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a b s t r a c t

The present report describes a case of acute airway obstruction in a newborn caused by an

expanding hemorrhagic macrocystic lymphatic malformation (LM), which was success-

fully treated with emergent decompression and interventional radiology-guided sclero-

therapy. The use of sclerotherapy for macrocystic LMs has been well described for various

indications. The urgent interventional treatment obviated the need for a tracheostomy.

This case describes the rapid diagnosis and use of sclerotherapy in a large expanding

macrocystic LM.

© 2017 Published by Elsevier Inc. on behalf of under copyright license from the University of

Washington. This is an open access article under the CC BY-NC-ND license (http://

creativecommons.org/licenses/by-nc-nd/4.0/).

Introduction

Lymphaticmalformations (LMs) are benign abnormalities that

typically present in the head and neck region as painless neck

masses. Fifty percent of these lesions are noted to be at birth

and 80%-90% of these lesions are diagnosed before the age of 2

years [1]. Although the etiology of LM is still unclear, recent

studies have shown intrinsic and extrinsic factors to play a

role, including inappropriate expression of lymphatic specific

molecules and increased number of interferon producing cells

[1e3]. LMs account for only 5% of all benign pediatric lesions

and frequently involve the head and neck region. However,

because of their variable clinical course, fluctuation in size,

and mass effect on nearby structures, they may pose life

threatening risks to this population [4].

We present a unique case of a rapidly enlarging macro-

cystic LM in a 17-day-old newborn that was thought to be due

to hemorrhage. The patient underwent emergent airway
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evaluation and intervention with resultant intubation and

sclerotherapy. Intraoperative evaluation revealed a 5.3 � 4.2�
3.3 cm cyst in posterior pharynx and deep neck deviating the

trachea anteriorly. This case demonstrates intracystic hem-

orrhage in a newborn with an LM and describes successful

decompression and sclerotherapy treatment obviating the use

of a tracheostomy.

Methods

Our institution does not require approval for retrospective

studies such as this. This retrospective case report includes

clinical history, intraoperative findings, radiographic findings,

and a review of the current literature.

Case presentation

A 17-day-old normal full-term female presented to the

emergency room of a tertiary pediatric hospital with a 1-day

history of acute onset respiratory distress and enlarging

neck mass over the course of an hour. She had no significant

medical history, and there was no reported history of trauma,

foreign body aspiration, or previous intubations. On arrival,

she demonstrated increased work of breathing, gasping with

marked retractions, and cyanosis. She was placed on 100%

nonrebreather mask and given racemic epinephrine. Jaw

thrust with positioning improved oxygen saturations to the

90s. Urgent otolaryngology evaluation revealed an enlarging

neck mass with impending airway obstruction, which

prompted the decision to secure the airway in the operating

room.

She underwent direct laryngoscopy, which revealed

massive anterior retropharyngeal displacement effacing the

laryngeal surface and obstruction of the airway. Her airway

was secured with a 3-0 uncuffed endotracheal tube, and pa-

tient was then transferred to the computed tomography (CT)

scanner to investigate developmental (thyroglossal duct cysts,

branchial cleft cysts, etc), inflammatory and/or infectious, and

neoplastic causes.

Contrast CT scan of the neck demonstrated a large bilobed

cystic lesion measuring 5.3 cm � 4.2 cm � 3.3 cm displacing

the trachea anteriorly with evidence of increased attenuation

consistent with internal hemorrhage (Figs. 1 and 2). Her

findings were consistent with a large macrocystic LM with

acute hemorrhage; she was then transferred to intervention

radiology to undergo sclerotherapy.

Using fluoroscopic guidance and ultrasound, a 5-French

catheter was placed and subsequently aspirated 13 millili-

ters of bloody fluid. There was noted to be significant

decompression of the cyst with resolution of mass effect. The

cavity was irrigated and chemical thrombolysis was per-

formed on the remaining clot, which was completely aspi-

rated. Sclerotherapy was then performed with 5 milliliters of

alcohol with subsequent aspiration of 6 milliliters of bloody

fluid (Fig. 3). The drain was secured in place and patient was

taken back to the operating room for further evaluation of her

airway.

Repeat direct laryngoscopy revealed resolution of mass

effect with slight retropharyngeal fullness and an uncom-

promised view of the larynx. The 3-0 uncuffed tube was

replaced with a 3-0 cuffed tube without difficulty. Bronchos-

copy showed no evidence of tracheomalacia. After completion

of the procedure, she was placed on prophylactic cefazolin

and transferred to the Pediatric Intensive Care Unit for further

monitoring.

The patient continued to improve through her hospital

course. The 5-French drain was removed on postoperative

day three (POD 3). She was subsequently weaned from the

ventilator and after bedside direct laryngoscopy revealed

Fig. 1 e Computed tomography (CT) scan axial view

demonstrating macrocystic malformation.

Fig. 2 e CT scan coronal view demonstrating compression

of the airway.
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