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Answer and critique
The correct answer is B) Pulmonary

function testing with flow volume loops.
This question can be found in MKSAP 16 in
the Rheumatology section, item 45.

Pulmonary function testing with flow
volume loops is indicated for this patient
with suspected relapsing polychondritis
and pulmonary findings. This autoimmune
inflammatory disorder affects the cartilage
of the ears and nose, and up to 50% of
patients also have a rheumatoid arthritis–
like polyarthritis. Relapsing polychondritis
also can affect the cartilaginous tracheal

rings of the larynx, trachea, and bronchi,
which can lead to obstructive findings on
flow volume loop diagrams. There are no
serologic tests for relapsing polychondritis;
diagnosis can be made by biopsy of the
affected cartilage but is not necessary if suf-
ficient clinical criteria are present, as seen
in this patient with chondritis of the ears
and nose, along with a polyarthritis.
Because respiratory tract involvement is
prevalent, pulmonary function testing with
flow volume loops is indicated for patients
diagnosed with or suspected of having
relapsing polychondritis. This testing can
detect the presence of large upper airway
involvement, which might require more
aggressive treatment.

Saddle nose deformity also can occur
in patients with granulomatosis with
polyangiitis (also known as Wegener gran-
ulomatosis) and is caused by destructive
sinusitis with erosion into the cartilage,
which can be detected by performing a CT
of the sinuses. This patient’s previous ear
inflammation, negative ANCA, and
absence of sinus disease argue against gran-
ulomatosis with polyangiitis as the cause of
saddle nose deformity, and CT is not war-
ranted.

Rheumatoid factor is present in many
patients with rheumatoid arthritis, a disor-
der that is not associated with destructive
facial lesions.

Patients with nasal deformity sus-

pected to be caused by cocaine-induced
midline destructive disease or vasculitis
would require a urine toxicology screen.
These patients often have a positive
(“atypical”) pANCA due to antibodies to
elastase (rather than myeloperoxidase).
Based on this patient’s findings, includ-
ing ear damage, arthritis, and negative
ANCA, a urine toxicology screen is not
warranted.

Key Point
■ Pulmonary function testing with

flow volume loops is indicated for patients
diagnosed with or suspected of having
relapsing polychondritis to evaluate for
large upper airway involvement. A
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Answer: Noonan syndrome
Noonan syndrome is a disease that can

be passed down through families (inherited).
It causes abnormal development in many
parts of the body. Noonan syndrome used
to be called Turner-like syndrome.

Noonan syndrome is an autosomal
dominant condition linked to defects in
several genes. Symptoms include delayed
puberty, down-slanting or wide-set eyes,
hearing loss (varies), low-set or abnormally
shaped ears, mild intellectual disability in
about 25% of cases, ptosis, short stature,
small penis, undescended testicles, unusual
chest shape (usually pectus excavatum),
and a webbed and short-appearing neck.
(Source: National Library of Medicine, online
at www.ncbi. nlm.nih.gov/pubmedhealth/
PMH0002621/)  A
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