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Comunicacao / Communication

Sindrome de Peutz-Jeghers. Tratamento da lentiginose

oral com laser Alexandrita

Peutz-Jeghers Syndrome: Treatment of oral lentiginosis
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Resumo: Descreve-se o caso de uma paciente de 10 anos de idade, com sindrome de Peutz-Jeghers, que
hé oito anos apresentava manchas escuras nos labios. As lesoes da mucosa oral foram tratadas com laser
de Alexandrita 755 nm, de pulso longo(3ms),com bons resultados estéticos.

Palavras-chave: lasers; lentigo; Sindrome de Peutz-Jeghers.

Summary:We describe the case of a 10-year-old patient with Peutz-Jeghers Syndrome associated with
brown melanin spots on the lips and onset 8 years previously. The oral lesions were treated using a
long-pulse (3ms) Alexandrite 755 nm laser, with good results.

Key-words: lasers; lentigo; Peutz-Jeghers Syndrome.

INTRODUCAO
Consideracoes gerais sobre a sindrome de
Peutz-Jeghers

Também chamada de lentiginose periorificial com
polipose, foi descrita por Peutz em 1921. E doenga heredi-
téria autossdbmica dominante. Caracteriza-se por pdlipos
harmatomatosos principalmente intestinais, pigmentacdo
mel&nica da pele e mucosas. As lesdes pigmentares locali-
zam-se preferencialmente ao redor dos |&bios, mucosaoral,
lingua, nariz, as vezes também em volta dos olhos e nas
regides frontotemporais.***

As lesBes dermatolégicas manifestam-se ja ao
nascimento ou nos primeiros meses de vida. 0s polipos
ocorrem em qualquer parte do intestino delgado, particu-
larmente no jejuno. So freqlientes sangramentos crénicos
e invaginagdo intestinal 2

A sindrome de Peutz-Jeghers (SPJ) predispbe ao
cancer, sendo que a maioria deriva do intestino delgado,
colo retal, estbmago e adenocarcinoma pancreatico. Outros
tipos mais raros séo do seio, colo do Utero, testiculo e
ovérios. O risco relativo de cancer pode ser 18 vezes maior
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INTRODUCTION
Peutz-Jeghers syndrome: General
considerations

Also called periorificial lentiginosis with polyposis,
it was described by Peutz in 1921. It has autosomal domi-
nant inheritance and is characterized by mainly intestinal
harmatomatous polyps, melanin pigmentation of the skin
and mucous membranes. The pigmentary lesions are loca-
ted preferentially around the lips, oral mucous membrane,
tongue, nose and sometimes also around the eyes and in the
frontotemporal areas."”’

The dermatological lesions can already be observed
at birth or within the first months of life. The polyps occur
in any part of the small intestine, particularly in fasting.
There is frequent chronic bleeding and intestinal invagina-
tion.?

Peutz-Jeghers syndrome (SPJ) predisposes to can-
cer, and most originates in the small intestine, rectal colon,
stomach and pancreatic adenocarcinoma. Other rarer
types involve the breast, colon of the uterus, testicles and
ovaries. The relative risk of cancer can be 18 times greater
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do que o verificado na populagdo geral, e o progndstico dos
pacientes é mais reservado.*

Conseguiu-se mapear o loco do gen causal no cro-
mossoma 19p13.3. Parece ser uma mutacdo no §TK11)
LKB1, uma quinase serina/treonina, que inibe funcional-
mente gens supressores tumorais.®

Junto com a sindrome de Cowden, sindrome de
Bannyan-Riley-Ruvalcava e sindrome de Mc Cune
Albrigh,” faz parte do complexo de Carney, que inclui sin-
dromes com neoplasia multipla familiar (cardiaca, endoc-
rina, cuténea e neural) e lentiginose, e com superposicéo e
caracteristica de outras enddcrino-neoplasias e hamar-
tomatoses multiplas.

O tratamento dos lentigos representa um problema
cosmético para seus portadores’®

Os novos tipos de laser mudaram o prognéstico das
lesBes cuténeas do lentigo, pois as vezes elas sdo t&o exten
sas, que a retirada cirdrgica levaria a cicatrizes ainda mais
inestéticas.®

Uso de laser em lesdes pigmentares

As lesbes pigmentadas resultam da presenca de
melandcitos na epiderme ou derme. LesBes superficials,
como manchas cor de café com leite e lentigo solar, usual-
mente contém ndmeros aumentados de melandcitos na
camada basal da epiderme. Lesdes pigmentadas mais pro-
fundas, como nevo de Ota e outros nevos congénitos, con
tém melandcitos na derme papilar e reticular.

Historicamente, as modalidades terapéuticas para
tratar lesBes pigmentadas eram dermoabrasdo, criocirurgia,
excisdo cirdrgicaou eletrocirurgia. Contudo, acicatriz resul-
tante ou despigmentagdo era freqlientemente indesejavel.

Usando-se um comprimento de onda que é seletiva-
mente absorvido pela célula alvo e uma duragdo de pulso
menor ou igual ao tempo de relaxamento térmico dessa
estrutura, o dano sera limitado apenas a célula alvo desgja-
da. Com esses principios, croméforos endégenos séo lesa-
dos, e, a0 mesmo tempo, o colageno adjacente ficaintacto,
minimizando a cicatriz.”

S840 usados em lesdes pigmentadas como nevo de
Ota," nevo melanocitico congénito,” nevo Spilus, lentigos,
nevos epidérmicos,® nevo de Becker™ e tatuagens.”

Os tipos de laser mais usados no tratamento de |esBes
pigmentadas e tatuagens s&o os com pulsos ultracurtos ou Q-
Switched (de cinco a 100 nanosegundos, nm). Entre eles
encontram-se 0 Q-S ruby laser 694nm, Q-S Alexandrita
755nm, Dye Laser para lesdo pigmentada (510nm)e o Q-S
Nd:Y ag Laser de freqliéncia dobrada (1064nm, 532nm).* As
células pigmentares sdo seletivamente destruidas como
resultado de gradientes de temperaturas extremos dentro dos
melanossomas ou ondas de choque com cavitagéo resul-
tantes da expansdo térmica rapida. °

As alteragdes de melanossomas tém sido qualitativa-
mente similares em variados comprimentos de onda. O que
varia é a profundidade de penetragdo até a derme.®
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than that for the general population and the patients' prog-
nostic is less favorable.’

The locus of the causal gene has been mapped in
chromosome 19p13.3. It appears top be a mutation in
(STK11) LKBI, a serine/threonine kinase, which inhibits the
function of tumor suppressor genes.”"

Together with Cowden's disease, Bannyan-Riley-
Ruvalcava syndrome and McCune Albright syndrome,” are
part of the Carney complex, which includes syndromes with
familial multiple neoplasia (cardiac, endocrine, cutaneous
and neural) and lentiginosis, together with superposition
and characteristics of other endocrine-neoplasias and mul-
tiple hamartomas.

Treatment of the lentigines presents a cosmetic pro-
blem for these patients.®

The latest types of laser have changed the prognos-
tic of the cutaneous lesions of lentigo, since they are some-
times so extensive that surgical removal would lead to even
more unesthetic scars.”’

Laser treatment of pigmentary lesions

Pigmented lesions result from the presence of
melanocytes in the epidermis or dermis. Superficial lesions,
such as café au lait spots and solar lentigo, usually contain
increased numbers of melanocytes in the basal layer of the
epidermis. More profound pigmented lesions, such as Ota's
nevus and other congenital nevi, contain melanocytes in the
papillary and reticular dermis.

Historically, the therapeutic modalities to treat pig-
mented lesions were dermabrasion, cryosurgery, surgical
excision or electrosurgery. However, the resulting scar or
depigmentation was frequently undesirable.

Using a wavelength that is absorbed selectively by
the target cell and a pulse duration less than or equal to the
thermal relaxation time of the structure in question, the
damage will be limited solely to the target cell. Based on
this principle, the endogenous chromophores suffer lesion,
while, at the same time, the adjacent collagen remains
intact, thereby minimizing the scar.”

The technique is used in pigmented lesions, such as
Ota's nevus,” melanocytic congenital nevus,”” nevus spilus,
lentigines, epidermic nevus,”” Becker's nevus™ and tattoos.”

The types of laser used most frequently in the treat-
ment of pigmented lesions and tattoos are those with ultra-
short pulses or Q-Switched (Q-S) (from five to 100 nanosec-
onds, nm). These include the Q-S ruby laser 694nm, Q-S
Alexandrite 755nm, Dye Laser for pigmented lesions
(510nm) and frequency-doubled Q-S Nd:Yag laser (1064nm,
532nm).” The pigmentary cells are selectively destroyed as
a result of the extreme temperature gradients within the
melanosomes or shock waves with cavitation resulting from
the rapid thermal expansion.’

Variations in the wavelengths provoke qualitatively
similar alterations to the melanosomes, but change the
depth of penetration into the dermis.’
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Figura 1: Paciente
com lentiginose na
mucosa oral

O tratamento com
laser mudou as perspectivas
estéticas no tratamento dos
lentigos labiais.

O Q-Switched ruby
laser € um dos tratamentos de
escolha” Em nove pacientes

Figure 1: Patient with
lentiginosis in oral
mucosa

Laser  techniques
have changed the esthetic
perspectives in the treatment
of the labial lentigines.

Q-Switched ruby
laser is ome of the treat-
ments of choice.” In nine

tratados com Q-S ruby laser

(694nm, 25-40ns, spot size 4mm, fluéncia de 10Jcn?) e
observados num periodo de cinco anos, ocorreu clareamen-
to completo em trés casos apGs uma Sessdo, € em seis
pacientes foi necessdria uma segunda sessdo. N&o houve
recorréncias, cicatrizes ou discromias.

Em 60 pacientes com |&bios escuros de vérias etio-
logias (congénito, adquirido ou por outras causas), tratados
com o laser Q-Switched Nd:Y AG de duplafrequiéncia, com
fluéncia de 2-3.5Jcm? ocorreu completo clareamento de
todas lesBes, com média de 2,5 tratamentos no grupo con-
génito, 2,2 tratamentos no grupo adquirido e 1,8 tratamento
no de causa desconhecida. O seguimento foi de 24-36
meses pos-tratamento. Ocorreu recidiva num dos casos de
origem congeénita trés meses ap6s o Ultimo tratamento.”

RELATO DO CASO

Paciente do sexo feminino, de 10 anos, veio a
consulta para tratar manchas escuras nos labios, que
apareceram aos dois anos de idade, aumentando lenta-
mente. J4 havia consultado vérios especialistas que ndo
indicavam nenhum tratamento. A avO paterna teve
lesbes similares.

Ao exame dermatol 6gico, foram observadas macu-
las hipercrémicas na mucosa oral (Figura 1), conjuntiva e
dedos. N&o tem histéria de sangramento pelas fezes. A
colonoscopia ndo revelou a presenca de pdlipo.

Histopatologia da lesdo de mucosa: epitélio acan-
tético, com hiperpigmentacdo da camada basal, associada a
aumento do nimero de melandcitos, muitos exibindo den-
dritos alongados e densamente pigmentados. O coérion
superficial mostra melanéfagos e escasso infiltrado infla-
matorio linfocitario ao redor de capilares, alguns ectasia-
dos (Figura 2).

Tratamento: foram feitas duas aplicages de laser de
Alexandrita, 755nm, 3ms, 30Jcm? O intervalo entre cada
aplicagdo foi de trés meses. Os resultados apos seis meses
da ultima aplicagdo foram cosmeticamente satisfatorios
(Figura 3). N&o ocorreu discromia, cicatriz ou ateragdo na
textura da pele.
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patients treated with Q-S
ruby laser (694nm, 25-40ns, spot size 4mm, fluency
10J/en?’) and followed-up for five years, there was com-
plete whitening in three cases after a single session, and in
six patients a second session was necessary. There were no
recurrences, scars or dyschromia.

In 60 patients with dark lips due to several etiologies
(congenital, acquired, or other causes), treated with fre-
quency-doubled Q-S Nd:Yag laser and fluency of 2-
3.5J/en?, a complete whitening was acheived in all lesions,
following a mean 2.5 treatment sessions in the congenital
group, 2.2 sessions in the acquired group and 1.8 in those
with unknown cause. The follow-up ranged from 24 to 36
months post-treatment. One patient with congenital origin
presented recurrence three months after the last treatment.”

CASE REPORT

Female patient, 10 years old, sought medical
attendance to treat dark stains in the lips, which had
appeared at two years of age then increased slowly. She
had already consulted several specialists who had not
indicated any treatment. The paternal grandmother had
similar lesions.

Dermatological exam showed hyperchromic stains
in the oral mucous membrane (Figure 1), conjunctiva and
fingers. She reported no history of blood in the the feces.
Colonoscopy did not reveal the presence of polyps.

Histopathology of the mucous membrane lesion
demonstrated acanthotic epithelium, with hyperpigmentation of
the basal layer, associated to an increase in the number of
melanocytes, many presenting prolonged and densely pigmen-
ted dendprites. The superficial chorion showed melanophages
and scant lymphocytic inflammatory infiltration around the
capillaries, some of which were ectatic (Figure 2).

Treatment: two applications were performed with an
Alexandrite laser, 755nm, 3ms, 30J/cm’, with an interval of
three months between applications. The results six months
after the last application were cosmetically satisfactory
(Figure 3). There was no dyschromia, scarring or alteration
in the skin texture.
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Figura 2: Hiperpigmentagao da camada basal, com aumento do
namero de melandcitos, muitos com dendritos alongados e den-
samente pigmentados / Figure 2: Hyperpigmentation of the
basal layer, with an elevated number melanocytes, many of
which presenting elongated and densely pigmented dendrites

DISCUSSAO

O tratamento com laser mudou as perspectivas
estéticas no tratamento dos lentigos labiais, cujo tratamento
anterior eramuito dificil.

Os mais usados em lesdes pigmentadas e tatuagens
s80 0s com pulsos ultracurtos ou Q-Switched (nanosegun-
dos, ns).9 Entre eles encontra-se 0 Q-Sruby laser 694nm, Q-
S Alexandrita 755nm, dye laser para lesdo pigmentada
(510nm) e 0 Q-S Nd:Yag laser de freqiiéncia dobrada
(1064nm, 532nm).">*

O laser de Alexandrita 755nm de pulso longo ndo é
laser de escolha em lesBes pigmentadas, mas foi 0 usado na
paciente aqui descrita.

O resultado estético seis meses apods duas sessdes
(Figura 3) foi muito bom.

Interesse do caso

Hiperpigmentagao da mucosa oral tem implicaces
cosméticas significantes e, quando muito extensa, ndo pode
ser retirada pelas terapias convencionais.

Apesar de ndo ser um dos tipos de laser de escolha
em lesBes pigmentadas, a terapia com laser de Alexandrita
de duragdo de pulso longo (3ms),em duas sessdes, nos lenti-
gos labiais desta paciente com SPJ, apresentou bom resulta-
do estético, com seguimento de seis meses apos a segunda
e Ultima aplicacéo.

Como esse tipo de laser é usado em reducdo defini-
tiva de pélos, muitos profissionais que o possuem podem
ampliar seu leque terapéutico.

A sugesté&o final dos autores € no sentido de que out-
ros profissionais 0 usem, com acompanhamento de tempo
longo, no tratamento de l&bios escuros,*” hipercromias
medicamentosas'® e outros tipos de lentigos.** a
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Figura 3: Paciente seis meses apos a segunda sessao de laser de
Alexandrita 755nm, pulso longo (3ms) / Figure 3: Patient six
montbs after the second application with a long-pulse
Alexandrite laser 755nm

DISCUSSION

Laser therapy has changed the esthetic perspectives
for the treatment of labial lentigines, which hitherto were
very difficult to treat.

For pigmented lesions and tattoos the type of laser
used most frequently are those with ultrashort pulses or Q-
Switched (nanoseconds, ns).” Among these are the Q-S ruby
laser 694nm, Q-S Alexandrite 755nm, dye laser for pig-
mented lesions (510nm) and frequency-doubled Q-S Nd:Yag
laser (1064nm, 532nm).”>"

The long-pulse Alexandrite laser 755nm is not the
laser of choice in pigmented lesions, but was used in the
patient described here.

The esthetic result in six months after two sessions
was very good (Figure 3).

Interesting aspect of the case

Hyperpigmentation of the oral mucous membrane
has significant cosmetic implications and, when very
extensive, cannot be removed by the conventional thera-
pies.

Although not the laser of choice for pigmented
lesions, therapy with long-pulse Alexandrite laser (3ms), in
two sessions, for the labial lentigo of this patient with SPJ,
presented good esthetic results, with a six-months follow-up
after the last application.

As this type of laser is used in definitive hair reduc-
tion, many professionals that have one can in this manner
broaden its therapeutic use.

Finally we suggest that other professionals can use
this technique, with long-time follow-up for the treatment
of dark lips,” hyperchromia medicamentosus'’ and other
types of lentigo.”"*! a
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