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Tracheomalacia and
Tracheobronchial malacia

Definition: Malacia = Weakness

Tracheomalacia (TM) - weakness of the
trachea

Tracheobronchomalacia (TBM) - weakness of
the trachea and main stem bronchi

*This presentatin will focus on adult, acquired tracheobronchomalacia rather than the congenital
form of the disease
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Figure 1. CT scans and bronchoscopy in a patient with TBM. CT scans rwvealed stenosis of the trachea (4) and right matn broncius
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Clinical findings
recurrent fever,
polychondritis, vazculitiz,
arthritiz, macrocytic anemia

Treatment
CSz
Tocilizumak
JAKi
Azacytidine
ASCT

oral/genital ulcers, rach, fever DMARD=

and intestinal involvement

central diabetes insipiduz,
reztrictive pericarditiz,
perinephric fibrozizs, and
aclerotic bone lesionz

recurrent fever; abdominal,
chest, and muzcle pain; red
and swollen eyesz; and a
typical razh lazting for more
than one week.

fewer, urticaria, arthritiz
zenzorineural hearing lozs,
central nervousz aystem
involvement
lymphadenopathy and
zplenomegaly,
hypergammaglcbulinemia,
haemelytic anaemia,
idiopathic thrombocytopenia
and meutropenia
aplenomegaly, anemia,
neutropenia,
thrombozitopenia

chronic urticarial razh,
recurrent fever, arthralgia or
arthritiz, monoclonal

gammopathy of undetermined

significance (MGUS)
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- 18 (72%) had pulmonary involvement,
- 16 (64%) had ear and nose chondritis,
« 4 (10%) had vasculitis (3PAN, 1GCA)
first original VEXAS study by Beck ef a£ among 25 patients

chematerapeutic
drugs
BRAF inhibitorz

IL-1 blockers (ANK,

CKM)
TNFA inh. (ETN}
IL-6 inh (TCZ)

IL-1 blockerz
(ANE, CKM)

CSz
IS drugz

zplenectomy

DMARDSz,
zplenectomy
IL-1 blockers

(ANK, CKM)
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AID: NLRP3-azzociated
inflammatory dizeaze; ALPS:
autoimmune lymphoproliferative
syndrome; ANK:anakinra; ASCT:
allogeneic hematopoietic ztem
cell tranzplantation;
CKM:canakinumab;
CSeicorticosteroids;
DMARDz:dizeaze modifying
anti-rheumatic drugs; ECD:
Erdheim-Chexzter dizeaze;
ETM:etanercept; GOF: gain-of-
function; [L-1:interleukine-1;
JAKi: janus kinaze inhibitors;
LOF: logg-of-function; MAPK:
mitogen activated protein
kinaze; MDS: myelodysplaztic
syndrome; NLRP3- TRAPS:
tumour necroziz factor
receptor-aszociated periodic
syndrome; TCZ: tecilizumab;
THNFA: tumor necrosiz factor
alpha; VEXAS: vacuoles,
Elenzyme, X-linked,
autoinflammatory, zomatic.

skin lesions (83%), noninfectious fever (64%), weight loss (62%),

lung involvement (60%), ocular symptoms (39%), relapsing
chondritis (36%), venous thrombosis (35%), lymph nodes (34%)

and arthralgia (27%).

116 cases

Georgin-Lavialle ef af reported the characteristics of one hundred and sixteen
patients with VEXAS syndrome from a French multicentre registry between

November 2020 and May 2021
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- particularly males in their fifth decade of life or older;

- adult-onset autoinflammation accompanied by multiorgan
involvement including recurrent fever(§& V) ;8 3 F&h),
skin inflammation (B J§ 2 5E),
asymmetrical mono/ oligoarthritis (B & - Z FEREH#),
relapsing polychondritis with pulmonary involvement(# ¥ iE T ffifE =
HIFZEB %), any type of vasculitis(M&E %),
and MDS(B B ER R EEEE) -like features observed in peripheral blood
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- ZHOBRRABRERES :
tocilizumab : IL6. CRPLE RKEXREICTHER
A7 04 F + tocilizumab
Janus kinase inhibitors (JAKi)
JAK1/2 inhibitor ruxolitinib
intravenous immunoglobulin (IVIG) administration

Intravenous immunoglobulin and IL-17 inhibitor
Azacytidine
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