (Fig. 2) reported this syndrome, i
1967, while he was working as an assistant professo
clinical dermatology, New York University School of
Medicine and Post-Graduate Medical School [5].

In addition to the above syndrome, Dr Robert S Batl
several other important publications.

In 1968, Bart et al [6] described 10 cases of anf
uncommon acquired skin growth that, they name if
"acquired digital fibrokeratoma" (ADFK).
In their earlier description, the authors statedt tthe
lesions resemble a "rudimentary supernumerary"digit
ADFK was once known eponymously as" Bart-Andradsd
acquired digital fibrokeratoma " [7], but this nanis not

of use any more and the disease is just known 3s

acquired digital fibrokeratoma.
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Abstract

Eponyms are used almost daily in the clinical pcacbf dermatology. And yet, information about fherson behind the eponyms is
difficult to find. Indeed, who is? What is this pen's nationality? Is this person alive or dead® ldan one find the paper in which this
person first described the disease? Eponyms acktasgescribe not only disease, but also clinigghs surgical procedures, staining
techniques, pharmacological formulations, and guienes of equipment. In this article we presentsyraptoms starting with (F). The
symptoms and their synonyms, and those who haweibed this symptom or phenomenon.

Streszczenie

Eponimy stosowaneashiemal codziennie w praktyce w klinicznej dermagi. A jednak informacja na temat osoby zménej z danym
eponimem jest trudna do znalezienia. Kto to jeat®eljest jego obywatelstwo? Czy jeszeyge, jesli nie to kiedy zmart? Jak moa
znale¢ artykut, w ktérym osoba ta po raz pierwszy opisatarolz? Eponimy § uzywane do opisywania nie tylko choroby, ale rownie
objawu klinicznego, zabiegu chirurgicznego, techbdcwienia, preparatéw farmakologicznych, a nawetmentéw wyposgenia. W
tym artykule prezentujemy objawy zaczyw st na litee F. Objawy i ich synonimy oraz tych, ktorzy opis@in objaw lub zjawisko.

Key words: eponyms; skin diseases; sign; phenomen
Stowa klucze:eponimy; choroby skory; objaw; fenomen

FALL-AND-RISE SIGN FARMER'S SKIN SIGN

The drop in the number of bacteria that occurshat t Synonym: Cutis rhomboidalis nuchae
beginning of drug treatment and the gradual risievis

phenomenon, even while treatment continues. OBJAW SKORY FARMERA

OBJAW SPADKU | WZROSTU Synonim: Cutis rhomboidalis nuchae
Spadek liczby bakterii, ktory wygiuje na pocaku
leczenia i nagpnie zjawisko stopniowego wzrostu,
nawet podczas kontynuowania leczenia.
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Figure 1. Farmer's skin sign '

FECAL PLACENTAL SIGN

If the placenta has a fecal odor, there is a plessib
infection with Fusobacterium  necrophorum or
Bacteroides frugalis

OBJAW £O ZYSKA O ZAPACHU KAtU

Jezeli tozysko ma zapach kalu, to istnieje #iwose
zakaenia Fusobacterium necrophorumaub Bacteroides
fragilis.

FIBULA SIGN

Thickening of the lateral peroneal nerve around thg
fibula. A sign of tuberculoid leprosy.

A%

OBJAW KO $CI SKRZALKOWEJ

Pogrubienie boczne nerwu strzatkowego wokékcko
strzatkowej. Objaw tidu tuberkuloidowego.

FERNANDEZ REACTION (lepromin test)

An intraepidermal injection of 0,1 ml of lepromis liead
at 48 hours for erythema used in classifying lepioto

the various subtypes. Negative in lepromatosuso®pr
and positive in tuberculoid leprosy.

REAKCJA FERNANDEZA (test z lepromin g)

Wystepowanie rumienia 48 godzin pérodskérnym
wstrzykngciu 0,1 ml leprominy; stosowane w
klasyfikacji tmdu r&nych podtypéw. Negatywne w
tradzie lepromatycznym i pozytywne w atizie
tuberkuloidowym.

J.M.M. FERNANDEZ

Brazilian dermatologist. Fernandez in 19391 suggkst
that B.C.G. vaccination might confer some protettio
because of the possible existence of a commonesmiig

B.C.G. andMycobacterium lepraeFernandez reported
that Mitsuda-negative children were converted tg

Mitsuda-positivity after injections of BCG, the vidr
almost evenly divided itself into two currents gfimion
that fiercely combated with each other:

1. the BCG "converters" - very enthusiastic abdw t
possibility of vaccination, and 2. the skepticalofin
converters”, who either could not duplicate Ferrasl
observations or attributed eventual conversions kind

of "maturation" or to the Mitsuda tests routinely
performed before and after BCG.

Brazylijski  dermatolog. Fernandez w 1939
zasugerowat, ze szczepionka B.C.G. me stanow
pewrp ochror w tradzie ze wzgldu na maliwe
istnienie wspoélnego antygenu w B.C.Gdycobacterium
leprae Fernandez poinformowatze ujemne testy
Mitsudy wykonane u dzieci zostaly zamienione na
wyniki dodatnie po zastosowaniu szczepionek z BCG;
$wiat niemal réwno podzielit gsina dwa nurty opinii.
1.BCG "konwertery"- bardzo entuzjastyczne nastawien
do maliwosci szczepienia i 2. sceptyczny "non-
konwertery", ci ktérzy albo nie mogli podziélaiwagi
Fernandeza albo przypisywali ewentualne konwersje d
rodzaju "dojrzewania” lub do testéw Mitsudy rutyrmw
wykonywanych przed i po BCG.

FIEDLER'S SIGN

Severe leptospirosis; also called Weil's sign, lEes
disease, Landouzy's disease, Mathieu's disease,
Vasiliev's syndrome, Larrey's disease.

Figure 2. Fiedler’s sign

OBJAW FIEDLERA

Cigzka leptospiroza; zwana tak objawem Weila,
chorola Fiedlera, chorab Landouzy, chorob Mathieu,
zespotem Vasilieva, choroba Larreya.
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Figure 3. Fiedler’s sign

CARL LUDWIG ALFRED FIEDLER

German physician, 1835-1921. Studied in Leipzigaas
student of Karl Reinhold August Wunderlich (1815-
1877). He received his doctorate in 1859, was t@sgis
physician at the medical clinic at Rostock, andnfro
1868 chief physician at the municipal hospital -e th

Stadtkrankenhaus - in Dresden. He became professor,

and was also privy medical counsellor and roya lif
physician.

Figure 4. Carl Ludwig Alfred Fiedler

Niemiecki lekarz, 1835-1921. Studiowat w Lipsku, jako
uczeér Karla Reinhold Augusta Wunderlich (1815/77).
Doktorat otrzymat w 1859 roku, byt asystentem lekar
w przychodni w Rostocku, a od 1868 naczelnym
lekarzem szpitala miejskiego - Stadtkrankenhaus -
Dreznie. Byt profesorem oraz wtajemniczonym doradc
medycznym i lekarzem krolewskim.

FILATOV SIGN

1. Occurrence of circumoral parllor in scarlet feve.
Infectious mononucleosis.

68 © Our Dermatol Online 1.20:

|
"I.&‘!'l
=4 4
Figure 5. Filatov sign
OBJAW FILATOWA
1. Obecné¢ bladej skéry wokét ust i nosa w

szkarlatynie. 2. Mononukleoza zaka.

NICOLAI FEODOROVICH FILATOV

Russian pediatrician (1847-1902). Father of Russian
Pediatrics. After graduating from the University of
Moscow he returned to his district to practise as a
country doctor. Undertook further training in Vienn
Paris, Berlin and in Prague. After two years herretd

to Moscow and began working and teaching in the Old
Children’s Hospital in 1876. In 1891 he was appeint
professor of paediatrics. In 1892 the Moscow Pagdia
Society was founded and Filatov was appointed ss it
president.

Figure 6. Nicolai Feoorov.ich Filatov

Rosyjski pediatra (1847-1902). Ojciec Pediatrii
rosyjskiej. Po ukfaczeniu Uniwersytetu Moskiewskiego
powrdcit do wykonywania zawodu lekarza. Pgdjalsze
ksztatcenie w Wiedniu, Pary, Berlinie, w Pradze. Po
dwoch latach wrocit do Moskwy i rozpagzrac; w Old
Children’s Hospital w 1876 roku. W 1891 roku zostat
mianowany profesorem pediatrii. W 1892 roku povestat
Moskiewskie Towarzystwo Pediatryczne, a Filatov
zostat powotany na stanowisko jej przewodagego.




FILATOV-DUKE'S SIGN

An alleged exanthematosus contagious diseas
resembling rubella, scarlatina, and measles. ihasked
by lamellar desquamation of the skin. Also calledrth
disease, rubeola scarlatinea, Dukes disease, Dukg
Fitatow disease.

OBJAW FILATOWA-DUKESA

Rzekoma wysypka w przebiegu choroby Zai&
przypominagca r@zyczke, szkarlatyg i odre. Cechug ja
lamelarne ztluszczanie skory. Objaw zwany rownie
czwarty chorohy, rubeola scarlatinea, chorplibukesa,
choroly Dukesa-Fitatowa.

CLEMENT DUKES

English physician, (1845-1925). In 1871 was appaint
medical officer at Rugby school, a position he heitll
1908. At Rugby he won world-wide renown for his
books and articles on schoolboy health and healtb.c
In the 80s Nineteenth century provided a descriptb
the epidemic in Rugb (known English private school)
Never subsequently described in other cases, tinhfo
disease. In 1900 he published an article entit@d the
confusion of two diseases under the name of rubell
(Rose Rash).

Angielski lekarz, (1845-1925). W 1871 zostat powotany
na stanowisko lekarza w szkole Rugby, stanowisko to
piastowat a do 1908 roku. Na Rugby zdobé§tviatows
stawe za jego ksizki i artykuty dla uczniéw i opieki
zdrowotnej. W latach 80. XIX wieku przedstawit opis
epidemii w Rugb (znana angielska szkofa prywatna).
Nigdy p&niej nie opisano innych przypadkow czwartej
choroby. W 1900 roku opublikowat artykut
zatytutowany "Na pomieszanie dwoch chorob pod nazw|
rézyczka (RG@owa wysypka).

FILIPOVITCH'S SIGN

Yellow discoloration of prominent parts of the paland
soles. A sign of typhoid fever. Also known as
palmoplantar sign.

OBJAW FILIPOVITCHA

Zotte przebarwienia widoczne na dioniach i stopach|

Objaw duru brzusznego. Znany réwhigako objaw
dtoniowo-podeszwowy.

CASMIR FILIPOVITCH (FILIPOWICZ)
Polish physician, botanist, (1845-1891).

Polski lekarz, botanik, (1845-1891).

FILTH SIGN, DISEASE

Described as: a disease due to dirt and uncleaitshab
Has been associated with immune mediated responses
and zoonotic disease transmissions from humangnghar
sleeping quarters and bed linens with animals. &hes
habits place in prolonged direct contact with ajiaic

pet hair and dander, that also contain embryoragge
and adult forms of fleas, mites, ticks, lice, andltiple
related mange conditions; the pathogenic bacteria,
worms, viruses.

OBJAW BRUDU, CHOROBA

Opisany jako: choroba z powodu brudu i nieczystych
Zwyczajow. Byla  zwizana z odpowiedzi
immunologicza za pdrednictwem transmisji choréb
odzwierzcych od ludzispiacych ze zwiergtami. Te
miejscowe nawyki przed#aly bezpdredni kontakt z
alergenami sigt zwierzt oraz alergenami, ktére
zawieraj, rowniez zarodniki (jaja) i doroste formy pchet,
roztocza, kleszcze, wszy i wiele innych pazénych ze

soly czynnikéw; bakterie chorobotwércze, robaki,
wirusy.

EDWARD HEADLAM GREENHOW

English physician, 1814-1888. Physician,
epidemiologist, sanitarian, statistician, cliniciaznd
lecturer. He studied medicine at Edinburgh and

Montpelier. In 1855 he was appointed lecturer oblipu
health at St. Thomas's Hospital. Dr. Greenhow was
engaged to undertake inquiries into diphtheria @) &hd
pulmonary disease among operatives (miners, gisnder
flax-dressers, etc.). He was a zealous and suctessf
teacher and investigator, and an excellent ancbthybr-
going man of business. Greenhow wrote i.a.: ‘On
Diphtheria,’ 1860. ‘On Addison's Disease,’ 1866.

e

| .
Figure 7. Edward Headlam Greenhow

Angielski lekarz, 1814-1888. Lekarz, epidemiolog,
higienista, statystyk, klinicysta i wyktadowca. Simwat

medycyr w Edynburgu i Montpelier. W 1855 roku
zostat mianowany wykladowczdrowia publicznego w
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szpitalu St Thomas. Dr Greenhow zostat zaaogany
do przeprowadzenia dochodzenia w sprawie btonic
(1859) i chordb ptuc wwdéd zawoddw (goérnik, szlifierz,
obrabiajcy len, itp.). Byt gorliwym i skutecznym
nauczycielem i badaczem, a ek wspanialym i
gruntownym czlowiekiem biznesu. Greenhow napisa
m.in.: ‘On Diphtheria,” 1860. ‘On Addison's Disedse
1866.

FISHERMAN'S SIGN

A zoonotic skin or systemic cellulitis disease ealis
Erysipelothrix rhusiopathiaeThe bacterium is found in
fish, swine, turkeys, marine mammels, and pigeons.

OBJAW RYBAKA

Odzwierzca, skérna i systemowa choroba tkankizhej

spowodowana przez Erysipelothrix  rhusiopathiae
Bakteria wystpuje w rybach, wswin, indykéw, ssakéw
morskich i gotbi.

FISH-SKIN SIGN
Synonym: ichthyosis.

OBJAW SKORY RYBY

Synonim: ichthyosis.

FITZPATRICK SIGN

Sign in dermatofibroma. Lateral pressure produces
with an overlying depression in the center of papule.
A central depression or dimple elicited within aitsm
when it is squeezed along its margins. Also knoass
Dimple sign.

Figure 8. Fitzpatrick sign

OBJAW FITZPATRICKA

Objaw w dermatofibroma. €hienie boczne wytwarza
deprest lezacej w centrum grudki. Webienie lub dotek
wywotany rozpezeniem zmiany wzdiu jej brzegéw.
Zwany réwnie: objawem dotka lub guzika

)
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THOMAS BERNARD FITZPATRICK

American dermatologist, 1920-2003. Often proclaimed
as one of the world's leading dermatologist. He thas
Professor and Chairman of the Department of
Dermatology at Harvard Medical School and Chief of
the Massachusetts General Hospital Dermatology
Service from 1959 to 1987. Fitzpatrick graduatemifr
the University of Wisconsin (AB), Harvard Medical
School (MD), and University of Minnesota (PhD).
During World War Il he served in the Army Chemical
Center, where he met Aaron B. Lerner, MD, PhD, and
began a historical collaboration to explain pignaginh

of skin. In 1971 Fitzpatrick published the first
multiauthor dermatology textbook in the United 8tat
and served as organizer and senior editor for 4
subsequent editions of this seminal book about akith
skin disease for dermatologists and nondermatdlogis
physicians.Fitzpatrick described cutaneous marladrs
certain neurological disorders and many other nrarke
and skin signs of systematic illness. He was onéhef
first to apply electron microscopy to study of thlan,

and with colleagues discovered and named the
melanosome, the basic subcellular organelle of
pigmentation. He helped in defining and profilinget
clinical and microscopic characteristics of early

melanoma. He and his colleagues invented oral [esora
photochemotherapy (PUVA).

Figure 9. Thomas Bernard Fitzpatrick

Amerykanski dermatolog, 1920-2003. Ogtoszony jako
jeden z wiodcych na $wiecie dermatologéw. Byt
profesorem i przewodniggym Wydziatlu Dermatologii
na Harvard Medical School i dyrektorem Massachssett
General Hospital Dermatology Service 1959/87.
Fitzpatrick jest absolwentem Uniwersytetu Wisconsin
(AB), Harvard Medical School (MD) i Uniwersytetu
Minnesota (PhD). Podczas Il wojdyiatowej stuyt w
Army Chemical Center, gdzie spotkat @ Aaronem B.
Lerner, MD, PhD, i rozpogi historyczra wspétprag w
wyjasnianiu pigmentacji skory. W 1971 Fitzpatrick
opublikowat pierwszy z udzialem wielu autoréw



podrecznik dermatologii w Stanach Zjednoczonych i byt
organizatorem i redaktorem 4 kolejnych wydaej
przetomowej ksizki o skorze i chorobach skory dla
dermatologow. Fitzpatrick opisat skorne markery|
niektoérych zaburze neurologicznych i wielu innych
markerow i objawow skdrnych choréb systemowych
Byt jednym z pierwszych, ktéry zastosowat mikroskop
elektronows do badania skoéry, z kolegami odkryt i
nazwal melanosomy, podstawowe watwvpkomorkowe
organella pigmentacji. Pomagat w definiowaniu i
profilowaniu klinicznym i mikroskopowym wczesnego
czerniaka. On i jego koledzy wyslyi leczenie
luszczycy doustnym psoralenem zsweetlaniem UV
(PUVA).

FLAG SIGN

Dyspigmentation of the hair occurring as a bandightt
hair. may be accompanied by (hyperthyroidism
hypothyroidism, use of certain medications (anti
malarial), nutritional deficiencies; kwashiorkor. h&@
person first describing "flag sign" was Dr. AntorRena
Chaivsrria, Director San Juan de Dios Children'd
Hospital in San Jose, Costa Rica under the nangn6Si
de Bandera".

Figure 10. FI sign :

OBJAW FLAGI

Pasmo jasno zabarwionych wiloséw na skoérze gtowy

moze towarzysz§ (nadczynnéci, niedoczynnéci
tarczycy, stosowaniu niektorych lekéw
(p/malarycznych), niedoboréw  zywieniowych;

kwashiorkor. Osofy ktéra po raz pierwszy opisata
"objaw flagi" byt dr Antonio Pena Chaivsrria, dytek
San Juan de Dios Children's Hospital w San Jose,
Kostaryki pod nazw"Signo de Bandera".

ANTONIO PENA CHAVARRIA

P Director San Juan de Dios Children's Hospit&an
Jose, Costa Rica.

Dyrektor San Juan de Dios Children's Hospital w San
Jose w Kostaryce.

FORDYCE'S SIGN

Numerous small, faint yellow granules occurringttie
buccal mucosa and lip. Also called Fordyce granules
Oral contraceptives have been linked to an incréase
incidence.

Figure 11. Fordyce's in _

OBJAW FORDYCE

Liczne mate, bladaétte granulki wystpujace na btonie
sluzowej jamy ustnej i warg. Zwany tak granulkami
Fordyce. Doustngrodki antykoncepcyjne aszwiazane
Ze wzrostem e&stasci wyskepowania objawu.

JOHN ADDISON FORDYCE

American dermatologist, 1858-1925. His name is
associated with Fordyce's spot, Brooke—Fordyce
trichoepithelioma, Fordyce's disease, Fordyce'sordes
and Fox-Fordyce disease. Fordyce graduated in 1881
with a degree in Medicine from the Chicago Medical
College. He began his career in Hot Springs, Ardans
but would travel to Europe in 1886. There he stuidie
dermatology in Vienna and Paris. He returned to the
States and settled down in New York, where he was a
specialist in dermatology and syphilis. From 1889 t
1893 he taught at the New York Polyclinic, and ddte
served as a professor at the Bellevue HospitaleGell
and the Columbia University College of Physiciansl a
Surgeons.

Amerykanski dermatolog, 1858-1925. Nazwisko wate

sig z takimi schorzeniami jak Plamki Fordyce'a,
trichoepithelioma Brooke—Fordyce’a, choroba Fordyce
zmiany Fordyce'a, choroba Foxa-Fordyce'a. Fordyce w
1881 uzyskat dyplom medycyny z School of Medicine w
Chicago. Swaqj kariek rozpocat w Hot Springs w
stanie Arkansas, sl w 1886 przeniost sido Europy,
gdzie studiowat dermatologiw Wiedniu i Paryu. Po
powrocie do USA osiedlit siw Nowym Jorku, gdzie byt
specjalisi dermatologii i kity. Od 1889 do 1893 uczyt na
Poliklinice Nowojorskiej, péniej byt profesorem
Bellevue Hospital College i College of Physiciangl a
Surgeons.
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Figure 12. John Addison Fordyce

FORDYCE'S LESION
Synonym: Angiokeratoma.

Figure 13. Fordyce’s lesion

ZMIANY FORDYCE

Synonim: Angiokeratoma

FOREHEAD SIGN

Smooth forehead due to changes in the center of th
frontalis muscle and loss of the eyebrows and shels
An indication of leprosy.

OBJAW CZOtA

Gtadkie czoto w zwizku ze zmianami w centrum ¢dni
czotowych oraz utratbrwi i rzes. Objaw tgdu.
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FORSCHHEIMER SIGN

Small, red spots (petechiae) on the soft pala0 of
patients with rubella. They precede or accompamry th
skin rash of rubella.

7,

Figure 14. Fscheier sign

OBJAW FORSCHHEIMERA

Male, czerwone plamki (wybroczyny) na podniebieniu
miekkim u 20% pacjentéw z iczka. Moga poprzedzé
lub towarzyszy wysypce na skorze.

FREDERICK FORSCHHEIMER

American  pediatrician  known  for  describing
Forchheimer spots. He became an instructor at the
Medical College of Ohio in 1875, and founded on¢hef
first clinics for children in the United States. Hecame
professor of diseases of children, and publishest&ies

of the Mouth in Children in 1892 in which he debed

his eponymous sign. He became president of the
Association of American Physicians in 1911 and was
given an honorary Doctor of Science degree by Hdrva
University.

Figure 15. Frederick Forschheimer

Amerykanski pediatra, znany z opisu plamek
Forchheimera. Byt instruktorem w Medical College of
Ohio w 1875 roku i zatoyt jedm z pierwszych klinik dla
dzieci w Stanach Zjednoczonych. Zostat profesorem
choréb dzieci i opublikowat kgtke o chorobach jamy
ustnej u dzieci w 1892 roku, w ktorej opisat jego
tytulowy objaw. Zostat prezesem amergkkiego
towarzystwa lekarzy w roku 1911 i otrzymat honorowy
doktorat z nauki przyznany przez Harvard University




FOTHERGILL'S SIGN

1. Facial pain brought on by the gentlest touclsigh of
trigeminal neuralgia. Also called trifacial neurialg
2. Scarlatiana anginosa.

OBJAW FOTHERGILLA

1. Bol twarzy spowodowany przez delikatny dotyk.
Objaw neuralgii nerwu tréjdzielnego. Zwany takjako
trifacial neuralgia. 2. Anginosa Scarlatiana.

JOHN FOTHERGILL

English physician and botanist, 1712-178{& was the
first to give an accurate description of migrained a
trigeminal neuralgia. He used artificial respirati@s
early as 1744 and believed in the medicinal progedf
coffee. A keen botanist, he kept a botanical gansi¢m
thousands of tropical plants in hothouses. He vhas t
first to describe the Fothergilla shrub. He alsg
campaigned for the abolition of slavery, the regisbn
of births and deaths and the widening of London'
streets.

Figure 16. John Fothergill

Angielski lekarz i botanik, 1712-1780. Byt pierwszym,
ktéry przedstawit doktadny opis migreny i neuralgii
nerwu trojdzielnego. Zastosowat sztuczne oddychani
juz w 1744r. i wierzyt w lecznicze wdaiwosci kawy.
Zapalony botanik, trzymat w ogrodzie botanicznym
tysiace tropikalnych rélin w szklarniach. By}
pierwszym, ktory opisat krzew Fothergilla. Prowddzi
kampan¢ na rzecz zniesienia niewolnictwa, rejestracji
urodze i zgonow oraz poszerzenia ulic w Londynie.

FOUNTAIN OF YOUTH SIGN (Mexico)

The patient’'s wrinkles have smoothed out and tfazie
has been restored to a youthful appearance. Imdicat
infection with a diffuse type of leprosy.

D

1)

OBJAW MLODZIE NCZEJ FONTANNY

Wygtadzenie zmarszczek i przywrdcenie twarzy do
miodego wygidu. Wskazuje na rozsiany typadu.

FOURNIER SIGN

1. The sharp delimitation characteristic of a sl
skin lesion and Scars on the mouth following thalihg
of lesions in congenital syphilis.

2. Anterior bowing of the tibia, seen in some cidlu
with congenital syphilis. Saber shin.

n

OBJAW FOURNIERA

1.0stre charakterystyczne rozgraniczenia syfiliych
zmian skérnych oraz blizny na ustach po wygojeniu
zmian we wrodzonej kile.

2. Przodozgicie kdci piszczelowej, u niektérych dzieci
z wrodzon kita. Szablowate podudzia.

JEAN ALFRED FOURNIER

French dermatologist, 1832-1914. He specializethén
study of venereal diseases. In 1876 he was apjpointe
chef de service at the Hopital Saint-Louis, and.&80
became a member of the Académie de Médecine. His
main contribution to medical science was the statly
congenital syphilis, of which he provided a degiwip of

in 1883. In his numerous publications he stres$ed t
importance of syphilis being the cause of degenerat
diseases. His name is associated with the followinge
medical terms:

Fournier's gangrene: Gangrene caused by infecfitimeo
scrotum and usually associated with diabetes. Attho
the condition is named after Fournier, it was first
described by a physician named Baurienne in 1764.
Fournier's sign, Fournier's tibia.
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EDWARD FRANCIS

American microbiologist, (1872-1957). Francis sadi
at the Ohio State University and at the Universify
Cincinnati, where he received his medical degree in
1897. In 1922 the Francis first recognized tulageimi
humans and-rancisella tularensisas the cause of the
disease. In 1928 the American Medical Association
awarded Francis its Gold Medal for his contribusidn

the knowledge of tularaemia. He received honorary
degrees from Miami University and Ohio State
University. Besides tularaemia, Francis also wrote
yellow fever, pellagra, tetanus, filariasis and rieb
undulans (brucellosis).

Figure 18. Jean Alfred Fournier

Francuski dermatolog, 1832-1914. Specjalizowalesw
badaniach choréb wenerycznych. W 1876 roku zostat
mianowany Kierownikiem w Hépital Saint-Louis, a w
roku 1880 zostat cztonkiem Académie de Medecine]
Jego gltdbwnym wkiadem do nauk medycznych byig
badanie wrodzonej kity, ktérego wynikiem byt opis w
1883 roku. W swoich licznych publikacjach podita¢
znaczenie kily, jako przyczyny choréb degeneraayfiny
Jego nazwisko wie sk z trzema nagpujacymi
kategoriami medycznymi:

Zgorzel Fourniera: Gangrena spowodowana przeg
zakaenie moszny i zazwyczaj zariana z cukrzyg
Chocia zmiana nosi nazgvFourniera, po raz pierwszy
opisana zostala przez Baurienne w 1764 rokd.
Objaw Fourniera, piszczel Fourniera. Figure 19. Edward Francis

Amerykanski mikrobiolog, (1872-1957). Francis

FOURTH SIGN studiowat na Ohio State University oraz w Universt
. o Cincinnati, gdzie otrzymat dyplom lekarza w 189%kuo
See: Filatov-Duke’s sign. W 1922 r. Francis po raz pierwszy opisat tulakemi
ludzi, a Franciselk tularensisjako przyczyme choroby.
OBJAW CZWARTY W 1928 roku American Medical Association przyznato
Patrz: objaw Filatowa-Dukesa. mu Ztoty Medal za jego wktad do wiedzy o tularemii.

Otrzymat doktorat honoris causa Uniwersytetu Miami
Ohio State University. Poza tularemiFrancis opisat
FRANCIS SIGN réwniez zO6tta febre, pellage, tezec, filariozy i febris

undulans (brucellosis).

Painful skin lesions, pneumonia, pharyngitis. ltifeT

caused by a zoonotiic tularemia disease. Formdisf t
bacterium are viable biological weapons. Also chlle FRANK SIGN
deel-fly fever, rabbit fever, and Ohara fever.

Diagonal crease on the ear lobe of an adult, aestsuki

OBJAW FRANCISA with increased risk of coronary artery disease.

Bolesne zmiany skorne, zapalenie ptuc, zapalemitaga OBJAW ERANKA

Infekcja spowodowane przez odzwiggz chorolg-

tularemi. Formy tej bakterii s zdolne do mycia jako Ukosny fald na ptatku ucha dorostego cztowieka,
bron biologiczna. Zwany tate jako deel-fly fever, zwigzanu  ze  zwikszonym  ryzykiem  choroby
goraczka krélicza, garczka Ohara. wiencowe;.
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Figure 20. Frank sign

SANDERS T. FRANK

American pulmonologist, born in 1938; known for
describing Frank's sign. He has worked as direofor
respiratory medicine at the Garfield Medical Centre
Monterey Park, California.

Amerykanski pulmunolog, urodzony w 1938r.; znany z
opisu objawu Franka. Pracowat jako dyrektor dsr@ho
uktadu oddechowego w Garfield Centrum Medyczne
Monterey Park, Kalifornia.

FRANKEL'S SIGN

The diminished tonicity of the hip joint muscles.sign
of tabes dorsalis.

OBJAW FRANKELA

Zmniejsza napcie mesniowego mégsni stawu
biodrowego. Objaw tabes dorsalis.

ALBERT FRANKEL

German physician, 1848-1916. Helped establish

Streptococcus pneumoniae as a cause of bacter

pneumonia and championed intravenous ouabain f®r ug

in heart failure. The Albert-Fraenkel-Plakette (&ib
Fraenkel award) is given to German-speaking
cardiologists who have excelled in the field. Haedgtd
medicine in Munich and Strasbourg in the 1880s. H¢
initially practiced internal medicine and obstedridout
turned to studying diseases of the lungs afteresnfj
from tuberculosis. He established a
sanatorium at Badenweiler in the Black Forest. ftkak
also first used g-Strophanthin (ouabain) in hegittife, a
practice which continues to be advocated by som
practitioners in Germany.

Niemiecki lekarz, 1848-1916. Jako pierwszy wskazal na
Streptococcus pneumoniae jako przyezimakteryjnego
zapalenia ptuc. Nagred Alberta Frankela (Albert

tuberculosi$

al

D

Frankel Plakette) przyznaje esiniemieckogzycznym

kardiologom w uznaniu zastug na tym polu. Studiowat
medycyr w Monachium i Strasburgu w 1880 roku.
Pocatkowo praktykowat medycyn wewrgtrzmg i
potoznictwo, ale zwrocit & w kierunku choréb ptuc i
chorych na gridice. Zatazyt sanatorium
przeciwgrulicze w Badenweiler w Schwarzwaldzie.
Frankel rowni¢ po raz pierwszy iyt g-Strophanthin
(ouabain) w niewydolriei serca, praktyki, ktéra nadal
jest zalecane przez niektdrych lekarzy w Niemczech.

N Wik

\ 111}
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Figure 21. Albert Frankel

FREDERICQ'S SIGN

A red line on the gingival in tuberculous and cierta
pulmonary affections.

OBJAW FREDERICQ

Czerwona linia na dgstach w gralicy ptuc i niektérych
schorzé ptluc.

LOUIS AUGUST FREDERICQ
Belgian physician, 1815-1853.

Belgijski lekarz, 1815-1853.

FRENCH SIGN

Syphilis. Also called morbus gallicus or the French
disease.

OBJAW FRANCUSKI

Kita. Zwany take chorola galicyjsks lub chorol
francusk.

HIERONYMUS FRACASTORIUS

Physician, astronomer, a naturalist, a poet and a
philosopher, 1483-1553. The poem Syphilis sive msrb
gallicus was published by Fracastor in 1530. idten

in excellent Latin and gives a valuable descriptiéthe
symptomatology of this venereal disease. In Dehisor
contagiosis, printed in Venice in 1546, Fracastor
describes the cause of syphilis and appears ascargor

of bacteriology. Fracastor was born in 1483 witkin
well-known medical family. He studied the Fine Arts
Mathematics and Medicine in Padova.
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igure 22.

Lekarz, astronom, przyrodnik, poeta i filozof, 1483-
1553. Poemat o kile, chorobie galicyjskiej Fracasto
opublikowat w 1530 roku. Jest napisany w doskonate|
tacinie i zawiera opis objawéw choroby weneryczigj.
De morbis contagiosis, drukowanej w Wenecji w 1546
Fracastor opisuje przyczyny kity i pojawiag siu jako
prekursor bakteriologii. Fracastor urodzié sv 1483 w
znanej rodziny lekarskiej. Studiowat Sztuki ke,
matematyk i medycyr w Padwie.

FRENCHIFY'D SIGN
An english term translated as: a person with védnera
disease.

OBJAW SFRANCUZENIA

Angielskie stowo tlumaczone jako: osoba z charob
wenerycza.

FREUND SIGN

A brownish to reddish discoloration of the neck and
sometimes the arms due to applying perfume or c&log
to the skin and subsequent exposure to sunlight.
Sometimes the skin first turns red pefore changing
brownish color. Many perfumes and colognes corntdin
of bergamot. Synonym: Bergamot disease, Freungd
dermatitis, berloque dermatitis, eau de cologne
dermatitis, photodermatitis pigmentaria, Pigmentagn
coulée, breloque en collier, toilet water dermstiti

OBJAW FREUNDA

Od brzowego do czerwonawego przebarwienia na szyj,
a czasami i nagkach z powodu stosowania perfum lub
wody kolmiskiej na skég i pdézniejszej ekspozycji na
$wiatto stoneczne. Na pogtku skéra mae mig kolor
czerwony, z czasem przybierze kolor azowy.
Wywotany przez wiele perfum i wdd kalskich
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zawierajcych olejek bergamotki, ekstrakt skorki
pomaraczowej. Synonim: choroba  bergamotki,
zapalenie skory Freunda, berloque dermatitis, eau d
cologne dermatitis, photodermatitis  pigmentaria,
pigmentation en coulée, breloque en collier, toiater
dermatitis.

EMANULE FREUND
Italian physician, 1869-1940.

Wioski lekarz, 1869-1940.

FRITOS SIGN

(Fritos is the name of a brand of corn chips mage b
Frito-Lay). The corn chip or tortilla odor sometisne
associated with beta-hemolyftreptococcus pyogenes.

OBJAW FRITOS

(Fritos jest nazw marki ptatkbw kukurydzianych
produkowanych przez Frito-Lay). Zapach platkéw
kukurydzianych lub tortilli jest czasami zyiany z beta-
hemolizupcymi Streptococcus pyogenes

FROG’S NECK SIGN / FROG'S SIGN

Cystic hygroma; remarkable translucent swellingthodf
neck / lessions in the oral cavity.

i:igure 23. Frog’s neck sign

Figure 24. Frg’s sign



OBJAW ZABIEJ SZY|/ ZABI OBJAW

Cystic hygroma; niezwykle przezroczysty odkzszyi /
Zmiany w jamie ustnej.

FUTCHER'’S LINE

Sharp, linear demarcation between dark and light, sk

most commonly seen on the anterolateral aspecheof t
upper arm and posteromedial leg. They occur in 85%

black individuals, 10% if Caucasians, and 4% oOf
Japanese individuals. Also known as type A lines
Voigt's lines, pigmentary demarcation lines.

Figure 25. Futcher’s line

LINIE FUTCHERA

Ostro przebiegage, linie demarkacyjne poetzy skén
ciemniejsa i jasniejsz, najczsciej postrzegane w
przednio-bocznej eZ#ci ramienia i tylno-pérodkowej
powierzchni ndg. Wyspuja u 75% czarnoskorych oséb,
10% u rasy kaukaskiej i u 4% japzykéw. Znany
réwniez jako linie typu A, linie Voigta, pigmentacyjne
linie demarkacyji.

HOWARD PALMER FUTCHER

American-Canadian physician, 1910-2004. fformer
member of the faculty of the Johns Hopkins Univgrsi
School of Medicine, executive director of the Ansan
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