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Manuseio Anestésico de Paciente Portador de Telangiectasia
Hemorragica Hereditaria (Sindrome de Rendu-Osler-Weber).
Relato de Caso*

Anesthetic Management of a Patient with Hereditary Hemorrhagic

Telangiectasia (Rendu-Osler-Weber Syndrome). Case Report*
Alexandre Palmeira Goulart, TSA?, Eduardo Toshiyuki Moro, TSA?, Valter Moreno Guasti, TSA?, Régis Faria Colares®

RESUMO

Goulart AP, Moro ET, Guasti VM, Colares RF — Manuseio Anestési-
co de Paciente Portador de Telangiectasia Hemorragica Hereditaria
(Sindrome de Rendu-Osler-Weber). Relato de Caso.

JUSTIFICATIVA E OBJETIVOS: A telangiectasia hemorragica he-
reditaria (THH), também conhecida como sindrome de Rendu-
Osler-Weber, é uma doenca autossémica dominante, caracterizada
por displasia vascular mucocuténea e visceral associada a episo-
dios freqlientes de epistaxe e sangramentos gastrintestinais. O
objetivo do presente relato foi descrever a anestesia em paciente
portador dessa sindrome.

RELATO DO CASO: Paciente do sexo masculino, 25 anos, sub-
metido a correcdo cirtrgica de fratura de orbita esquerda. Portador
da triade epistaxe recorrente, histérico familiar e telangectasia,
apresentava diagndstico de THH. Durante a investigacdo pré-ope-
ratdria ndo foram encontradas malformacgdes vasculares pulmo-
nares, encefalicas ou do trato gastrintestinal. O paciente foi
submetido a anestesia venosa total, uma hora apds a administra-
¢éo profilatica de antifibrinolitico. O sangramento foi considera-
do normal para a operagdo proposta e ndo houve instabilidade
hemodindmica ou necessidade de transfusdo sanguinea periope-
ratéria. A extubagdo ocorreu na sala cirtirgica e o paciente foi li-
berado para o quarto apds 60 minutos e a alta hospitalar foi apés
24 horas.

CONCLUSOES: A THH é uma doenca autossémica dominante que
provoca displasia vascular musculocutanea e visceral. Pode haver
perda sanguinea perioperatoria acima da esperada para pacientes
portadores dessa sindrome. Como o sangramento ndo é resultado
de defeito na cascata de coagulagdo mas da exposicdo cirtirgica
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da estrutura vascular malformada, a conduta perioperatoria inclui
o0 emprego de antifibrinoliticos, a realizacdo de hemostasia ade-
quada e da hipotensdo arterial induzida, quando ndo houver con-
tra-indicagcdo. A avaliagdo pré-anestésica deve incluir a pesquisa
de malformacdes vasculares encefalicas, pulmonares ou do trato
gastrintestinal.

Unitermos: DOENCAS, Genética: telangiectasia hemorragica here-
ditaria, sindrome de Rendu-Osler-Weber.

SUMMARY

Goulart AP, Moro ET, Guasti VM, Colares RF — Anesthetic Manage-
ment of a Patient with Hereditary Hemorrhagic Telangiectasia (Rendu-
Osler-Weber Syndrome). Case Report.

BACKGROUND AND OBJECTIVES: Hereditary hemorrhagic
telangiectasia (HHT), also known as Rendu-Osler-Weber syndro-
me, Is an autosomal dominant disorder characterized by mucocuta-
neous and visceral vascular dysplasia associated with frequent
episodes of epistaxis and gastrointestinal bleeding. The objective
of this report was to describe the anesthesia of a patient with this
syndrome.

CASE REPORT: A 25 years old male patient underwent surgical
correction of an orbital fracture. He had the triad of recurrent
epistaxis, family history, and telangiectasia, and had been diagnosed
with HHT. Pulmonary, brain, or gastrointestinal tract vascular
malformations were not detected in the preoperative investigation.
The patient underwent total venous anesthesia one hour after the
administration of an antifibrinolytic drug. Bleeding was considered
normal for this type of surgery, and hemodynamic instability or the
need of perioperative blood transfusion was not detected. The
patient was extubated in the operating room, he was transferred to
the room after 60 minutes and discharged from the hospital after 24
hours.

CONCLUSIONS: Hereditary hemorrhagic telangiectasia is an
autosomal dominant disorder that leads to mucocutaneous and
visceral vascular dysplasia. Perioperative blood loss can be greater
than expected in patients with this syndrome. Since bleeding does
not result from a defect in the coagulation cascade but from the
surgical exposure of malformed vascular structures, perioperative
conduct includes the use of antifibrinolytics, adequate homeostasis,
and induced hypotension in the absence of contraindications. Pre-
anesthetic evaluation should include the search for brain, lung, and
gastrointestinal vascular malformation.

Key Words: DISEASES, Genetics: hereditary hemorrhagic te-
langiectasia, Rendu-Osler-Weber syndrome.
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MANUSEIO ANESTESICO DE PACIENTE PORTADOR DE TELANGIECTASIA HEMORRAGICA HEREDITARIA
(SINDROME DE RENDU-OSLER-WEBER). RELATO DE CASO

INTRODUCAO

A telangectasia hemorragica hereditaria (THH), também co-
nhecida como sindrome de Rendu-Osler-Weber, é uma
displasia fibrovascular sistémica rara, de transmissdo au-
tossdmica dominante com alto grau de penetrancia, inci-
déncia de 1 a 2/100.000 e capaz de comprometer vasos
sanguineos da pele, mucosas, pulmdes e trato gastrintes-
tinal. E reconhecida pela triade classica de telangiectasias
em face, méos e cavidade oral, epistaxe recorrente e histo-
rico familiar'. O objetivo do presente relato foi descrever a
anestesia em paciente, portador dessa sindrome, subme-
tido a correcdo cirdrgica de fratura de orbita.

RELATO DO CASO

Paciente de 25 anos, masculino, portador de THH foi sub-
metido a tratamento cirdrgico de fratura de 6rbita esquerda.
Na avaliacdo pré-anestésica ndo apresentava queixas su-
gestivas de qualquer doenca e o exame fisico nédo revelou
alteragBes pulmonares, cardiovasculares ou de outros sis-
temas, além da fratura de 6rbita. Os exames laboratoriais
pré-operatdrios apresentavam os seguintes valores: hemo-
globina: 18 g.dL*; hematdcrito: 54%,; plaquetas 177.000 mm-3;
TTPA: normal; TP: normal; e RNI:1,1. Por apresentar a triade
classica (epistaxe, historia familiar e telangiectasia), foi so-
licitado o parecer do servigo de hematologia do hospital que,
apos determinar a auséncia de malformacgdes vasculares
pulmonares, encefalicas ou do trato gastrintestinal, sugeriu
0 uso profilatico do acido épsilon- aminocapréico (EACA) na
dose de 200 mg.kgt.dia?, por via venosa (uma hora antes
da operagédo e a cada seis horas nas primeiras 24 horas do
poés-operatorio).

Foi administrada medicacdo pré-anestésica (15 mg de
midazolam) por via oral, com bom resultado. Na sala de
operacdo foi realizada monitorizagdo com cardioscopio na
derivacéo D,, V, aVF, oximetro de pulso e medida néo-inva-
siva da presséo arterial. Foi realizada inducéo anestésica
com alfentanil (30 pg.kg?) seguida de um bolus de propofol
(2,5 mg.kg?) associado ao rocurénio (0,6 mg.kg?). A manu-
tencdo da anestesia foi realizada com a infusdo continua de
remifentanil (0,2 pg.kg*.min?) e propofol (60 pg.kg?.min?).
ApOs intubagédo traqueal, o paciente foi colocado em venti-
lacdo controlada em sistema de reinalagdo com volume cor-
rente de 8 mL.kg?, freqiiéncia respiratdria de 8 incursdes por
minuto, FiO, de 0,6 (oxigénio e ar comprimido). O CO, expi-
rado foi monitorizado pela capnografia e mantido entre 30 e
35 mmHg. O ato cirdrgico durou 130 minutos. No intra-ope-
ratorio o paciente manteve-se hemodinamicamente estavel,
apresentando sangramento considerado normal para o pro-
cedimento. Ao final do procedimento, apos a administracéo
de morfina (8 mg) e ondansetrona (8 mg) por via venosa, foi
extubado e encaminhado a sala de recuperacdo pos-anes-
tésica, onde permaneceu por 60 minutos. No pos-operatorio
foi administrado &cido-aminocapréico como orientado pelo
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servigo de hematologia. Teve alta hospitalar apds 24 horas,
sem apresentar nenhuma complicacdo pds-operatoria.

DISCUSSAO

Embora os primeiros relatos da THH tenham sido atribuidos
a Sutton (1864), Rendu, em 1896, foi o primeiro a reconhe-
cer a combinagdo da epistaxe hereditaria com a telangiec-
tasia, como entidade distinta da hemofilia. Em 1909, Hanes
cunhou o termo “telangiectasia hemorragica hereditaria”,
com reconhecimento das trés caracteristicas que definem
a doenca 2. A lesdo inicial baseia-se em deficiéncia estru-
tural da parede dos vasos sanguineos, caracterizada por
alteracdo da lamina elastica e da camada muscular, tornan-
do-as mais vulneraveis a traumatismos e rupturas espon-
taneas 1°.

Muitos genes foram implicados na patogénese da doenca,
sendo dois identificados: Endoglin (9q:33-34), associado a
manifestacdes no sistema nervoso central (SNC) e pulmo-
nar; fator de crescimento transformador Bll receptor (3p 32)
relacionado com vasos sanguineos. Os estados homozi-
gotos parecem ser letais, porém ha registro de poucos casos.
Além disso, o cromossomo 12q é associado as telangiecta-
sias e epistaxes recorrentes +*.

O comprometimento mucosocutaneo inclui telangiectasias ma-
culares de 1 a 3 mm de didmetro e em 60% dos pacientes
aparecem 10 a 30 anos apds episddios de epistaxe. As le-
sdes sdo observadas nas palmas das méos em 71% dos
casos, nos leitos ungueais, nos labios e na lingua, em 66%.
A face, as extremidades, a conjuntiva e o tronco também po-
dem ser acometidos ”.

O diagnéstico da THH baseia-se na avaliagdo clinica do pa-
ciente. Os critérios incluem a triade classica de epistaxe,
telangiectasia e histérico familiar; no entanto, essa triade
néo ocorre na totalidade dos casos. Muitos autores estabe-
lecem o diagnéstico de THH na presenca de pelo menos
duas manifestag6es da triade e mais algum envolvimento
visceral bem documentado .

As manifestagfes clinicas sdo secundarias a sangramen-
tos, podendo afetar qualquer parte do organismo. Em 90%
dos casos o0 sintoma mais comum € a epistaxe recorrente.
Manifestagdes pulmonares da THH incluem hemoptise,
hemotorax, shunt direita-esquerda e embolia paradoxal. De-
correm de malformacgdes arteriovenosas (MAV) e fistulas,
presentes em 5% a 23% dos pacientes. Complicagfes no
sistema nervoso central variam desde um ataque isquémi-
co transitorio até abscesso ou sangramento intracraniano.
No trato gastrintestinal as manifestagfes incluem telan-
giectasias, malformac¢@es arteriovenosas e varicosidades,
podendo levar a hemorragia digestiva alta, disfuncéo e ence-
falopatia hepaticas ©

O tratamento da THH é paliativo. Ndo h& consenso a respei-
to da melhor opc¢éo terapéutica. O objetivo do tratamento é
promover o controle da doenga o maior tempo possivel, com
o minimo de intervengdes, tentando evitar sequelas °.
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Embora a realizagdo de bloqueios do neuroeixo nédo se apli-
gue ao caso relatado, para os procedimentos cirdrgicos em
gue essa técnica é opcao a ser considerada, deve-se ava-
liar a possibilidade da presenca de alteragdes vasculares
espinais, o que aumentaria o risco de acidentes, como for-
macdo de hematoma peridural ou administragéo intravas-
cular de anestésicos locais.

A base tedrica para o uso do acido aminocaprdico € sua ati-
vidade antifibrinolitica, levando ao controle da hemorragia. O
sucesso do tratamento com o emprego desse agente e do
acido tranexamico na THH tem sido descrito para epistaxe
e para sangramentos dos tratos gastrintestinal e genitouri-
nério . No presente relato, ndo é possivel afirmar se a au-
séncia de sangramento excessivo durante a operacéo foi
resultado da administra¢do do antifibrinolitico. O paciente
ndo apresentava malformacdes ou telangiectasias em or-
gdos-alvo, o que contribuiu para a boa evolugéo periope-
ratoria.

Os autores concluiram que a THH exige avaliagdo pré-ope-
ratéria completa, antes de qualquer procedimento invasivo
ou cirargico, com base no conhecimento das caracteristicas
fisiopatolégicas da doenga, para que seja possivel reduzir
os riscos de complicagBes perioperatdrias.

Anesthetic Management of a Patient with
Hereditary Hemorrhagic Telangiectasia
(Rendu-Osler-Weber Syndrome). Case
Report

Alexandre Palmeira Goulart, TSA, M.D.; Eduardo Toshiyuki
Moro, TSA, M.D.; Valter Moreno Guasti, TSA, M.D.; Régis Fa-
ria Colares, M.D.

INTRODUCTION

Hereditary hemorrhagic telangiectasia (HHT) also known as
Rendu-Osler-Weber syndrome is a rare systemic fibro-
vascular dysplasia, autosomal dominant with a high degree
of penetrance, incidence of 1 to 2/100,000, which can com-
promise blood vessels in the skin, mucous membranes,
lungs, and gastrointestinal tract. It is recognized by the clas-
sical triad of telangiectasia in the face, hands, and oral cavity,
recurring epistaxis, and family history *. The objective of this
report was to describe the anesthesia of a patient with this
syndrome who underwent surgical correction of an orbital
fracture.

CASE REPORT

A 25 years old male with HHT underwent surgical treatment
of a left orbital fracture. In the pre-anesthetic evaluation he
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did not have complaints suggestive of any disease, and
physical exam did not reveal lung or cardiovascular abnor-
malities or in any other system besides the orbital fracture.
Preoperative laboratorial exams showed: hemoglobin: 18
g.dL; hematocrit: 54%; platelets: 177,000 mm3: aPTT: nor-
mal; PT: normal; INR: 1.1. Since he presented the classical
triad (epistaxis, family history, and telangiectasia), a Hema-
tology consult was requested; after confirming the absence
of pulmonary, brain, and gastrointestinal tract vascular
malformations, the prophylactic use of epsilon-aminocaproic
acid (EACA), 200 mg.kg*.day?* intravenous (1 hour before
surgery and every 6 hours in the first 24 postoperative hours)
was suggested.

Pre-anesthetic medication (15 mg of oral midazolam) was
administered with good results. In the operation room, mo-
nitoring consisted of cardioscope on D,, V, and aVF deri-
vations, pulse oximeter, and non-invasive blood pressure.
Anesthetic induction was accomplished with alfentanil (30
ug.kg?) followed by the bolus administration of propofol (2.5
mg.kg?) associated with rocuronium (0.6 mg.kg?). Remi-
fentanil (0.2 pg .kg*.min) and propofol (60 pg.kg*.min?)
were used for maintenance. After tracheal intubation, con-
trolled ventilation with reinalation with a tidal volume of 8
mL.kg™?, respiratory rate 8 bpm, FiO, 0.6 (oxygen and com-
pressed air) was instituted. Expired CO, was monitored by
capnography and maintained between 30 and 35 mmHg.
The surgery lasted 130 minutes. Intraoperatively, the patient
remained hemodynamically stable, and bleeding was consi-
dered normal for this type of surgery. At the end of the procedure,
after the administration of morphine (8 mg) and ondansetron
(8 mg) intravenous, the patient was extubated and transfer-
red to the post-anesthetic care unit, where he remained for
60 minutes. Epsilon aminocaproic acid was administered
postoperatively as recommended by the hematology depart-
ment. The patient was discharged from the hospital after 24
hours without any postoperative complications.

DISCUSSION

Although the first reports of HHT have been attributed to
Sutton (1864), Rendu in 1896 was the first to recognize the
combination of hereditary epistaxis and telangiectasia as an
entity distinct from hemophilia. In 1909, Hanes created the
terminology “hereditary hemorrhagic telangiectasia”, recog-
nizing the characteristics that define the disease 2. The initial
lesion is based on the structural deficiency of the wall of the
blood vessels, characterized by changes in the elastic and
muscular layers, making it more vulnerable to traumas and
spontaneous ruptures 13,

Several genes have been implicated in the pathogenesis of
the disease, and two have been identified: Endoglin (99:33-
34), associated with central nervous system (CNS) and pul-
monary manifestations, and transforming growth factor Bll
receptor (3p 32), related with the blood vessels. Homozygous
states seem to be fatal; however, very few cases are known,
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and chromosome 12q is associated with telangiectasia and
recurrent epistaxis *°.

Mucocutaneous involvement includes 1 to 3 mm macular
telangiectasia and, in 60% of the patients, episodes of
epistaxis develop 10 to 30 years later. Lesions in the palms
are seen in 71% of the cases, and in the nail beds, lips, and
tongue in 66% of the cases. The face, extremities, conjunc-
tiva, and trunk can also be affected 7.

The diagnosis of HHT is based on the clinical evaluation of
the patient. The criteria include the classical triad of epis-
taxis, telangiectasia, and family history; however, this triad is
not seen in all cases. Several authors make a diagnosis of
HHT in the presence of at least two manifestations of the
triad associated with some well-documented visceral in-
volvement .

Clinical manifestations are secondary to bleeding and can
affect any area of the body. In 90% of the cases, recurring
epistaxis is the most common symptom. Pulmonary mani-
festations of HHT include hemoptysis, hemothorax, right-left
shunt, and paradoxical embolism. They are secondary to
arteriovenous malformations (AVM) and fistulas, present in
23% of the patients. Central nervous system complications
vary from a transient ischemic attack to an abscess or
intracranial bleeding. Manifestations of the gastrointestinal
tract include telangiectasia, arteriovenous malformations
and varicosities, which can cause upper gastrointestinal
hemorrhage, and liver dysfunction and encephalopathy .
Treatment is palliative. A consensus on the best treatment
option does not exist. The objective of treatment is to
promote control of the disease for as long as possible with
little intervention, trying to avoid sequelae °.

Although neuroaxis block does not apply to the case in
question, in surgeries in which this technique is an option,
it is important to evaluate the possibility of spinal vascular
changes, which would increase the risk of accidents, such
as formation of an epidural hematoma or the intravascular
administration of local anesthetics.

The antifibrinolytic activity of aminocaproic acid, leading to
hemorrhage control, is the theoretical basis for its use. The
success of the treatment with this agent and with tranexamic
acid in HHT in cases of epistaxis and gastrointestinal and
genitourinary tract bleedings has been described . In the
case presented here, it is not possible to conclude that the
lack of excessive bleeding during the surgery was due to the
administration of the antifibrinolytic. The patient did not have
malformations or telangiectasia in target-organs, which
contributed to the good perioperative evolution.

The authors conclude, based on the knowledge of the
pathophysiological characteristics of the disease, that HHT
demands complete preoperative evaluation before any
invasive or surgical procedure to reduce the risks of peri-
operative complications.
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RESUMEN

Goulart AP, Moro ET, Guasti VM, Colares RF — Manoseo Anestési-
co de Paciente Portador de Telangiectasia Hemorragica Hereditaria
(Sindrome de Rendu - Osler - Weber). Relato de Caso.

JUSTIFICATIVA Y OBJETIVOS: La telangiectasia hemorragica
hereditaria (THH), también conocida como sindrome de Rendu-
Osler-Weber, es una enfermedad autosémica dominante, caracte-
rizada por displasia vascular muco-cutéanea y visceral asociada a
frecuentes episodios de epistaxis y sangramientos gastrointes-
tinales. El objetivo del presente relato fue el de describir la anes-
tesia en paciente portador de ese sindrome.

RELATO DEL CASO: Paciente del sexo masculino, 25 afios,
sometido a la correccion quirtrgica de fractura de orbita izquierda.
Portador de la triade epistaxis recurrente, historial familiar y telan-
giectasia presentaba diagnéstico de THH. Durante la investigacion
preoperatoria no se encontraron malformaciones vasculares pul-
monares, encefdlicas o del tracto gastrointestinal. El paciente se
sometio a la anestesia venosa total, una hora después de la
administracion profilactica de antifibrinolitico. El sangramiento fue
considerado normal para la operacion propuesta, y no hubo
inestabilidad hemodinamica o necesidad de transfusion sanguinea
perioperatoria. La extubacion fue hecha en la sala de cirugia, y el
paciente fue enviado a la habitacién 60 minutos después. El alta
fue en 24 horas.
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CONCLUSIONES: La THH es una enfermedad autosémica domi-
nante, caracterizada por displasia vascular muco-cutanea y
visceral. Puede haber pérdida sanguinea perioperatoria por encima
de la esperada para pacientes portadores de ese sindrome. Como
el sangramiento no es resultado de un defecto en la cascada de
coagulacién, sino de la exposicion quirdrgica de la estructura
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vascular malformada, la conducta perioperatoria incluye el uso de
antifibrinoliticos, la realizacién de una hemostasis adecuada y la
hipotension arterial inducida, cuando no haya contraindicacion. La
evaluacion preanestésica debe incluir la investigacion de mal-
formaciones vasculares encefalicas, pulmonares o del tracto gas-
trointestinal.
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