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Pulmonary Complications of the Collagen Vascular Diseases

Manifestation

Respiratory muscle
dysfunction

Aspiration preumania

Primary pulmonary

hypertension
Waseuliris
[nrerstivial lung disease
Capillarits + DAH
Bland DnAH
Diffuse alveolar damage

Monsperific interstitial
preumatitis

Lymphocytic interstitial
preumatitis

Trsnal intarsoiial
preumatitis

Honeyeomb lung

Bronchialitis obliterans
organizing ponewntania

Bronchialitis
Obliterative bronchiolitis
Fleural effusion

Parenchymal nodules
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ig. 1. dclerodactyly, digital ulcerations, gangren
9 l ' nd amputation in a patient with systemic sclerosis.
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Box 1
Manifestations of 55c in the respiratory system

1. ILD

Nonspecific interstitial pneumonia (NSIF)

Usual interstitial pneumonia (UIP)
Diffuse alveclar damage (DAD)

Cryptogenic organizing pneumonia (COP)

Pulmonary hypertension
Pleural involvement

. Aspiration pneumonia

. Alveolar hemorrhage

. Small airways disease
. Malignancy

Respiratory muscle weakness
Drug-induced toxicity

H] Spnntanecnus pneumuthurau
11. Pneumoconiosis (silicosis)
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Figure T1-18  A. Marmal chest radiograph in 8 dyspreic patient with selersderma. B, High-resalution somputes
amography of the same patient dermonsireting reticular interstitial infiltranes.



Figure 71-1%  Mild periphercal, linsar, groums-gLats sgacities ir
poth lungs with marked thickening of the ssophageal wall and
feyare dilanation :-rest-a--agea! arar with extessive debri fill
ra the lumen in & satient with liriees Svitemic selarpsis,

e

Figure 56-8 HRCT of the chest of a patient with
systemic sclerosis showing extensive interstitial
fibrosis with traction bronchiectasis and ectatic

(dilated) esophagus.
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Table 16 Suggested assessments and timing for the follow-up of patients with PAH

Bosx 2 3-4 months after

Vworld Health Organization Diagnaostic At bazseline Everr e In case of clinical
Classification of PH . a initiation or changes s
{prior to therapy) 3-& months’ . WOorsening

1. PAH in therapy

Idiopathic . | [ [

Familia Clinical assessment ?

Associated wwith: WHO-FC L v o v

- CTD ECG

-« Congenital systemic-to-pulmonar W | T

shumnts Wk ¥ -
= Portal hypertensiocon 6M N ¥ & ¥
-« Humamn mmumnodeficiency wirus | T T T
nfection Cardic-pulmonary exercise

= Drugs/toxins N P ry o v /

- Other bestlngh
2. PH as a result of Ie—t heart disease | -
3. PH as a result of hypoxemia or pulmonary B-NPIINT-PNBNP ¥ v ¥ v

disease |
4. PH associated wwith chronic thromboerm- ,

Dolism Echocardiography v ¥ v
5. PH caused by multifactorial mechanisms |
Dats frorm Simonneau G, Robbins 1, Beghetti M, et al. RHC S _fd ,‘.-"d
Updated clinical classification of pulmonary hyperteamn-
sion. J Aam Caoll Cardiol Z009:54:545_

"imtenals should te be adjusted to individual patients needs
B s ally dne af tha bwd sxsrs ie bty § |:-=-":-— ed.

s recommended (Tobis 114)
“Shauld be perfarmed (Tabie 114).
BMP = bran ratrivretic peptide; BECG= electrocardiogram; RHE = right heart catheterization; 8MWT = E=minute walking test; WHOFC =WHO functional class.
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European Heart jowemal (2009 30, 15931537 ESC/ERS GUIDELIMNES

" Guidelines for the diagnosis and treatment

of pulmonaryvy hypertension

Awaid pregnancy (1-1C)

Inflsenza and pnewmocoocal
imrrimication (1-C)

Supervised rehabilitation {Ila-B}
Psycho-social support (Ha-C)

Awaid excessive physical activity (18.C)

Digaxin (11b-C)

l | YASOREACTIVE

[ "
WHO-FC -1l

CCH (1-C) I ] _I- ;

ik env: Aumbrisentan, Bosentan,
Sitaxemtan, Sil-:li-na

Sustalmed response

(WHO-FC 1-10) Tadalafitt Tadalafits
Tr'-1-n:shml L. mln.1e1:l1'

ERA

N,

BAS (I-C) andior
I_ung transplantation '/ \

(1-C} Pros@anoids — # POE-5 |

General measures and Diwretics {1-C)
supportive therapy Crcygen® (I-C)

Crral anticoagulanis:

Sequential combination therapy (lla-B} &

IPFAH, heritable PAH and PAH
ditie o amorexigens (11T}
APAH (IIb=C)

o Arnbrisentan, Bosentan,
Setaxentan, Sikdenafil, T.n».-.IaJa.Fi‘-
llaprast inhabed, and L.
Treprostinil 5.c., b, Imhabed}
Imitial Combination Therapy

Figure I Evdercesbated meamment aligorichm for pulmonary arcerial hyperosrmeon patents (for group 1
O preszure =8 kFa "-E... ——-—|g_ —'Jr:le regulamiry review in the European Linion. § :-C fienr -"-'-—|D-'C

patie=nts only). *To mainain arceral blood
. APAH = amcocared "Lll—ﬂraq :r:rn]
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Redpiratary involvemeant in rh&umateid arthritia I Solitay and meltiple kune nordes

Interstitial lung diszane
marisgecific interstitial preumonia (NP
Usual interstitial prewmonia (L9}
Follicular bronchiclitis
Lymphoid interstitial poeumonitis {LIF)
Diffuse alvealar damage (Da0)
Organizing pnewmaonia (OF)
Pleura OiE3SE
Pleurizis
Pleural effusicn
Empyema
Prieumothorax
Eranchooleural fistula
Alrways disease
Loper airways
Cricoarytenoid arthritis
Ahewmatoid rodules
Lowver airways
imall airway obstruction
drorchiectasis
granchialitis obliberans

o llcular oronchioligis

Emeumatoid noduies
Capan Symionme
Lung canoer
Orug-re ated |Lng oieEcE
Gaold
p=Penicillamine
Antisinflammatory drugs
Antimetabolites
Eiologics
Infection
Oppartunistic
Eacteria
Mycobacterial {fuberculosi)
Pulmaonary vascular disease
Vacculitis
Fulmanary eEmaorrnage
Pulmanary hypertersion
Miscellaneous
Respiratory muscle weakness
Fibrobullous dizeace

amyloidosis






3. Higheresolution (1.25mm thick sections} T images obtained through the midslower thorax {4 and 8) i
Byear-nld woman with reumatoid arthritis who presented with shortness of breath. Images show bilateras
= of groundeglass opacity with & 5 opleural and |:-Er|I:|r|:-"||:|'|I:|l.'u-:u|.:|r distribution. Also s=en are "e..-:ul o
rwings znd trpctign cronchiecizs e . Burgical lugg ; d p 'J!I:'-EI:II:II: s itinl :

r. L] I:-..b.. .- ..:. = ..l ..l- ... l‘f - :. = " d ...... = .-..-..i
Tiewpar-agld man with wsual int=rstital oreumonia sescondary o rheumatond arthriae
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Figure 71-15 Follicular bronchiolitis in rheumataid arthritis
High-resolution computed tomography demonstrating multiple
centrilobular nodules.
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| rheumatoid nodule that caused

Figure 19.3. Laringoscopy showing laryngea
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The patient, a 33-year-old woman with rheumatoid arthritis (RA), had a right pleural effusion. Cytologic examination of the pleural
fluid with Papanicolaou staining revealed amorphous, granular background material and elongated cells, with oval nucled and a long,
tadpole-like, cytoplasmic tail, called “comet cells™ (1), These cytologic features are specific to and pathognomonic of RA (2-5).
Pleural disease is common in patients with RA; cyiologic findings of elongaied, often multinucleated, fusiform, comel-like
macrophages are typical, but rarely encountered. Recognition of this distinctive cytopathologic picture may be useful in selected

difficult cases (2,3).

Table 2

Fleural effusion characteristics in rheumatoid arthritis

Appearance Comment
Greenish yvellows Typical
Clear Typical
Straww colored Typical

Milky with opalescent sheen

Suggests pseudochylothorax with elevated cholestercl levels

Bloody

Uncommon; malignancy or tuberculosis should be suspected

Purulemnt

Empyema should be suspected; rarely may be sterile

Laboratory values

LDH High, often =700 UJL
Total protein High, often »>3.5 g/dL
pH Low, usually <7.2
Glucose Lowe, usually <50 mg/dL
Cholesterol High, often =1000 mg/dL
RF titer High

Cell count

High, often =10,000/ul {polymorphonuclear or lymphocytic)
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[

A B2-year-old man with rheumatoid arthritis who developed shortness of breath and nonpr
vhile being treated with methotrexate. Axial CT images through the upper (A) and mid (£
ateral, patchy ground-glass opacities. 5urgical lung biopsy revealed organizing pneumonia, p
ry to methotrexate toxicity. Arrows in (D) denote surgical staples. The organizing pneumonia
3 with discontinuation of methotrexate.
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Evaluation and management of latent

A @ LOJ :l;, 9 o gj ’% D l,j :;:f;’c;;lasisinfertiun prior to anti-TNF-x .
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Risk factors
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TB prevalence
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‘0-year-old man with rheumatoid arthritis being treated with infliximab who devel
ough and fever. Chest radiograph (4) shows consolidation in the right apex as well as :
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Table 54.6 - Systemic Lupus Erythematosus

Criteria for Diagnosis *

Malar rash

Discoid rash

Photosensitivity skin rash

Oral or nasopharyngeal ulceration

Nonerosive arthritis involving two or more peripheral joints

Serositis (pleuritis or pericarditis)

Renal disorder (persistent proteinuria or cellular casts)

Neurologic disorder (unexplained seizures or psychosis)

Hematelogic disorder (hemalytic anemia, leukopenia, lymphopenia, or thrombocytopenia)

Immunologic disorder (posifive LE cell, anti-DNA antibody, anti-Sm antibody, false-positive syphilis serology)

Elavated antinuclear antibodies

Lung Manifestations

Acute lupus pneumonitis

Interstitial pulmonary fibrosis

Pulmanary vasculitis

Diffuse alveolar hemorrhage

Pulmanary hypertension

Shrinking lung syndrome

Antiphospholipid antibody syndrame

Organizing pneumania

Pleural disease

* Minimum of four eritena reguired.
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Diagnosis of PM-DM

UBs3IB7ZJ3IBEEEL @
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Criteria Features Diagnaosis
Bohan and Peter (1975)"2 1. Symmetric proximal muscle 1-4 criteria present: definite
weakness PM
2. Elevated serum muscle Any 3 of 1-4 present: probable
ENZYIMes PM
3. EMG consistent with Any 2 of 1-4 present: possible
myopathy PM
4. Muscle biopsy with Rash + any 3 of 1-4: definite
characteristic features DM
5. Typical rash

Dalakas and Hohlfeld®:
emphasis on histology and
immunopathology

[

. Subacute proximal muscle
. Elevated serum muscle

. Musdle biopsy
4. Typical rash

Criteria 1,2 with muscle biopsy
showing inflammation with
CD8/MHC-l complex and no

enzymes vacuoles: definite PM

Criteria 1 and 2 with muscle
biopsy showing MHC-I
expression without T cells or
vacuoles: probable PM

Rash + muscle biopsy: definite
DM

Mo rash + typical biopsy:
probable DM

Rash without muscle
weakness: ADM

weakness
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Table 2
Lung in myositis
Lung Disease in Myuositis Diagnusis Prevalence (40-65%)
Parenchymal disease Aspiration pneumania 17%
Infectious pneumaonia
ILD 2% =b5%
Drug-induced ILD
PAH
Diffuse alveclar hemarrhage
Pneumomediastinum
Pneumothorax
Monparenchymal disease Ventilatory failure 5%
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Figure 71-21 Multiple cysts of varying sizes scattered through-

out both lungs in a patient with Sjogren’s syndrome and lymphao-
cytic interstitial preumonia.
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Fgure 71-2 Lymphocytic interstitial pneumonitis in a pa
tient with primary 5jogren’s syndrame. There is a dense lym-

phocytic infiltrate, broadening the interstitium and lymphoic
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Figure 71-22 Ankylosing spondylitis. Chest radiograph demon-
strating bilateral upper-zone fibronodular infiltrates.
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