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Caso Clinico / Case Report

Hamartoma angiomatoso écrino: um tumor doloroso’
Eccrine Angiomatous Hamartoma: a Painful Tumor

Rodrigo Fonseca Braganca!
Mayra Rochegl’

Michdle LarissaZini Lis¢
Crigtiana Dourado Pontual*

Ada Lobato Quatring’
Cintia Diniz*

Resumo: O hamartoma angiomatoso écrino (HAE) é lesdo benigna, em geral, congénita. Apresenta-se na maio -
ria dos casos como nddulo ou placa cor da pele ou eritematosa associada ou nio a hiperidrose focal e dor.
Localiza-se preferencialmente nos membros inferiores, proximo aos joelhos ou nos artelhos, mas lesdes na face,
regido cervical, sacra e tronco foram descritas. O principal diagnéstico diferencial deve ser feito com o tumor
glomico. Em geral, o HAE tem evolucido benigna, havendo relatos de remissio espontinea da dor, sem necessi-
dade de remogao. Contudo, foram descritos casos em que a dor levou a exérese da lesio e mesmo a2 amputagio
do membro afetado. Os autores relatam um caso de hamartoma angiomatoso écrino de aparecimento tardio,
com sintomatologia exuberante e de dificil tratamento.

Palavras-chave: dor; hamartoma; hiperidrose; nevo.

Summary: Eccrine angiomatous hamartoma (EAH) is a benign lesion usually present at birth. In most cases
it presents as a flesh-colored or erythematous nodule or patch. It may or may not be associated with focal
byperbydrosis and pain. It is most commonly located in the lower extremities, near the knee or on the toes,
but lesions on the face, sacral and cervical region and trunk bave been described. The main differential diag -
nosis should be made with a glomus tumor. In general, EAH shows benign bebavior, and spontaneous remis-
sion of pain has been described. Cases bave been reported in which the pain led to excision and even to ampu.-
tation of the affected member. The authors present a case of late onset EAH, with exuberant symptoms, which
was difficult to treat.

Key-words: pain; hamartoma; hyperbydrosis; nevus.

INTRODUCAO

O hamartoma angiomatoso écrino é umavariante dos
nevos écrinos, sendo mais fregliente do que a forma pura.*®
E denominado hamartoma por apresentar uma combinagio
de estruturas écrinas benignas e canais angiomatosos.**

A aparéncia clinica do HAE é variavel,®> podendo
ndo haver lesdo cutanea® ou apresentar-se simplesmente
como uma alteragdo na consisténcia da pele.® Pode surgir
como méacula,* placa*™® ou nédulo*™ de vérias tonali-
dades*™® ou com aspecto angiomatoso?*** Em geral é
lesdo Unica, ****** porém casos multiplos#*891+13416 incluin-
do alguns com lesbes bilaterais, foram descritos. ' O HAE
tem consisténcia macia® e apresenta tamanho variavel
entre 0,5 e 11cm; ™ alesdo pode ser assintoméatica®® ou apre-
sentar hiperidrose localizada.?*>"**"® Na maioria ha dor
esponténeazo oua pa| pa(;éo. 1,2,38101219

RELATO DO CASO
Paciente do sexo masculino, de 36 anos, branco,
casado, porteiro, natural e procedente do Rio de Janeiro,

Recebido em 16.07.2002. / Received in July, 16" of 2002.

INTRODUCTION

Eccrine angiomatous hamartoma is a variant of
eccrine nevi and is more frequent than its pure form.” It is
named hamartoma since it presents a combination of
benign eccrine structures and angiomatous canals.”™

The clinical appearance of EAH is variable. It may
not show cutaneous lesions’ or appear simply as an altera-
tion in skin consistency.” It may arise as a macule,’
plaque,””’ or as nodules,””™ of various tonalities **"" or with
an angiomatous aspect.***"" It is usually a single lesion,**
" but multiple cases,**""?"*% including some with bilate-
ral lesions, have been described.”'® EAH has a soft consis-
tency” and appears in varying sizes, from 0.5-to-11 cm in
length.”” The lesion may be assymptomatic’’ or show locali-
zed hyperhydrosis.>**'">72° Most often the lesion aches
spontaneously” or when palpated.'***'*2"

CASE REPORT
A 36-year-old Caucasian male patient, married and
employed as a doorman, and born and raised in Rio de Janei-
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Figura 1: Lesao de aspecto
tumoral, pouco elevada, com
zonas de coloragio violacea,
com 10 x 5c¢m, localizada na face
medial da perna direita desde o
joelho até o terco médio

chegou ao ambulatério com
histéria de lesdo extrema
mente  dolorosa com
sudorese localizada na
perna direita ha seis anos,
gue apresentou crescimen-
to lento e progressivo. Ao

Figure 1: Lesion with a tumor
aspect, slightly elevated, with
purple-colored zones, 10x5 cm,
localized on the medial surface
of the right leg, stretching from
the knee to the third median.

ro, sought assistance at the
outpatient clinic. The patient
had a history of an extremely
painful lesion with localized
sweating in the right leg that
appeared six years earlier. The
lesion showed slow and pro-

exame (Figura 1) via-se

lesdo de aspecto tumoral, pouco elevada, com zonas de
coloracdo violdcea, macia ao toque, com 10 x 5cm,
localizada na face medial da perna direita, desde o joel-
ho até o terco médio. A palpacéo despertava dor lanci-
nante seguida de sudorese profusa sobre a lesdo. Foi
solicitado ECO-doppler de partes moles, que mostrou
vasos venosos calibrosos e tortuosos na derme, sem
alteracBes na epiderme. A bidpsia da pele foi impossi-
bilitada pela dor do paciente j& na fase de assepsia.
Encaminhado para avaliagdo pela cirurgia vascular, foi
submetido a exérese da lesdo sob anestesia geral. O
exame anatomopatol 6gico mostrou & macroscopia dois
fragmentos irregulares de tecido medindo em conjunto
6x5x1,5cm, superficie externa levemente bocelada e
amarelada. Ao corte o tecido mostrava-se amarelado e
untuoso, com delgadas traves brancacentas de con-
sisténcia elastica. A microscopia (Figura 2) com colo-
racéo de rotina hematoxilina-eosina, via-se proliferacdo
de glandulas e ductos écrinos semelhantes as estruturas

gressive growth. During the
examination (Figure 1), the lesion showed a tumor aspect,
which was slightly elevated with purple-colored zones, and felt
soft to the touch. It measured 10 x 5 cm, and was localized on
the medial surface of the right leg extending from the knee to
the third median. When palpated, aching was triggered, which
was then followed by profise sweating over the lesion surface.
An ECHO-Doppler test was solicited of the soft tissue parts,
which showed calibrous and tortuous venous vessels in the
dermis, though without alterations on the epidermis. The skin
biopsy was made impossible by the pain the patient had
already been experiencing during the aseptic phase. The
patient was sent to vascular surgery for an assessment. He was
submited to surgical exeresis of the lesion under general anes-
thesia. The macroscopic (Figure 2) anatomopathologic exam-
ination showed two irregular tissue fragments jointly measur-
ing 6x5x1.5 cm, with the external surface being lightly
embossed and yellowed.
When cut, the tissue appeared yellow and unctuous,
with thin white slants of elastic consistency. Routine hema-

écrinas normais em meio a abun-
dante mucina, acompanhada de
proliferagdo vascular, com vasos
de paredes ora delgadas, ora
espessas. Entre os agrupamentos
glandulares, o coldgeno encontra-
va-se de aspecto habitual, bem
como os folicul os pilosos e o teci-
do adiposo da hipoderme. A epi-
derme ndo estava presente.
Realizada histoquimica com
alcian blue, que mostrou positivi-

Figura 2 - A microscopia com coloracao
de rotina hematoxilina-eosina, mostra
proliferacio de glindulas e ductos
écrinos semelhantes as estruturas
écrinas normais em meio a abundante
mucina, acompanhada de proliferacao
vascular, com vasos de paredes ora del
gadas, ora espessas

toxylin-eosine staining by micros-
copy revealed a proliferation of
eccrine glands and ducts similar to
normal eccrine structures in abun-
dant mucin environment. It was
accompanied by vascular prolifera-
tion, with either thin or thick blood
vessel walls. Among the glandular
clusters, collagen was found with its
usual aspect, as well as hair follicles
and adipose tissue of the hypoder-
mis. The epidermis was not present.

Figure 2 - Routine hematoxylin-eosine
staining by microscopy shows prolife-
ration of eccrine glands and ducts
similar to normal eccrine structures in
an abundant mucin environment,
accompanied by vascular prolifera-
tion, with the vessel wall being either
thin or thick.
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dade para mucina.

A imuno-histoquimicarevelou Ulex europeaus po-
sitivo para glandulas écrinas e foliculos; FVIII positivo
para endotélio; CD 34 positivo no tecido periglandular e
endotélio; CD 31 negativo; S 100 positivo para nervos e
glandulas écrinas, negativo nos ductos écrinos.

O paciente permanece com dor e sudorese.

DISCUSSAO

Lotzbeck em 1859 relatou pela primeira vez uma
lesdo de aparéncia angiomatosa na regido masseterina de
uma crianca.**** Em 1968, Hyman, Harris e Brownstein
criaram o termo hamartoma angiomatoso écrino HAE)
para essa |lesdo e publicaram uma revisdo da literatura dos
casos até entdo descritos*****%* dois casos na América do
Norte e 15 na Europa.™*

A denominagdo hamartoma angiomatoso écrino
parece aos autores ser a mais adequada, por ser essa uma
lesdo que se apresenta como uma combinagdo de estruturas
écrinas benignas e canais angiomatosos,** ndo devendo ser
usada como sinénimo de nevo écrino, umavez que esta Ulti-
ma expressdo se refere alesdo composta exclusivamente por
estruturas écrinas maduras sem o componente vascular.”

A morfogénese desse complexo hamartomatoso pecu
liar permanece especulativa.™* Durante a organogénese o teci-
do mesenquimal envolve os brotos germinais que déo origem
aos apéndices.” A diferenciacdo depende da interacdo quimi-
ca entre os brotos germinais € o mesénquima - fendbmeno
denominado "dependéncia heterotipica’'.***® Na pele,
durante a génese anexial, uma relagdo como essa entre 0s
rudimentos germinais epiteliais e o mesénguima que o
envolve é bem conhecida e tem sido muito discutida.™ Parece
ser razodvel admitir que uma anormalidade nesse tipo de
interacdo poderia permitir o sequestro de elementos mesen-
quimais, dentro dos quais os primérdios anexiais se deser+
volveriam, com estreita relagdo entre ambos os compo-
nentes.*”® Acredita-se que a hiperidrose caracteristica resulte
do aumento da temperatura do nevo causado pelo compo-
nente vascular** e que a dor se deva a infiltragdo dos
pequenos nervos***** ou via reflexo axonal

Os achados clinicos do HAE na revisdo feita pelos
autores, de 44 casos (ver Tabela 1), caracterizam-no como
umalesdo em placa ou nodular, em geral eritematosa, loca-
lizada preferencialmente nos membros inferiores, proxima
a0 joelho ou nos dedos das méos. A maioria das lesdes é
congénita, e seu tamanho médio gira em torno dos 5cm. A
presenca de lesdes mltiplas foi referidaem 11 casos, e néo
havia diferenca entre os sexos. A dor estava presente em 19
pacientes, 0 mesmo niimero apresentava hiperidrose locali-
zada. A presenca concomitante de ambos os achados ocor-
reu em 11 casos, enquanto 16 pacientes ndo apresentavam
nem dor, nem tampouco hiperidrose. A auséncia de lesdo
cutanea aparente,® dor ou hiperidrose ndo deve, portanto,
afastar o diagnostico de HAE.

A lesdo apresenta crescimento lento e progress-
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Histochemistry was performed with alcian blue,
which was positive for mucin.

The immunohistochemistry revealed Ulex Europeaus
positive for eccrine glands and follicles; FVIII positive for
endothelium; CD 34 positive in the periglandular tissue and
endothelium; CD 31 negative; S 100 positive for nerves and
eccrine glands, and negative in the eccrine ducts.

The patient kept experiencing aching and sweating.

DISCUSSION

In 1859 Lotzbeck reported a lesion for the first time
with an angiomatous appearance on a child's masseteric
region.***"” In 1968, Hyman, Harris and Brownstein crea-
ted the term Eccrine Angiomatous Hamartoma (EAH) for
this lesion and published a revision of the literature regar-
ding what were then described cases,” "% notably two
cases in North America and 15 in Europe.

In the view of the present authors, the term eccrine
angiomatous hamartoma seems most adequate. As it is a
lesion showing a combination of benign eccrine structures
and angiomatous canals,’” the term should not be used as a
synonym of eccrine nevus insofar as this last expression
refers to the lesion consisting exclusively of mature eccrine
structures without the vascular component.”

The morphogenesis of this peculiar hamartomatous
complex remains speculative.” During the organogenesis,
the mesenchymal tissue involves the germinal stem cells
that give rise to the appendices.” The differenciation
depends on the chemical interaction between the stem cells
and mesenchyma - a phenomenon named 'heterotypic
dependency’. """** On the skin, during the adnexal genesis,
a relation like the latter between the epithelial germinal
rudiments and the mesenchyma involved is well known, and
has been much discussed.” It seems reasonable to admit
that an abnormality of this type of interaction might allow
seizure of the mesenchymal elements within which the
adnexal basics develop, with a close relation between both
components.”"’ Characteristic hyperhydrosis is believed to
result from temperature increases of the nevus caused by the
vascular component,* the pain being due to infiltration of
the small nevi**'*'"” or by the axonal reflex.”

In the clinical findings obtained from the revision of
44 EAH cases made by the present authors (see Table 1)
lesions are characterized as plaque-like or nodular, ery-
thematous in general, and localized commonly in the lower
limbs, close to the knee or on the toes. Most lesions are
congenital, and their average size is roughly 5 cm. The
presence of multiple lesions was referred to in 11 cases,
and there was no difference according to sex. Nineteen
patients experienced pain, and the identical number
showed localized hyperhydrosis. The concomitant presence
of both findings occurred in 11 cases, while 16 patients did
not show pain, or even slight hyperhydrosis. The absence
of apparent cutaneous lesions,6 pain or hyperhydrosis
should not, for all that, withdraw the diagnosis of EAH.

11,14
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Tabela 1: casos clinicos revisados / Table 1: reviewed clinical cases

Autores Ao Sexo Idade Locdizagdo Do Sudoree Lesfo Cor Tampo Tameanho Outros
Authors Year Sex (@aos) Localization  Pain Sweating dementar  Color deevaucdo  Size Other
Age Elementary Time of
(vears) lesion progression
Archer® 1927 - 0 generdizada  ndo ndo - - - - lesBes muilti
plas
generalized  no no multiple lesions
Vilanovae 1963 Feminino 13 membros néo sm nédulo - 4 anos mmaO5om  lesdes milti
Cedlles? inferiores plas
Female lower limbs ~ no  yes nodule 4 years Omm to 0.5cm multiple lesions
| st 1964 Masculino 8 sobreo ndo sm tumor rosada 2 anos 10x 6cm hipertricose e
tendéo-de- leve prurido
aquilesda
pernaD
Male on the no yes tumor pink 2 years hypertrichosis
Achilles- and light
tendon pruritus
of R leg
Domonko$? 1967 Feminino 4 jodho D sm sm nddulos azulada, congénita 12a20mm  lesbesmuilti
vermeho- plas
€scuro
Female R knee yes yes nodules blueish, congenital 12 to 20mm  multiple lesions
dark-red
Hymant” 1968 Feminino 3 pescoco nédo ndo - - congénita  —
Female throat no  no congenital
Zellert 1971 Masculino 37 jodho D nédo ndo placa castanho-  congénita 11x4x tireoidite de
verucosa  escura 0.3cm Hashimoto,
diabete
Male R knee no  no verrucous  dark congenital thyroiditis of
plaque brown Hashimoto
diabetes
Chdla* 1977 Feminino 10 punho D sm néo noédulo - - Iom
Female wrist R yes no nodule Icem
Chai*® 982 - 9 membro dm sm - - - - lesBes milti
inferior plas
lower limb ~ yes yes multiple lesions
Kim® 1982 — 16 membro sm néo - - - - lesBes muilti
inferior plas
lower limb ~ yes no multiple lesions
Kikuchi 1982 Masculino 3 plantaD sm sm - - congénita  —
Male R plant yes yes congenital
Tharskaram® 1983 Masculino 65 6cmabaixo  sSm sm placacom  pigmentada — 3x25om recorréncia
Male dojodho E, centro oS exérexe
face medid nodular recurrence
6¢cm below yes yes plague pigmented afer surgical
the L knee, with exeresis
medial nodular
surface center
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Autores Ao Sexo Idede Locdizacho Dor Sudoree  Lesio Cor Tempo Tamanho Outras
Authors Year Sex (anos) Localization ~ Pain Sweating dementar  Color deevolugdo Size Other
Age Elementary Time of
(vears) lesion progression
Veasco® 1988 Masaulino 3 joeho D sm ndo placacom  castanho- congénita  3om
nddulos violdcea  congenital
centrais
Male R knee yes no plaque brown-
with purple
central
nodule
Wolft 1989 Masulino 39 péD sm — placa gitémao- 1més todaa planta
violécea do péeface
laterdl
Male R foot ves plaque enythema- 1 month the whole plantar
tous-purple aspect of the foot
and lateral
surface foot
Donati* 1989 Feminino 52 méo D néo ndo - - meses -
Female R hand no no months
Gabridsen? 1990 Feminino 34 fdangedigd dm sm edama - poucos -
do quinto meses
quirod&dilo E
Female distalphalange  yes  yes edema few months
of the fifth
L finger
Sanmartin” 1992 Feminino 3 hdux direito  ndo ndo - - congénita  —
messs
Female 3 right hallux ~ no  no congenital
months
Aloi?” 1992 Masculino 5 tronco nédo ndo - - congénita - lesbes
eextre- mitiplas
midades
Male trunk and no no congenital Multiple
extremities lesions
Serdy? 1993 Masulino 35 jodho D dm sm placa violdcea 12messs  “grandes’ lesbes
subcuténea mitiplas
Male R knee yes yes sub- purple 12 months  “large” multiple
cutaneous lesions
plaque
Diaz-Landagta” 1993 Masculino 4 coxaE dm sm - - congénita -
Male L thigh yes yes congenital
Nekayama” 1994 Feminino 49 sacrd im ndo - - 17 anos - lesfo ulcerada
Female sacral yes no 17 years ulcerated
lesion
Caderong” 1994 Masaulino 2 coxaE ndo nao - - congénita -
messs
Male 2 L thigh no no congenital
months

An bras Dermatol, Rio de Janeiro, 78(4):465-474, jul./ago. 2003.

Continua/ Continue



470 Lise, Quattrino, Braganca, Pontual, Diniz & Rochael
Autores Ano  Sexo ldade Locdizacdo Dor Sudoree Lesfo Cor Tempo Tamanho Outras
Authors Year Sex (anos) Localization ~ Pain Sweating dementar  Color deevolugdo Size Other
Age Elementary Time of
(vears) lesion progression
Sulica” 1994 Feminino 28 antebragos  ndo ndo - - 15 anos - lesBes
etronco multiplas
Female forearms no no 15 years multiple
and trunk lesions
Nair” 1994 Feminino 9 torax aD ndo sm - - 5 anos - lesbes
mlltiplas
Female R thorax no  yes 5 years multiple
lesions
Coda® 1994 Masculino 9 excipula sm sm placa vermdho- 7 anos 9x 6cm prurido,
arroxeada hipertricose
Male scapula yes yes plague red- 7 years pruritic,
pinkish hypertrichosic
Torresl’ 1994 Feminino 13 gliteo E néo ndo mécula cganha  congénita  4mm
Female L buttock no  no macule brown congenital
Smitt? 1996 Feminino 7 primeiro nédo sm nédulo - 3meses -
meses pododéctilo E
Female 7 first L toe no  yes nodule 3 months
months
Smitt? 1996 Feminino 22 quinto - - pseudo- aitemaosa congénita -
pododéctilo E cisto
Female fifth L toe Pseudo- erythema-  congenital
cyst tous
Smith 1996 Masculino 8 quinto né&o néo nédulo azulada  2anos lcm
quirodactilo E
Male fifth L finger no no nodule bluish 2 years
Soree 1997 - 24 mambro sm sm - - - - lesbes
inferior mUtiplas
lower limb ~ yes yes multiple lesions
Enjdras” 1997 Mastulino - perna - dgm - - - - hipertricose
Male leg yes hypertrichosic
Hax” 1997 Feminino 2 coxaE sm nd - - congénita -
Female L thigh yes no congenital
Michd® 1997 Feminino 15 abdbmen sm sm placa angioma:  deeos15 - evoluiu com
tosa dias de vida hiperpigmen-
tacdo e regres:
S50 dador
Female abdomen yes yes plague angioma-  Since de first progressed
tous two weeks with
of life hyperpigmen-
tation and
regression of
the pain
Kwort” 1998 Mastulino 50 torax aE nédo sm - - congénita -
Male L thorax no yes congenital
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Autores Ao Sexo Idede Locdizacio Dor Sudoree  Leso Cor Tempo Tamanho Outros
Authors Year Sex (@nos) Localization  Pain Sweating dementar Color deevolugdo Size Other
Age Elementary Time of
(vears) lesion progression
Cebraro® 1998 Masculino 31 dorso dos ndo néo paoulas cor dapde 9mess - lesBes milti
quirodactilos, plas
bilatera
Male dorsal no  no papules skin color 9 months multiple
aspect of the lesions
bilateral fingers
Cebraro® 1998 Feminino 22 dorsom&@ D nd ndo papula eritematosa 6 meses -
Female dorsal aspect no no papule erythe- 6 months
of R hand matous
Ceraro® 1998 Feminino 24 dosoméE ndo ndo placa cor dapde congénita - aspera a0 toque
devada
Female dorsal aspect no no elevated skin color  congenital rough to the
of L hand plaque touch
Cebrero® 1998 Masculino 25 dorso do néo néo arredon- cadanho-  5mess -
terceiro deda violacea
quirodéctilo D escura
Male dorsal no no rounded Brown- 5 months
aspect of the dark
third R finger purple
Cereiro® 1998 Masculino 16 dorso do néo néo aea - lao -
segundo endurecida
quirodactilo E
Male dorsal no no hardened 1 year
aspect of the area
second L finger
Cebraro® 1998 Masculino 14 dorso do ndo néo paoulas eritematosa 7 messs -
primeiro
quirodéctilo,
bilaterd
Male dorsal no no papules ervthema- 7 months
aspect of tous
the first
bilateral finger
Cebraro® 1998 Feminino &4 dorso do sm néo placa eritematosa 2 anos
terceiro
quirodactilo D
Female dorsal yes no plaque ervthema- 2 years
aspect of the tous
third R finger
Nakatsui ' 1999 Masuino 18 punho E nédo sm ndédulo cor dapele, congénita  3cm superficietipo
semanes centrd aspapulas cascadelaranja
com12 eram azuledes
pépulas
ao redor
Male 18 L wrist no  yes Central skin- congenital surface was
weeks nodule colored, ‘orange-peel’
with 12 the papules type
papules were bluish
on the
edge
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Autores Ao Sexo ldade Locdizagdo Dor Sudoree Lesfo Cor Tempo Tamanho Outras
Authors Year Sex (@anos) Localization  Pain Sweating dementar  Color deevolugdo Size Other
Age Elementary Time of
(vears) lesion progression
Rochat 2001 Feminino 8 braco D ndo sm mécula avermdhadal ano 7x5m prurido leve e
telangiectasias
Female R arm no yes macule reddish 1 year light pruritic
and telan-
giectasia
Morrel® 2001 Feminino 14 punho sm ndo nédulos cor dapde lano 35cmedem  asciadaa
e castanho coxins
faangianos
Female wrist yes no nodules skin color 1 year in association
and brown with finger
cushions
Lise* 2001 Masculino 36 permaD, sm sm placa eritmao  6anos 10x 5cm
junto a0 devada -violdoea
joeho
Male R leg, along  yes yes elevated erythematous 6 years
with the knee plaque purple

vo,"*# embora casos de crescimento rapido tenham sido
relatados durante a puberdade® ou gestagdo, apontando para
algum mecanismo hormonal subjacente.®*® O HAE parece
afetar igualmente homens e mulheres, 459111316

Alguns autores referem as pernas™** como localiza-
¢do preferencial e ocasionalmente os joelhos,® mas outros
sitios, como face, regifes cervical e sacra, e tronco, foram
descritos. 4459111315161 Cebyreiro descreveu sete casos em 15
anos de observagdo, sendo todos no dorso das mé&os ou dos
dedos.®

Hiperidrose écrina focal é uma rara ocorréncia em
areas diferentes de palmas, plantas e regido fronta ,° tendo sido
relatada em casos de neurites, mielites, siringomielia, paresia
geral etabes dorsalis .* Lesdes associadas a hiperidrose, como
a lesdo da sindrome do nevo azul em mamel& de borracha
(blue rubber bleb nevus syndrome), "% tumor glémico,””’
doenga de Goplan,” causalgia, paquidermoperiostose e
mixedema pretibial doloroso,” devem ser consideradas.
Também na sindrome de Maffucci foi relatado um caso em
que havia hiperidrose localizada.”” O hemangioma congeénito
das glandulas sudoriparas écrinas referido por Nakatsui e
colaboradores consiste em numerosos vasos tipo capilar
dilatados com células endoteliais proeminentes ao redor dos
brotos das glandulas écrinas.” Ao nascimento os pacientes
tém um ou vérios tumores azulados, elevados, mas a lesdo
difere do HAE porque involui completa ou parcialmente em
meses e éindolor.”

LesBes dolorosas como |eiomioma,*'"* espiroade-
noma écrino, neuroma, eventualmente dermatofibromas,
angiolipomas, neurilemomas ou schwanomas, endome-
triose cutanea, tumor glémicc® e tumor de células granu-
losas®® também fazem diagndstico diferencial. O heman-
giomasimplex e o hemangioma cavernoso ndo apresentam
dor e hiperidrose,?® e 0 blue rubber bleb nevus apresenta
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The lesion shows slow and progressive growth,***

while cases of rapid growth had been reported during puber-
ty or gestation, pointing to some underlying hormonal mecha-
nism.>’ EAH seems to affect men and women equally."*>*'316

Some authors refer to the feet as a preferential loca-
lization,””"”* and occasionally the knees.” But others sites,
like the face, cervical and sacral regions, and trunk have
also been described. >3 11817 Cebreiro described 7
cases over 15 years of observation: all of them appeared
on the dorsal aspect of the hands and fingers.’

Focal eccrine hyperhydrosis is a rare occurrence on
areas different of the palms, plantar and frontal regions.® It
has been reported in cases of neuritis, myelitis, syrin-
gomyelia, general paralysis and tabes dorsalis® Lesions
associated with hyperhydrosis, like the lesion in blue rubber
bleb nevus syndrome,**’*"*  glomic tumor,”” Goplan di-
sease,” causalgia, pachydermoperiostosis and aching
pretibial myxedemda must be considered. In Maffuci's syn-
drome there was also a case reported to be localized hyper-
hydrosis.” The congenital hemangioma of the eccrine sweat
glands referred to by Nakatsui and collaborators consists of
numerous dilated capillary-type vessels with prominent
endothelial cells around the eccrine gland stem."” At birth
patients have one or various bluish, elevated tumors, but
the lesion differs from EAH because it regresses completely
or partially within months, and is painless.”

Aching lesions, such as leiomyoma,*"’” eccrine spi-
radenoma, neuroma, and eventually dermatofibroma, angio-
lypomas, neurilemoma or schwanomas, cutaneous endome-
triosis, glomic tumor” and granulosa cell tumor™” are also
used to make the differential diagnosis. Hemangioma simplex
and cavernous hemangioma did not show pain or hyperhydro-
sis.” In addition to cutaneous lesions the blue rubber bleb
nevus shows alterations in the gastrointestinal tract*’”
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além das lesdes cuténeas alteracdes do trato gastrointesti-
nal .4.17,20

O principal diagnostico clinico diferencial é o tumor
glémico ou tumor neuromioarterial, que se apresenta como
nddulo cor da pele ou azulado com um a 20mm de
didmetro.®* Em geral, é extremamente doloroso, espon-
taneamente ou & palpacdo.” E de localizagio preferencial-
mente subungueal, mas pode ocorrer nos dedos e bragos.**#

O exame histopatol 6gico do HAE pode mostrar epi-
derme normal;***#* entretanto, hiperceratose,*"**#* acan-
tose, 38011131922 pnapi|omatose? e pigmentacdo da camada
basal*31*2% foram descritas. A presenca de glandulas
écrinas normais,>****% aumentadas em nimero, *3%1% em
tamanho ou dilatadas**®*?# e a presenca de ductos
écrinos™*15"1° gsspci ada a abundancia de vasos sangliineos,’
em geral de natureza capilar,***"*71%2 oy pequenas
artérias, ¥ vénulas™ e até grandes formagles caver-
nosas,? de paredes finas*®*"" ou muito espessas,*?®* selam
0 diagnéstico do hamartoma angiomatoso écrino. Essas
estruturas apresentam-se intimamente associadas e envoltas
por tecido coldgeno de aspecto normal*** ou frouxo?*2
Vasos linféticos dilatados em associagdo as estruturas
écrinas foram relatados,*® bem como outras estruturas como
glandul as apécrinas,*® mucina,>** tecido adiposo®*® e folicu-
los pilosps 489119

Devido aisso, Smith e colaboradores propuseram a
existéncia de trés variantes histol6gicas dos HAE, denomi-
nadas folicular, lipomatosa e mucinosa.®

Em geral, os achados imuno-histoquimicos s&o
semelhantes aos observados nas glandulas écrinas normais,®
0 antiCEA, marcando tanto a parte ductal quanto a secretora
das glandulas, o anti-S 100, marcando somente a parte secre-
tora, 0 antiEMA mAB, marcando intensamente a parte secre-
tora e fracamente a parte ductal, a anticitoqueratina CK1,
marcando a parte ductal somente, e o Cam 5.2, a parte secre-
tora das glandulas.®

O exame imuno-histoquimico mostra positividade para
Ulex europeaus (glandulas écrinas e foliculos pilosos); fator
V11 (endotélio); CD34 (tecido periglandular e endotélio); anti-
S-100 (nervos e glandulas écrinas), enquanto a negatividade
paravimentina afasta o diagndstico de tumor glémico.***"*

O progndstico das lesdes do HAE é em geral bom.
Tratamentos paliativos com cremes, logdes, anticolinérgi-
cos orais, sedativos, tranquilizantes, gelo local resultam
apenas em alivio parcial e temporério.

Lesbes assintomaticas ou que ndo causam descon-
forto ndo necessitam ser removidas.?**°

A remog&o esti indicadaem casos de dor excruciante,
como naguele relatado por Gabrielsen e colaboradores em
gue foi necesséria a amputagdo do membro afetado, ou como
no caso do paciente aqui descrito, que apresentava dor inca-
pacitante mesmo em repouso completo.?* Raros casos em
que a dor do paciente regrediu espontaneamente, evitando
interveng8o cirlrgica mais agressiva, foram relatados.®

O caso ora apresentado demonstra de forma muito exu-
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The main clinical differential diagnosis is glomic
tumor or neuromyoarterial tumor, which appears as a flesh-
colored or bluish nodule, some 20 mm in diameter. " It is
usually extremely painful, whether spontaneously or to pal-
pation? It is commonly localized on the subungual region,
but may occur on the fingers and arms. "

The histopathologic examination of EAH may show
the epidermis to be normal,'"** while hyperkerato-
sis,> 1327 geanthosis,* P2 papilomatosis®’ and pig-
mentation of the basal layer'*"?? were described. The
presence of normal eccrine glands:>""?"* increased in
number,"?*51°%% in size or dilated;"****”" and the presence
of eccrine ducts""*"*""° in association with an abundance
of blood vessels, usually capillary in nature or of small
arteries,””"””” venules'”” and even large cavernous forma-
tions,” of fine walls***"” or thick ones;*"***? finalized the
diagnosis of eccrine angiomatous hamartoma. These struc-
tures appear intimately associated with and wrapped in col-
lagen tissue that had either a normal“'" or flaccid
aspect®"*' Dilated lymphatic vessels in association with
eccrine structures were reported,*® as were other structures
such as apocrine glands,*” mucin,**? adipose tissue**’ and
hair follicles >***'""

Due to the above factors, Smith and collaborators
proposed the existence of three histological variants of
EAH, termed follicular, lipomatous and mucinous.’

In general, the immunohistochemistry findings are
similar to those observed in normal eccrine glands:’ the
antiCEA, characterizing the ductal as well as secretory
parts of the glands; anti-S 100, characterizing only the
secretory part; antiEMA mAB, intensely characterizing the
secretory part and loosely the ductal part; anticytokeratine
CK1, characterizing only the ductal part; and Cam 5:2, the
secretory part of the glands.” The immunohistologic exami-
nation shows positive for Ulex europeaus (eccrine glands
and hair follicles); factor VIII (endothelial); CD 34
(periglandular and endothelial tissue); antiS-100 (nerves
and eccrine glands), though it was negative for vimentin.
The latter result withdrew the diagnosis of glomic
tumor. 10,17,.24

The prognosis of the EAH lesions is good overall.
Falliative treatments, such as creams, lotions, oral anti-
cholinergics, sedatives, tranquilizers and local ice, result
only in partial and temporary alleviation.’

Asymptomatic lesions or those that do not cause dis -
comfort show no need to be removed.**>’

Removal is referred in cases when pain is
excruciating. This was the case in the report by
Gabrielsen and collaborators in which amputation of the
affected limb was necessary, or in the report of the patient
described herein, who showed incapacitating pain even
while at complete rest?* Rare cases in which patient's
pain regresses spontaneously and thereby eliminates the
need for more aggressive surgical intervention have been
reported.>*
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berante os principais achados do HAE, quais sgjam, hiperidrose
abundante esponténea e precipitada por dor; dor excruciante
tanto esponténea quanto a pal pacdo. A apresentagdo como lesdo
nédulo-tumoral de colorag8o violacea esta de acordo com os
casos revisados. %% |nfelizmente, a evolugdo do paciente
demonstra a dificuldade terapéutica encontrada também por
Gabrielsen e colaboradores;*® ap6s a tentativa de excisio da
lesdo houve recidiva dos sintomas. Os autores acreditam que
estgja relacionada a presenca de restos tumorais, por uma reti-
rada incompleta, possivelmente devida a impossibilidade de
delimitag&o macroscdpica do tumor no transoperatdrio. a
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