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Case

® 27 y.0. male computer consultant

® Previously well, no PMH

No asthma, eczema or childhood
bronchiolitis

® Dec 2000

Developed cough / wheeze / coryza

Attributed to cat allergy

Symptoms improved (but not resolved)
after removal of culprit feline




Case

March 2001
Brochitis Rx: clarithromycin

Summer 2001

Worsening cough / wheeze / SOB
Sinus symptoms

k * September 2001
! Onset fevers / sweats
Fatigue, weight loss




Case

September 2001

® Prescribed:
Inhaled steroid
Antibiotics
Montelukast

His symptoms progressed




Case

December 2001
Bilateral pneumonia
Biaxin and Prednisone x 2 weeks
CXR completely clear at 4 weeks

After steroid course he had
“best breathing in past year”




Case

Presented to peripheral hospital with:
Increasing SOB

Presyncope
1 week Hx central retrosternal CP

They found...
® Diffuse CXR infiltrates c/w heart failure

® 2DE to r/o Ao dissection
Gr. Il LV and pericardial effusion

Sent to the Urban Angel...




Case — In CCU

Admitted to CCU

Clinically in Left CHF
Bibasilar crackles
S3
Requiring supplemental oxygen

HEENT, abdominal, MSK and integument
otherwise normal




Case - Labs

® Labs

Hb 126 WBC 38.6
Eos 20.1

ALT 245, Bili 16, Alb 25, INR 1.48
ESR 82

Troponin 23.6

CK 387 (9% MB)

Other serology pending




Case

EKG

antero-septal infarct
Not convincing for pericarditis

Repeat 2DE

Grade Il LV with apical/septal akinesis
Pericardial effusion




Case - Imaging

® CT Thorax

Diffuse airspace disease with
superimposed nodules

Periph>Central, Bases>Upper
Few hilar/mediatinal LN’s

Pericardial effusion






Case — Treatment

® GIven cardiac involvement decision
made to treat without pathology

® Pulsed 1g Iv steroids x 3 days

® Improvement in CXR and normalization
of Eos Iin 12 hrs. of 15t dose




Churg-Strauss Vasculitis

® Eosinophilic granulomatosis and angiitis

““ ® First described 1951 by Churg and

Strauss

14 cases of disseminated necrotizing
vasculitis

Severe asthma, fever and eosinophilia




Churg-Strauss Vasculitis

Asthma

Eosinophilia >10%

Neuropathy, mono or poly
Pulmonary infiltrates, non-fixed
Paranasal sinus abnormality
Extravascular eosinophils

Need 4 of these 6 criteria, yielding a sensitivity
of 85% and a specificity of 99.7%.
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Organ Involvement

Clinical

" manifestation

At

presentatio
n No. (%)

Total No.
(%)

li . Asthma

. Fever, weight loss

~ Pulmonary infiltrates

Skin involvement

Mononeuritis multi plex
Gastrointestinal involvement
Cardiac involvement

Renal involvement

32 (100%)
22 (68.8%)
17 (53.1%)
22 (68.8%)
14 (43.8%)
12 (37.5%)
9 (28.1%)
4 (12.5%)

32 (100%)
26 (81.3%)
20 (62.5%)
26 (81.3%)
16 (50%)
14 (43.8%)
12(37.5%)
4 (12.5%)




5
i ¢ Pulmonary involvement

® Granulomas eosinophils
® Eosinophilic abscesses

® Necrotizing angiitis

® Eosinophilic pneumonia

® Features of asthma




Lung Pathology - Vessels

Granulomatous focl around medium-sized
arteries
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Lung Pathology - Vessels
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Lung Parenchyma




e

Cutaneous Involvement




Cardiac Involvement

® Most commonly
Acute pericarditis
Myocarditis
Diffuse ischemic cardiomyopathy

® Myocardial infarcts 2° coronary more
segmental arteritis has been reported




CSS - Treatment

® Systemic corticosteroids

® Data lacking for iImmunosuppressive
regimens

® Interferon-a for patients refractory to
steroids and CycloP




Relationship to LTA'’s

® New therapeutic agents for treatment of
asthma

Anti-inflammatory

Decrease LT-mediated bronchoconstriction

® Assoclation between LTAs and C-S has
been observed in post-marketing
survelllance




Relationship to LTA'’s

® Literature Review

23 published cases
Onset 2-10 months after starting LTA

5 developed C-S without changes to
steroid

® Can't establish a cause-effect
relationship between LTA’s and C-S




Hypotheses

® Unmasking Hypothesis
CSS unmasked as systemic steroids tapered

® CSS also observed when systemic steroids
tapered after starting:
Inhaled corticosteroids
Cromolyn
Theophylline




Hypotheses

® Drug effect

® Leukotriene imbalance

Cysteinyl leukotrienes (LTC4, LTD4 and
LTE4)

Does not block LTB4

Most potent chemotactic substance ever
described for leukocytes




Summary

® Rare disease with protean clinial
features

® Classic presentation
® Treatment protocols nebulous

® Link with LTA’S remains unclear




