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Unusual Fibrosclerotic Lesion of the Laryngotracheal
Complex Presenting as Subglottic Stenosis

Douglas R. Johnston, MD; Joseph M. Curry, MD; Raphael Rubin, MD;
Marc R. Rosen, MD

We present a case report that describes the pathology, presentation, an@ment complexities of an unusual, destruc-
tive fibrosclerotic lesion of the laryngotracheal complex. An othegwise healthy 21-year-old man presented with a 1-year
history of progressive shortness of breath and stridor. The initial ex: revealed a 3-cm, grade III subglottic steno-

sis. Nodular fibrosis of the strap muscles, laryngotracheal ca nd trachea was evident. Bio revealed dense
peritracheal desmoplastic reaction with focal erosion of cartj ver, features diagnostic for g polychon-
dritis, desmoid tumor, or orbital pseudotumor were absent. Thediseage progressed to involve severefst ts and thicken-

ing of the trachea and main stem bronchi. Surgical and mcdi agement of this unusual fifragcl ¢ lesion did not
ameliorate the disease process, but a recent encouraging resp to tamoxifen citrate has bee, &ed with improve-
ments in vocal fold motion and activity levels. PrognoSig,and management experience for thi wn pathologic entity
are absent in the literature. In this case, diffuse disg sion occurred despite surgi medical management,

but has been halted by tamoxifen therapy. The prg8 of a durable response and disedsgyrétfiisston is unknown.

bglottic stenosis, tumefactive filro mmatory lesion.
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tution for this re ry difficulty and had received
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INTRODUCTION

Subglottic stenosis is a rare entit @

of a history of prior intubation, tracheot®mg

a diagnosis a and had undergone treatment
with broncho s. To this point in time, he was

er airway instrumentation. Stengfes without a histo- otherwiscliiQalthy and active. His history included
ry of local trauma usually appefr Shortly after birth. a 2-wee ation in infancy, but he recovered
Disease processes known tggeause 1diopathic sub- uhev and had a healthy childhood without

hmune in nature 0 y problems. He was stridorous on pre-

dritis. sarcoidosis sentationl, and nasopharyngolaryngoscopy revealed

S Wege her’s granul o- @ nal airway and severely restricted vocal fold
: i

glottic stenosis are mainl
and include relapsing
systemic lupus erythema
matosis, Behget’s sy "4nd other rare condi- ) . ‘
tions. The mainstay of sWugical treatment for these and tracheotomy with bronchoscopy. Tissues of
entities is endoscemig,laser treatment, dilation, ang arynx, trachea, thyroid, and strap muscles were
tracheotomy fo % stenosis, whereas medic{\ ed to be involved in a dense, nodular inflam-

therapies consis of systemic corticostero matory process. Stenosis of the laryngeal inlet was
2s. Because of the unknown identified with an approximately 0.5-cm transverse

:ss in the patient present e Cotton-Myer grade III subglottic stenosis (Fig 1).
£
o the

the establishedWfeatment and prognosis k ’the stenotic regllon widened as it extended distally
been defined. Continued disease progres @ or approximately 3 cm, and computed tomography
entire trachea in this case has essengi@lly Sliafinated

ion. He promptly underwent fiberoptic intuba-

¢

revealed irregular tracheal calcification (Fig 2).

surgical treatment options and foclised the treating Tracheal biopsies displayed a dense peritrache-
physicians’ attention on medical tre options. al desmoplastic reaction and chronic inflammatory
infiltrate with focal erosion of cartilage (Fig 3). A
CASE REPORT thyroid biopsy was characterized by a fibromyxoid

We present the case of a 21-year-old man who pre- proliferation.
sented with a 1-year history of progressive shortness Rheumatologic consultation was obtained to aid
of breath. He had been evaluated at an outside insti- in medical management. Autoimmune serologic
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Fig 1. Subglottic narrowing shows Cotton-Myer stage 111
stenosis.
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Fig 2. Tracheal stenosis and{ ping extend distally
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resentation, the anterior-posterior tracheal di-

- Fig 3. Tracheal biopsy shows erosion of
cartilage by chronic inflammatory in-
filtrate (short arrow), and fibromyxoid
change within adjacent soft tissue (long
arrow).
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ameter above the carina was approximately 1.6 cm
and the disease was limited to the glottis and sub-
glottis. However, 17 months after the initial imag-
ing, the anterior-posterior diameter above the carina
had narrowed to 8 mm.

Therapy with the antiestrogen agent tamoxifen
citrate was started approximately 8 months ago,
with rapid improvement in shortness of breath and
slightly improved vocal fold mobility. However,
acute worsening in shortness of breath 6 months ago
prompted operative flexible bronchoscopy that re-
vealed granulation tissue at the site of the tracheot-
omy tube tip, which was relieved with flexible laser
treatment. Bronchoscopy showed continued severe
tracheal stenosis and worsening left main stem bron-
chial stenosis that would not permit the passage of
the 6-mm scope. The tamoxifen therapy was contin-

to the tamoxifen has not been consistent, the p#

of therapy, enjoys improved vocal fold mot
greatly improved activity levels, such th
again participating in recreational athleti
ously, recent bronchoscopy has no
improvement in the tracheal or main
stenosis.

onstrated
fern bronchial

DISCUSSI

This unusual lesion is pathe¥@gically distinct from
previously described non- @ ic diseases of the
laryngotracheal comple psing polychondritis
presents with tracheomalactaand inflammation with
infiltrate, which were not
Additionally, the lesiap

characteristic of this lesio
did not exhibit th
moid tumor.2 T
of inflammatory

f disease. The disease pgpg
Xrough surgical managem
ued despite this relapse of symptoms, and referral to
a pulmonologist was made. Although the reSpor future decannulatio

t The antiestrogen dr

pie cellular appearance of de \
& nent mononuclear infiltr K

dotumor and tumefactive
broinflam: sions of the head and nec

also absent.’7 An outside review of the pathologic
findings confirmed the unusual features of this le-
sion, but did not establish a firm diagnosis.

Because this disease process is unrecognized, the
literature does not contain prognostic or therapeutic
experience. Initial hopes of decannulation after pe-
riods of disease response were not realized, because
of poor vg€al fold motion and worsening stenosis.

a topical agent to prevent rescarring,
cin C, are also
distal extent
that occurred
rials of systemic
in€ portended poorly
rmal activity levels.
en, however, has halt-
is point and has afford-
| fold function and greatly
eWels. The durability of this im-
be seen, especially in light of

al and main stem bronchial nar-

not fgaSible alternatives, becau

rticosteroids and penici

ed disease progressi
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improved acti
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rowing.

The r % e to tamoxifen may be secondary to
its antifibagblast activity.® Additionally, estrogen re-
e been shown to be present in the human
tr% ther fibroproliferative disease process-

avefresponded favorably to tamoxifen therapy,

ch's retroperitoneal fibrosis.!? Tamoxifen thera-

ill continue, along with serial visits and exami-

ions, but further surgical management is not cur-

y warranted. The patient may be a candidate for

transitioning to a T-tube for ease in care and to stent

the subglottis, but given the still-limited vocal fold
motion, decannulation is not an option.
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