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Caso Clinico / Case Report

Ceratodermia palmoplantar de Unna-Thost associada a
pseudo-ainhum - Relato de um caso
Unna-Thost type palmoplantar keratoderma associated
with pseudoainhum - A case report
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Resumo: Os autores relatam um caso de ceratodermia palmoplantar hereditiria de Unna-Thost, de apre-
sentacdo clinica atipica, bem como complicacio do tipo estrangulamento ainhuméide no quinto dedo de
ambos os pés. Os autores citam ainda outras ceratodermias palmoplantares hereditirias que podem cur-
sar com pseudo-ainhum, bem como os critérios clinicos basicos que diferenciam essas manifestacoes.

Palavras-chave: ainhum; ceratodermia palmar e plantar.

Summary: The authors report a case of hereditary palmoplantar keratoderma, Unna-Thost type,
demonstrating some atypical features when compared to descriptions found in the literature. The case
study also includes pseudoainbum on botb fifth toes. The authors describe other bereditary palmo-
plantar keratodermas that may also present with pseudoainbum, and demonstrate the basic clinical

criteria that they share.
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INTRODUCAO

As ceratodermias pal moplantares (CPP) compreendem
grupo complexo e heterogéneo de doencgas geneticamente
determinadas, caracterizadas por distirbios da ceratinizagdo:

A classificacdo das ceratodermias € baseada no
quadro clinico, que leva em consideragdo morfologia das
lesBes, modelo de heranca genética, idade de aparecimen-
to, presenca ou auséncia de lesbes localizadas aém das
regifes palmoplantares (transgressivas) e envolvimento de
mais de uma estrutura ectodérmica.

Recentemente foi proposta uma nova classificacéo
para as CPP levando em conta néo apenas 0 aspecto clinico
das lesfes, mas também as ateracles histopatoldgicas e
molecul ares envolvidas, decorrendo dai trés grupos ou for-
mas clinicas denominadas formas difusa, focal e punctata

Recebido em 20.09.2001. / Received in September, 20" of 2001.

INTRODUCTION

Palmoplantar keratodermas (PPK) make up a complex
and heterogeneous group of diseases that are genetically
determined and characterized by keratinization disturbances.'

The classification of keratodermas is based on the
clinical condition, which takes account of lesion morpholo-
gy, the genetic inheritance model, age of onset, presence or
absence of lesions localized beyond the transgressive pal-
moplantar regions, and involvement of more than one ecto-
dermic structure.’

Recently, a new classification for PPK was proposed
which covers not only the clinical aspect of lesions, but also
the histopathologic and molecular alterations involved.
From this classification, three groups or clinical forms
resulted, which may be called diffuse, focal and punctuated.’
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O termo "ainhum", de origem angolana, significa
"sarrar”. Caracteriza-se pela formacéo de anéis fibrosos de
constri¢do geralmente ao redor do quinto dedo, uni ou bilate-
ral, podendo ocorrer amputacdo dos mesmos. A manifestacéo
€ descrita em todas as ragas e diferentes regides do globo,
sendo mais fregliente no sexo masculino da raca negra*
Outras doengas mereceram atencdo, por apresentarem a for-
macdo de anéis fibrosos de constricdo semelhantes aos do
ainhum verdadeiro e foram denominadas pseudo-ainhum.

Entre as genodermatoses que podem cursar com
pseudo-ainhum incluem-se as formas intra-Utero denomina-
das pseudo-ainhum congénito ou sindrome da banda
amnictica, que podem apresentar formacdo de bandas de
constricdo ao redor do tronco, membros e dedos, e ocorrer
amputacdo intra-Utero dessas areas.*

S80 ainda descritas na literatura agumas doencas
adquiridas que podem estar associadas ao pseudo-ainhum, tais
como poroceratose de Mibelli,® protoporfiria eritropoiética,®
esclerodermia,™® psoriase® plica neuropatica,® processos
infecciosos como ahanseniase* sifilistercidriae ainda outros
processos como adoencade Raynaud, diabetesmellitus, Sirin-
gomielia e, por fim, o pseudo-ainhum facticio causado por
torniquetes de fio de linha ou cabelo ao redor do dedo.*

O pseudo-ainhum poderd ocorrer ainda como compli-
cacdo em algumas ceratodermias pal moplantares hereditérias.

RELATO DO CASO

Paciente do sexo masculino, melanodérmico, 48
anos, natural de Minas Gerais, MG, procedente de S&o
Paulo, SP. Relatava inicio das |esbes em méos e pés aos 15
anos de idade. Dois anos apos houve aparecimento de anel
de constricdo ao redor do quinto dedo do pé direito, de cres-
cimento progressivo (Figura 1), €, um ano depois, processo
semel hante no dedo contralateral. No exame dermatol gico
apresentava ceratose difusa palmoplantar (Figura 2) com
fissuras nas faces laterais de ambos os pés (Figura 3). A
ceratose apresentava areas limitadas de transgressdo naface
anterior do punho e regido aquileana. A base do quinto dedo
de ambos 0s pés mostrava-se circundada por anel fibroso,
estando a lesdo a direita, acompanhada de edema, dor e
material supurativo fétido, motivos que o fizeram procurar
gjuda médica especializada. Foram vistas ainda alteracGes
ungueais como espessamento sem distrofia. Os cabelos e
dentes mostravam-se sem alteragoes.

Mediante investigacdo genealdgica em trés gera
¢Bes, que incluiu 25 familiares conhecidos, foram detecta
dos seis casos adicionais de CPP. quatro irm&os, o pai e a
irm& do avé paterno (Heredograma). Foram realizados exa
mes radiolégicos da arcada dentéria e méos, que ndo evi-
denciaram anormalidades; do pé direito, que mostrou reab-
sor¢do Ossea da falange proximal do quinto dedo; e do pé
esquerdo, que mostrou fratura da falange proxima com
sinais de reabsorcao e osteoporose do quinto dedo. A biop-
sia do punho sobre a érea de ceratose revelou alteracOes
inespecificas, como orto-hiperceratose com moderada acan-
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The term 'ainhum’, from Angolan origin, means 'to
saw'. It is characterized by formation of fibrous constricting
bands usually around the fifth toe. These are uni- or bilateral,
and may lead to amputation of the affected toe. The manifes-
tation is described as affecting all races and regions world-
wide, though it occurs with greatest frequency among Negroid
males.* Other pathologies deserve attention as they may also
present with fibrous constriction ring formations similar to
those of true ainhum, but which are termed pseudoainhum.

Among the genodermatoses that may present with
pseudoainhum, one finds intrauterine forms termed con-
genital pseudoainhum or amniotic band syndrome. These
may present with constriction band formations around the
trunk, limbs and toes, which tend to undergo intrauterine
amputation.*

Other acquired diseases have also been described in
the literature. These may be associated with pseudoainhum,
such as porokeratosis of Mibelli,’ erythropoietic protopor-
phyria,® scleroderma,”®  psoriasis,’ plica neuropathica,”
infectious processes like Hanseniasis," tertiary syphilis, and
other phenomena like Raynaud's disease, diabetes mellitus,
syringomyelia, and, finally, facticious pseudoainhum caused
by the hair-thread tourniquet syndrome around the digit.’

Pseudoainhum may occur also as a complication in
some hereditary palmoplantar keratodermas.

CASE REPORT

A 48-year-old male melanoderm patient, born in the
city of Minas Gerais, Minas Gerais state, and living in Sao
Paulo, Sao Paulo state. He reported the onset of lesions on the
hand and feet at age 15. Two years later there emerged a con-
striction ring around the fifth right toe that grew progressively
(Figure 1). A year later, a similar process occurred on the con-
tralateral toe. The dermatological examination revealed diffuse
palmoplantar keratosis (Figure 2) with fissures on the lateral
sides of both feet (Figure 3). The keratosis showed limited areas
of transgression on the anterior side of the wrist and Achilles
tendon region. The base of the fifth digit of both feet was shown
to be surrounded by a fibrous ring. The right-side lesion was
accompanied with edema, pain and fetid suppurative material,
which was the reason why he was led to seek specialized med-
ical assistance. Also seen were ungual alterations like thicken-
ing without dystrophy. Hair and teeth showed no alterations.

By means of a genealogical investigation spanning
three generations, which included 25 known family relatives,
six additional cases of PPK were detected: four brothers, the
father and the paternal grandfather's sister (Heredogram).
Radiological examinations were carried out of the dental
arch and hands, which did not exhibit any abnormalities, of
the right foot, which showed bone resorption of the proximal
phalange of the fifih toe; of the left foot, which showed a
fracture of the proximal phalange with signs of resorption
and osteoporosis of the fifth toe. The wrist biopsy over the
keratosis area revealed non-specific alterations, such as
orthohyperkeratosis with moderate acanthosis. The patient
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Figura 1: Presencga de anel fibroso ao redor do quinto dedo do pé
direito, com edema e supuracio local. / Figure 1: Presence of
fibrous ring around the fifth toe of the right foot, with edema
and local suppuration.

tose. O paciente em estudo foi tratado do foco infeccioso
inicial no pédireito com antibi6ticos por viaora e cuidados
locais, porém, ap6s uma semana de internacdo, ocorreu
desarticulagcdo esponténea, seguida de estrangulamento e
amputacdo do quinto dedo a direita, ndo tendo sido neces-
sariaintervencdo meédico-cirdrgica.

DISCUSSAO

A CPP de UnnaThost, classificada como forma
hereditéria de ceratodermia palmoplantar, foi considerada
por Osvaldo Costa, em 1962, em sua monografia sobre
acroceratoses, a principal representante de todas as cerato-
ses palmoplantares. Foi descrita por Thost em 1880, como
forma de ictiose pamoplantar. Entretanto, coube a Unna,
em 1883, classifica-lacomo umavariante de ceratodermia.?

Foi considerada por alguns autores exemplo classico
em dermatol ogia de heranga dominante regular, com relatos de

Figura 2: Presenca de ceratose palmar difusa com fissuras,
em ambas as maos. / Figure 2: Presence of diffuse palmar
keratosis with fissures in both bhands.

studied in this paper initially received treatment with oral
antibiotics and local care at the focus of infection on his
right foot. Yet a week after being interned, spontaneous dis-
articulation occurred followed by strangulation and ampu-
tation of the fifth right toe. Medical surgery was not
required.

DISCUSSION

Unna-Thost PPK is classified as a hereditary form of pal-
moplantar keratoderma. In 1962, in his monograph on acroker-
atoses, Osvaldo Costa considered it to be the main representative
of all types of palmoplantar keratosis. It was described by Thost
in 1880 as a form of palmoplantar ichthyosis. Meanwhile, it
befell to Unna to classify it as a variant of keratoderma in 1883.”

Some authors have considered it a classic dermato-
logical example of regular dominant inheritance. There exist
reports on the involvement being present in up to six genera-

Figura 3: Presenca de ceratose plantar difusa com fissuras na face
lateral e discreta transgressao para regiao aquileana. / Figure 3:
Presence of diffuse plantar keratosis with fissures
on the lateral side and discreet transgression to the Achilles
tendon region
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Heredograma evidenciando acometimento
de trés geracoes / Heredogram exhibiting
involvement in three generations
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acometimento em até seis geragdes estudadas. Autores croatas
descreveram casosisolados de surgimento precoce ou tardio da
doenca, podendo estar relacionados a fatores genéticos, tais
como mutacdo espontanes, reducdo daexpressio e penetrancia
incompleta.** A andlise genéticadasfamilias de portadoresde
ceratodermia pamoplantar tipo Unna-Thost permitiu a obser-
vacdo de dteraghes presentes nos filamentos de queratina tipo
I, codificados pelos genes 12g11-13. N&o foram observadas
mutagBes definitivas nas familias anaisadas.®

Clinicamente, a CPP de Unna-Thost caracteriza-se por
ceratose simétrica, circunscritaa pamas e plantas. Verificase
auséncia de prurido, e a hiperidrose pamoplantar € um sinto-
ma freqUente. Quando ausente, propicia endurecimento eres-
secamento da camada cdrnea, ocasionando sulcos e fissuras
profundas. Quando intensa, a ceratose pode atingir as bordas
laterais dos pés e das méos. Em aguns casos, verificase na
transicdo da pel e doente com a pele sd umafaixade coloracdo
vermelho-azulada que se inicia na periferia das palmas e atin-
ge rapidamente o centro e os lados internos dos dedos das
maos e dos pés, ndo sendo, no entanto, sina obrigatdrio. 2

O inicio da doenca se da quase sempre no primeiro
ano de vida, podendo aparecer na adolescéncia e mesmo na
idade adulta. Nao ha preferéncia por ragas, sendo aincidén-
cia discretamente aumentada no sexo masculino. E relatada
a influéncia de fatores climéticos, ocorrendo piora do qua
dro clinico ou aumento das recorréncias nas épocas frias do
ano. Em relacdo as complicagdes, sdo descritas: infeccdo
fangica e/ou bacteriana nasfissuras e dobras de flexao, oca
sionando odor caracteristico; inflamagéo e dor, dificultando
e impossibilitando a deambulagéo e o trabalho manual.
Processos linfangiticos, eczema disidrético, onicomicose,
formac&o de bolhas sdo outras alteracOes relatadas.'»71

As alteragbes histopatoldgicas na CPP de Unna
Thost sdo inespecificas, com auséncia de epidermdlise,
fator importante de diferenciagdo da ceratodermia palmo-
plantar epidermolitica de Vorner, a qual, apesar do padréo
de heranca e alteracdes clinicas semelhantes as da CPP de
Unna-Thost, apresenta alteragdes histopatol 6gicas tipicas,
como alteragbes vacuolares da camada granulosa, néo
encontradas no caso em estudo.

O tratamento das ceratodermias palmoplantares, atéa
era dos retinéides arométicos, baseava-se no uso de agentes
ceratoliticos topicos, sem resultados satisfatorios a longo
prazo. A utilizacdo dos retindides sistémicos, como o etreti-
nato e, mais recentemente, a acitretina, é indicadaem formas
graves e difusas de ceratodermias palmoplantares, associa-
das ou ndo a carder mutilante, e mostrou ter, em varios
casos, boa resposta terapéutica,®? apesar de as mesmas
apresentarem alguns efeitos adversos, como aumento da fra-
gilidade e sensibilidade cuténeas, que contribuem paraades-
continuidade do tratamento em muitos casos. A terapia géni-
ca ainda permanece como uma perspectiva tedrica devido a
extrema dificuldade de reparo do aelo transformado.”

O pseudo-ainhum pode ocorrer em associacdo com
as ceratodermias hereditarias pamoplantares (Tabela 1),
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tions. Authors in Croatia have described isolated cases of the
precocious or late-onset emergence of the disease, which may
be related to genetic factors, such as spontaneous mutation,
reduced expression and incomplete penetrance.”'* The genet-
ic analysis of families with palmoplantar keratoderma, Unna-
Thost type, has allowed medical researchers to observe alter-
ations present in the filaments of keratin type Il gene (codified
as 12q11-13). No definitive mutations were observed in the
families analyzed.”

Clinically, Unna-Thost PPK is characterized by sym-
metrical keratosis circumscribed to the palms and soles.
Absence of pruritus can be attested, and palmoplantar hyper-
hidrosis is a frequent symptom. When there is no such symp-
tom, the disease leads to hardening and drying of the corneal
layer, which ends up producing grooves and deep fissures.
When intense, the keratosis may reach the lateral edges of the
feet and hands. In some cases, at the shifting point between
the diseased skin and healthy skin, a red-bluish colored band
can be verified as beginning at the outer edge of the palms
and quickly reaching the center and inner sides of the fingers
and toes. Still, these are not obligatory signs.”'*

The onset of the disease virtually always takes place dur-
ing the first year of life. It may also appear in adolescence and
even in adulthood. There is no predilection for race, though inci-
dence is slightly higher in men. The disease is related to the influ-
ence of climatic factors. Worsening of the clinical condition or
increasing relapses occurs during the cold periods of the year.
With respect to complications, the following has been described:
fungal and/or bacterial infection in the fissures and folds of the
Jjoints, occasioning a characteristic odor; inflammation and pain,
which makes walking and manual work difficult and even impos-
sible. Lymphangitic processes, dyshidrotic eczema, onychomyco-
sis, and blister formation are other related alterations.”"*

The histopathologic alterations in Unna-Thost PPK are
non specific. They typically lack epidermolysis, which is an
important factor of differentiation from Vorner's epidermolytic
palmoplantar keratoderma. Despite its hereditary pattern and
the similar clinical alterations to Unna-Thost PPK, the latter
keratoderma shows typical histopathologic alterations, such
as vacuolar alterations of the granular layer. Such alterations
were not found in the case studied for this paper.

Treatment of palmoplantar keratodermas, prior to the
availability of aromatic retinoids, used to be based on the use
of topical keratolytic agents. These did not demonstrate satis-
factory results on the long term. Systemic retinoids, such as
etretinate and, more recently, acitretinate, have been used on
severe and diffuse forms of palmoplantar keratodermas either
in association with a mutilating character or not. In various
cases, it has proved to have a good therapeutic response’* in
spite of it presenting some adverse effects, such as increased
cutaneous fragility and sensitivity, which has contributed to
discontinuing treatment in many cases. At this point in time,
genic therapy remains only a theoretical perspective due to
the extreme difficulty of repairing the transformed allele.”

Pseudoainhum may occur in association with
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Tabela 1: Ceratodermias palmoplantares hereditirias associadas com pseudo-ainhum?®
Table 1: Hereditary palmoplantar keratodermas associated with pseudoainbunt”

Doenga/ Sindrome Tipo de Heranca Particularidades Caracteres Associados
Disease / Syndrome Inheritance Type Particularities Associated Characteristics
Unna-Thost / Unna-Thost Autossdmica dominante regular CPP difusa, simétrica, ndo Transgressdo esporadica

Mal de Meleda/ Mal de Meleda

Sindrome de Gamborg-Nielsen
Gamborg-Nielsen syndrome

Ceratodermia de Sybert
(Sindrome de Greither)
Keratoderma of Sybert

(Greither's syndrome)

Vohwinkel / Vohwinkel

Autosomal dominant regular

Autossdmica dominante
irregular ou recessiva
Autosomal dominant,
irregular or recessive

Variedade autossomicarecessiva
Autosomal recessive variety

Autossdmica dominante
Autosomal dominant

Autossdmica dominante
Autosomal dominant

Olmsted / (CPP periorificia mutilante) Autossdmica dominante (?)
Olmsted (PPK periorificial mutilans) Autosomal dominant (?)

Poiquilodermia acroceratética
(Sindrome da hiperceratose-
hiperpigmentac&o)
Acrokeratotic poikiloderma
(Hyperkeratosis-hyperpig-
mentation syndrome)

Ceratodermia palmoplantar com
surdez sensoria (Sindrome de
Bart-Pumphrey) / Palmoplantar
keratoderma with sensorial

deafness (Bart-Pumphrey syndrome)

Jadassohn-L ewandowsky
(paguioniquia congénita)
Jadassohn-Lewandowsky
(congenital pachyonychia)

Autossdmica dominante
Autosomal dominant

Autossdmica dominante
Autosomal dominant

Autossdmica dominante
Autosomal dominant

transgressiva/ PPK: diffuse,
symmetrical, non transgressive

CPP difusa, progressiva,trans-
gressiva para dorso de méos e pés
PPK: diffuse, progressive,
transgressive to the dorsal

aspect of the hands and feet

CPP difusagrave
PPK: diffuse and severe

CPP difusa transgressiva para
cotovelos, joelhos, dorso de
mé&os e pés, antebracos, pernas
PPK: diffuse transgressive to the
elbows, knees, dorsal aspect of
hands and feet, forearms and legs

CPP difusa; em favo de mel,
com ceratose em "estrela-do-
mar" no dorso dos dedos
PPK: diffuse; honeycomb, with
keratosis in starfish shape on
the dorsal aspect of the fingers

CPP progressiva; lesdes
ceratéticas periorificiais;
onicodistrofia; leucoceratose
PPK: progressive, periorificial
keratotic lesions;
onychodystrophy;
leukokeratosis

CPP transgressiva para
dorso de maos e pés
PPK: transgressive

to the dorsal aspect of
the hands and feet

CPP inicialmente focal
PPK: initially focal

CPP focal; paguioniquia;
leucoceratose

PPK, focal; pachyonychia;
leukokeratosis

para areas vizinhas;
hiperidrose ocasional
Sporadic transgression to
neighboring areas;
occasional hyperhidrosis

AlteracBes ungueais e
psiquicas / Ungual and
psychological alterations

Coxins interfalangeanos
Knuckle pads

Acometimento de virilhas,
hiperidrose / Groin involvement,
hyper-hidrosis

Mutilagdo dos dedos, surdez,
aopecia, hiperidrose, para
plegia espastica, miopatia,
ictiose / Mutilation of the digits,
deafness ,alopecia, hyper-
hidrosis, spastic paraplegia,
myopathy, ichthyosis

Surdez sensorial progressiva,
aopeciauniversa /
Progressive sensorial deafiess,
universal alopecia

Poiquilodermia em &reas
expostas, bolhas e ceratose
liquendide acrais
Poikiloderma on exposed
areas, blisters and acral
lichenoid keratosis

Surdez neurossensorial
progressiva, papulas hiper-
ceratdticas no dorso dedos,
coxins inter falangeanos
Progressive neurosensorial
deafness, hyperkeratotic
papules on the dorsal aspect
of the digits, knuckle pads

Surdez sensorial progressiva
Progressive sensorial deafness
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sendo mais freqliente nagquel as de carater mutilante, como a
doenca de Vohwinkel, de heranca autossdmica dominante, e
a doenca de Meleda, de heranca autossdmica recessiva.

Ao iniciarem o estudo do presente caso, 0s auto-
res procuraram inseri-lo no grupo das ceratoses pal mo-
plantares difusas que cursam com estrangulamento
ainhuméide, como € o caso da ceratodermia palmoplan-
tar mutilante de Vohwinkel, que também se apresenta
como CPP simétrica difusa, de heranga dominante. No
entanto, ndo foram encontrados outros caracteres tipicos
da doenca, como o aspecto da ceratose em favo de mel e
lesBes em formato de "estrela-do-mar" no dorso das méo
ou dos dedos.’>%

A doenca de Meleda diferencia-se do presente caso
por apresentar-se como CPP de heranca autossdmica reces-
siva com quadro clinico de maior gravidade e |eses trans-
gressivas as regifes palmoplantares e progressivas ao
longo davidaz®

Moncorps? em 1931 descreveu as variagdes clinico-
morfolégicas da CPP Unna-Thost, assinalando: a) acometi -
mento exclusivo das méos ou dos pés, auséncia de simetria;
b) transgressdes a éreas vizinhas; c) aparecimento simulté-
neo de hiperceratose ou outras modificagBes cuténeas no
resto do corpo; d) ateracdo dos anexos cuténeos (cabelos e
unhas) e das mucosas; €) ateracGes dentarias, muscul oes-
queléticas, psiquicas e enddcrinas.

Além disso, o aparecimento de anéis corneos de
constricdo na doenca de Unna-Thost j& havia sido citado
primeiramente por Hetch em 1930 e denominado posterior-
mente por Argelles Casals forma ainhumaéide de ceratoder-
mia de Unna-Thost.*?

Conclui-se que a presenca dos caracteres clinico-
morfol dgicos e a heranca dominante, associadas a algumas
variagcBes observadas por Moncorps, e finamente a rara
associacdo de anéis corneos de constricgdo fizeram com
gue se pudesse denominar este caso uma forma clinica ati-
picade CPP tipo Unna-Thost, ressaltando a presenca de
estrangulamento ainhumaide. a
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