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RESUMO
Hobaika ABS, Borges ZD, Teixeira VC - Anestesia em Paciente
Portadora de Sindrome de Mckusick-Kaufman. Relato de Caso

JUSTIFICATIVA E OBJETIVOS: A sindrome de
Mckusick-Kaufman é uma doenga rara, caracterizada
tipicamente por hidrometrocolpos, polidactilia e defeitos
cardiacos congénitos. Pacientes portadores desta doenga
podem ser submetidos a diversos procedimentos cirurgicos du-
rante a sua vida e o anestesiologista deve estar preparado para
possiveis alteragbes. O objetivo deste artigo é relatar a
conduta anestésica adotada em uma paciente portadora desta
sindrome.

RELATO DO CASO: Paciente do sexo feminino de 11 anos, 37
kg, portadora da sindrome de Mckusick-Kaufman, insuficiéncia
renal crénica, encefalopatia hipertensiva e asma grave
submetida a retirada de cateter peritoneal infectado e
confecgdo de fistula arteriovenosa. Historia pregressa de
intubagdo prolongada. A anestesia foi induzida com alfentanil
(1 mg), propofol (50 mg) e atracurio (256 mg) e mantida com
sevoflurano (2% a 4%) e doses fracionadas de alfentanil. A
traquéia foi intubada sem complicagcbes e a extubagdo foi
realizada na sala de cirurgia ap6s o retorno satisfatério da
fungdo neuromuscular.

CONCLUSOES: Apesar de a sindrome de Mckusick-Kaufman
tratar-se de uma associagédo variavel de defeitos congénitos,
alguns cuidados anestésicos comuns podem ser definidos.
Este caso apresentou fatores complicadores da anestesia e a
indug¢do com propofol e alfentanil e a manutengdo com
sevoflurano proporcionaram a paciente uma anestesia com
minimas repercussées ventilatérias e hemodinamicas.

Unitermos: ANESTESIA, Pediatrica; DOENCAS: sindrome de
Mckusick-Kaufman

SUMMARY
Hobaika ABS, Borges ZD, Teixeira VC - Anesthesia in Mcku-
sick-Kaufman Syndrome Patient. Case Report

BACKGROUND AND OBJECTIVES: Mckusick-Kaufman syn-
drome is an uncommon disease, typically characterized by
hydrometrocolpos, polydactyly and congenital heart defects.
These patients are often submitted to different surgical proce-
dures throughout their lives and the anesthesiologist must be
prepared to deal with possible complications. This article aimed
at reporting the anesthetic management adopted for a patient
with this syndrome.

CASE REPORT: A 11-year-old, 37 kg, female with
Mckusick-Kaufman syndrome, chronic renal failure, hyperten-
sive encephalopathy and severe asthma was scheduled for sur-
gical arterial-venous fistula preparation and removal of infected
peritoneal dialysis catheter. Previous prolonged tracheal
intubation was reported. Anesthesia was induced with
alfentanil (1 mg), propofol (50 mg) and atracurium (25 mg) and
was maintained with inhalational sevoflurane (2% to 4%) and
intermittent IV alfentanil doses. Trachea was intubated without
intercurrences and extubation was performed in the operating
room after satisfactory neuromuscular function recovery.

CONCLUSIONS: Although Mckusick-Kaufman syndrome is a
variable association of congenital defects, some standard an-
esthetic cares may be defined. This specific case presented
complicating factors for anesthesia, and induction with propofol
and alfentanil and maintenance with sevoflurane have provided
the patient a perioperative period with minimal ventilatory and
hemodynamic repercussions.

Key Words: ANESTHESIA, Pediatric; DISEASES: Mckusick-
Kaufman syndrome

INTRODUGAO

Asindrome de Mckusick-Kaufman é uma doenca recessi-
va autossOmicarara, mais comum no sexo feminino, ca-
racterizada por hidrometrocolpos (80% a 95%) e polidactilia
(90%) que, quando associados a defeitos cardiacos congé-
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nitos (10% a 20%) compdem a triade tipica desta doenca .
Em recém-nascidos do sexo feminino, pode apresentar-se
com distensao abdominal necessitando descompressao
imediata. Em pacientes do sexo masculino, a sindrome de
Mckusick-Kaufman parece limitar-se a polidactilia, criptor-
quia, hipospadia e defeitos congénitos do coragao. Estes
pacientes podem ser escalados para diversos procedimen-
tos cirurgicos e o anestesiologista deve estar preparado
para as possiveis comorbidades presentes. Apesar de tra-
tar-se de uma associagao variavel de defeitos congénitos,
alguns cuidados anestésicos comuns podem ser definidos.
O objetivo deste relato é apresentar um caso de paciente
portadora desta sindrome e a conduta anestésica adotada.

RELATO DO CASO

Paciente do sexo feminino, 11 anos, filha de casal de primos
de 1°grau, 37 kg, portadora da sindrome de Mckusick-Kauf-
man, submetida a cirurgia pararetirada de cateter peritoneal
infectado e confeccao de fistula arteriovenosa. Apresentava
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as seguintes doencgas: asma brénquica grave, hipertenséo
arterial grave, encefalopatia hipertensiva, convulsdes e in-
suficiénciarenal crénica secundaria a hidronefrose congéni-
taimportante. Estavaemhemodialise por cateterde duplolu-
men, instalado naveiafemoral direita. Usava enalapril, pred-
nisona, fenobarbital, fenitoina, e eritropoetina. Havia sido
submetida aos seguintes tratamentos cirurgicos: corregao
de atresia vaginal e hidrometrocolpos, polidactilia e ma rota-
¢aointestinal. Tinha historia pregressa de intubacao traque-
al prolongada. Era alérgica a cefalosporinas, vancomicina,
imipenem e contraste iodado. Os exames pré-operatoérios
apresentavam: hemoglobina 8,1 g/dl, contagem de plaque-
tas 110.000 cels/mm?, sddio sérico 137 mmol/l, potassio séri-
co 3,8 mmol/l, uréia 61 g/dl e creatinina sérica 5,6 g/dl. Eco-
cardiograma sem alteragdes. A paciente foi monitorizada
com oximetro de pulso, ECG e aparelho para medida auto-
matica de pressdo arterial ndo-invasiva, oxigenada com 6
I.min” por 3 minutos e aindugéo da anestesia foi feita com al-
fentanil (1 mg), propofol (50 mg) e atracurio (25 mg). Apdsin-
tubagéao orotraqueal, a ventilagdo mecanica dos pulmdbes foi
ajustada para manter a PgrCO;, proxima de 30 mmHg. A
anestesia foi mantida com sevoflurano (2% a 4%) e doses
fracionadas de alfentanil, com um total de 4 mg. O
procedimento seguiu sem complicagdes, sendo finalizado
em 250 minutos. Foi feita extubagdo na sala de operagao
apo6s a relacdo da sequiéncia de quatro estimulos ter-se
igualado a 0,9.

DISCUSSAO

Pouco mais de 69 casos da sindrome de Mckusick-Kaufman
foram descritos ® e problemas significativos relativos & mani-
pulagdo de vias aéreas destes pacientes tém sido relatados.
Por se tratar de uma associagao variavel de defeitos congé-
nitos, a avaliagao € individualizada, porém alguns cuidados
anestésicos comuns podem ser definidos. Uma rigorosa
avaliagao pré-anestésica das vias aéreas deve ser realiza-
da, pois podem apresentar alteragdes, tais como fistula tra-
queoesofagica, intubagao traqueal dificil, anel traqueal, es-
tenose traqueal congénita 5¢ alteragdes anatdbmicas relacio-
nadas aintubagao traqueal prolongada, como estenose sub-
glotica. Os pacientes com sindrome de Mckusick-Kaufman
possuem multiplos fatores de risco para reagdes alérgicas
ao latex como anomalias genitourinarias, atresia de esé6fa-
go, anus imperfurado, retardamento mental; e por estas ra-
zdes, alergia ao latex deve ser pesquisada 5. Avaliacgo cardio-
I6gica criteriosa deve ser realizada com o intuito de se identi-
ficar alteragdes cardiacas estruturais, para as quais o anes-
tesiologistadeve planejarocuidado peri-operatoério. O hidro-
metrocolpos é resultante da retengado da secregéo das glan-
dulas cervicais fetais em resposta ao estimulo hormonal da
mae, associada a atresia vaginal congénita. Apresenta-se
no recém-nascido do sexo feminino como uma grande mas-
sa cistica abdomino-pélvica, que pode determinar sintomas
compressivos como faléncia respiratéria e hidronefrose ,
devendo ser tratado cirurgicamente de imediato, para evitar
rotura uterina. Varias altera¢cdes gastrintestinais podem ser
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encontradas como anus ectopico, fistularetovaginal, atresia
de vesicula biliar, ma rotacéo intestinal, atresia duodenal ou
megacolon aganglionar congénito, dai a necessidade de ve-
rificar-se a possibilidade de obstrucéo intestinal e a intuba-
¢ao traqueal em sequéncia rapida ou com o paciente acorda-
do.Aindapodem estar presentes alteragdes oftalmicas, do ar-
cabougo 6sseo, displasia pituitaria, hemi-hipertrofia, luxagéo
congénita de quadril e atraso no desenvolvimento 27,

O presente caso tinha fatores complicadores da anestesia
como asmabrdénquicagrave, hipertensao arterial descontro-
lada e insuficiéncia renal cronica. Aindugdo com propofol e
alfentanil e a manutengéo com sevoflurano proporcionaram
a paciente uma anestesia sem complicagdes respiratorias,
além de oferecer boa estabilidade hemodindmica. A monito-
rizacdo doretorno dafungao neuromuscular permitiu a extu-
bacédo traqueal segura na sala de operacgao.

Anesthesia in Mckusick-Kaufman
Syndrome Patient. Case Report

Adriano Becharade SouzaHobaika, M.D.; Ziltomar Donizetti
Borges, TSA, M.D.; Vera Coelho Teixeira, TSA, M.D.

INTRODUCTION

Mckusick-Kaufman syndrome is an uncommon recessive
autosomal disease, more commonin females and character-
ized by hydrometrocolpos (80% to 95%) and polydactyly
(90%) which, when associated to congenital heart defects
(10% to 20%) make up the typical triad of this disease " In fe-
male neonates it may present with abdominal distension re-
quiring immediate decompression. In male patients,
Mckusick-Kaufman syndrome seems to be limited to
polydactyly, undescended testis, hypospadias and congeni-
tal heart defects. These patients may be scheduled for sev-
eral surgical procedures and the anesthesiologist should be
prepared for potential co-morbidities. Although being a vari-
able association of congenital defects, some standard anes-
thetic cares may be defined. This report aimed at describing
the anesthetic management adopted for a
Mckusick-Kaufman syndrome patient.

CASE REPORT

A 11 years old, 37 kg, female, daughter of first cousins, with
Mckusick-Kaufman syndrome, submitted to surgical arte-
rial-venous fistula preparation and removal of infected
peritoneal dialysis catheter. Patient presented the following
diseases: severe bronchial asthma, severe hypertension,
hypertensive encephalopathy, seizures and chronic renal
failure secondary to major congenital hydronephrosis. Pa-
tient was under hemodialysis by needle-through-needle
catheter inserted in the right femoral vein. Patient used
enalapril, prednisone, phenobarbital, phentoin and erythro-
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poietin. Patient had been submitted to the following surgical
procedures: correction of vaginal atresia and
hydrometrocolpos, polydactyly and poor intestinal rotation.
Patient had previous history of prolonged tracheal
intubation, was allergic to cephalosporin, vancomicin,
imipenem and iodine contrast. Preoperative evaluation re-
vealed: hemoglobin 8.1 g/dL, platelet count 110,000
cels/mm?3, serum sodium 137 mmol/L, serum potassium 3.8
mmol/L, urea 61 g/dL and serum creatinine 5.6 g/dL. ECG
was normal. Patient was monitored with pulse oximetry, ECG
and noninvasive blood pressure, being then oxygenated with
6 L.min" for 3 minutes. Anesthesia was induced with
alfentanil (1 mg), propofol (50 mg) and atracurium (25 mg).
After tracheal intubation, mechanical ventilation was ad-
justedtomaintain PetCO;closeto 30 mmHg. Anesthesiawas
maintained with sevoflurane (2% and 4%) and intermittent IV
alfentanil doses, in atotal of 4 mg. Procedure went on without
intercurrences and lasted 250 minutes. Patient was
extubatedinthe operatingroomafter TOF ratioequaled0.9.

DISCUSSION

Little more than 69 Mckusick-Kaufman syndrome cases have
been described ? and significant problems related to airway
handling of those patients have been reported. Because itis a
variable association of congenital defects, evaluationis individ-
ualized, butsome common anesthetic cares may be defined.
Preanesthetic care should include thorough airways evaluation
because they may present defects such as tracheo-esopha-
geal fistula, difficult tracheal intubation, tracheal ring, congeni-
tal tracheal stenosis #° and anatomic changes related to pro-
longed tracheal intubation, such as sub-glottic stenosis.
Mckusick-Kaufman patients have multiple risk factors for latex
allergy, such as genito-urinary abnormalities, esophageal
atresia, non-perforated anus, and mental retardation. Forthese
reasons, latex allergy should be investigated 6. careful
cardiologic evaluation should be performed aiming at identify-
ing structural heart changes for which the perioperative care
should be planned by the anesthesiologist.
Hydrometrocolpos is the result of fetal cervical glands secre-
tion retention in response to maternal hormone stimulation,
associated to congenital vaginal atresia. Itis presentedin fe-
male neonates as large cystic abdominal-pelvic mass, which
may determine compressive symptoms such as respiratory
failure and hydronephrosis 7 andshould be immediately sur-
gically treated to prevent uterine rupture.

Several gastrointestinal changes may be found, such as
ectopic anus, retrovaginal fistula, gallbladder atresia, poor
intestinal rotation, duodenal atresia or congenital
aganglionic megacolon, hence the need to check the possi-
bility of intestinal obstruction and fast track intubation or
intubation with the patient awaken. There might also be
changes in eyes and bone structure, pituitary dysplasia,
hemi-hypertrophy, congenital hip luxation and developmen-
tal retardation .

Our case had complicating anesthetic factors, such as se-
vere bronchial asthma, uncontrolled hypertension and
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chronic renal failure. Induction with propofol and alfentanil
and maintenance with sevoflurane have provided anesthesia
without respiratory complications, in addition to assuring
good hemodynamic stability. Monitoring of neuromuscular
function recovery has allowed for safe tracheal extubation in
the operating room.
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RESUMEN
Hobaika ABS, Borges ZD, Teixeira VC - Anestesia en Paciente
Portadora de Sindrome de Mckusick-kaufman. Relato de Caso

JUSTIFICATIVA Y OBJETIVOS: La sindrome de
Mckusick-kaufman es una dolencia rara, caracterizada
tipicamente por hidrometrocolpos, polidactilia y defectos
cardiacos congénitos. Pacientes portadores de esta
enfermedad pueden ser sometidos a varios procedimientos
cirurgicos durante su vida y el anestesiologista debe estar
preparado para posibles alteraciones. El objetivo de este
articulo es relatar la conducta anestésica adoptada en una
paciente portadora de este sindrome.

RELATO DEL CASO: Paciente del sexo femenino de 11 afios,
37 kg, portadora del sindrome de Mckusick-Kaufman,
insuficiencia renal crénica, encefalopatia hipertensiva y asma
grave sometida a la retirada de catéter peritoneal infectado y a
una confeccion de fistula arteriovenosa. Historia anterior de
intubacién prolongada. La anestesia fue inducida con alfentanil
(1 mg), propofol (60 mg) y atracurio (25 mg) y mantenida con
sevoflurano (2% a 4%) y dosis fraccionadas de alfentanil. La
traquea fue intubada sin complicaciones y la extubacion fue
realizada en la sala de cirugia después del retorno satisfactorio
de la funcién neuromuscular.

CONCLUSIONES: A pesar que el sindrome de
Mckusick-Kaufman se trate de una asociacion variable de
defectos congénitos, algunas atenciones anestésicas
comunes pueden ser definidas. Este caso presenté factores
complicadores de la anestesia y la induccién con propofol y
alfentanil y el mantenimiento con sevoflurano proporcionaron a
la paciente una anestesia con minimas repercusiones
ventilatorias y hemodinamicas.
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