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Editorial ¢La incidencia de las dermatosis a través del tiempo cambia con frecuencia?

— Editorial

;LA INCIDENCIA DE LAS DERMATOSIS A TRAVES DEL TIEMPO CAMBIA CON FRECUENCIA?

Hemos observado interesados que en los dltimos afios ciertas enfermedades de la piel consi-
deradas casi histéricas han regresado a la palestra a veces con fuerza inusitada. Las tradicio-
nales enfermedades que normalmente llenan los indices de las publicaciones dermatoldgicas,
como la psoriasis, dermatitis atdpica, acné, rosacea, melasma, vitiligo y tumores, como el
melanoma o los carcinomas basocelulares o espinocelulares, estan cediendo el paso a mul-
tiples publicaciones sobre temas como sifilis, hidradenitis supurativa o escabiosis, enferme-

dades todas ellas en alza constante en los actuales momentos.

Una de las frases célebres que mas recuerdo sobre el cambio y el paso del tiempo corresponde
a John F. Kennedy cuando decia: “Cambiar es ley de vida. Los que solo miran al pasado o al presente,
seguramente perderdn el futuro,” y es que si no entendemos que estas enfermedades resucitadas
o nuevas estan predominando y que debemos reestudiarlas, entonces podriamos quedarnos

fuera del combate contra estas patologias.

Las estadisticas son claras, entidades como la Organizacion Panamericana de la Salud (OPS)
y el Centro Europeo para la Prevencion y el Control de Enfermedades (ECDC) reportan que
los casos de sifilis se han duplicado en la tltima década, conllevando igualmente el riesgo ya

real de un repunte de la sifilis congénita, debido a la falta de controles prenatales adecuados.

Muchos de nosotros ya no vemos sifilis primaria, y por ende ya no vemos chancros; cualquiera
que sea la causa condicionante (medicacién inadecuada, diagnésticos tardios o erroneos, etc),
lo que estamos viendo es una gran mayoria de casos de secundarismo luético, pero muchos

jovenes no tienen experiencia en el gran polimorfismo de este periodo de la ldes.

Por su parte, la escabiosis, durante el confinamiento en la pandemia y su prolongada y
obligada convivencia, muchas veces en viviendas de espacios reducidos, hicieron factible la
trasmision piel a piel del dcaro Sarcoptes scaibei; hoy en dia todos los paises reportan alta in-
cidencia de sarna e igualmente de su forma costrosa, también incrementada. De otro lado,
la pérdida de eficacia de algunos de los medicamentos clasicos, el retraso diagndstico ante
pacientes con prurito crénico, especialmente nocturno, o el ocultamiento de la enfermedad
por higiene exagerada o uso de corticoides topicos, que transforman la forma clasica en una
forma incognita, a veces dificil de ser reconocida y, finalmente, la explicacion terapéutica in-

completa, contribuyen al aumento de este cuadro en muchos paises.
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¢La incidencia de las dermatosis a través del tiempo cambia con frecuencia? Editorial

En el caso de la hidradenitis supurativa, conocida desde 1886, la abundancia de investiga-
ciones cientificas que han llevado al descubrimiento de nuevas moléculas e inhibidores para
el tratamiento de esta patologia, como es el caso de los bioldgicos, muy necesarios ante una
enfermedad que produce estigmas alarmantes en los pacientes, especialmente en aquellos
muy jévenes, ha influido en la abundancia de reportes.

¢Debemos cambiar entonces? Si, pero cambiar no solo es estudiar lo nuevo; también de-
bemos estudiar lo antiguo por su historia, pero nuevo, por el desconocimiento de muchos,
imponiéndose entonces el revisar todas esas enfermedades, que hacen honor a aquellas frases
célebres de ilustres pensadores, sin olvidar, que como decia Isaac Asimov, “El cambio es la tinica

constante del universo,” y nosotros también debemos ser parte de ese cambio.

Dr. Enrique Uraga P.
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Editorial Does the Incidence of Dermatoses Change Frequently Over Time?

— Editorial

DOES THE INCIDENCE OF DERMATOSES CHANGE FREQUENTLY OVER TIME?

We have observed with interest that, in recent years, certain skin diseases once regarded as
almost historical have returned to the forefront, sometimes with unexpected force. The tra-
ditional conditions that commonly dominate the pages of dermatological publications—such
as psoriasis, atopic dermatitis, acne, rosacea, melasma, vitiligo, and tumors including me-
lanoma, basal cell carcinoma, and squamous cell carcinoma—are increasingly sharing the
spotlight with a growing number of publications on conditions such as syphilis, hidradenitis

suppurativa, and scabies, all of which are currently showing a sustained rise.

One of the most memorable quotations about change and the passage of time is attributed to
John F. Kennedy, who said: “Change is the law of life. And those who look only to the past or present
are certain to miss the future.” Indeed, if we fail to recognize that these re-emerging or newly
prominent diseases are becoming increasingly prevalent, and that we therefore need to study

them anew, we risk falling behind in the fight against these conditions.

The statistics are clear. Organizations such as the Pan American Health Organization (PAHO)
and the European Centre for Disease Prevention and Control (ECDC) report that cases of
syphilis have doubled over the past decade. This trend also carries the very real risk of a
resurgence in congenital syphilis, particularly when adequate prenatal screening and fo-

llow-up are lacking.

Many of us no longer encounter primary syphilis as frequently and, consequently, rarely see
chancres. Whatever the underlying reasons—whether inappropriate treatment, delayed or
incorrect diagnosis, or other factors—what we are increasingly seeing are cases of secondary
syphilis. Yet many younger physicians have limited experience with the remarkable clinical
polymorphism that characterizes this stage of the disease.

Scabies, for its part, gained particular relevance during the COVID-19 pandemic. Lockdowns
and prolonged, unavoidable close contact, often among people living in confined spaces,
facilitated skin-to-skin transmission of the mite Sarcoptes scabiei. Today, many countries
report a high incidence of scabies, including an increase in its crusted form. In addition, the
reduced effectiveness of some traditional treatments, delays in diagnosis among patients
presenting with chronic pruritus—particularly nocturnal pruritus—and the masking of the
disease through excessive hygiene or the use of topical corticosteroids may transform the

classic presentation into scabies incognito, which can sometimes be difficult to recognize.
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Does the Incidence of Dermatoses Change Frequently Over Time? Editorial

Finally, incomplete instructions regarding treatment and measures to prevent reinfestation may

also contribute to the persistence and increasing frequency of this condition in many countries.

In the case of hidradenitis suppurativa, a disease recognized since 1886, the growing body
of scientific research has led to the discovery of new therapeutic molecules and inhibitors,
including biologic agents. Such treatments are particularly important for a disease that can
leave profound physical and psychosocial scars, especially in very young patients. These the-
rapeutic advances and the renewed scientific interest surrounding them have undoubtedly

contributed to the increasing number of publications on this condition.

Should we change, then? Yes. But change does not mean studying only what is new. We must
also revisit what is old—old because of its history, yet new to many because of unfamiliarity.
We are therefore compelled to re-examine these diseases and rediscover the lessons they
have to teach us, honoring the wisdom expressed in the words of distinguished thinkers. And
we should not forget the words attributed to Isaac Asimov: “The only constant in the universe is

change.” We, too, must be part of that change.

Dr. Enrique Uraga P.
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CASO CLINICO

L. Ortiz et al.

Lucy Ortiz,“* Gregorio Ortiz,”** Kimberly Torres,”*** Maria Cecilia Briones****

INTRODUCCION

RESUMEN

La anhidrosis idiopatica generalizada adquirida (AIGA) es un trastorno
infrecuente caracterizado por la incapacidad de sudar en ausencia de
causas dermatoldgicas, neuroldgicas o metabodlicas identificables. Se
presenta el caso de una paciente femenina de 23 afios, con inicio de sin-
tomas a los 8 afios, quien desarrollé anhidrosis generalizada progresiva
asociada a intolerancia al calor, prurito y lesiones cutdneas eritematosas
exacerbadas por temperaturas elevadas. Al examen fisico se evidenciaron
madculas, papulas y placas eritemato-violaceas en tronco y regiones axi-
lares. El test de Minor fue negativo, confirmando ausencia de sudoracion.
Los hallazgos histopatolégicos mostraron arquitectura cutanea con-
servada con glandulas ecrinas estructuralmente normales, aunque con

cambios degenerativos ductales e infiltrado linfocitario leve.

La AIGA representa un desafio diagnéstico debido a su baja prevalencia
y superposicion clinica con otras entidades. Su fisiopatologia es hetero-
génea e incluye mecanismos neuropiticos, glandulares e inmunoldgicos.
El reconocimiento oportuno es fundamental para prevenir complica-
ciones como hipertermia y golpe de calor. Este caso resalta la impor-
tancia de la correlacién clinico-patoldgica en el diagnéstico de AIGA y

contribuye a ampliar la evidencia sobre esta entidad poco frecuente.

La anhidrosis idiopatica generalizada adquirida (AIGA)
es un desorden raro que causa anhidrosis/hipohidrosis
sistémica sin causa dermatolégica, metabdlica o neuro-
logica’? En términos simples, la anhidrosis es una falla
en la produccion de sudor en respuesta a estimulos fi-

sioldgicos, térmicos o quimicos?

Hasta el 2017, de acuerdo a las guias japonesas para el diag-
ndstico y tratamiento de AIGA, no existe una definiciéon

especifica, ni informacién epidemioldgica publicada.

Por ende, no existen datos de prevalencia y morbilidad,
y los tnicos datos publicados corresponden a aproxima-
damente 100 reportes de casos que en su mayoria son
de Japén. AIGA es mds comun en hombres, que corres-
ponde a mas del 80% de los casos reportados, y tipica-

mente debuta en la segunda y cuarta década2

Desde el punto de vista fisiopatoldgico, existen tres
mecanismos que explican el desarrollo de esta entidad:

a) neuropatia sudomotora, b) la falla sudomotora pura

Revista Dermatoldgica Centro Uraga | Vol 8 | N°2 2026
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idiopatica y c) falla en la glandula sudoripara. Estudios
recientes sugieren que existe una resistencia periférica
a la estimulacién colinérgica, asociada a una dismi-
nucion en la expresién del receptor muscarinico M3
en las glandulas ecrinas. Asimismo, la asociacion con
una IgE elevada, urticaria colinérgica y la respuesta fa-
vorable a terapia inmunosupresora se relaciona con el

mecanismo inmunitario 4>

La AIGA continta siendo una condicién poco reportada
por ser infradiagnosticada, su variabilidad clinica y por
asociarse a otras condiciones dermatoldgicas. Esto re-
salta su importancia para esta revista y la comunidad
cientifica. En este contexto, se presenta el siguiente
caso clinico que plasma las caracteristicas clinicas, his-
topatolégicas y una pequeiia revision de esta condicién

poco frecuente.

Reporte de Caso Clinico

CASO CLiNICOD

Paciente femenina de 23 afios de edad, sin antece-
dentes personales patoldgicos ni alergias conocidas, con
cuadro de inicio a los 8 afios de edad. La paciente re-
feria que hasta esa edad presentaba sudoraciéon normal;
posteriormente, noté una disminucién progresiva de la
misma, llegando a presentar anhidrosis generalizada.
En el examen fisico, presentd eritema difuso en zona
de abdomen, acompafiado de pdapulas eritematosas
en pecho y cara interna de brazos y antebrazo (Figura
1a). Adicionalmente, present6 eritema en zona frontal
acompaiiado de papulas eritematosas en rostro (Figura
1b), lesiones que se exacerbaban con temperaturas altas.
En espalda, se evidenciaron lesiones papulares erite-

matosas de bordes mal definidos (Figura 1c) y en zona

axilar, placas eritemato-violaceas. (Figura 1d).

Figura 1a. Presentacién clinica abdomen.

Figura 1b. Presentacién clinica rostro.

Figura 1c. Presentacioén clinica espalda.

Revista Dermatoldgica Centro Uraga | Vol 8 | N°2 2026

Figura 1d. Presentacién clinica zona axilar.
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Como sintomatologia acompaiiante, paciente referia
prurito en regién axilar y espalda dorsal, y sensacién
de ardor en térax y abdomen. Manifestaba intolerancia
al ejercicio fisico, evitando su realizacién debido a sen-

sacion de sobrecalentamiento.

El test de Minor realizado en region axilar fue negativo, evi-

denciando ausencia de sudoracion en dicha area (Figura 2).

e

Figura 2. Test de Minor negativo.

Figura 3a. Biopsia brazo lzquterdo‘ Estructuras glandulares ecrinas
de arquitectura conservada.

Ry

Pu

Figura 3b. Estructuras glandulares ecrinas con alteraciones
degenerativas e infiltrado.

L. Ortiz et al.

Se realizaron biopsias cutdneas en brazo izquierdo y
region axilar izquierda. En la muestra de brazo se observé
epidermis y dermis con arquitectura conservada, leve in-
filtrado linfocitario perivascular superficial y presencia
de conductos ecrinos de morfologia normal (Figura 3a).
En la biopsia axilar se evidencié arquitectura cutanea
conservada, con leve infiltrado linfocitario perivascular
superficial y presencia de glandulas ecrinas estructural-
mente conservadas. A nivel ductal, se identificé un con-
ducto ecrino con cambios degenerativos caracterizados
por tumefaccion celular, eosinofilia citoplasmatica,
apoptosis y cariorrexis, asociados a infiltrado linfoci-

tario leve (Figura 3b).

DISCUSION

La anhidrosis es una falla en la producciéon de sudor en
respuesta a estimulos fisiolgicos térmicos o quimicos? La
anhidrosis generalizada idiopética adquirida (AIGA) es un
trastorno poco frecuente que se caracteriza por la inca-
pacidad de sudar sin una causa aparente (cutdnea, me-
tabdlica o neuroldgica). Este trastorno suele afectar a va-
rones jovenes y altera gravemente la calidad de vida. Al
exponerse a altas temperaturas, los pacientes AIGA sufren
facilmente un golpe de calor, presentando sintomas como
malestar general, hipertermia, mareos, palpitaciones,
desmayos y, finalmente pérdida de consciencia debido a
la desregulacion de la temperatura corporal. Se desconoce
la incidencia, prevalencia y morbilidad real de la enfer-
medad?® Se considera que la patologia es poco frecuente,
ya que solo se han notificado aproximadamente 100 casos.
La mayoria de los pacientes con AIGA reportados en otros
estudios han mostrado una etnia asiatica preferente, pero
no exclusiva, por lo que la incidencia y las caracteristicas
clinicas en otros paises siguen siendo inciertas. Alterna-
tivamente, los pacientes pueden ser diagnosticados err6-
neamente con otras afecciones, como urticaria colinérgica
asociada a anhidrosis o dermatitis atdpica asociada a an-
hidrosis. Por lo tanto, la enfermedad solo se diagnostica

en una pequeiia proporcion de casos reales?

En cuanto a su fisiopatologia, se reconocen tres meca-
nismos principales: neuropatia sudomotora, insuficiencia
sudomotora pura idiopatica (IPSF) y la insuficiencia pri-
maria de la gldndula sudoriparas? En IPSF y en fases tem-

pranas de la falla glandular, la actividad simpdtica cutanea
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suele estar conservada o aumentada, lo que sugiere re-
sistencia periférica al estimulo colinérgico mas que un
defecto central? Este fenémeno se asocia con una dismi-
nucién de la expresion del receptor muscarinico M3 en
las glandulas ecrinas. La frecuente elevacién de IgE, la
coexistencia de urticaria colinérgica y la buena respuesta
a corticoesteroides apoyan un mecanismo autoinmuni-
tario, con posible participacién de autoinmunitario, con
posible participacién de autoanticuerpos anti-M3. En la
falla glandular avanzada predomina el dafio estructural
irreversible, con curso mas prolongado y menor res-
puesta terapéutica, lo que refuerza el concepto de AIGA

con un espectro fisiopatolégico heterogéneo?”

Los pacientes con AIGA no presentan una sudoracion
adecuada en respuesta a estimulos de calor como altas
temperaturas, humedad y ejercicios fisico. La anhidrosis/
hipohidrosis suele presentarse en el tronco con una dis-
tribucién simétricad® Las extremidades y, ocasional-
mente, la cara también puede verse afectada, pero la
afectacion de las palmas, plantas y axilas es poco fre-
cuente. Aproximadamente entre el 30 y el 60% de los pa-
cientes se quejan de sensacion de hormigueo y/o ronchas
en circunstancias que normalmente favorecen la sudo-
racion. Adicionalmente, pueden presentar sofocos, hiper-
termia, debilidad, lasitud, enrojecimiento facial, nauseas,
vomitos, cefalea, mareos o palpitaciones? Algunos pa-
cientes pueden sufrir un golpe de calor. El dolor punzante
y la erupcién cutanea de la urticaria colinérgica también

se observan frecuentemente3¢

El diagnoéstico del AIGA se basa en criterios clinicos y fun-
cionales. Se define por hipohidrosis o anhidrosis gene-
ralizada (> 25% de la superficie corporal), sin evidencia
de disautonomia u otra alteracién generalizada distinta
al compromiso sudomotor?* El test termorregulador
del sudor constituye la herramienta diagnéstica funda-

mental, el cual fue empleado en nuestro caso.

En la actualidad, no existe un algoritmo especifico para el
tratamiento de esta patologia, por lo cual las opciones te-
rapéuticas son limitadas, pero se han descrito terapias con
corticoides, pilocarpina, inmunoglobulina IV, ciclospo-
rinas con resultados variables. Estudios han utilizado con

éxito dosis altas de corticosteroides sistémicos en varios
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pacientes. Si bien la terapia de pulsos de esteroides se ha
adaptado para tratar la AIGA, la evidencia que respalda su
eficacia no es sélida, lo que lleva a recomendaciones mo-
deradas para establecer regimenes terapéuticos4® Varios
informes han indicado una eficacia considerable de los
corticoesteroides para mejorar la funcion sudoripara,
pero también se ha encontrado ineficiencia total y altas

tasas de recurrencia en algunos pacientes’

Se ha descrito la eficacia de la ciclosporina oral para el tra-
tamiento de la anhidrosis inducida por el acido drico (AIGA)
intratable. Diversas series de casos y reportes clinicos des-
criben tasas de respuesta clinica favorables en un porcentaje
significativo de pacientes, especialmente cuando el trata-

miento se inicia en fases tempranas de la enfermedad?

La pilocarpina ha sido estudiada en pequeiias series de
casos como coadyuvante a inmunosupresion (corticoides
o ciclosporina), o en casos de AIGA leve a moderada. Los
resultados de ciertos estudios sugieren que la terapia de
pulsos de esteroides y la pilocarpina oral tienen dife-
rentes mecanismos subyacentes a la mejoria de la AIGA:
la primera aumenta las areas y la cantidad de sudoracion,
mientras que la segunda aumenta la cantidad de sudo-

racion solo en areas hidrdticas normales?°
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ABSTRACT

Acquired idiopathic generalized anhidrosis (AIGA) is a rare disorder
characterized by the inability to sweat in the absence of identifiable der-
matological, neurological, or metabolic causes. We present the case of
a 23-year-old woman whose symptoms began at the age of 8 years,
with the progressive development of generalized anhidrosis associated
with heat intolerance, pruritus, and erythematous cutaneous lesions ex-
acerbated by elevated temperatures. Physical examination revealed er-
ythematous to violaceous macules, papules, and plaques involving the
trunk and axillary regions. The Minor starch-iodine test was negative,
confirming the absence of sweating. Histopathological findings demon-
strated preserved cutaneous architecture with structurally normal ec-
crine glands, although ductal degenerative changes and a mild lympho-

cytic infiltrate were observed.

AIGA represents a diagnostic challenge because of its low prevalence and
clinical overlap with other disorders. Its pathophysiology is heteroge-
neous and includes neuropathic, glandular, and immunological mech-
anisms. Early recognition is essential to prevent complications such as
hyperthermia and heat stroke. This case highlights the importance of
clinicopathological correlation in the diagnosis of AIGA and contributes

to expanding the available evidence regarding this uncommon condition.

INTRODUCTION

Acquired idiopathic generalized anhidrosis (AIGA) is a
rare disorder characterized by systemic anhidrosis or
hypohidrosis in the absence of dermatological, meta-
bolic, or neurological causes? In simple terms, anhi-
drosis refers to the failure of sweat production in re-

sponse to physiological, thermal, or chemical stimuli3

As of 2017, according to the Japanese guidelines for the

diagnosis and treatment of AIGA, there was no specific
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definition or published epidemiological information re-
garding this condition. Consequently, prevalence and
morbidity data remain unavailable, and the only pub-
lished information consists of approximately 100 case

reports, the majority originating from Japan.

AIGA is more common in men, accounting for more than
80% of reported cases, and typically presents during the

second to fourth decades of life?

-021



Case Report

-022

From a pathophysiological perspective, three mechanisms
have been proposed to explain the development of this con-
dition: (a) sudomotor neuropathy, (b) idiopathic pure su-
domotor failure, and (c) sweat gland failure. Recent studies
suggest the existence of peripheral resistance to cholinergic
stimulation associated with decreased expression of mus-
carinic M3 receptors in eccrine glands. Furthermore, the
association with elevated immunoglobulin E levels, cho-
linergic urticaria, and favorable responses to immunosup-

pressive therapy support an immunological mechanism#5

AIGA continues to be an underreported condition due to
underdiagnosis, its clinical variability, and its association
with other dermatological disorders. This highlights its
relevance for this journal and the scientific community.
In this context, we present the following clinical case
illustrating the clinical and histopathological charac-
teristics of this uncommon disorder, along with a brief

review of the literature.

L. Ortiz et al.

CASE REPORT

A 23-year-old woman with no relevant past medical
history or known allergies presented with symptoms
that began at the age of 8 years. The patient reported
normal sweating until that age, after which she noticed
a progressive decrease in perspiration, eventually devel-

oping generalized anhidrosis.

Physical examination revealed diffuse erythema involving
the abdomen, accompanied by erythematous papules on
the chest and the inner aspects of the arms and forearms
(Figure 1A). Additionally, frontal erythema associated with
erythematous papules on the face was observed (Figure
1B), with lesions worsening during exposure to elevated
temperatures. The back demonstrated ill-defined ery-
thematous papular lesions (Figure 1C), while erythem-
atous to violaceous plaques were present in the axillary re-

gions (Figure 1D). Associated symptoms included pruritus

Figure 1A.Clinical presentation of the abdomen.

Figure 1B.Clinical presentation of the face.

Figure 1C. Clinical presentation of the back.

Figure 1D.Clinical presentation of the axillary region.
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involving the axillary and dorsal back regions, as well as
a burning sensation affecting the thorax and abdomen.
The patient also reported exercise intolerance and avoided

physical activity due to a sensation of overheating.

The Minor starch-iodine test performed in the axillary

region was negative, demonstrating the absence of

sweating in this area (Figure 2).

Figure 2. Negative Minor starch-iodine test.

Figure 3A. Left arm biopsy showing eccrine glandular structures
with preserved architecture.

Flgure 3B‘ Eccrine glandular structures showing degenerative
changes and associated inflammatory infiltrate.
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Skin biopsies were performed from the left arm and the
left axillary region. The arm specimen demonstrated
preserved epidermal and dermal architecture, a mild su-
perficial perivascular lymphocytic infiltrate, and eccrine
ducts with normal morphology (Figure 3A). The ax-
illary biopsy revealed preserved cutaneous architecture,
with a mild superficial perivascular lymphocytic infil-
trate and structurally preserved eccrine glands. At the
ductal level, a single eccrine duct showed degenerative
changes characterized by cellular swelling, cytoplasmic
eosinophilia, apoptosis, and karyorrhexis, associated
with a mild lymphocytic infiltrate (Figure 3B).

DISCUSSION

Anhidrosis is defined as the failure to produce sweat in
response to physiological, thermal, or chemical stimuli23
Acquired idiopathic generalized anhidrosis (AIGA) is
a rare disorder characterized by the inability to sweat
in the absence of an identifiable cutaneous, metabolic,
or neurological cause. This condition typically affects
young men and significantly impairs quality of life.
When exposed to elevated temperatures, patients with
AIGA are particularly susceptible to heat stroke and may
experience symptoms such as malaise, hyperthermia,
dizziness, palpitations, syncope, and ultimately loss of
consciousness due to impaired thermoregulation. The
true incidence, prevalence, and morbidity of the disease
remain unknown3¢ AIGA is considered an uncommon
disorder, with only approximately 100 reported cases to
date. Most reported patients have been of Asian eth-
nicity, although the condition is not exclusive to this
population, and therefore the incidence and clinical
characteristics in other countries remain uncertain. Al-
ternatively, patients may be misdiagnosed with other
conditions, such as cholinergic urticaria associated with
anhidrosis or atopic dermatitis associated with anhi-
drosis. Consequently, only a small proportion of actual

cases are ultimately recognized and diagnosed’

Regarding its pathophysiology, three principal mech-
anisms have been identified: sudomotor neuropathy,
idiopathic pure sudomotor failure (IPSF), and primary
sweat gland failure57 In IPSF and in the early stages

of glandular failure, cutaneous sympathetic activity is
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generally preserved or increased, suggesting peripheral
resistance to cholinergic stimulation rather than a
central defect’ This phenomenon has been associated
with decreased expression of muscarinic M3 receptors
in eccrine glands. The frequent elevation of IgE levels,
coexistence with cholinergic urticaria, and favorable re-
sponse to corticosteroid therapy support an autoimmune
mechanism, possibly involving anti-M3 autoantibodies.
In advanced glandular failure, irreversible structural
damage predominates, resulting in a more prolonged
clinical course and poorer therapeutic response, rein-
forcing the concept of AIGA as a disorder with a hetero-

geneous pathophysiological spectrum??

Patients with AIGA fail to produce adequate sweat in
response to heat-related stimuli such as elevated tem-
peratures, humidity, and physical exercise. Anhidrosis
or hypohidrosis usually affects the trunk with a sym-
metrical distribution ®? The extremities and occasionally
the face may also be involved, whereas the palms, soles,
and axillae are less frequently affected. Approximately
30-60% of patients complain of tingling sensations
and/or wheals under circumstances that would nor-
mally induce sweating. Additionally, patients may ex-
perience flushing, hyperthermia, weakness, fatigue,
facial erythema, nausea, vomiting, headache, dizziness,
or palpitations?® Some patients may develop heat stroke.
Stinging pain and the cutaneous eruption of cholinergic

urticaria are also commonly observed 3¢

The diagnosis of AIGA is based on clinical and functional
criteria. It is defined by generalized hypohidrosis or an-
hidrosis affecting more than 25% of the body surface
area, in the absence of dysautonomia or any generalized
disorder other than sudomotor dysfunction’* The ther-
moregulatory sweat test constitutes the cornerstone of

diagnosis and was employed in our patient.

Currently, no specific treatment algorithm exists for this
condition, and therapeutic options remain limited. Re-
ported treatments include corticosteroids, pilocarpine,
intravenous immunoglobulin, and cyclosporine, with
variable results. Several studies have reported successful

outcomes using high-dose systemic corticosteroids in se-

L. Ortiz et al.

lected patients. Although steroid pulse therapy has been
adopted for the treatment of AIGA, evidence supporting
its efficacy remains limited, resulting in only moderate
recommendations regarding therapeutic regimenss*®
Several reports have demonstrated substantial efficacy
of corticosteroids in improving sweat gland function;
however, complete treatment failure and high recurrence

rates have also been documented in some patientsJ?

The efficacy of oral cyclosporine has been described in
the treatment of refractory AIGA. Multiple case reports
and case series have reported favorable clinical response
rates in a significant proportion of patients, particularly
when treatment is initiated during the early stages of

the disease’

Pilocarpine has been evaluated in small case series as
an adjunct to immunosuppressive therapy (corticoste-
roids or cyclosporine) or in patients with mild-to-mod-
erate AIGA. Findings from some studies suggest that
steroid pulse therapy and oral pilocarpine improve AIGA
through different mechanisms: corticosteroids increase
both the extent and amount of sweating, whereas pilo-
carpine increases sweat production only in areas with

preserved hydrotic function.®
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INTRODUCCION

RESUMEN

El carcinoma anexial microquistico es una neoplasia cutdnea anexial
maligna infrecuente, de crecimiento lento pero localmente agresivo,
caracterizado por un comportamiento infiltrativo y alta tasa de recu-
rrencia local. Clinicamente puede simular otras neoplasias cutdneas,
especialmente carcinoma basocelular morfeiforme, lo que representa

un desafio diagnostico.

Presentamos el caso de una paciente femenina de 73 afios con antece-
dentes de muiltiples carcinomas basocelulares, quien consulté por una
placa infiltrada localizada en regién malar izquierda de aproximada-
mente un afio de evolucién. La dermatoscopia mostré costra central,
queratina amarillenta adherente y telangiectasias arboriformes finas.
El estudio histopatoldgico evidencié una neoplasia epitelial infiltrativa
compuesta por pequefios nidos y cordones de células basaloides aso-
ciados a estructuras ductales y quistes queratinicos inmersos en estroma
desmopldsico, compatible con carcinoma anexial microquistico. La pa-
ciente fue tratada mediante cirugia micrografica de Mohs, en cuatro es-
tadios, con evolucion favorable y sin recurrencia hasta el momento. Este
caso resalta la importancia de la correlacién clinico-patoldgica para el

diagndstico oportuno de esta neoplasia anexial infrecuente.

El carcinoma anexial microquistico (CAM) es una neo-
plasia anexial cutdnea maligna poco frecuente, descrita
por primera vez por Goldstein et al. en 1982. Se caracteriza
por un crecimiento lento, pero localmente agresivo, con
marcada capacidad infiltrativa y tendencia al neurotro-
pismo. Afecta principalmente la region de cabeza y cuello,
especialmente en pacientes de edad media y avanzada!
El diagndstico del CAM representa un desafio debido
a su baja frecuencia y a la importante superposicién

tanto clinica como histolégicamente con otras prolife-

raciones cutaneas benignas y malignas?

Presentamos el caso de una paciente con carcinoma
anexial microquistico localizado en regién malar iz-
quierda, inicialmente sospechoso de carcinoma baso-
celular morfeiforme, destacando los hallazgos clinicos,
dermatoscépicos e histopatolégicos que permitieron

establecer el diagnéstico definitivo.
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Paciente femenina de 73 afios, con antecedentes pa-
toldégicos personales de hipertension arterial, diabetes
mellitus tipo II, hipercolesterolemia y multiples carci-
nomas basocelulares quien consulté por cuadro clinico
de aproximadamente un afio de evolucion caracterizado
por lesion localizada en region malar izquierda, que
inici6 como una mancha eritematosa de crecimiento

progresivo, permaneciendo asintomatica.

Al examen fisico se observé una placa Unica, eritematosa,
infiltrada, de 7 milimetros de didmetro, de superficie hi-
perqueratésica con ulceracion central y costra adherente.
A la palpacion, la piel perilesional se sentia indurada.

(Figura1y 2).

La dermatoscopia evidenci6 costra central cubierta por
queratina amarillenta adherente, escama blanquecina

periférica y telangiectasias arboriformes finas sobre

Figura 1. Figura 2.

Figura 4.
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un fondo rosado-eritematoso y estructura blanca bri-
llante. Ademas, se identificaron vasos lineales irregu-
lares superficiales, sin estructuras melanociticas evi-

dentes. (Figura 3)

Se realizo biopsia cutdnea, evidenciandose piel infiltrada
extensa y difusamente por neoplasia maligna de estirpe
epitelial compuesta por pequefios nidos y cordones for-
mados por células cuboidales de aspecto basaloide con
formacion de pequefios quistes queratinicos que focal-
mente calcifican. El estroma muestra fibrosis desmo-
plasica y la dermis superficial acentuada elastosis solar. E1
tumor invade el tejido celular subcutaneo. No se identifica
infiltracién perineural ni linfovascular. (Figuras 4 v 5).

Con los hallazgos clinicos e histopatologicos se esta-
bleci el diagndstico de carcinoma anexial microquistico.
La paciente fue tratada mediante cirugia micrografica

de Mohs, lograndose margenes quirurgicos libres en el

cuarto estadio quirurgico.
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DISCUSION

El CAM tiene menos de 700 casos reportados a nivel
mundial. Su incidencia estimada oscila entre 1.6 y 6.5
casos por cada 10 millones de habitantes. Se presenta
con mayor frecuencia entre la cuarta y sexta década
de la vida, con ligero predominio en mujeres y en pa-
cientes de raza caucdsica y asidtica, siendo infrecuente

en la poblaciéon afrodescendiente!

Entre los factores asociados a su desarrollo se han des-
crito la exposicion a radiacion ultravioleta o ionizante,
asi como estados de inmunosupresion. Clinicamente
suele manifestarse como una placa, nddulo o lesién
seudoquistica de consistencia indurada, generalmente
asintomatica, de crecimiento lento y progresivo. La
presencia de dolor, parestesias o sensacion de escozor
puede sugerir invasion perineural, hallazgo relativa-

mente frecuente en esta neoplasia’s

La mayoria de los casos se localizan en cabeza y cuello,
particularmente en la region facial izquierda, con predi-

leccidn por el drea periorbitaria y el surco nasogeniano!

Dermatoscopicamente, el carcinoma anexial microquistico
puede compartir hallazgos con el carcinoma basocelular
morfeiforme y el tricoepitelioma desmoplasico, lo que di-
ficulta su reconocimiento clinico. Se han descrito telan-
giectasias lineales finas, areas blancas sin estructura y
estructuras blancas circulares, estas tltimas relacionadas
histolégicamente con quistes de queratina y calcificaciones
intratumorales. Costello et al. compararon las caracteris-
ticas dermatoscopicas de estas entidades y observaron que
las estructuras blancas circulares eran mas frecuentes en
el CAM v el tricoepitelioma desmoplasico, mientras que el
CBC morfeiforme mostraba predominantemente estruc-

turas blancas brillantes bajo luz polarizada$

El CAM se caracteriza por un comportamiento localmente
agresivo y una marcada capacidad infiltrativa, pudiendo
extenderse hacia tejido celular subcutaneo, musculo es-
quelético e incluso estructuras mas profundas como pe-
ricondrio, periostio y hueso. Histopatologicamente se
observa una epidermis generalmente conservada y una

proliferaciéon dérmica compuesta por pequefios quistes

M. Herndndez et al.

corneos, islotes de células basaloides y estructuras duc-

tales inmersas en un estroma desmoplasico!

Representa un importante reto diagndstico tanto clinico
como histopatolégicamente. Diversas series reportan
que entre el 25 % y el 53 % de los casos son inicialmente
diagnosticados de forma errdnea, siendo el carcinoma
basocelular morfeiforme el diagnéstico diferencial mas
frecuente.1 Entre los principales diagnésticos diferen-
ciales histopatolégicos del CAM se encuentran el si-
ringoma, el tricoepitelioma desmoplasico, el carcinoma
basocelular morfeiforme, el tricoadenoma, los carci-

nomas ecrinos y el carcinoma metastasico de mama:

Ademds de la similitud clinica, el diagnéstico histo-
légico también puede resultar complejo, especialmente
cuando se realizan biopsias superficiales o shaves, las
cuales no permiten valorar adecuadamente el patrén

infiltrativo profundo caracteristico de esta neoplasia?

En nuestro caso, la lesién presenté caracteristicas cli-
nicas y dermatoscépicas sugestivas de carcinoma baso-
celular morfeiforme, motivo por el cual este fue consi-
derado el principal diagndstico inicial. Sin embargo, el
estudio histopatoldgico definitivo evidencié hallazgos

compatibles con carcinoma anexial microquistico.

El tratamiento del CAM incluye cirugia y radioterapia.
Sin embargo, la radioterapia como monoterapia no se
recomienda debido a su baja eficacia y a la posibilidad
de inducir variantes tumorales mas agresivas. Actual-
mente, puede considerarse Unicamente como trata-
miento adyuvante en casos seleccionados, como recu-
rrencias, infiltracién perineural, vascular, linfitica o

compromiso profundo de musculo y hueso!

La cirugia convencional presenta tasas elevadas de re-
currencia debido a la dificultad para delimitar clinica-
mente la extension tumoral y a la evaluacion limitada
de los margenes quirtirgicos. En contraste, la cirugia
micrografica de Mohs permite el andlisis casi completo
de los mérgenes laterales y profundos, logrando me-
nores tasas de recurrencia y una mayor preservacion de
tejido sano, aspecto especialmente importante en le-

siones localizadas en cabeza y cuello!
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(A)Lesién clinica inicial.

(B) Defecto quirtirgico poste~
riora cirugia microgrdfica de
Mohs en cuatro estadios

En nuestro caso, la paciente requiri6 cirugia micrografica
de Mohs en cuatro estadios para lograr margenes libres
de tumor, lo que evidencia el patrén infiltrativo caracte-
ristico del carcinoma anexial microquistico. Este hallazgo
concuerda con lo descrito en la literatura, donde se ha
documentado una frecuente discordancia entre el tamafio

clinico aparente y la verdadera extension tumoral.

CONCLUSION

El carcinoma anexial microquistico es una neoplasia
anexial maligna infrecuente, localmente agresiva y
frecuentemente subdiagnosticada debido a su similitud
clinica e histopatoldgica con otras neoplasias cutaneas,
especialmente el carcinoma basocelular morfeiforme.
El reconocimiento temprano y la adecuada corre-
lacion clinico-patoldgica son fundamentales para esta-
blecer un diagnéstico preciso y realizar un tratamiento
oportuno. Asimismo, la realizacion de biopsias sufi-
cientemente profundas resulta esencial para identificar
el patrén infiltrativo caracteristico de esta neoplasia. La
cirugia micrografica de Mohs continda siendo el trata-
miento de eleccién debido a la frecuente extension sub-

clinica del tumor y a sus menores tasas de recurrencia.
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CASE REPORT

Maria Hernandez, * Alfredo Chavez, ** Juan Carlos Garcés***

ABSTRACT

Microcystic adnexal carcinoma is a rare malignant cutaneous adnexal
neoplasm characterized by slow growth but locally aggressive behavior,
with infiltrative growth and a high rate of local recurrence. Clinically, it
may mimic other cutaneous neoplasms, particularly morpheaform basal

cell carcinoma, posing a significant diagnostic challenge.

We present the case of a 73-year-old woman with a history of multiple
basal cell carcinomas who presented with an infiltrated plaque located
on the left malar region with an approximately one-year history of
evolution. Dermoscopic examination revealed a central crust, adherent
yellow keratin, and fine arborizing telangiectasias. Histopathological
examination demonstrated an infiltrative epithelial neoplasm com-
posed of small nests and cords of basaloid cells associated with ductal
structures and keratin cysts embedded within a desmoplastic stroma,
consistent with microcystic adnexal carcinoma. The patient was treated
with Mohs micrographic surgery requiring four stages, with a favorable
outcome and no evidence of recurrence to date. This case highlights the
importance of clinicopathological correlation for the timely diagnosis of

this uncommon adnexal neoplasm.

INTRODUCTION

-030

Microcystic adnexal carcinoma (MAC) is a rare ma-
lignant cutaneous adnexal neoplasm first described
by Goldstein et al. in 1982. It is characterized by slow
growth but locally aggressive behavior, with marked in-
filtrative capacity and a tendency toward neurotropism.
It predominantly affects the head and neck region, par-

ticularly in middle-aged and elderly patients:

The diagnosis of MAC represents a challenge due to its

low incidence and the significant clinical and histo-

pathological overlap with other benign and malignant

cutaneous proliferations?

We present the case of a patient with microcystic ad-
nexal carcinoma located in the left malar region, ini-
tially suspected to be morpheaform basal cell car-
cinoma, highlighting the clinical, dermoscopic, and
histopathological findings that allowed establishment
of the definitive diagnosis.
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CASE REPORT

A 73-year-old woman with a medical history of ar-
terial hypertension, type II diabetes mellitus, hyper-
cholesterolemia, and multiple basal cell carcinomas
presented with an approximately one-year history of a
lesion located in the left malar region, which began as
an erythematous macule with progressive growth and

remained asymptomatic.

Physical examination revealed a solitary, erythematous,
infiltrated plaque measuring 7 mm in diameter, with
a hyperkeratotic surface, central ulceration, and ad-
herent crust. On palpation, the perilesional skin felt

indurated (Figures 1 and 2).

Dermoscopic examination revealed a central crust covered
by adherent yellow keratin, peripheral whitish scale, and

fine arborizing telangiectasias over a pinkish-erythe-

ﬂ- S p N‘ 3 - ‘ -

Figure 1.

Figure 4.
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Figure 5.

Case Report

matous background with shiny white structures. In ad-
dition, superficial irregular linear vessels were identified

without evident melanocytic structures. (Figure 3)

A skin biopsy was performed, revealing skin exten-
sively and diffusely infiltrated by a malignant epi-
thelial neoplasm composed of small nests and cords
of cuboidal basaloid cells with the formation of small
keratin cysts showing focal calcification. The stroma
exhibited desmoplastic fibrosis and marked solar elas-
tosis in the superficial dermis. The tumor infiltrated
the subcutaneous tissue. No perineural or lymphovas-

cular invasion was identified (Figures 4 and 5).

Based on the clinical and histopathological findings,
a diagnosis of microcystic adnexal carcinoma was es-
tablished. The patient was treated with Mohs mi-
crographic surgery, achieving tumor-free surgical

margins after the fourth stage of surgery.
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DISCUSSION

Microcystic adnexal carcinoma (MAC) is an extremely
rare neoplasm, with fewer than 700 cases reported
worldwide. Its estimated incidence ranges from 1.6 to
6.5 cases per 10 million inhabitants. It occurs most fre-
quently between the fourth and sixth decades of life,
with a slight female predominance and a higher inci-
dence among Caucasian and Asian patients, being un-

common in individuals of African descent:

Factors associated with its development include ex-
posure to ultraviolet or ionizing radiation, as well as
states of immunosuppression. Clinically, it usually
presents as an indurated plaque, nodule, or pseudo-
cystic lesion that is generally asymptomatic and de-
monstrates slow, progressive growth. The presence of
pain, paresthesia, or a burning sensation may suggest
perineural invasion, a relatively frequent finding in

this neoplasm?

Most cases occur in the head and neck region, particu-
larly on the left side of the face, with a predilection for

the periorbital area and the nasolabial fold:

Dermoscopically, microcystic adnexal carcinoma may
share features with morpheaform basal cell carcinoma
and desmoplastic trichoepithelioma, making clinical
recognition challenging. Reported findings include fine
linear telangiectasias, structureless white areas, and
circular white structures, the latter being histologi-
cally related to keratin cysts and intratumoral calcifi-
cations. Costello et al. compared the dermoscopic cha-
racteristics of these entities and observed that circular
white structures were more frequent in MAC and des-
moplastic trichoepithelioma, whereas morpheaform
basal cell carcinoma predominantly exhibited shiny

white structures under polarized light$

Microcystic adnexal carcinoma is characterized by lo-
cally aggressive behavior and marked infiltrative ca-
pacity, with the potential to extend into subcutaneous
tissue, skeletal muscle, and even deeper structures
such as the perichondrium, periosteum, and bone. His-

topathologically, the epidermis is generally preserved,

M. Herndndez et al.

while the dermis shows a proliferation composed of
small keratin cysts, islands of basaloid cells, and ductal

structures embedded within a desmoplastic stroma:

MAC represents a significant diagnostic challenge both
clinically and histopathologically. Several series report
that between 25% and 53% of cases are initially mis-
diagnosed, with morpheaform basal cell carcinoma
being the most frequent differential diagnosis! The
principal histopathological differential diagnoses in-
clude syringoma, desmoplastic trichoepithelioma,
morpheaform basal cell carcinoma, trichoadenoma, ec-
crine carcinomas, and metastatic breast carcinomasIn
addition to clinical similarities, histological diagnosis
may also be challenging, particularly when superficial
or shave biopsies are performed, as these may fail to
adequately assess the deep infiltrative pattern charac-

teristic of this neoplasm:

In our case, the lesion exhibited clinical and dermos-
copic features suggestive of morpheaform basal cell
carcinoma, which was therefore considered the primary
initial diagnosis. However, definitive histopathological
examination demonstrated findings consistent with

microcystic adnexal carcinoma.

Treatment options for MAC include surgery and ra-
diotherapy. However, radiotherapy as monotherapy is
not recommended because of its limited efficacy and
the potential to induce more aggressive tumor va-
riants. Currently, it may be considered only as ad-
juvant therapy in selected cases, such as recurrence,
perineural, vascular, or lymphatic invasion, or deep in-

volvement of muscle and bone!

Conventional surgical excision is associated with high
recurrence rates due to the difficulty in clinically de-
fining tumor margins and the limited evaluation of
surgical margins. In contrast, Mohs micrographic
surgery allows near-complete assessment of both la-
teral and deep margins, resulting in lower recurrence
rates and greater preservation of healthy tissue, an
aspect that is particularly important for lesions located

in the head and neck region:
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(A) Initial clinical lesion (B) Surgical defect following

four stages of Mohs micro-
graphic surgery.

In our case, the patient required four stages of Mohs
micrographic surgery to achieve tumor-free margins,
highlighting the characteristic infiltrative pattern of
microcystic adnexal carcinoma. This finding is con-
sistent with reports in the literature describing a fre-
quent discrepancy between the apparent clinical size

and the true extent of tumor infiltration.

CONCLUSION

Microcystic adnexal carcinoma is a rare, locally ag-
gressive adnexal malignancy that is frequently under-
diagnosed because of its clinical and histopathological
similarity to other cutaneous neoplasms, particularly
morpheaform basal cell carcinoma. Early recognition
and appropriate clinicopathological correlation are es-
sential for establishing an accurate diagnosis and en-
suring timely treatment. Furthermore, obtaining suffi-
ciently deep biopsy specimens is crucial for identifying
the characteristic infiltrative pattern of this neoplasm.
Mohs micrographic surgery remains the treatment of
choice because of the frequent subclinical extension of

the tumor and its lower recurrence rates.
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CASO CLINICO

Gregorio Ortiz,”* Verénica Uraga, ** Juan Carlos Garcés***

RESUMEN

La dermatosis neutrofilica localizada sobre areas de linfedema post-
mastectomia constituye una variante poco frecuente del sindrome de
Sweet, caracterizada por lesiones inflamatorias confinadas a terri-
torios con alteracién del drenaje linfatico y disfuncién inmunolégica
regional. Presentamos el caso de una mujer de 76 afios con antecedente
de carcinoma ductal de mama derecha tratada mediante mastectomia,
linfadenectomia, quimioterapia, radioterapia y hormonoterapia, quien
desarrolld linfedema crénico ipsilateral. Consulté por un cuadro ca-
racterizado por lesiones maculopapulares eritematosas en brazo de-
recho, asociadas a episodios de alza térmica, sensibilidad y sensacién
de calor local. Los estudios de laboratorio evidenciaron leucocitosis,
neutrofilia, hiperfibrinogenemia y elevacién de proteina C reactiva. La
biopsia cutanea mostr6 infiltrado inflamatorio perivascular superficial
y profundo con neutréfilos dispersos, endotelios tumefactos y extra-
vasacion focal de eritrocitos. Se plante6 el diagndstico de dermatosis
neutrofilica localizada sobre area de linfedema postmastectomia, pro-
bablemente favorecida por un distrito inmunolégicamente vulnerable

por los antecedentes antes mencionados.

INTRODUCCION

El sindrome de Sweet, o dermatosis neutrofilica febril alteracion del drenaje linfatico secundario a mastec-

aguda, fue descrito originalmente por Robert Douglas tomia y linfadenectomia axilar:?
Sweet en 1964 como una entidad caracterizada por

fiebre, leucocitosis neutrofilica y placas eritematosas La dermatosis neutrofilica localizada sobre areas de

-034

dolorosas asociadas histolégicamente a un infiltrado
dérmico neutrofilico sin evidencia de infeccién. Desde
entonces, se han descrito multiples variantes clinicas
asociadas a enfermedades inflamatorias, infecciosas,
neoplasicas y farmacoldgicas. Dentro de estas, las
formas localizadas constituyen una presentacion infre-

cuente, especialmente aquellas confinadas a areas con

linfedema postmastectomia ha sido considerada por
algunos autores como una variante localizada y menos
severa del sindrome de Sweet clasico. Su fisiopatologia
permanece poco esclarecida; sin embargo, se ha pro-
puesto que el estasis linfatico favorece un microam-
biente inflamatorio local con alteracion de la vigilancia

inmunoldgica, acumulaciéon de citocinas y disrupcién
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del trafico celular, transformando estas regiones en
distritos inmunolégicamente vulnerables o loci minoris
resistentiae. Presentamos el caso de una paciente con
antecedente de cancer de mama tratado mediante mas-
tectomia, radioterapia y linfadenectomia, quien desa-
rrollé una dermatosis neutrofilica localizada sobre el

brazo afectado por linfedema crénico3#

PRESENTACION DEL CASO

Paciente femenina de 76 afios de edad, con antecedente
de carcinoma ductal de mama derecha diagnosticado en
noviembre de 2021, tratada mediante mastectomia de-
recha con linfadenectomia axilar, quimioterapia, radio-
terapia y hormonoterapia con anastrozol. Como secuela
del tratamiento oncolégico presentd linfedema crénico
del miembro superior derecho. Entre sus antecedentes
adicionales destacaba herpes simple recurrente en
region anal, para lo cual utilizaba valaciclovir durante

los episodios de reactivacion.

Consulté por un cuadro clinico de tres dias de evolucion
caracterizado por lesiones maculopapulares eritema-
tosas de distribucién unilateral en antebrazo derecho,
con extension progresiva hacia brazo ipsilateral, aso-
ciadas a episodios de alza térmica cuantificada, sensibi-
lidad local y sensacion de calor en el miembro afectado.
La paciente refiri6 aplicacion previa a la consulta de ke-
toprofeno tépico en ambos miembros superiores, aunque

las lesiones aparecieron exclusivamente en el brazo con

linfedema. Cuatro dias antes del inicio del cuadro pre-

Figura 1. a) Lesiones maculopapulares eritematosas dispersas sobre
fondo eritematoso en brazo y b) antebrazo derecho afectados por lin-

fedema postmastectomia, observadas al momento de la consulta inicial.
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sentd reactivacion de herpes simple en regiéon anal,

motivo por el cual inici6 tratamiento con valaciclovir.

Al examen fisico se evidencié linfedema evidente del
miembro superior derecho en comparacion con el brazo
contralateral, ademas de multiples lesiones maculo-
papulares eritematosas de bordes poco definidos dis-
persas sobre fondo eritematoso en brazo y antebrazo
derecho, sin presencia de vesiculas, pustulas ni ulce-
racion (Figura 1a, Figura 1b). Las lesiones eran asinto-
maticas al tacto, aunque la paciente referia sensibilidad
y aumento de temperatura local coincidiendo con los

episodios febriles.

Los examenes de laboratorio mostraron hemoglobina
de 13.3 g/dL, hematocrito de 40.8%, leucocitosis de 12
300/mm3 con neutrofilia absoluta de 8140/mm} fibri-
négeno plasmatico elevado de 521 mg/dL y proteina C
reactiva de 28.01 mg/L. Como diagndsticos diferen-
ciales iniciales se consideraron dermatitis alérgica de

contacto, celulitis y erisipela.

Se realiz6 biopsia cutanea de una lesién maculopapular
del brazo derecho afectado. El estudio histopatoldgico
evidenci6 piel de arquitectura conservada con epidermis
ortoqueratésica y un infiltrado inflamatorio perivas-
cular superficial y profundo de predominio linfocitario
con componente intersticial, asociado a histiocitos, es-
casos eosindfilos y neutrofilos dispersos. Ademads, se ob-
servaron endotelios tumefactos y extravasacion focal de

eritrocitos, sin evidencia de vasculitis franca (Figura 2).

Figura 2. Estudio histopatoldgico de lesion cutdnea en brazo derecho.
Se observa infiltrado inflamatorio perivascular superficial y profundo
de predominio linfocitario con componente intersticial, asociado a
histiocitos, escasos eosindfilos y neutrdfilos dispersos, ademds de en-
dotelios tumefactos y extravasacién focal de eritrocitos, sin evidencia
de vasculitis franca.
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Con base en los hallazgos clinicos, laboratorio e his-

topatologia se estableci6 el diagndstico de dermatosis
neutrofilica localizada sobre area de linfedema post-
mastectomia. La paciente recibié tratamiento con pa-
racetamol cada 8 horas y fluticasona en emulsion tépica
cada 12 horas durante siete dias, observdndose mejoria
progresiva a partir del cuarto dia, con resolucion casi
completa de las lesiones sin pigmentacion residual, ni

recurrencia posterior (Figura 3a, Figura 3b).

DISCUSION

El sindrome de Sweet, también denominado dermatosis
neutrofilica febril aguda, fue descrito originalmente por
Robert Douglas Sweet en 1964 como una entidad ca-
racterizada por fiebre, leucocitosis neutrofilica y placas
eritematosas dolorosas asociadas histolégicamente a un
infiltrado dérmico neutrofilico denso sin evidencia de
infeccion. Posteriormente, se reconocieron multiples
variantes clinicas, incluyendo formas clasicas, aso-
ciadas a malignidad, inducidas por farmacos y variantes
localizadas. Clinicamente, las lesiones suelen presen-
tarse como placas o papulas eritematosas dolorosas de
aparicion subita, predominantemente en rostro, cuello
y extremidades, acompafiadas frecuentemente de sin-
tomas sistémicos y reactantes inflamatorios elevados*>
Las dermatosis neutrofilicas confinadas a areas de lin-
fedema postmastectomia representan una variante in-

frecuente y probablemente subdiagnosticada. Desde el

G. Ortiz et al.

Figura 3. a) Resolucién de las lesiones
cutdneas en brazo derecho y b) antebrazo
posterior al tratamiento tépico con
fluticasona, eritema ligero residual.

primer caso descrito por Demitsu et al., diversos re-
portes han documentado pacientes con antecedente de
cancer de mama tratados mediante mastectomia, linfa-
denectomia y radioterapia que desarrollan lesiones in-
flamatorias exclusivamente sobre el miembro con ten-
dencia a linfedema. En comparacion con el sindrome de
Sweet clasico, estas variantes suelen presentar menor
severidad clinica, menos recurrencias y menor fre-
cuencia de neutrofilia marcada o compromiso sistémico.
Algunos autores han propuesto el término “neutrophilic
dermatosis on postmastectomy lymphedema” (NDPL)
para diferenciar esta presentacion localizada y menos

agresiva del sindrome de Sweet convencional 35¢

La fisiopatologia de estas dermatosis neutrofilicas locali-
zadas continia siendo motivo de debate. Se ha planteado
que el linfedema crénico genera un microambiente infla-
matorio persistente caracterizado por acumulacién de li-
quido intersticial rico en proteinas, alteracion del drenaje
linfatico y disrupcién del trafico normal de células in-
munoldgicas. Esto favoreceria la produccion local de cito-
cinas y quimioquinas capaces de atraer neutrofilos y per-
petuar la inflamacion dérmica. Ademas, la alteracion de
la inmunovigilancia regional transforma estas areas en
“distritos inmunolégicamente vulnerables” o loci minoris
resistentiae, predisponiendo al desarrollo localizado de
infecciones, neoplasias y dermatosis inmunomediadas.
La unilateralidad estricta observada en muchos de los

casos reportados respalda esta hipdtesis fisiopatologica 47
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En el presente caso, la paciente presentaba multiples
factores potencialmente relacionados con el desarrollo
de la dermatosis neutrofilica localizada, incluyendo lin-
fedema crénico secundario a linfadenectomia y radiote-
rapia, antecedente de neoplasia mamaria y un episodio
reciente de reactivacién por herpes simple. Aunque el
infiltrado histopatoldgico no correspondia completa-
mente al patrén neutrofilico denso clasico descrito en
el sindrome de Sweet, los hallazgos clinicos, laboratorio
e histologia fueron compatibles con una dermatosis
neutrofilica localizada sobre area de linfedema post-
mastectomia. Asimismo, la ausencia de lesiones en el
miembro contralateral pese a la aplicacion bilateral de
ketoprofeno topico apoya la hipdtesis de susceptibilidad
inmunoldgica regional. Finalmente, la rapida mejoria
con tratamiento topico y manejo conservador coincide
con el comportamiento clinico menos agresivo descrito

en variantes localizadas asociadas a linfedema 35

CONCLUSION

La dermatosis neutrofilica localizada sobre areas de lin-
fedema postmastectomia constituye una variante in-
frecuente del espectro de las dermatosis neutrofilicas
y probablemente una entidad subdiagnosticada. Su re-
conocimiento resulta importante debido a su similitud
clinica con procesos infecciosos como celulitis o erisipela.
El presente caso respalda la hipétesis del linfedema como
un distrito inmunolégicamente vulnerable capaz de fa-
vorecer respuestas inflamatorias localizadas, posible-
mente desencadenadas por estimulos sistémicos o infec-
ciosos concomitantes. La correlacion clinico-patoldgica y
el conocimiento de esta variante permiten establecer un

diagnostico oportuno y evitar tratamientos innecesarios.
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INTRODUCTION

ABSTRACT

Localized neutrophilic dermatosis arising in areas of post-mastectomy
lymphedema represents a rare variant of Sweet syndrome, characte-
rized by inflammatory lesions confined to regions with impaired lym-
phatic drainage and regional immune dysfunction. We present the case
of a 76-year-old woman with a history of right ductal breast carcinoma
treated with mastectomy, lymphadenectomy, chemotherapy, radio-
therapy, and hormonal therapy, who subsequently developed chronic ip-
silateral lymphedema. She presented with erythematous maculopapular
lesions on the right arm associated with episodes of fever, tenderness,
and localized warmth. Laboratory studies revealed leukocytosis, neu-
trophilia, hyperfibrinogenemia, and elevated C-reactive protein levels.
Skin biopsy demonstrated superficial and deep perivascular inflam-
matory infiltrates with scattered neutrophils, swollen endothelial cells,
and focal erythrocyte extravasation. A diagnosis of localized neutrophilic
dermatosis arising in post-mastectomy lymphedema was established,
likely favored by the presence of an immunologically vulnerable district

related to the patient’s previous oncological treatments.

Sweet syndrome, also known as acute febrile neutrophilic
dermatosis, was originally described by Robert Douglas
Sweet in 1964 as an entity characterized by fever, neu-
trophilic leukocytosis, and painful erythematous plaques
histologically associated with a dermal neutrophilic in-
filtrate in the absence of infection. Since then, multiple
clinical variants associated with inflammatory, infec-
tious, neoplastic, and drug-related conditions have been
described. Among these, localized forms represent an
uncommon presentation, particularly those confined to
areas of impaired lymphatic drainage secondary to mas-

tectomy and axillary lymphadenectomy.'>

Localized neutrophilic dermatosis occurring in post-mas-
tectomy lymphedema has been considered by some au-
thors as a localized and less severe variant of classic
Sweet syndrome. Its pathophysiology remains poorly un-
derstood; however, lymphatic stasis has been proposed to
promote a local inflammatory microenvironment charac-
terized by impaired immune surveillance, cytokine ac-
cumulation, and disruption of cellular trafficking, trans-
forming these regions into immunologically vulnerable
districts or loci minoris resistentiae. We present the case
of a patient with a history of breast cancer treated with

mastectomy, radiotherapy, and lymphadenectomy who
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developed localized neutrophilic dermatosis involving the

arm affected by chronic lymphedema.+

CASE PRESENTATION

A 76-year-old woman with a history of right ductal breast
carcinoma diagnosed in November 2021 was treated with
right mastectomy, axillary lymphadenectomy, chemo-
therapy, radiotherapy, and hormonal therapy with anas-
trozole. As a sequela of oncologic treatment, she de-
veloped chronic lymphedema of the right upper limb.
Additional medical history included recurrent herpes
simplex infection in the anal region, for which she used

valacyclovir during episodes of reactivation.

She presented with a three-day history of unilateral
erythematous maculopapular lesions involving the right
forearm with progressive extension to the ipsilateral arm,
associated with documented febrile episodes, local ten-
derness, and a sensation of warmth in the affected limb.
The patient reported the application of topical ketoprofen
to both upper limbs prior to consultation; however, le-
sions developed exclusively in the arm affected by lym-
phedema. Four days before symptom onset, she expe-
rienced reactivation of anal herpes simplex infection and

initiated treatment with valacyclovir.

Physical examination revealed evident lymphedema of

the right upper limb compared with the contralateral

Figure 1. (a) Scattered erythematous maculopapular lesions distributed
over an erythematous background on the arm, and (b) the right forearm
affected by post-mastectomy lymphedema, observed at the time of the
initial consultation.
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arm, together with multiple ill-defined erythematous
maculopapular lesions scattered over an erythematous
background involving the right arm and forearm, wi-
thout vesicles, pustules, or ulceration (Figure 1A, Figure
1B). The lesions were asymptomatic to palpation, al-
though the patient reported tenderness and increased

local temperature coinciding with febrile episodes.

Laboratory studies showed a hemoglobin level of 13.3
g/dL, hematocrit of 40.8%, leukocytosis of 12,300/
mm?3 with absolute neutrophilia of 8,140/mm3, elevated
plasma fibrinogen of 521 mg/dL, and C-reactive protein
of 28.01 mg/L. Initial differential diagnoses included

allergic contact dermatitis, cellulitis, and erysipelas.

A skin biopsy was obtained from a maculopapular
lesion located on the affected right arm. Histopatholo-
gical examination revealed skin with preserved archi-
tecture, an orthokeratotic epidermis, and a superficial
and deep perivascular inflammatory infiltrate predo-
minantly composed of lymphocytes with an interstitial
component, associated with histiocytes, occasional
eosinophils, and scattered neutrophils. In addition,
swollen endothelial cells and focal erythrocyte ex-
travasation were observed, without evidence of frank

vasculitis (Figure 2).

Based on the clinical findings, laboratory results, and

histopathological features, a diagnosis of localized

Figure 2. Histopathological examination of a cutaneous lesion from the
right arm. A superficial and deep perivascular inflammatory infiltrate
predominantly composed of lymphocytes with an interstitial com-
ponent is observed, associated with histiocytes, occasional eosinophils,
and scattered neutrophils, as well as swollen endothelial cells and focal
erythrocyte extravasation, without evidence of frank vasculitis.
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neutrophilic dermatosis arising in post-mastectomy

lymphedema was established. The patient was treated
with paracetamol every 8 hours and topical fluticasone
emulsion every 12 hours for seven days, with pro-
gressive improvement observed from the fourth day
onward, leading to near-complete resolution of the le-
sions without residual pigmentation or subsequent re-

currence (Figure 3A, Figure 3B).

DISCUSSION

Sweet syndrome, also known as acute febrile neutro-
philic dermatosis, was originally described by Robert
Douglas Sweet in 1964 as an entity characterized by
fever, neutrophilic leukocytosis, and painful erythe-
matous plaques histologically associated with a dense
dermal neutrophilic infiltrate without evidence of in-
fection. Subsequently, multiple clinical variants were
recognized, including classic forms, malignancy-as-
sociated forms, drug-induced forms, and localized
variants. Clinically, lesions usually present as painful
erythematous plaques or papules of sudden onset, pre-
dominantly affecting the face, neck, and extremities,
and are frequently accompanied by systemic symptoms

and elevated inflammatory markers.?

Neutrophilic dermatoses confined to areas of post-mas-
tectomy lymphedema represent an uncommon and

probably underdiagnosed variant. Since the first case

G. Ortiz et al.

Figure 3. (a) Resolution of the cutaneous
lesions on the right arm and (b) forearm
after topical treatment with fluticasone,
with mild residual erythema.

described by Demitsu et al., several reports have docu-
mented patients with a history of breast cancer treated
with mastectomy, lymphadenectomy, and radiotherapy
who develop inflammatory lesions exclusively on the
limb prone to lymphedema. Compared with classic
Sweet syndrome, these variants tend to show lower cli-
nical severity, fewer recurrences, and a lower frequency
of marked neutrophilia or systemic involvement. Some
authors have proposed the term “neutrophilic derma-
tosis on postmastectomy lymphedema” (NDPL) to di-
fferentiate this localized and less aggressive presen-

tation from conventional Sweet syndrome.35¢

The pathophysiology of these localized neutrophilic
dermatoses remains a subject of debate. It has been pro-
posed that chronic lymphedema generates a persistent
inflammatory microenvironment characterized by the
accumulation of protein-rich interstitial fluid, impaired
lymphatic drainage, and disruption of normal immune
cell trafficking. This may promote local production of
cytokines and chemokines capable of attracting neu-
trophils and perpetuating dermal inflammation. In ad-
dition, altered regional immunosurveillance transforms
these areas into “immunologically vulnerable districts”
or loci minoris resistentiae, predisposing them to the
localized development of infections, neoplasms, and
immune-mediated dermatoses. The strict unilateral
distribution observed in many reported cases supports

this pathophysiological hypothesis.47
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In the present case, the patient had multiple factors poten-
tially related to the development of localized neutrophilic
dermatosis, including chronic lymphedema secondary to
lymphadenectomy and radiotherapy, a history of breast
malignancy, and a recent episode of herpes simplex reac-
tivation. Although the histopathological infiltrate did not
fully correspond to the classic dense neutrophilic pattern
described in Sweet syndrome, the clinical, laboratory,
and histological findings were compatible with localized
neutrophilic dermatosis arising in an area of post-mas-
tectomy lymphedema. Likewise, the absence of lesions on
the contralateral limb despite bilateral application of to-
pical ketoprofen supports the hypothesis of regional im-
munological susceptibility. Finally, the rapid improvement
with topical treatment and conservative management is
consistent with the less aggressive clinical behavior des-

cribed in localized lymphedema-associated variants35

CONCLUSION

Localized neutrophilic dermatosis arising in areas of
post-mastectomy lymphedema represents an uncommon
variant within the spectrum of neutrophilic dermatoses
and is likely underdiagnosed. Its recognition is important
because of its clinical similarity to infectious processes
such as cellulitis or erysipelas. The present case supports
the hypothesis of lymphedema as an immunologically
vulnerable district capable of promoting localized inflam-
matory responses, possibly triggered by concomitant sys-
temic or infectious stimuli. Clinicopathological correlation
and awareness of this variant allow timely diagnosis and

help avoid unnecessary treatments.
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RESUMEN

La alopecia lipedematosa (AL) es una entidad infrecuente del espectro de

enfermedad lipomatosa del cuero cabelludo, con alrededor de 115 casos

descritos en la literatura. Se presenta el caso de una paciente femenina

de 46 afios con alopecia difusa no cicatricial parieto-temporal bilateral

asociada a consistencia esponjosa del cuero cabelludo y signo de la févea

positivo. La histopatologia confirmé hiperplasia de adipocitos maduros

con expansion hacia dermis profunda, ectasia linfatica y preservacion fo-

licular. Se enfatiza la importancia de la palpacién sistematica y la corre-

lacién multimodal para el diagnéstico diferencial -3

CASO CLINICO

Anamnesis

Paciente femenina de 46 afios, mestiza, procedente de
Quito. APP: hipotiroidismo subclinico en tratamiento
con levotiroxina 50 pg/dia desde hace 3 afios; dislipi-
demia mixta controlada con atorvastatina 20 mg/dia.
AGO: G2P2, ciclos regulares. APF: madre con alopecia
androgenética; sin antecedentes de lipedema sistémico
ni autoinmunidad. MC: caida progresiva del cabello
de 2 afios de evolucion asociada a sensacién de edema
difuso del cuero cabelludo y disestesia parieto-tem-

poral bilateral.

Examen fisico dermatolégico
Alopecia difusa no cicatricial parieto-temporal bilateral.
Palpacion: consistencia blanda, esponjosa; signo de la

févea (+) con depresién mantenida a la digitopresion. Sin

eritema, descamacion ni adenopatias. Pull Test negativo.

Linea frontal y occipucio con densidad conservada.

Tricoscopia
Anisotricosis con multiples pelos vellosos. Sin puntos
amarillos, negros, pelos en exclamacion ni cadaver. Sin

pérdida de ostiums foliculares.

Laboratorio

BH y QS normales. TSH 4,2 mUI/L. T4L 1,1 ng/dL. ANA (-).
Ferritina 38 ng/mL. Vit D 22 ng/mL (insuficiencia leve).
VDRL NR.

Estudios de imagen
No se realizaron resonancia magnética ni ecografia de alta

frecuencia. Su ausencia se justifico por la concordancia
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‘ .I L/
Figura 1. (A-B) Alopecia difusa parieto-temporal bilateral.
Se observa disminucién de densidad capilar en regiones parietales con preservacién de linea frontal.

Figura 2. Tricoscopia: anisotricosis con pelos vellosos. Sin signos de Figura 3. H&E: engrosamiento del tejido celular subcutdneo con
alopecia areata ni alopecia cicatricial. adipocitos maduros expandiéndose hacia dermis. Foliculos con-
servados sin inflamacién peribulbar.

entre los hallazgos clinicos, tricoscopicos e histopato- Histopatologia

légicos, considerada suficiente para confirmar el diag- Adipocitos maduros no neoplasicos con expansién hacia
nostico; ademds, no se estimé que la imagen modificara dermis profunda. Foliculos conservados. Edema dérmico
la conducta terapéutica. Estos estudios se reservan como leve, ectasia linfatica. Infiltrado perivascular linfoci-
herramientas complementarias cuando persisten dudas tario escaso. Sin paniculitis, lipoma, mucina ni fibrosis
diagndsticas o se requiere cuantificar el engrosamiento perifolicular. Compatible con alopecia lipedematosa.

del tejido celular subcutaneo#
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DIAGNOSTICO Y TRATAMIENTO

Diagndstico: alopecia lipedematosa. Diagndsticos dife-
renciales descartados: alopecia androgenética, alopecia
areata difusa, cutis verticis gyrata, mucinosis folicular,

mixedema.!356

Tratamiento: clobetasol 0,05% solucién capilar noc-
turna 5 dias/semana x 4 semanas con descenso pro-
gresivo. Colecalciferol 4.000 Ul/dia. Se plantea mi-
cofenolato mofetilo 500 mg c/12 h como alternativa

sistémica’ Control tricoscopico trimestral.

DISCUSION

El cuero cabelludo lipedematoso (CL) y la alopecia lipe-
dematosa (AL) constituyen dos manifestaciones de un
mismo espectro de enfermedad lipomatosa del cuero ca-
belludo, con aproximadamente 115 casos publicados en la
literatura mundial hasta la fecha! El término fue acufiado
por Coskey en 1961 para describir el engrosamiento sub-
cutaneo del cuero cabelludo asociado a incapacidad de
crecimiento capilar >2 cm, mientras que la variante sin
alopecia (CL) fue previamente descrita por Cornbleet
en 1935. La revision narrativa mas reciente informa un
predominio femenino aproximado del 83 % y una edad
media de presentacion de 42,1 afios;! datos concordantes
con nuestra paciente de 46 afios. La serie mds grande
publicada, que incluyd 31 casos, corrobora el predominio

femenino y la variabilidad clinica de este espectro?

La patogenia permanece pobremente comprendida. Se
han propuesto multiples mecanismos: desregulacion
de leptina como hormona reguladora de la distribucién
del tejido adiposo, dilatacion linfatica local como me-
canismo de dafio folicular y factores hormonales, dada
la clara predominancia femenina?? Se ha reportado la
presentacion en hermanas, aportando evidencia adi-
cional de una posible predisposicién genétical® Se han
descrito comorbilidades metabdlicas —como obesidad,
hiperlipidemia y diabetes— de forma incidental, sin que
se haya establecido una relacion causal’>9 En nuestra
paciente coexistian hipotiroidismo y dislipidemia. Re-
cientemente se ha descrito la coexistencia de CL con

liquen planopilaris, planteando la posibilidad de que el

J. Rosero et al.

edema subcutaneo represente un proceso reactivo mas

que una entidad aislada.?

Clinicamente, el hallazgo mas caracteristico es la con-
sistencia blanda y esponjosa del cuero cabelludo, con
compresibilidad o signo de la fovea, presente en nuestra
paciente y que subraya la importancia de la palpacion
sistemadtica durante el examen dermatolégicor?™5 Las
areas mas frecuentemente afectadas son el vértex y la
region occipital, aunque en nuestro caso predomina el
compromiso parieto-temporal bilateral. La tricoscopia
puede mostrar anisotricosis y pelos vellosos; también
se han descrito telangiectasias lineales y, en casos ais-
lados, foliculos pilosos en penacho295% Sin embargo,
estos hallazgos son inespecificos, por lo que la corre-
lacién con la histopatologia y, cuando persisten dudas
diagnoésticas, con resonancia magnética o ecografia de

alta frecuencia resulta fundamental >4

El hallazgo histopatoldgico cardinal es el engrosamiento
del tejido celular subcutaneo al doble de lo normal, cons-
tituido por hiperplasia de adipocitos maduros no neo-
plasicos, sin paniculitis subyacente’3' En la AL, adi-
cionalmente puede observarse sustitucion de foliculos
pilosos por tractos fibrosos sin inflamacion discernible,
edema dérmico y ectasia de vasos linfaticos" Nuestro
caso demostrd estos hallazgos clasicos, incluyendo la
expansion adiposa hacia la dermis profunda con pre-
servaciéon morfolégica folicular, confirmando el diag-
nostico. Es fundamental descartar la concurrencia con
otras alopecias tratables, como la alopecia areata sobre
un CL preexistente¢ ya que ambas entidades pueden

coexistir y la segunda es potencialmente reversible.

El manejo terapéutico constituye un desafio clinico sig-
nificativo, ya que no existen guias de tratamiento es-
tandarizadas ni ensayos clinicos controlados3® Las op-
ciones reportadas se basan en series y casos aislados:
corticoides topicos de alta potencia, triamcinolona in-
tralesional y micofenolato de mofetilo sistémico, este
ultimo con rebrote parcial documentado!”® La identi-
ficacion temprana mediante palpacién y la correlacién
multimodal (clinica-tricoscopia-histopatologia-imagen)
son esenciales para el diagndstico diferencial con enti-

dades como cutis verticis gyrata, mucinosis folicular y
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mixedema3%" Nuestro caso contribuye al escaso cuerpo
de evidencia disponible y refuerza la necesidad de man-
tener un alto indice de sospecha ante alopecias no ci-

catriciales con cuero cabelludo de consistencia anormal.

CONCLUSION

La alopecia lipedematosa debe considerarse ante una
alopecia no cicatricial asociada a un cuero cabelludo
blando, esponjoso y con signo de la fovea. La palpacién
sistematica y la correlacion clinica, tricoscépica e his-
topatologica son fundamentales para establecer el diag-
nodstico y excluir otras causas de alopecia. Los estudios
de imagen constituyen un complemento Util cuando
existe incertidumbre diagndstica, aunque no siempre
son indispensables si la correlacién clinico-patoldgica
es concluyente. El reconocimiento oportuno de esta en-
tidad infrecuente evita diagnésticos erroneos y trata-

mientos innecesarios.
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ABSTRACT

Lipedematous alopecia (LA) is a rare disorder within the spectrum of

lipomatous diseases of the scalp, with approximately 115 cases reported

in the literature. We present the case of a 46-year-old woman with bi-

lateral diffuse non-scarring parietotemporal alopecia associated with a

spongy scalp consistency and a positive pitting sign. Histopathological

examination demonstrated mature adipocyte hyperplasia extending

into the deep dermis, lymphatic ectasia, and preservation of hair fo-

llicles. This case highlights the importance of systematic scalp pal-

pation and multimodal clinicopathological correlation in establishing

the differential diagnosis.-

INTRODUCTION

Clinical History

A f46-year-old mestizo woman from Quito, Ecuador,
presented for evaluation. Her past medical history was
significant for subclinical hypothyroidism, treated with
levothyroxine 50 pg/day for the past three years, and
mixed dyslipidemia, well controlled with atorvastatin
20 mg/day. Her gynecologic and obstetric history in-
cluded gravida 2, para 2, with regular menstrual cycles.
Family history was notable for androgenetic alopecia in
her mother, with no history of systemic lymphedema,

lipedema, or autoimmune disease.

She presented with a 2-year history of progressive hair
loss, accompanied by a sensation of diffuse scalp swe-

lling and bilateral parietotemporal dysesthesia.

Dermatological Examination
Diffuse bilateral non-scarring alopecia involving the
parietotemporal scalp was observed. On palpation, the

scalp exhibited a soft, spongy consistency, with a po-

sitive pitting sign, characterized by persistent inden-
tation following digital pressure. No erythema, scaling,
or regional lymphadenopathy was identified. The hair
pull test was negative. Hair density was preserved along

the frontal hairline and occipital scalp.

Trichoscopy

Trichoscopy revealed anisotrichosis with numerous
vellus hairs. No yellow dots, black dots, exclamation
mark hairs, or cadaverized hairs were identified. Folli-

cular ostia were preserved.

Laboratory Investigations

Complete blood count and routine serum chemistry were
within normal limits. Thyroid-stimulating hormone
(TSH) was 4.2 mIU/L, and free thyroxine (fT4) was 1.1 ng/
dL. Antinuclear antibodies (ANA) were negative. Serum
ferritin was 38 ng/mL, and vitamin D was 22 ng/mL,
consistent with mild insufficiency. The Venereal Disease

Research Laboratory (VDRL) test was nonreactive.

Revista Dermatoldgica Centro Uraga | Vol 8 | N°2 2026



J. Rosero et al.

Case Report

“at® Wi

Figure 1. (A-B) Diffuse bilateral parietotemporal alopecia.
Reduced hair density is observed over the parietal regions, with preservation of the frontal hairline.
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Figure 2. Trichoscopy showing anisotrichosis with numerous
vellus hairs. No trichoscopic features suggestive of alopecia
areata or scarring alopecia are observed.

Imaging Studies

Neither magnetic resonance imaging (MRI) nor high-fre-
quency ultrasonography was performed. Their omission
was justified by the concordance among the clinical, tri-
choscopic, and histopathological findings, which was
considered sufficient to establish the diagnosis. Fur-
thermore, imaging was not expected to influence the-
rapeutic decision-making. These modalities are best
reserved as complementary diagnostic tools when un-
certainty persists or when quantitative assessment of

subcutaneous tissue thickening is required.>+
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Figure 3. Hematoxylin and eosin staining demonstrating thickening
of the subcutaneous tissue with mature adipocytes extending into
the deep dermis. Hair follicles are preserved, without peribulbar
inflammation.

Histopathological Findings

Histopathological examination demonstrated mature,
non-neoplastic adipocyte hyperplasia extending into the
deep dermis. Hair follicles were preserved. Mild dermal
edema and lymphatic ectasia were observed, accom-
panied by a sparse superficial perivascular lymphocytic
infiltrate. There was no evidence of panniculitis, lipoma,
dermal mucin deposition, or perifollicular fibrosis. These

findings were consistent with lipedematous alopecia.
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Diagnosis and Treatment

The patient was diagnosed with lipedematous alopecia.
The differential diagnosis included androgenetic alo-
pecia, diffuse alopecia areata, cutis verticis gyrata, folli-
cular mucinosis, and myxedema, all of which were ex-

cluded based on the clinicopathological findings.}35¢

Treatment consisted of clobetasol propionate 0.05% scalp
solution applied nightly, 5 days per week for 4 weeks,
followed by gradual tapering, together with cholecal-
ciferol 4,000 IU daily. Mycophenolate mofetil (500 mg
twice daily) was considered as a potential systemic the-
rapeutic option.” Follow-up included trichoscopic eva-

luation every three months.

DISCUSSION

Lipedematous scalp (LS) and lipedematous alopecia (LA)
are currently regarded as two manifestations within
the same spectrum of lipomatous scalp disorders, with
approximately 115 cases reported worldwide to date.! The
term lipedematous alopecia was introduced by Coskey
in 1961 to describe scalp thickening associated with im-
paired hair growth beyond 2 cm, whereas the non-alo-
pecic variant (lipedematous scalp) had previously been
described by Cornbleet in 1935. The most recent na-
rrative review reported a marked female predominance
(approximately 83%) and a mean age at presentation of
42.1 years, findings consistent with our 46-year-old pa-
tient. The largest published case series, including 31 pa-
tients, likewise confirmed the female predominance and

the broad clinical variability of this disease spectrum.?

The pathogenesis remains poorly understood. Several
mechanisms have been proposed, including leptin dys-
regulation affecting adipose tissue distribution, local
lymphatic dilatation contributing to follicular damage,
and hormonal influences, given the striking female pre-
dominance.3® Familial occurrence in sisters has also
been reported, providing additional evidence for a pos-
sible genetic predisposition.® Metabolic comorbidities,
including obesity, hyperlipidemia, and diabetes mellitus,
have been described incidentally; however, no causal as-
sociation has yet been established.’39- Our patient had

concomitant subclinical hypothyroidism and dyslipi-

J. Rosero et al.

demia. More recently, the coexistence of lipedematous
scalp with lichen planopilaris has been reported, raising
the possibility that subcutaneous edema may represent a

reactive process rather than an isolated disease entity.>

Clinically, the most distinctive feature is a soft, spongy
scalp with compressibility or a positive pitting sign, as
observed in our patient, emphasizing the importance of
systematic scalp palpation during dermatologic exami-
nation.*%3 Although the vertex and occipital scalp are
the most commonly affected sites, our patient exhibited
predominant bilateral parietotemporal involvement. Tri-
choscopy may reveal anisotrichosis and numerous vellus
hairs; linear telangiectasias and, in isolated cases, tufted
hair follicles have also been described.>9134 Nevertheless,
these findings are nonspecific, making clinicopatho-
logical correlation—and, when diagnostic uncertainty
persists, MRI or high-frequency ultrasonography—es-

sential for accurate diagnosis.>45

The hallmark histopathological finding is subcutaneous
tissue thickening to approximately twice its normal thic-
kness, caused by hyperplasia of mature, non-neoplastic
adipocytes in the absence of underlying panniculitis.}3%
In lipedematous alopecia, replacement of hair follicles by
fibrous tracts without significant inflammation, together
with dermal edema and lymphatic ectasia, may also be
observed." Our case demonstrated these classic features,
including adipocyte expansion into the deep dermis with
preservation of follicular architecture, thereby con-
firming the diagnosis. Importantly, coexisting treatable
alopecias, particularly alopecia areata arising on a bac-
kground of lipedematous scalp, should be excluded be-
cause both conditions may coexist and the latter is po-

tentially reversible.>¢

Management remains challenging because no standar-
dized treatment guidelines or controlled clinical trials are
currently available.»3 Reported therapeutic approaches
are limited to case reports and small case series, in-
cluding high-potency topical corticosteroids, intrale-
sional triamcinolone, and systemic mycophenolate mo-
fetil, the latter having shown partial hair regrowth in
isolated reports:? Early recognition through careful

scalp palpation and multimodal assessment—including
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clinical examination, trichoscopy, histopathology, and
imaging when indicated—is essential to distinguish this
condition from disorders such as cutis verticis gyrata,
follicular mucinosis, and myxedema.%" Our case adds to
the limited body of evidence and underscores the im-
portance of maintaining a high index of suspicion in pa-
tients presenting with non-scarring alopecia associated

with an abnormally soft scalp.

CONCLUSIONS

Lipedematous alopecia should be considered in patients
presenting with non-scarring alopecia associated with
a soft, spongy scalp and a positive pitting sign. Syste-
matic scalp palpation, together with clinicopathological
and trichoscopic correlation, is essential for establishing
the diagnosis and excluding other causes of alopecia.
Imaging studies represent a valuable adjunct in diagnos-
tically challenging cases but are not invariably required
when clinicopathological findings are conclusive. Early
recognition of this rare entity may prevent misdiagnosis

and unnecessary treatment.
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CASO CLINICO
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RESUMEN

El angioma serpiginoso (AS) es una malformacion vascular capilar benigna
infrecuente, caracterizada por la proliferacion de capilares ectasiados en
la dermis papilar que se manifiesta clinicamente como agrupaciones de
papulas puntiformes rojizas que no desaparecen a la vitropresién. Pre-
sentamos una mujer de 27 afios con una placa constituida por multiples
papulas eritematosas puntiformes agrupadas en muslo izquierdo, de
inicio en la adolescencia temprana (12 afios), asintomatica y lentamente
progresiva. La dermatoscopia reveld el patron diagndstico caracteristico
de lagunas rojas redondeadas bien delimitadas, regulares, sobre fondo
rosado, sin red pigmentaria ni estructuras vasculares lineales. El diag-
nostico fue clinico-dermatoscopico, sin requerir biopsia confirmatoria.
Este caso destaca la utilidad de la dermatoscopia como herramienta no
invasiva para el diagnostico diferencial con lesiones vasculares y purpt-

ricas, evitando procedimientos invasivos innecesarios.

INTRODUCCION

El angioma serpiginoso (AS) fue descrito por primera suelen ser asintomadticas y no desaparecen por completo

-050

vez por Hutchinson en 1889 como una lesién vascular
cutanea benigna de la dermis papilar.> Su prevalencia
exacta es desconocida, pero se estima en menos de
1/1.000.000, con predominio en mujeres (relacion 9:1) y
edad de inicio habitualmente en la infancia o adoles-
cencia, con el 80% de los casos diagnosticados antes de

los 20 afios.'3

Clinicamente se manifiesta como agrupaciones de pa-
pulas puntiformes eritematosas (1-3 mm) que adoptan
un patrén girado o serpiginoso, con extension cen-

trifuga lenta y posible aclaramiento central. Las lesiones

a la vitropresion. La distribucion es habitualmente uni-
lateral, con predileccién por extremidades inferiores y
gliteos, y en algunos casos sigue las lineas de Blaschko,
lo que sugiere mosaicismo somatico. También se han
descrito presentaciones extensas, acrales o asociadas a

hipertrofia de tejidos blandos.»+7

La dermatoscopia constituye una herramienta diag-
nostica util al mostrar lagunas o glébulos rojos re-
dondeados, bien delimitados y relativamente regulares
sobre un fondo rosado. Este patron se correlaciona con

capilares ectasiados en la dermis superficial y facilita
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la diferenciacion frente a dermatosis purptricas y otras
lesiones vasculares$2 En presentaciones clinicas y der-
matoscopicas tipicas puede apoyar un diagnéstico no in-

vasivo; la biopsia se reserva para casos atipicos o dudosos#?

CASO CLiNICOD

Mujer de 27 afos, mestiza, estudiante universitaria,
procedente de Quito. Sin antecedentes patoldgicos per-
sonales ni familiares de relevancia. Sin medicacién ha-
bitual. Niega traumatismos previos en la region afectada.
Consulta por lesién cutanea asintomdtica en muslo iz-
quierdo de 15 afios de evolucion, con inicio a los 12 afios
como «puntitos rojos pequeiios>» que han aumentado
lentamente en ndmero sin alcanzar resolucién espon-

tanea. Motivo de consulta actual: preocupacion estética.

Examen fisico: en cara anterolateral de muslo izquierdo
se observan dos agrupaciones de papulas puntiformes
eritematosas a rojo vinoso (1-2 mm de didmetro), dis-
puestas en cldsteres irregulares de aproximadamente
1,5 x 1 cm cada uno, sobre piel de coloracion normal. Las
lesiones son no palpables, no dolorosas y no prurigi-
nosas. Diascopia: las papulas no desaparecen completa-
mente a la vitropresion. No se observan lesiones simi-
lares en otra localizacién corporal. Sin linfadenopatias

regionales. Resto del examen fisico sin alteraciones.
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Dermatoscopia: miiltiples lagunas (glébulos) rojas re-
dondeadas, bien delimitadas, de tamafio uniforme
(0,2-0,5 mm), dispuestas en patrén agrupado sin con-
fluencia, sobre fondo rosado péalido homogéneo. Au-
sencia de red pigmentaria, velo azul-blanquecino,
estructuras vasculares lineales, glomerulares o en hor-
quilla. Sin signos de hemorragia reciente ni depésitos de
hemosiderina. Patrén diagnéstico compatible con an-

gioma serpiginoso.

Estudios complementarios: hemograma con recuento
plaquetario normal (248.000/pL). Tiempos de coagu-
laciéon (TP, TTPa): normales. No se realizé biopsia cu-
tdnea dado el patrén dermatoscépico patognomoénico y

la naturaleza benigna de la lesion.

Diagndstico: angioma serpiginoso unilateral de muslo,

basado en la correlacién clinico-dermatoscépica.

Conducta: se explicé a la paciente la naturaleza benigna
de la lesion y su curso cronico estable. Se ofreci6 tra-
tamiento con laser de colorante pulsado (PDL) como
opcion terapéutica electiva con fines estéticos, con res-
puestas favorables descritas en la literatura, aunque
pueden requerirse varias sesiones y presentarse recu-

rrencias.> La paciente opté por observacion clinica y

seguimiento anual.

Figura 1. (A izquierda)
Clinica: dos agrupaciones
de pdpulas puntiformes
eritematosas a rojo vinoso
en cara anterolateral de
muslo izquierdo, sobre piel
de coloracién normal.

(B derecha) Dermatoscopia
(%10, luz polarizada): mul-
tiples lagunas rojas redon-
deadas, bien delimitadas y
de tamarnio uniforme, dis-
puestas en patrén agrupado
sobre fondo rosado pdlido;
ausencia de red pigmen-
taria y estructuras vascu-
lares lineales.
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CONCLUSION

El AS es una entidad poco reportada que puede confun-
dirse con purpura, vasculitis, angioqueratoma o heman-
gioma capilar, lo que puede conducir a estudios innece-
sarios. Histoldgicamente se observan capilares dilatados
en la dermis papilar y superficial, sin inflamacion sig-
nificativa ni depdsitos de hemosiderina’347 La natu-
raleza proliferativa o malformativa del AS contintia en
debate; la positividad para WT-1 descrita en algunos
casos sugiere un componente angiogénico, aunque su

comportamiento clinico es benigno y crénico2”

La dermatoscopia ha mejorado el abordaje diagnostico
del AS. El hallazgo mas consistente es la presencia de
lagunas o glébulos rojos, redondeados u ovalados, bien
delimitados y agrupados sobre un fondo rosado$" Este
patrén refleja los capilares ectasiados de la dermis pa-
pilar y permite distinguir la lesién de dermatosis pur-
puricas, en las que predominan dreas rojizas irregulares,
puntos o glébulos marrones y depdsitos de hemosi-
derina479m Entre los principales diagnésticos diferen-
ciales se incluyen angioqueratoma, ptrpura pigmentaria

progresiva, petequias y otras malformaciones capilares’-*

La presentacién de nuestro caso es concordante con lo
descrito: mujer joven, inicio en la adolescencia tem-
prana, distribuciéon unilateral en una extremidad in-
ferior, curso asintomatico lentamente progresivo y
patron dermatoscopico caracteristico. El predominio fe-
menino ha motivado la hipdtesis de una influencia hor-
monal; sin embargo, la evidencia disponible no permite

establecer una relacion causal2?

Respecto al tratamiento, el AS no requiere intervencion
si no existe preocupacion estética. Cuando se solicita
tratamiento, el laser de colorante pulsado es una de
las opciones mejor documentadas, con mejoria clinica
variable y posibilidad de recurrencia’2% Técnicas no
invasivas como la dermatoscopia de alta resolucidn, la
ecografia de alta frecuencia y la tomografia de cohe-
rencia dptica confocal de campo lineal permiten ca-
racterizar la lesion in vivo y pueden evitar biopsias en

casos seleccionados?

El AS es una malformacién vascular capilar benigna in-
frecuente cuyo diagnéstico puede establecerse de forma
no invasiva mediante la correlacién clinico-derma-
toscopica. El patréon de lagunas rojas redondeadas re-
gulares sobre fondo rosado es patognomoénico y evita
biopsias innecesarias. Su reconocimiento por parte
del dermatélogo es esencial para evitar diagndsticos
erréneos de vasculitis o discrasias sanguineas, y para
ofrecer al paciente informacién prondstica favorable y
opciones terapéuticas electivas con laser cuando existe

preocupacion estética.

CONSENTIMIENTO INFORMADO

La paciente otorgd consentimiento informado escrito
para la publicaciéon de imagenes clinicas y datos con
fines académicos. Se garantiz6 la confidencialidad de

sus datos identificativos.
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ABSTRACT

Serpiginous angioma (SA) is an uncommon benign capillary vascular
malformation characterized by the proliferation of ectatic capillaries
within the papillary dermis. Clinically, it presents as clusters of pinpoint
erythematous papules that do not blanch on diascopy. We report the
case of a 27-year-old woman with a plaque composed of multiple
grouped pinpoint erythematous papules on the left thigh. The lesions
had appeared during early adolescence (12 years of age), were asympto-
matic, and had shown slow progression. Dermoscopy revealed the cha-
racteristic diagnostic pattern of well-defined, regular, round-to-oval
red lagoons on a pink background, without a pigment network or linear
vascular structures. The diagnosis was established based on the clinical
and dermoscopic findings, without the need for confirmatory biopsy.
This case highlights the value of dermoscopy as a noninvasive diag-
nostic tool for distinguishing serpiginous angioma from other vascular

and purpuric lesions, thereby avoiding unnecessary invasive procedures.

INTRODUCTION

Serpiginous angioma (SA) was first described by Hut-
chinson in 1889 as a benign cutaneous vascular lesion
involving the papillary dermis> Its exact prevalence is
unknown but is estimated to be fewer than 1 per 1,000,000
individuals. The condition predominantly affects fe-
males, with a female-to-male ratio of approximately 9:1,
and typically presents during childhood or adolescence,

with nearly 80% of cases diagnosed before the age of 2013

Clinically, SA is characterized by clusters of pinpoint
erythematous papules measuring 1-3 mm in diameter
that form a gyrate or serpiginous pattern, showing slow

centrifugal expansion and occasional central clearing.

The lesions are usually asymptomatic and do not
blanch completely on diascopy. Distribution is typically
unilateral, with a predilection for the lower extremities
and buttocks. In some cases, lesions follow the lines
of Blaschko, suggesting underlying somatic mosaicism.
More extensive, acral, or soft tissue hypertrophy-asso-

ciated presentations have also been reported.47

Dermoscopy is a valuable diagnostic tool, characteristi-
cally demonstrating well-circumscribed, relatively re-
gular, round-to-oval red lagoons or globules on a pink
background. This pattern correlates histopathologically

with ectatic capillaries within the superficial dermis and
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facilitates differentiation from purpuric dermatoses and
other vascular lesions®*> In patients with typical clinical
and dermoscopic findings, dermoscopy may support a
noninvasive diagnosis, whereas skin biopsy should be re-

served for atypical or diagnostically challenging cases”®

CASE REPORT

A 27-year-old mestizo woman, a university student
from Quito, Ecuador, presented with an asymptomatic
cutaneous lesion on the left thigh that had been present
for 15 years. She had no relevant personal or family me-
dical history, was not taking any regular medications,
and denied previous trauma to the affected area. The
lesion first appeared at the age of 12 years as “small
red dots” that had gradually increased in number wi-
thout spontaneous resolution. Her primary reason for

seeking medical attention was cosmetic concern.

Physical examination: Two clusters of pinpoint
erythematous to violaceous-red papules, measuring
1-2 mm in diameter, were observed on the anterola-
teral aspect of the left thigh. Each cluster measured
approximately 1.5 x 1 cm and was distributed over
otherwise normal-appearing skin. The lesions were

flat, non-tender, and non-pruritic. On diascopy, the

papules did not blanch completely. No similar lesions
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were identified elsewhere on the body. There was no
regional lymphadenopathy, and the remainder of the

physical examination was unremarkable.

Dermoscopy: Examination revealed multiple well-cir-
cumscribed, round-to-oval red lagoons (globules)
of uniform size (0.2-0.5 mm), arranged in clustered
groups without confluence on a homogeneous pale
pink background. No pigment network, blue-white
veil, linear, glomerular, or hairpin vessels were ob-
served. There were no signs of recent hemorrhage or
hemosiderin deposition. These dermoscopic findings

were diagnostic of serpiginous angioma.

Complementary studies: Complete blood count, in-
cluding a platelet count of 248,000/1L, was within normal
limits. Coagulation studies (prothrombin time and acti-
vated partial thromboplastin time) were also normal. A
skin biopsy was not performed because the dermoscopic
pattern was considered pathognomonic and the lesion

exhibited characteristic benign clinical features.

Diagnosis: Unilateral serpiginous angioma of the left

thigh, established through clinicodermoscopic correlation.

Management: The patient was informed of the benign

nature of the lesion and its chronic, stable course.

Figure 1. (A left) Clinical
presentation showing

two clusters of pinpoint
erythematous to viola-
ceous-red papules on the
anterolateral aspect of the
| left thigh over otherwise
normal-appearing skin.

(B right) Dermoscopic
image (x10, polarized
light) demonstrating mul-
tiple well-circumscribed,
uniformly sized, round-
to-oval red lagoons
arranged in clustered
groups on a homogeneous
pale pink background, wi-
thout a pigment network or
linear vascular structures.
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Pulsed dye laser (PDL) therapy was offered as an
elective cosmetic treatment, as favorable outcomes
have been reported in the literature, although multiple
treatment sessions may be required and recurrences
have been described> The patient elected conser-
vative management with clinical observation and

annual follow-up.

DISCUSSION

Serpiginous angioma (SA) is an uncommon vascular
disorder that may be misdiagnosed as purpura, vas-
culitis, angiokeratoma, or capillary hemangioma, po-
tentially leading to unnecessary diagnostic investi-
gations. Histopathologically, SA is characterized by
dilated capillaries within the papillary and superficial
dermis, without significant inflammatory infiltrate
or hemosiderin deposition.347 Whether SA represents
a vascular neoplasm or a capillary malformation re-
mains controversial. WT-1 positivity reported in some
cases suggests an angiogenic component; however, its

clinical behavior is consistently benign and chronic.”

Dermoscopy has substantially improved the diag-
nostic approach to SA. The most consistent dermos-
copic finding is the presence of well-circumscribed,
round-to-oval red lagoons or globules clustered on a
pink background 3t This pattern reflects the presence
of ectatic capillaries within the papillary dermis and
allows reliable differentiation from purpuric derma-
toses, which typically exhibit irregular reddish areas,
brown dots or globules, and hemosiderin deposits.+791
The main differential diagnoses include angiokeratoma,
progressive pigmented purpuric dermatosis, petechiae,

and other capillary vascular malformations.’-¢

The clinical presentation of our patient closely mi-
rrors the features reported in the literature, including
female sex, onset during early adolescence, unilateral
involvement of a lower extremity, an asymptomatic
and slowly progressive course, and the characteristic
dermoscopic pattern. Although the marked female
predominance has led to the hypothesis of hormonal
influence, the available evidence remains insufficient

to establish a causal relationship.>7

J. Rosero et al.

Treatment is generally unnecessary unless cosmetic
concerns are present. When intervention is desired,
pulsed dye laser (PDL) therapy is among the best-do-
cumented treatment options, demonstrating variable
clinical improvement, although multiple treatment
sessions may be required and recurrence has been re-
ported>%5 In addition to dermoscopy, noninvasive
imaging modalities such as high-frequency ultrasound
and line-field confocal optical coherence tomography
enable in vivo lesion characterization and may obviate

the need for skin biopsy in selected cases.?

CONCLUSIONS

Serpiginous angioma is an uncommon benign capillary
vascular malformation that can be accurately diagnosed
through clinicodermoscopic correlation without the need
for invasive procedures. The presence of regular, round-
to-oval red lagoons on a pink background represents a
characteristic dermoscopic pattern that may eliminate
the need for unnecessary skin biopsy. Familiarity with
this entity is essential for dermatologists to avoid mis-
diagnosis as vasculitis or hematologic disorders, provide
appropriate prognostic reassurance, and discuss elective

laser therapy for patients with cosmetic concerns.

INFORMED CONSENT

Written informed consent was obtained from the pa-
tient for the publication of clinical images and clinical
data for academic and scientific purposes. Patient con-
fidentiality was maintained, and no personally identi-

fiable information was disclosed.
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RESUMEN

La facomatosis pigmentovascular (FPV) es una genodermatosis rara
(5,8/100.000 pacientes pediatricos) caracterizada por la coexistencia
de malformaciones vasculares capilares y melanocitosis dérmica, se-
cundaria a mutaciones somaticas en mosaico en GNA11/GNAQ. Pre-
sentamos una paciente femenina de 3 afios con manchas mongdlicas
aberrantes, nevus flamigero y nevus anemicus desde el nacimiento,
asociados a retraso del lenguaje expresivo, configurando una FPV
tipo IIb (cesioflammea con compromiso extracutaneo). Se inici6 se-
guimiento multidisciplinario con resonancia magnética cerebral pen-
diente. Este reporte contribuye al conocimiento de esta entidad infre-

cuente desde Latinoamérica.

INTRODUCCION

La FPV es un sindrome congénito raro caracterizado
por la coexistencia de una malformacion vascular ca-
pilar extensa (nevus flamigero) y un nevus pigmentario
de origen melanocitico dérmico. Descrita en 1947 por
Ota, Happle la reclasificé en 2005 en cuatro grupos des-
criptivos, siendo la facomatosis cesioflammea (mancha
mongdlica aberrante + nevus flamigero) la forma mas
prevalente; cada tipo se subdivide en subtipo «a» (cu-

taneo exclusivo) y «b> (compromiso extracutaneo).>

Molecularmente, la FPV se asocia a mutaciones soma-
ticas activadoras en mosaico en GNA11 (p.Argi83Cys) y
GNAQ (p.Arg183Gln), genes que codifican subunidades
Ga de proteinas G heterotriméricas con activacion de las
vias MAPK (p38, JNK, ERK)2 Estas mutaciones son de-
tectables a fracciones alélicas bajas (1,5-8,6%) en tejido

afectado pero indetectables en sangre, confirmando su

naturaleza mosaica poscigdticas# Aunque generalmente
benigna, puede asociarse con anomalias neuroldgicas
(hidrocefalia, convulsiones), oftalmoldgicas (glaucoma
en hasta 88% de ojos evaluados sistematicamente) y

musculoesqueléticas 256

CASO CLiNICOD

Paciente femenina de 3 afios, producto de primera gesta,
sin antecedentes perinatales relevantes. APP: dermatitis
atépica, rinitis alérgica. Padres consultan por manchas
hiperpigmentadas en regién lumbar y glitea presentes

desde el nacimiento con crecimiento progresivo.

Examen fisico: multiples maculas azul-grisaceas de
bordes irregulares y difusos (2-8 cm) en region lumbar

bilateral, glitea y sacra, compatibles con manchas
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mongolicas aberrantes. Mdcula eritematosa rosa-
da-rojiza de 4 x 3 cm en regioén lumbar paravertebral
derecha, compatible con nevus flamigero. Area de hi-
popigmentacion relativa de 3 x 2 cm en region lumbar
izquierda, compatible con nevus anemicus. Explo-
racién neurolédgica: retraso del lenguaje expresivo sin

otros déficits focales.

Diagnéstico: FPV tipo IIb (cesioflammea con com-
promiso extracutaneo) por la coexistencia de mancha
mongolica aberrante, nevus flamigero y nevus ane-
micus, considerando el retraso del lenguaje como ma-
nifestacion sistémica potencial. Se solicité RM cerebral
(pendiente al momento del reporte) y se inici6 segui-
miento multidisciplinario (dermatologia, neurologia,

genética, oftalmologia).

DISCUSION

La FPV constituye un sindrome neurocutdneo pertene-
ciente al grupo de trastornos mosaicos de proteinas G
heterotriméricas, junto al sindrome de Sturge-Weber
y McCune-Albright37 El tipo cesioflammea es la forma
mas frecuente, como lo documentan las series de Vi-
daurri-de la Cruz (24 pacientes), Fernandez-Guarino (15
pacientes) y Shin (52 pacientes).>®* Thomas et al. de-

mostraron en 2016 la asociacion con mutaciones ac-

tivadoras en GNA11/GNAQ mediante secuenciacién de
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alta profundidad en tejido afectado, y modelos en pez
cebra recapitularon la melanocitosis dérmica humana2
Una cohorte china reciente de 13 pacientes pediatricos
confirmé mosaicismo de GNAQ/GNA11 en el 92,3% de
los casos, y Sliepka et al. documentaron la variante de
GNA11 directamente en tejido cerebral, demostrando

que el mosaicismo puede afectar al SNC4v

El diagnoéstico diferencial principal incluye: manchas
mongolicas extensas aisladas (ausencia de componente
vascular), sindrome de Sturge-Weber (malformacion ca-
pilar facial con angiomatosis leptomeningea ipsilateral,
sin melanocitosis dérmica), sindrome de Klippel-Tré-
naunay (malformacién capilar con hipertrofia de extre-
midades y malformaciones venosas/linfaticas), nevus
de Ota/Ito aislados y cutis marmorata teleangiectatica
congenita. La clave diagndstica radica en la coexis-
tencia simultanea de componente melanocitico dérmico
y malformacién capilar, hallazgo patognomdnico de la
FPV»" En nuestro caso, la triada de mancha mongdlica
aberrante, nevus flamigero y nevus anemicus confirmé

el diagndstico sin ambigiiedad.

La evaluacién sistémica es mandatoria. Se debe rea-
lizar neuroimagen ante cualquier sintomatologia neu-
roldgica, evaluacién oftalmélogica con tonometria (el
glaucoma constituye la complicacion ocular mas fre-

cuente)? y estudios de imagen vascular en casos con

Figura 1. Mancha mongdlica aberrante
en regién lumbosacra, nevus flamigero
paravertebral derecho y nevus ane-
micus lumbar derecho.
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asimetria de extremidades® Okunola et al. reportaron
dos casos de FPV tipo IIb con hidrocefalia, enfatizando
la necesidad de evaluacién neuroldgica exhaustiva
incluso en pacientes aparentemente asintomdticoss
Reportes recientes refuerzan la necesidad de una
valoracién neuroldgica, oftalmoldgica y vascular indi-
vidualizada desde la infancia

El tratamiento es sintomatico: laser de colorante
pulsado (595 nm) para el nevus flamigero y laser
Q-switched Nd:YAG (1064 nm) o alexandrita (755 nm)
para la melanocitosis dérmica, con mejoria cosmética
variablesB% Se recomienda inicio en la infancia para
optimizar resultados El pronéstico es favorable en
formas cutdneas puras; en formas con compromiso
sistémico depende de la gravedad de las complica-

ciones neuroldgicas y oftalmolégicass6°

CONCLUSIONES

La FPV tipo IIb es un sindrome neurocutaneo infrecuente
cuyo reconocimiento clinico temprano —basado en la
coexistencia de melanocitosis dérmica y malformacion
capilar congénita— permite implementar vigilancia
activa de complicaciones extracutaneas potencialmente
graves. La identificacién de mutaciones en GNA11/GNAQ
ha esclarecido su patogénesis molecular y la sitia dentro
del espectro de trastornos mosaicos de proteinas G. Su
reporte desde Ecuador enriquece la evidencia en pobla-

ciones latinoamericanas poco representadas.

CONSENTIMIENTO INFORMADO

Los representantes legales de la paciente firmaron con-
sentimiento informado aprobando el uso de imdgenes y
datos clinicos con fines de investigacion y publicacién
cientifica. No se proporcionan datos que permitan su

identificacion.
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ABSTRACT

Phakomatosis pigmentovascularis (PPV) is a rare genodermatosis (es-
timated prevalence of 5.8 per 100,000 pediatric patients) characterized
by the coexistence of capillary vascular malformations and dermal
melanocytosis, resulting from postzygotic somatic mosaic mutations
in the GNA11 and GNAQ genes. We report the case of a 3-year-old
girl presenting with aberrant Mongolian spots, a port-wine stain, and
nevus anemicus since birth, associated with expressive language delay,
consistent with type IIb phakomatosis pigmentovascularis (phako-
matosis cesioflammea with extracutaneous involvement). A multi-
disciplinary follow-up program was initiated, and brain magnetic
resonance imaging is pending. This case contributes to the limited li-

terature on this uncommon disorder from Latin America.

INTRODUCTION

Phakomatosis pigmentovascularis (PPV) is a rare
congenital syndrome characterized by the coexis-
tence of an extensive capillary vascular malformation
(port-wine stain) and a pigmented lesion derived from
dermal melanocytes. First described by Ota in 1947,
PPV was reclassified by Happle in 2005 into four de-
scriptive groups, with phakomatosis cesioflammea
(@berrant Mongolian spots associated with a port-wine
stain) representing the most common subtype. Each
group is further subdivided into subtype “a,” limited
to cutaneous involvement, and subtype “b,” which in-

cludes extracutaneous manifestations.2

At the molecular level, PPV is associated with post-
zygotic activating somatic mosaic mutations in the
GNA11 (p.Arg183Cys) and GNAQ (p.Argi83Gln) genes,
which encode Ga subunits of heterotrimeric G pro-

teins involved in the activation of the MAPK signaling

pathways, including p38, JNK, and ERK3 These muta-
tions are detectable at low variant allele frequencies
(1.5%-8.6%) in affected tissues but are absent in pe-
ripheral blood, confirming their postzygotic mosaic
nature3* Although PPV generally follows a benign
clinical course, it may be associated with neurological
abnormalities (including hydrocephalus and seizures),
ophthalmologic complications (particularly glaucoma,
reported in up to 88% of systematically evaluated

eyes), and musculoskeletal abnormalities.>5¢

CASE REPORT

A 3-year-old girl, the first child of a healthy preg-
nancy, presented with no significant prenatal or per-
inatal history. Her past medical history was notable
for atopic dermatitis and allergic rhinitis. Her parents

sought medical evaluation because of progressively
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enlarging hyperpigmented lesions over the lumbar and

gluteal regions that had been present since birth.

Physical examination: Multiple blue-gray macules with
irregular, poorly defined borders, measuring 2-8 cm
in diameter, were observed over the bilateral lumbar,
gluteal, and sacral regions, consistent with aberrant
Mongolian spots. A 4 x 3 cm pink-to-erythematous
macule was present on the right paravertebral lumbar
region, consistent with a port-wine stain. A 3 x 2 cm
area of relative hypopigmentation was identified on the
left lumbar region, compatible with nevus anemicus.
Neurological examination revealed expressive language

delay without additional focal neurological deficits.

Diagnosis: Type IIb phakomatosis pigmentovascularis
(phakomatosis cesioflammea with extracutaneous in-
volvement) was diagnosed based on the coexistence of
aberrant Mongolian spots, a port-wine stain, and nevus
anemicus, with the expressive language delay considered
a potential extracutaneous manifestation. Brain mag-
netic resonance imaging (MRI) was requested and was
pending at the time of this report. The patient was en-

rolled in multidisciplinary follow-up involving derma-

tology, neurology, medical genetics, and ophthalmology.
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DISCUSSION

Phakomatosis pigmentovascularis (PPV) is a neu-
rocutaneous syndrome belonging to the spectrum of
disorders caused by mosaic mutations affecting he-
terotrimeric G proteins, together with Sturge-Weber
syndrome and McCune-Albright syndrome?’ Phako-
matosis cesioflammea is the most common subtype,
as demonstrated in the case series reported by Vidau-
rri-de la Cruz (24 patients), Fernandez-Guarino (15 pa-
tients), and Shin (52 patients).»% In 2016, Thomas et al.
identified activating GNA11 and GNAQ mutations using
deep sequencing of affected tissue, while zebrafish
models successfully recapitulated the dermal melano-
cytosis observed in humans.2 More recently, a Chinese
cohort of 13 pediatric patients confirmed GNA11/GNAQ
mosaicism in 92.3% of cases, and Sliepka et al. iden-
tified a GNA11 mutation directly in brain tissue, pro-
viding evidence that mosaicism may also involve the

central nervous system (CNS)41°

The principal differential diagnoses include isolated ex-
tensive Mongolian spots (without an associated vascular
component), Sturge-Weber syndrome (facial capillary

malformation associated with ipsilateral leptomeningeal

Figure 1. Aberrant Mon-
golian spots involving the
lumbosacral region, a right
paravertebral port-wine
stain, and a right lumbar
nevus anemicus.
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angiomatosis, without dermal melanocytosis), Klippel-
Trénaunay syndrome (capillary malformation associated
with limb hypertrophy and venous and/or lymphatic
malformations), isolated nevus of Ota or nevus of Ito, and
cutis marmorata telangiectatica congenita. The hallmark
diagnostic feature of PPV is the simultaneous coexistence
of dermal melanocytosis and a congenital capillary vas-
cular malformation.™ In our patient, the combination of
aberrant Mongolian spots, a port-wine stain, and nevus

anemicus established the diagnosis unequivocally.

Systemic evaluation is mandatory in patients with PPV.
Neuroimaging should be performed in the presence of
any neurological manifestations, ophthalmologic as-
sessment should include tonometry because glaucoma
is the most frequent ocular complication? and vascular
imaging should be considered in patients presenting
with limb asymmetry>® Okunola et al. reported two
cases of type IIb PPV associated with hydrocephalus,
emphasizing the importance of comprehensive neuro-
logical evaluation even in patients who appear clini-
cally asymptomatic’ More recent reports further su-
pport individualized neurological, ophthalmologic, and

vascular surveillance beginning in early childhood >

Treatment is primarily symptomatic. Pulsed dye laser
(595 nm) is the treatment of choice for port-wine
stains, whereas Q-switched Nd:YAG laser (1064 nm) or
Q-switched alexandrite laser (755 nm) may improve
dermal melanocytosis, although cosmetic outcomes are
variableo5% Early treatment during childhood is recom-
mended to optimize therapeutic results Prognosis is
generally favorable in patients with isolated cutaneous
disease, whereas outcomes in those with extracutaneous
involvement depend largely on the severity of associated

neurological and ophthalmologic complications ¢+

CONCLUSIONS

Type IIb phakomatosis pigmentovascularis is an un-
common neurocutaneous syndrome whose early cli-
nical recognition—based on the coexistence of con-

genital dermal melanocytosis and a capillary vascular

J. Rosero et al.

malformation—allows timely surveillance for po-
tentially serious extracutaneous complications. The
identification of GNA11 and GNAQ mutations has cla-
rified the molecular pathogenesis of this disorder and
established its place within the spectrum of mosaic
G-protein disorders. Reporting this case from Ecuador
contributes to the limited evidence available from un-

derrepresented Latin American populations.

INFORMED CONSENT

Written informed consent for the use of the patient’s
clinical data and images for research and scientific pu-
blication was obtained from the patient’s legal guar-
dians. Patient confidentiality was maintained, and no

identifying information has been disclosed.
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Elastolisis de la dermis media:
Hallazgos clinicos e histopatoldgicos
caracteristicos

Javier Rosero, * Carolina Narvaez, * José Plata“*

Paciente femenina de 43 afios, con antecedente de fo-
toexposicion solar crénica. Como antecedentes fami-
liares, su madre presenta arrugas y laxitud cutdnea de
inicio precoz asociadas a exposicién solar. La paciente
consulta por lesiones cutaneas de curso progresivo y
asintomatico en la cara posterior de la pierna derecha,
presentes desde hace aproximadamente dos afios. En la
figura 1 se observa en la cara posterior de la pierna de-
recha la presencia de dreas difusas de arrugas finas con
patron reticulado, de distribucion simétrica y bien deli-

mitadas. La piel presenta una textura caracteristica con

multiples lineas finas entrecruzadas que confieren un
aspecto de “papel de cigarrillo arrugado,” sin cambios en
la pigmentacion ni signos inflamatorios asociados. No se
evidencian papulas perifoliculares ni eritema reticulado,

compatible con elastolisis de la dermis media tipo I*

En la figura 2 se muestra el estudio histopatoldgico con
tincion de hematoxilina-eosina, donde se aprecia una
epidermis de caracteristicas normales y dermis con infil-
trado perivascular leve. En la figura 3 se observa la tincion

especifica para fibras eldsticas realizada en la muestra

Figura 1. Placa atrdfica con patrén reti-
culado eritematoso en la cara posterior
de la pierna derecha, caracterizada por
arrugas finas, discreto adelgazamiento
cutdneo y superficie de aspecto laxo,
con textura en “papel de cigarrillo.”

reticular profunda.

* Médico posgradista en Dermatologia,
Universidad UTE, Quito, Ecuador.

Revista Dermatoldgica Centro Uraga | Vol 8 | N° 2 2026

Figura 2. Histopatologia: pérdida selectiva
de fibras eldsticas en la dermis media,
con preservacién de la dermis papilar y

Figura 3. Tincién de Verhoeff-van
Gieson: Elastdlisis de la dermis
media, caracterizada por pérdida
de fibras eldsticas en la porcién
media de la dermis.
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cutanea del caso clinico presentado (Verhoeff-van Gieson
o tincion de orceina) revela la pérdida selectiva caracte-
ristica de fibras elasticas en la dermis media, con pre-
servacion del tejido elastico normal en la dermis papilar
superficial superior y en la dermis reticular inferior. Este
hallazgo histopatoldgico distintivo confirma el diag-

nostico de elastdlisis de la dermis media23

La elastdlisis de la dermis media es un trastorno ad-
quirido poco frecuente del tejido elastico que afecta pre-
dominantemente a mujeres caucasicas de mediana edad
La patogenia involucra un desequilibrio entre las metalo-
proteinasas de matriz, especialmente la MMP-9, y sus in-
hibidores tisulares, resultando en la degradacion selectiva
de las fibras eldsticass Aunque la exposicion solar se ha
identificado como factor desencadenante, en muchos
casos la etiologia permanece desconocida. El diagnéstico
diferencial debe incluir anetodermia, seudoxantoma
elastico, elastodermia y cutis laxa adquirida® Desafortu-
nadamente, no existe un tratamiento definitivo efectivo
hasta la fecha, aunque se han reportado resultados va-

riables con retinoides topicos y fotoproteccion estricta?

CONSENTIMIENTO INFORMADO

La paciente incluida en este estudio ha firmado el con-
sentimiento informado, aprobando el uso de sus ima-
genes y datos clinicos exclusivamente con fines de in-
vestigacion y publicacion cientifica. Se garantiza que
no se han proporcionado datos personales ni se han

utilizado fotografias que permitan su identificacion.
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Mid-dermal elastolysis:
Characteristic clinical and
histopathological findings

Javier Rosero, * Carolina Narvaez, * José Plata“*

A 43-year-old female patient with a history of chronic
sun exposure presented with progressive, asymptomatic
skin lesions on the posterior aspect of the right leg,
which had been present for approximately two years.
Regarding family history, her mother had experienced
early-onset wrinkles and cutaneous laxity associated
with sun exposure. Figure 1 shows diffuse areas of fine
wrinkles with a reticular pattern on the posterior aspect
of the right leg, symmetrically distributed and sharply
demarcated. The skin exhibited a characteristic texture

composed of multiple intersecting fine lines, producing

Figure 1. Atrophic plaque with an
erythematous reticular pattern on the
posterior aspect of the right leg, charac-
terized by fine wrinkles, mild cutaneous
thinning, and a lax surface with a char-
acteristic “cigarette paper” texture.

* Dermatology Resident Physician, Universidad
UTE, Quito, Ecuador
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Figure 2. Histopathology demonstrating
selective loss of elastic fibers in the mid-
dermis, with preservation of the papillary
dermis and deep reticular dermis.

the appearance of “wrinkled cigarette paper,” without
pigmentary changes or associated inflammatory signs.
No perifollicular papules or reticulated erythema were
observed, findings consistent with type I mid-dermal

elastolysis.

Figure 2 shows the histopathological study with hema-
toxylin and eosin staining, revealing an epidermis with
normal histological features and a mild perivascular
infiltrate within the dermis. Figure 3 illustrates the

elastic fiber stain performed on the skin sample from

Figure 3. Verhoeff—Van Gieson
stain showing mid-dermal
elastolysis, characterized by loss
of elastic fibers in the middle
portion of the dermis.

Corresponding author:
Javier Rosero
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the present case (Verhoeff-Van Gieson or orcein stain),
which demonstrates the characteristic selective loss of
elastic fibers within the mid-dermis, with preservation
of normal elastic tissue in the superficial papillary
dermis and the lower reticular dermis. This distinctive
histopathological finding confirms the diagnosis of

mid-dermal elastolysis.>3

Mid-dermal elastolysis is a rare acquired disorder of
elastic tissue that predominantly affects middle-aged
Caucasian women#* Its pathogenesis involves an imba-
lance between matrix metalloproteinases, particularly
MMP-9, and their tissue inhibitors, resulting in se-
lective degradation of elastic fiberss Although ultraviolet
radiation exposure has been identified as a triggering
factor, the etiology remains unknown in many cases. The
differential diagnosis includes anetoderma, pseudoxan-
thoma elasticum, elastoderma, and acquired cutis laxa.
Unfortunately, no definitive effective treatment is cu-
rrently available, although variable results have been re-

ported with topical retinoids and strict photoprotection.’

INFORMED CONSENT

The patient included in this study provided written in-
formed consent authorizing the use of her clinical data
and images exclusively for research and scientific pu-
blication purposes. The authors guarantee that no per-
sonal identifying information has been disclosed and
that no photographs allowing patient identification

have been included.
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Xantogranuloma necrobidtico
diseminado: manifestacion cutanea de
una gammapatia monoclonal

Javier Rosero, * Carolina Narvaez, * Ernesto Rosero **

Figura 1: Tumefaccién nodular difusa, mdculas marrén oscuro que
confluyen en manchas, escasas pdpulas eucrémicas hacia ma-
lares. Placas infiltradas y confluentes, de tonalidad pardo-amari-
llenta a eritemato-violdcea, con contornos irregulares, policiclicos
y arciformes, distribuidas en mamas y regién toracoabdominal.
Se observan sectores de aclaramiento central y una lesién redon-
deada de superficie costrosa en el abdomen inferior.
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Figura 2: Biopsia cutdnea con infiltrado xantogranulomatoso
dérmico compuesto por histiocitos espumosos y células gigantes
multinucleadas, asociado a necrobiosis del coldgeno (hematoxi-
lina-eosina).

* Médico posgradista en Dermatologia, Universidad
Tecnoldgica Equinoccial, Quito — Ecuador

** Médico general, investigador independiente,
Quito — Ecuador.
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Mujer de 67 afios, con 8 meses de evolucion de multiples
lesiones cutdneas. En el examen dermatoldgico se iden-
tificaron placas y nédulos firmes e infiltrados, de tona-
lidad pardo-amarillenta a eritemato-violdcea, con dreas
marron oscuro, contornos irregulares, policiclicos y ar-
ciformes, y tendencia a la confluencia. Predominaban en
mamas y region toracoabdominal, con lesiones adicio-
nales en brazos, cuello y region periocular. En la figura 1
destacan extensas placas confluentes, sectores de aclara-
miento central y una lesion redondeada de superficie cos-
trosa en el abdomen inferior. Esta variabilidad cromatica
es compatible con el xantogranuloma necrobiético, cuyas
lesiones no siempre muestran una coloracion amari-

llo-anaranjada evidente.

Los estudios complementarios revelaron una gam-
mapatia monoclonal IgG kappa, con pico monoclonal de
2,8 g/dL. La biopsia cutdnea mostré un infiltrado xanto-
granulomatoso dérmico constituido por histiocitos espu-
mosos, células gigantes multinucleadas y dreas extensas
de necrobiosis del colageno (figura 2). La tincién con rojo
Congo no evidencid depdsitos de amiloide en la muestra
y las tinciones especiales para microorganismos fueron
negativas. La correlacion entre la morfologia clinica, los
hallazgos histopatoldgicos y la paraproteinemia permiti6
establecer el diagnéstico de xantogranuloma necro-
bidtico! Los criterios diagnosticos de consenso han sido
validados recientemente frente a sus principales imita-

dores clinicopatologicos

Correspondencia:
Javier Rosero
javier.roserog4@gmail.com

-070



J. Rosero et al.

-071

El xantogranuloma necrobiético es una histiocitosis no
Langerhans rara y de curso cronico, estrechamente aso-
ciada a gammapatias monoclonales y discrasias de cé-
lulas plasmadticas. La evaluacién conjunta por dermato-
logia y hematologia, asi como la vigilancia hematoldgica
prolongada, son fundamentales porque la alteracién
clonal puede preceder, coincidir con o aparecer después
de las lesiones cutaneas?- El diagndstico diferencial in-
cluye necrobiosis lipoidica, granuloma anular genera-

lizado, xantomas y otras histiocitosis no Langerhans.

El tratamiento debe individualizarse segin la extension
cutanea, el compromiso extracutaneo y la enfermedad
hematoldgica subyacente. La evidencia disponible
procede principalmente de series de casos y revisiones
sistematicas; las inmunoglobulinas intravenosas y los
corticosteroides sistémicos se encuentran entre las op-
ciones con mejor respaldo, junto con tratamientos di-

rigidos al clon plasmocitario cuando estan indicados.®-

CONSENTIMIENTO INFORMADO

La paciente firmd el consentimiento informado para
el uso de sus imagenes y datos clinicos con fines de
investigacion y publicacién cientifica. Se preservé la
confidencialidad y no se incluyeron datos que permi-

tieran su identificacion.
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Disseminated necrobiotic
xanthogranuloma: A cutaneous

manifestation of monoclonal gammopathy

Javier Rosero, * Carolina Narvaez, * Ernesto Rosero **

Figure 1: Confluent infiltrated plaques ranging in color from
yellowish-brown to erythematous-violaceous, with irregular,
polycyclic, and arcuate borders, distributed over the breasts
and thoracoabdominal region. Areas of central clearing are
evident, along with a rounded lesion with a crusted surface on
the lower abdomen.
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Figure 2: Skin biopsy showing a dermal xanthogranulomatous
infiltrate composed of foamy histiocytes and multinucleated
giant cells, associated with collagen necrobiosis (hematoxylin
and eosin stain).

* Dermatology Resident, Universidad Tecnoldgica
Equinoccial, Quito, Ecuador.

** General Practitioner, Independent Researcher,
Quito, Ecuador.
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A 67-year-old woman presented with an 8-month history
of multiple cutaneous lesions. Dermatological examination
revealed firm, infiltrated plaques and nodules ranging
in color from yellowish-brown to erythematous-viola-
ceous, with dark brown areas, irregular, polycyclic, and
arcuate borders, and a tendency to coalesce. The lesions
predominantly involved the breasts and thoracoabdominal
region, with additional lesions on the arms, neck, and pe-
riocular area. Figure 1 shows extensive confluent plaques
with areas of central clearing and a rounded lesion with a
crusted surface on the lower abdomen. This chromatic va-
riability is consistent with necrobiotic xanthogranuloma,
whose lesions do not invariably exhibit the characteristic

yellow-orange discoloration.

Laboratory investigations revealed an IgG kappa mo-
noclonal gammopathy, with a monoclonal protein
(M-protein) level of 2.8 g/dL. Skin biopsy demonstrated
a dermal xanthogranulomatous infiltrate composed of
foamy histiocytes, multinucleated giant cells, and ex-
tensive areas of collagen necrobiosis (Figure 2). Congo red
staining showed no evidence of amyloid deposition, and
special stains for microorganisms were negative. Corre-
lation of the clinical presentation, histopathological fin-
dings, and paraproteinemia established the diagnosis of
necrobiotic xanthogranuloma: Recently, consensus diag-
nostic criteria have been validated against its major cli-

nicopathological mimickers?
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Necrobiotic xanthogranuloma is a rare, chronic non-Lan-
gerhans cell histiocytosis that is strongly associated with
monoclonal gammopathies and plasma cell dyscrasias.
Multidisciplinary management involving both derma-
tology and hematology, together with long-term hema-
tologic surveillance, is essential because the underlying
clonal disorder may precede, coincide with, or develop
after the onset of the cutaneous manifestations3-> The
differential diagnosis includes necrobiosis lipoidica, ge-
neralized granuloma annulare, xanthomas, and other

non-Langerhans cell histiocytoses.

Treatment should be individualized according to the
extent of cutaneous involvement, extracutaneous mani-
festations, and the underlying hematologic disorder. Cu-
rrent evidence is derived primarily from case series and
systematic reviews. Intravenous immunoglobulin (IVIG)
and systemic corticosteroids are among the therapies
with the strongest supporting evidence, together with

plasma cell clone-directed therapies when indicated -7

INFORMED CONSENT

Written informed consent was obtained from the pa-
tient for the publication of her clinical information and
images. Patient confidentiality was maintained, and

no identifying information was included.
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— Normas de
Publicacion

La Revista Dermatolégica Centro Uraga es una publicacién de acceso abierto y sin costo, vigente desde
el afio 2019. Su principal objetivo es promover la investigacién cientifica y contribuir al avance del
conocimiento médico, sirviendo como un recurso valioso para la comunidad cientifica y médica con

la difusién de hallazgos relevantes en el campo de la dermatologia.

La publicacion de las ediciones se realiza de manera continua, con ediciones cuatrimestrales (tres
veces al afio), bajo un riguroso proceso de revisién por pares, empleando el método de arbitraje doble
ciego asignado por los editores. La revista se especializa en la divulgacion de articulos originales,
revisiones, reportes de casos clinicos, secciones interactivas como “Haga su diagnéstico” y contenidos

visuales en dermatologia y dermatoscopia.

Su propdsito principal es abordar temas relevantes en el ambito de la dermatologia, con el fin de
contribuir al desarrollo informativo e investigativo de la comunidad médica. El objetivo de esta pu-
blicacién es servir como una plataforma sélida para la difusién de conocimientos cientificos en der-
matologia, impulsando el estudio y el desarrollo de diversas patologias relacionadas con esta espe-

cialidad médica.

Indicaciones generales
El envio de manuscritos para publicacién en la Revista Dermatolégica Centro Uraga es completamente

gratuito y debe realizarse a través del correo electronico revista@druraga.com, adjuntando los si-

guientes documentos:

1.  Documento principal: Un archivo en formato Word que cumpla con las especificaciones detalladas
en la guia de elaboracién de trabajos. Enlace para descargar las plantillas de manuscritos: https://
drive.google.com/drive/folders/1jOfM]5cbYoWw2f5 HHQuUNAIBcSZj_adUm?usp=drive_link

2. Declaracion de derechos de autor: Un documento que certifique la originalidad de la investi-
gacion. Enlace para descargar la estructura de este formato: https://drive.google.com/drive/fol-
ders/1jOfM]5cbYoWw2f5HHQuUNAIBcSZj adUm?usp=drive_link

3. Consentimiento informado: Un archivo en formato PDF firmado por el/los pacientes incluidos
en el estudio. Este documento dependera de los requerimientos especificos de cada institucion
en la que se realice el estudio.

4. Carpeta de imagenes: Los autores deberdn adjuntar todas las imdgenes utilizadas en el articulo
en formato JPG, numeradas y en alta calidad. Las imdgenes deben coincidir exactamente con las
que se mencionan en el articulo, respetando las numeraciones en el lado superior izquierdo y

eliminando cualquier elemento que pueda identificar a los pacientes, si aplica.
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Se recomienda seguir cuidadosamente estas indicaciones para asegurar un proceso de revision y pu-

blicacién fluida.

Periodicidad

La Revista Dermatoldgica Centro Uraga publica tres ediciones al afio en su sitio web, correspondientes
a los meses de:

- Febrero

. Junio

+  Octubre

Idioma de Publicacion
Las ediciones de la revista estan disponibles en espafiol e inglés, con el objetivo de llegar a una au-

diencia mas amplia dentro de la comunidad cientifica.

Modo de Financiamiento
La Revista Dermatoldgica Centro Uraga es financiada principalmente por su institucién base, Uraga,
Dermatologia y Estética. Ademas, para cubrir los gastos operativos, incluye paginas publicitarias en

cada edicién, enfocadas en productos de laboratorios farmacéuticos.

Politica de Antiplagio
Cada manuscrito enviado a la Revista Dermatoldgica Centro Uraga es sometido al sistema antiplagio
COMPILATIO para garantizar la originalidad de los contenidos. Se aceptara un méximo de 10% de

similitud en el informe final generado por el sistema.

Proceso de revision, aceptacion y publicacion de articulos
Recepcion del manuscrito
El autor debe enviar el manuscrito en formato Word junto con los documentos requeridos (mencio-

nados en la seccion de informacién general) al correo electrdénico oficial.

Revisién inicial por la Editora en Jefe
1. La editora en jefe verifica la estructura y los componentes del articulo, revisa el formato de derechos
de autor (completo y firmado), el consentimiento informado, y la carpeta de imagenes en formato JPG,
asegurandose de que sean claras y correspondan exactamente al contenido del manuscrito.
2. Si el manuscrito cumple con todos los requisitos, se somete al sistema antiplagio COMPILATIO
para verificar su originalidad.
+  Si el manuscrito aprueba, se notifica a los autores que se ha asignado al sistema de
arbitraje de pares de doble ciego.
- Si no cumple con los requisitos estructurales o documentales, se otorgan 7 dias para
realizar las correcciones.
- Siexcede el porcentaje permitido de similitud en el andlisis antiplagio, se notifica a los
autores que el manuscrito ha sido rechazado.
- Importante: Solo se aceptard una uUnica ronda de revisién y correccion. Si el autor
vuelve a enviar el manuscrito con errores o incumple los requisitos establecidos, el

manuscrito serd rechazado para su publicacién.
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Asignacién a Revisor Académico

El manuscrito aprobado en el primer filtro se asigna a un revisor especializado (nacionales e interna-
cionales), quien evalda exclusivamente el contenido cientifico bajo la modalidad de revision por pares
doble ciego, sin conocer los datos de los autores.

Plazos y manejo de revisiones:

- El revisor tiene un plazo de 15 dias para enviar sus observaciones. Si no responde, se
reasigna a otro revisor.

- Si el revisor solicita correcciones, se envia un informe detallado a los autores, quienes
cuentan con 7 a 12 dias para realizar los ajustes (dependiendo de la complejidad de las
correcciones).

- Importante: Solo se aceptaran dos rondas de revision y correccion. Si el autor vuelve a
enviar el manuscrito con errores o incumple los requisitos establecidos, el manuscrito

sera rechazado para su publicacion.

Revision final por la Editora en Jefe
Una vez aprobado por el revisor académico, el manuscrito pasa al ultimo filtro: la revision final y
aprobacion por parte de la editora en jefe.
Plazos y metodologia:
- El periodo de revision final es de 7 a 15 dias.
- Sise requieren ajustes, se aplica el mismo procedimiento que con los revisores acadé-
micos, otorgando a los autores un plazo adecuado para las correcciones.
- Importante: Solo se aceptaran dos rondas de revision y correccion. Si el autor vuelve a
enviar el manuscrito con errores o incumple los requisitos establecidos, el manuscrito

sera rechazado para su publicacién.

Aprobacién y Publicacién
Tras la aprobacion final, los autores reciben una carta oficial con los datos y la fecha de publicacién

del manuscrito.

Nota importante
Agradecemos la comprension de los autores respecto a los tiempos asignados para las revisiones, ya
que estos pueden estar sujetos a modificaciones debido a actividades adicionales o situaciones im-

previstas que puedan surgir durante el proceso.

Especificaciones del formato del manuscrito
Texto principal
+  Fuente: Arial o Times New Roman.
+  Tamafo: 12 puntos.
- Interlineado: 1,5 lineas.

+  Alineacion: Texto justificado.
Mdrgenes del documento Word:

+  Margen inferior y derecho: 2,00 cm.

+  Margen izquierdo y superior: 3,00 cm.
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Imdgenes
Todas las imagenes incluidas en el manuscrito deben cumplir con los siguientes requisitos:
Numeracién
- En el lado superior izquierdo de cada imagen, incluir el nimero correspondiente.
Descripcion
-+ Colocar una breve descripcion en la parte inferior de cada imagen (por ejemplo, Figura
1: Lesion clinica inicial o Figura 2: Resultado de biopsia).
Consistencia
+  Todas las imdgenes deben tener el mismo tamafio, estar alineadas y presentarse de
forma ordenada en el documento.
Imdgenes compuestas
- Sise trata de dos imagenes unidas, deben enviarse en el documento Word en el mismo
formato en que seran publicadas.
Calidad
- No se aceptan capturas de pantalla debido a la baja resolucion.
- Las imdgenes originales deben enviarse en alta resolucion.
Privacidad del paciente
- En imdgenes clinicas que incluyan rostros, los ojos del paciente deben estar cubiertos

para proteger su identidad.

Citas y Referencias Bibliogrdficas
Estilo
+  Se debe utilizar el estilo Vancouver para las referencias bibliograficas.
Citas en el texto
- Para una sola cita, utilice un superindice sin paréntesis, por ejemplo: ()
- Para dos citas consecutivas, use superindices separados por paréntesis, por ejemplo: (*) (2).
Formato de referencias bibliogrdficas
+  Las referencias deben seguir el estilo Vancouver, con el formato adecuado para libros,

articulos cientificos y otros recursos segin las normas de este estilo.

Tipos de articulos que publica la revista
Con el objetivo de facilitar la elaboracién y organizacién de los manuscritos recibidos para su publi-
cacién en la Revista Dermatoldgica Centro Uraga, se ha disefiado una guia que sintetiza los formatos

académicos requeridos para los diferentes tipos de trabajos. Enlace para descargar la guia: https://

Articulo Original

Un articulo original es un documento cientifico que presenta resultados inéditos de investigaciones
realizadas por los autores, estructurado de manera que sea claro y reproducible. Este tipo de trabajo
incluye un titulo descriptivo, un resumen de 250 palabras que resuma el objetivo, métodos, hallazgos
y conclusiones, y se desarrolla con una introducciéon que contextualice el estudio, una secciéon de ma-
terial y métodos que detalle el disefio y las técnicas utilizadas, resultados presentados objetivamente

con apoyo de graficos y tablas, una discusién que analice la relevancia y las implicaciones de los ha-
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llazgos, vy una conclusién que resuma los aportes del estudio. Debe incluir un minimo 30 referencias
actualizadas segun el estilo Vancouver, mantener un formato estandarizado y, en caso de incluir
imdgenes clinicas, garantizar la privacidad de los pacientes mediante el consentimiento informado.

Plantilla del formato del articulo original: https://docs.google.com/document/d/1gv6PB_t_dotPX__
SskAEQUI1ETFw_ g3Fpcu/edit?usp=drive_link&amp;ouid=106978516861795074834&amp;rtpof=-
true&amp;sd=true

Articulo de Revision

Un articulo de revision es un documento que recopila, analiza y sintetiza informacién publicada pre-
viamente sobre un tema especifico, con el objetivo de proporcionar una visién integral y actualizada.
Este tipo de articulo debe incluir un titulo claro y descriptivo, un resumen de hasta 250 palabras que
resuma el propdsito, la metodologia empleada y los hallazgos principales, asi como palabras clave
relacionadas con el tema. La estructura abarca una introducciéon que contextualice y justifique la im-
portancia del tema, una descripcion detallada de los métodos de bisqueda y seleccién de literatura,
una discusién que interprete los hallazgos relevantes, sefialando fortalezas, limitaciones y vacios en
el conocimiento, y una conclusion que sintetice los puntos clave e indique posibles areas de investi-
gacion futura. Se debe incluir un minimo de 30 referencias bibliograficas en estilo Vancouver, asegu-
rando que sean actuales y cientificamente relevantes.

Plantilla del formato del articulo de revision: https://docs.google.com/document/d/1iwAGORhogut-

jvBo8MM7iKginyayCFcpRk/edit?usp=drive_link&amp;ouid=106978516861795074834&amp;rtpof=-

true&amp;sd=true

Reporte de Casos Clinicos

Un reporte de caso clinico es un documento cientifico que describe en detalle uno o mas casos mé-
dicos relevantes, destacando su importancia y contribucién al conocimiento dermatoldgico. Este tipo
de articulo incluye un titulo descriptivo con la especificacién del nimero de casos presentados, un
resumen de hasta 150 palabras que resuma el propésito, caracteristicas del paciente, hallazgos prin-
cipales, enfoque terapéutico y resultados, ademas de palabras clave en orden alfabético. La estructura
abarca una introduccion breve que justifique la relevancia del caso, una descripcion detallada del
caso clinico (datos del paciente, diagndstico, tratamiento y evoluciéon) apoyada con imagenes clinicas
claras y en alta resolucién, una discusion que analice los hallazgos en comparacion con la literatura
existente y una conclusion que sintetice el aporte del caso a la prictica médica. Es obligatorio ad-

juntar el consentimiento informado del paciente y cumplir con un minimo de 15 referencias biblio-

graficas en estilo Vancouver, garantizando la calidad y actualidad de las fuentes.

Plantilla del formato de reporte de casos clinicos: https: Udocs google.com/document/d/1EqhpXFKI-

true&amp;sd=true

Cartas al Editor

Una carta al editor es un formato breve y estructurado dirigido al editor de la revista, que permite a
los autores expresar comentarios, criticas, preguntas o reflexiones sobre temas relevantes en derma-
tologia. Estas cartas deben incluir un titulo claro y descriptivo, un saludo breve al editor y un cuerpo

que presente el argumento principal, respaldado con evidencias sélidas y referencias cientificas. Si
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la carta aborda un caso clinico, es obligatorio adjuntar imagenes clinicas en alta resolucién con des-
cripciones adecuadas y cumplir con las normativas de privacidad. El cierre debe resumir el punto
principal de la carta. Se requiere un minimo de 10 referencias bibliograficas en estilo Vancouver, ase-
gurando que sean actuales y relevantes.

Plantilla del formato de cartas al editor: https://docs.google.com/document/d/11zrI-qdxVBJ2BSi-

true&amp;sd=true

Haga su Diagndstico

Es un escrito que presenta un caso de interés en dermatologia, disefiado para estimular el analisis
diagnoéstico del lector. Este tipo de articulo incluye un titulo que describe de manera general la lesién
o caso clinico, sin revelar el diagndstico final. La seccién de cuadro clinico debe ofrecer informacién
concisa sobre el paciente, como edad, género, antecedentes relevantes y hallazgos principales, acom-
paiiada de imdgenes clinicas de alta calidad con descripciones adecuadas, cumpliendo con los es-
tandares de privacidad del paciente. El diagndstico final se presenta con una breve explicacion de
los hallazgos y estudios complementarios que lo justifican, mientras que la discusidon analiza las
particularidades del caso, su relevancia clinica y su relacién con la literatura existente. Se requiere
adjuntar el consentimiento informado del paciente y un minimo de 6 referencias bibliogréficas en
estilo Vancouver, asegurando la calidad cientifica del contenido.

Plantilla del formato de Haga su diagndstico:  https://docs.google.com/docu-
ment/d/113rQ-Cao8mDw-2U0Oxett68vUJuK-7hyF/edit?usp=drive_link&amp;oui-
d=106978516861795074834&amp;rtpof=true&amp;sd=true

Dermatologia en Imdgenes

El manuscrito “Dermatologia en Imagenes” estd disefiado para resaltar hallazgos clinicos relevantes
mediante el uso de imdgenes de alta calidad que tienen un enfoque educativo y diagnéstico. Este tipo
de manuscrito debe incluir un titulo breve y descriptivo, acompafiado de imagenes que cumplan con
estandares de calidad, como alta resolucién, alineacién uniforme y numeracién en el lado superior
izquierdo, garantizando siempre la privacidad del paciente. Cada imagen debe estar vinculada a una
descripcion breve que explique los hallazgos observados, incluyendo el diagndstico clinico o histo-
patolégico cuando sea necesario. Es fundamental adjuntar el consentimiento informado del paciente
y citar un minimo de 5 referencias bibliograficas en estilo Vancouver para respaldar el contenido.
Plantilla del formato de Dermatologia en Imagenes: https://docs.google.com/document/d/1YD-
1BWgYWQ_k2N8LEqU6fLFchBsssQsZL/edit?usp=drive_link&amp;ouid=10697851686179507483/&am-

p;rtpof=true&amp;sd=true

Dermatoscopia en Imdgenes

El manuscrito “Dermatoscopia en Imagenes” destaca hallazgos clinicos y dermatoscépicos relevantes
mediante imagenes de alta resolucién (hasta dos clinicas y dos dermatoscépicas), numeradas en el lado
superior izquierdo. Incluye una descripcion detallada de patrones, colores y estructuras observadas, junto
con datos clave del paciente (edad, sexo, evolucion de la lesién), sin revelar el diagnodstico en esta seccion.

El diagndstico final, respaldado por hallazgos y estudios complementarios, se presenta por separado.
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Es obligatorio incluir el consentimiento informado del paciente y citar al menos 5 referencias en estilo

Vancouver. Este formato facilita la interpretacion y analisis de casos dermatolégicos.

Plantilla del formato de Dermatoscopia en Imagenes: https://docs.google.com/document/d/1bPOho-

p;rtpof=true&amp;sd=true

Derechos de autor

La Revista Dermatoldgica Centro Uraga permite a los autores y usuarios leer, descargar, copiar, im-
primir, citar, reproducir, distribuir y compartir los articulos con fines académicos e informativos,
incluyendo su publicacién en repositorios, blogs personales o redes sociales, siempre y cuando se

reconozca la fuente original mediante una cita adecuada.

Todos los contenidos estan protegidos bajo la licencia Creative Commons Reconocimiento-Comparti-
rIgual 4.0 Internacional, que autoriza el uso, adaptacién y redistribucion, tanto con fines comerciales
como no comerciales, asegurando siempre el reconocimiento al autor y que cualquier modificacion se

comparta bajo los mismos términos.
Declaracién de Privacidad
La informacion personal proporcionada, como nombres y correos electronicos, sera utilizada exclu-

sivamente para los fines establecidos por la revista y no se compartira con terceros.

Sitio web de la revista: https://revistadcu.ec/

Correo electronico: revista@druraga.com
ISSN:2806-5581
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— Publishing
Guidelines

The Dermatological Journal Centro Uraga is an open-access, free publication that has been in effect
since 2019. Its main objective is to promote scientific research and contribute to the advancement
of medical knowledge, serving as a valuable resource for the scientific and medical community by

disseminating relevant findings in the field of dermatology.

The journal is published continuously, with quarterly editions (three times a year), under a rigorous
peer review process, using the double-blind arbitration method assigned by the editors. The journal
specializes in the dissemination of original articles, reviews, clinical case reports, interactive sections

such as “Make your diagnosis” and visual content in dermatology and dermoscopy.

Its main purpose is to address relevant topics in the field of dermatology, in order to contribute to
the informative and investigative development of the medical community. The objective of this pub-
lication is to serve as a solid platform for the dissemination of scientific knowledge in dermatology,

promoting the study and development of various pathologies related to this medical specialty.

General indications
Submission of manuscripts for publication in the Dermatological Journal Centro Uraga is completely

free and must be done via email revista@druraga.com, attaching the following documents:

1. Main document: A Word file that meets the specifications detailed in the paper preparation

guide. Link to download the manuscript templates: https://drive.google.com/drive/folders/1jO-
fM]5cbYoWw2f5HHQuUNAIBcSZj__adUm?usp=drive_link

2. Copyright Statement: A document certifying the originality of the research. Link to download
the structure of this format: https://drive.google.com/drive/folders/1jOfM]5cbYoWw2f5HHQu-
NAIBcSZj_adUm?usp=drive_link

3. Informed consent: A PDF file signed by the patient(s) included in the study. This document will
depend on the specific requirements of each institution where the study is conducted.

4. Image folder: Authors must attach all images used in the article in JPG format, numbered and
in high quality. The images must exactly match those mentioned in the article, respecting the
numbers on the top left side and eliminating any element that could identify the patients, if

applicable.

It is recommended that these guidelines be followed carefully to ensure a smooth review and pub-

lication process.
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Periodicity
The Dermatological Journal Centro Uraga publishes three issues per year on its website, corre-
sponding to the months of:

February

June

October

Language of Publication
The journal’s editions are available in Spanish and English, with the aim of reaching a broader

audience within the scientific community.

Financing Mode
The Dermatological Journal Centro Uraga is mainly funded by its parent institution, Uraga, Derma-
tology and Aesthetics. In addition, to cover operating costs, it includes advertising pages in each

edition, focused on pharmaceutical laboratory products.

Anti-Plagiarism Policy
Each manuscript submitted to the Dermatological Journal Centro Uraga is subjected to the anti-pla-
giarism system COMPILATIO to ensure the originality of the content. A maximum of 10% simi-

larity will be accepted in the final report generated by the system.

Process of review, acceptance and publication of articles
Manuscript reception
The author must send the manuscript in Word format along with the required documents (men-

tioned in the general information section) to the official email.

Initial review by the Editor-in-Chief
1. The editor-in-chief verifies the structure and components of the article, reviews the copyright form
(complete and signed), the informed consent, and the folder of images in JPG format, ensuring that
they are clear and correspond exactly to the content of the manuscript.
2.  If the manuscript meets all the requirements, it is submitted to the COMPILATIO anti-plagiarism
system to verify its originality.
If the manuscript is approved, the authors are notified that it has been assigned to
the double-blind peer review system.
If it does not comply with the structural or documentary requirements, 7 days are
granted to make corrections.
If it exceeds the allowed percentage of similarity in the anti-plagiarism analysis,
the authors are notified that the manuscript has been rejected.
Important: Only one round of revision and correction will be accepted. If the author
resubmits the manuscript with errors or does not comply with the established re-

quirements, the manuscript will be rejected for publication.

Assignment to Academic Reviewer
The manuscript approved in the first filter is assigned to a specialized reviewer (national and in-
ternational), who exclusively evaluates the scientific content under the double-blind peer review

modality, without knowing the data of the authors.
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Deadlines and handling of reviews:
The reviewer has 15 days to submit his/her comments. If he/she does not respond, the
review will be reassigned to another reviewer.
If the reviewer requests corrections, a detailed report is sent to the authors, who have
7 to 12 days to make the adjustments (depending on the complexity of the corrections).
Important: Only two rounds of revision and correction will be accepted. If the author
resubmits the manuscript with errors or does not comply with the established require-

ments, the manuscript will be rejected for publication.

Final review by the Editor-in-Chief
Once approved by the academic reviewer, the manuscript goes through the last filter: the final review
and approval by the editor-in-chief.
Deadlines and methodology:
The final review period is 7 to 15 days.
If adjustments are required, the same procedure applies as with academic reviewers,
giving authors adequate time to make corrections.
Important: Only two rounds of revision and correction will be accepted. If the author
resubmits the manuscript with errors or does not comply with the established require-

ments, the manuscript will be rejected for publication.

Approval and Publication

After final approval, authors receive an official letter with the details and publication date of the manuscript.

Important note
We appreciate the authors’ understanding regarding the time allotted for revisions, as these may be subject

to modifications due to additional activities or unforeseen situations that may arise during the process.

Manuscript Format Specifications

Main text
Font: Arial or Times New Roman.
Size: 12 points.
Line spacing: 1.5 lines.

Alignment: Justified text.

Word document margins:
Bottom and right margin: 2.00 cm.

Left and top margin: 3.00 cm.

Images

All images included in the manuscript must meet the following requirements:

Numbering
On the top left side of each image, include the corresponding number.
Description
Place a brief description at the bottom of each image (e.g., Figure 1: Initial clinical
lesion or Figure 2: Biopsy result).
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Consistency
All images should be the same size, aligned, and presented neatly in the document.
Composite images
If two images are joined together, they must be sent in the Word document in the same
format in which they will be published.
Quality
Screenshots are not accepted due to low resolution.
Original images must be sent in high resolution.
Patient privacy
In clinical images that include faces, the patient’s eyes should be covered to protect

their identity.

Citations and Bibliographic References
Style
Se debe utilizar el estilo Vancouver para las referencias bibliograficas.
Citas en el texto
For a single citation, use a superscript without parentheses, for example: ()
For two consecutive citations, use superscripts separated by parentheses, for example: (*) (%).
Bibliographic reference format
References must follow the Vancouver style, with the appropriate format for books,

scientific articles and other resources according to the standards of this style.

Types of articles published by the magazine

In order to facilitate the preparation and organization of manuscripts received for publication in
the Dermatological Journal Centro Uraga, a guide has been designed that summarizes the academic
formats required for different types of work. Link to download the guide: https://drive.google.com/

file/d/1-wIY2j]-ZnG]76 6AWIPClnngsJwnvyRh/view?usp=drive_ link

Original Article

An original article is a scientific document that presents unpublished results of research conducted
by the authors, structured in a way that is clear and reproducible. This type of work includes a de-
scriptive title, a 250-word abstract that summarizes the objective, methods, findings, and conclu-
sions, and is developed with an introduction that contextualizes the study, a material and methods
section that details the design and techniques used, results presented objectively with the support of
graphs and tables, a discussion that analyzes the relevance and implications of the findings, and a

conclusion that summarizes the contributions of the study.

It must include a minimum of 30 updated references according to the Vancouver style, maintain a stan-

dardized format and, if clinical images are included, guarantee patient privacy through informed consent.

Original article format template ttps //docs.google. com[document[d[lgy6PB t_dotPX_skAEQUIETFw__

Review Article

A review article is a document that compiles, analyses and synthesizes previously published infor-

mation on a specific topic, with the aim of providing a comprehensive and up-to-date overview. This
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type of article should include a clear and descriptive title, an abstract of up to 250 words summarizing
the purpose, methodology employed and main findings, as well as keywords related to the topic. The
structure includes an introduction that contextualizes and justifies the importance of the topic, a de-
tailed description of the literature search and selection methods, a discussion that interprets the relevant
findings, pointing out strengths, limitations and gaps in knowledge, and a conclusion that synthesizes
the key points and indicates possible areas for future research. A minimum of 30 bibliographic refer-
ences in Vancouver style should be included, ensuring that they are current and scientifically relevant.

Review article format template: https://docs.google.com/document/d/1iwAGORhogutjvBo8 MM7iKgin-
yayCFcpRk/edit?usp=drive_link&amp;ouid=106978516861795074834&amp;rtpof=true&amp;sd=true

Clinical Case Report

A clinical case report is a scientific document that describes in detail one or more relevant medical
cases, highlighting their importance and contribution to dermatological knowledge. This type of article
includes a descriptive title specifying the number of cases presented, an abstract of up to 150 words
summarizing the purpose, patient characteristics, main findings, therapeutic approach and results, as
well as keywords in alphabetical order. The structure includes a brief introduction justifying the rel-
evance of the case, a detailed description of the clinical case (patient data, diagnosis, treatment and
evolution) supported by clear, high-resolution clinical images, a discussion analyzing the findings
in comparison with existing literature, and a conclusion summarizing the contribution of the case to
medical practice. It is mandatory to attach the patient’s informed consent and to include a minimum of
15 bibliographic references in Vancouver style, guaranteeing the quality and timeliness of the sources.

Clinical case report format template: https://docs.google.com/document/d/1EqhpXFkIvix-
fXKb-71Dfa4,ANEMswSB_ c/edit?usp=drive_link&amp;ouid=106978516861795074834&amp;rt-

pof=true&amp;sd=true

Letters to the Editor

A letter to the editor is a brief, structured format addressed to the journal’s editor, allowing authors
to express comments, criticisms, questions, or reflections on relevant topics in dermatology. These
letters should include a clear, descriptive title, a brief greeting to the editor, and a body presenting the
main argument, supported by solid evidence and scientific references. If the letter addresses a clinical
case, it is mandatory to attach high-resolution clinical images with adequate descriptions and comply
with privacy regulations. The closing should summarize the main point of the letter. A minimum of

10 bibliographic references in Vancouver style is required, ensuring that they are current and relevant.

Letter to the editor template https: [[docs google.com/document/d/11zrI-qdxVB]2BSikcDAwb1 hTLND__

Make Your Diagnosis

This is a paper that presents a case of interest in dermatology, designed to stimulate the reader’s di-
agnostic analysis. This type of article includes a title that generally describes the lesion or clinical case,
without revealing the final diagnosis. The clinical picture section should provide concise information
about the patient, such as age, gender, relevant history and main findings, accompanied by high-quality
clinical images with adequate descriptions, complying with patient privacy standards. The final diag-
nosis is presented with a brief explanation of the findings and complementary studies that justify it,
while the discussion analyzes the particularities of the case, its clinical relevance and its relationship

with the existing literature. The patient’s informed consent and a minimum of 6 bibliographic references
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in Vancouver style are required, ensuring the scientific quality of the content.

Make Your Diagnosis Format Template: https://docs.google.com/document/d/113rQ-Cao8mDw-2UOxet-

t68vUJuK-7hyF/edit?usp=drive_link&amp;ouid=106978516861795074834&amp;rtpof=true&amp;sd=true

Dermatology in Images

The “Dermatology in Images” manuscript is designed to highlight relevant clinical findings through
the use of high-quality images that have an educational and diagnostic focus. This type of manuscript
should include a brief, descriptive title, accompanied by images that meet quality standards, such as high
resolution, uniform alignment, and numbering on the upper left side, always ensuring patient privacy.
Each image should be linked to a brief description explaining the findings observed, including the clinical
or histopathological diagnosis when necessary. It is essential to attach the patient’s informed consent

and cite a minimum of 5 bibliographic references in Vancouver style to support the content.

Dermatology in Images format template: https://docs.google.com/document/d/1YDIBWgYWQ

pof=true&amp;sd=true

Dermatoscopy in Images

The “Dermatoscopy in Images” manuscript highlights relevant clinical and dermatoscopic findings
using high-resolution images (up to two clinical and two dermatoscopic), numbered on the upper
left side. It includes a detailed description of patterns, colors and structures observed, along with key
patient data (age, sex, lesion evolution), without revealing the diagnosis in this section. The final di-
agnosis, supported by complementary findings and studies, is presented separately. It is mandatory
to include the patient’s informed consent and cite at least 5 references in Vancouver style. This

format facilitates the interpretation and analysis of dermatological cases.

Dermoscopy in Images format template https: [[docs google.com/document/d/1bPOhotEP( 220RdEWgZS8X—

Copyright

The Dermatological Journal Centro Uraga allows authors and users to read, download, copy, print, cite,
reproduce, distribute and share articles for academic and informational purposes, including their pub-
lication in repositories, personal blogs or social networks, provided that the original source is acknowl-
edged by means of an appropriate citation. All content is protected under the Creative Commons At-
tribution-ShareAlike 4.0 International license, which authorizes use, adaptation and redistribution for
both commercial and non-commercial purposes, always ensuring recognition of the author and that

any modification is shared under the same terms.
Privacy Statement
The personal information provided, such as names and emails, will be used exclusively for the pur-

poses established by the magazine and will not be shared with third parties.

Journal website: https://revistadcu.ec/

Email: revista@druraga.com
ISSN: 2806 -5581
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