Kdyz obstrukce plicniho reciste
nemusi byt jen CTEPH
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Kdyz obstrukce plicniho recisté nemusi byt jen CTEPH

Kazuistika

e Zena, 38 let

* Odeslana ke kontrolnimu echokg. vysetreni pro zachyt lehké aortalni
stendzy (G 16/8 mm Hg) v minulosti a dusnost tize NYHA Il v poslednim
roce (st.p.HYE pred rokem)

e Lécena pro hypertenzi losartanem

* OB systolicky Selest nad aortou (4/6) s propagaci do karotid
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Echokardiografie
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2 RA Area 19.7 cm2 v 0.08mis

p 0.02 mmHg

LAESV(MODBP) 56 ml 3 Frq 0.27 kHz

. . LAESV(A-L) 60 ml

Echokardiografie il e

LAAs A4C 18.8 cm2

LAESV A-L A4C 55 ml

LAESV MOD A4C 50 ml
) #
1 TR Vmax 354 m/s
TRmaxPG 50.24 mmHg
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Echokardiografie

Y
av AV Vmax 2.16 m/s
AV Vmean 1.38 m/s
AV maxPG 18.61 mmHg
AV meanPG 9.13 mmHg
J\VAVAL 47.8 cm
AV Env.Ti 345 ms
HR 58 BPM

FAKULTNI M U N I w INTERNI
. ci88%ce MED



VewVv

Kdyz obstrukce plicniho reciste nemusi byt jen CTEPH

Echokardiografie

(-] + Spectrum Auto Recognized
av AV Vmax 2.16 m/s

AV Vmean 1.38 m/s

AV maxPG 18.61 mmHg

AV meanPG 9.13 mmHg

AV VTI 47.8 cm

AV Env.Ti 345 ms

HR 58 BPM
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Kdyz obstrukce plicniho recisté nemusi byt jen CTEPH

Funkcni plicni vysetreni

 FEV169 % n.h., FVC 84 % n.h., FEV1/ FVC 73%

e TLCO 80%, normalni hodnoty krevnich plynu

RTG hrudniku

 Zmnozena bronchovaskularni kresba, jinak bez patologie
EKG a laborator

* iRBBB, negativni BNP



Kdyz obstrukce plicniho recisté nemusi byt jen CTEPH

V-P SPECT plic

* 1 klinovity defekt l.sin.
* 3 klinovité defekty Il.dx.

> st.p. PE/ CTEPH?

- warfarin na 3M
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Angiografie

* dif. stendzy pl.obéhu

* poststenot. dilatace

* bez uzavéri/amputaci

(neni CTEPH)

Pravostr. katetrizace

*C05,13,Cl 2,5 PCW8 | ‘
» Dx: PAP 53/9/25 mm Hg, PVR 3,31 Sin: PAP 46/7/20 mm Hg, PVR 2,34 WU
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Takayasu arteritida

CT angiografie aorty

 Hrudni Ao 16 mm, brisni 14 mm

PET-CT

* Bez znamek aktivity zanétu

Kontrolni PSK a PET-CT za 6 mésicu

* Bez vyvoje onemocnéni

Archiv Radiodiagnostické kliniky, VFN Praha



Takayasu arteritida

Sy aortalniho oblouku, obracena koarktace, bezpulzova choroba

Popsana v r. 1908 Mikitem Takayasu (21-leta zena, ocni zmény, absence pulzu)
* V EU/ USA incidence 1-3 pripadli/ milion obyvatel (Castéji Asie)
 Zenské pohlavi (9:1), mezi 30-40 rokem

Podle angiografie 4 typy onemocnéni (stenozy, okluze, aneurysmata)

l. Postizeni oblouku aorty a vétvi

Il. Desc. hrudni a brisni aorta a vetve
lll. Kombince | a Il typu

IV. Postizeni plicniho obéhu (+ I-111)

. .. P MOCNICE
Respiratory Medicine 145 (2018) 182-191 BRNO



Takayasu arteritida - diagnostika

TAK Comparators
(n=462) (n=450)t P value
Age mean+SD years 32.3x104 58.6+18.0 <0.001
Female sex 391 (84.6) 246 (54.7) <0.001
Clinical features
Angina 56 (12.1) 71(1.8) <0.001
Arm claudication 233 (50.4) 11 (2.4) <0.001
Leg daudication 88 (19.0) 17 (3.8) <0.001
Vascular examination findings
Arterial bruit 263 (56.9) 32 (7.1) <0.001
Reduced or absent pulse in upper 309 (66.9) 309 (66.9) <0.001
extremity
Carotid artery with reduced pulse or 171 (37.0) 16 (3.6) <0.001
tenderness
Difference in systolic blood pressure 190 (41.1) 16 (3.6) <0.001
=20mm Hg between arms
Imaging findings
1 affected arterial territory 76 (16.5) 36 (8.0) <0.001
2 affected arterial territories 114 (24.7) 12 (2.7) <0.001
=3 affected arterial territories 89(19.2) 5{1.1) <0.001
Vasculitis affecting paired branch 140 (30.3) 12 (2.7) <0.001
arteries
Abdominal aorta involvement 83 (18.0) 5(1.1) <0.001
with renal or mesenteric artery
involvement

ABSOLUTE REQUIREMENTS

Age < 60 years at time of diagnosis
Evidence of vasculitis on imaging*

aopitionaL cunicaLcriteria — Dusnost 5%, PH 12% nemocnych

Female sex +1
Angina or ischemic cardiac pain +2
Arm or leg claudication +2
Vascular bruit? +2
Reduced pulse in upper extremity® +2
Carotid artery abnormality* +2
Systolic blood pressure difference in arms = 20 mm Hg +1

ADDITIONAL IMAGING CRITERIA

Number of affected arterial territories (select one)®

One arterial territory +1
Two arterial territories +2
Three or more arterial territories +3
Symmetric involvement of paired arteries® +1
Abdominal aorta involvement with renal or mesenteric involvement’ +3

Sum the scores for 10 items, if present. A score of 2 5 points is needed for the classification of TAKAYASU ARTERITIS.

Ann Rheum Dis 2022,;81:1654—-1660
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Takayasu arteritida — prognoza a lécba

45 % progresivni vyvoj onemocneéni, u 50 % relaps béhem 10 let

Nejcastéji ischemické komplikace (retinopatie, CMP, abdomin. angina)
Rezistentni HT, aortalni regurgitace, formace aneurysmat

Plicni fatalni komplikace vzacné

Aktivni zanetlivé stadium: kortikoidy, metortrexat, azathioprin, cyklofosmamid

Pozdni ischem. komplikace: ASA, lécba hypertenze, PTA/ chirurgie

Vysazen warfarin, zavedena ASA, |écba hypertenze, dlouhodobé stabilni, OSA

, P MOCNICE
Ann Rheum Dis 2022,;81:1654—-1660 BRNO



Zaver: obstrukce plicniho recistée nemusi byt jen CTEPH

GROUP 1 Pulmonary arterial hypertension (PAH)
1.1 Idiopathic
1.1.1 Non-responders at vasoreactivity testing
1.1.2 Acute responders at vasoreactivity testing
1.2 Heritable®
1.3 Associated with drugs and toxins®
1.4 Associated with:
1.4.1 Connective tissue disease
142 HIV infection
1.4.3 Portal hypertension
1.4.4 Congenital heart disease
1.4.5 Schistosomiasis
1.5 PAH with features of venous/capillary (PFVOD/PCH) involvement
1.6 Persistent PH of the newborn
GROUP 2 PH associated with left heart disease

21 Heart falure: “Other causes of pulmonary artery obstructions indude: sarcomas (high or
2.1.1 with preserved ejection fraction
21.2 with reduced or mildy reduced ejection fraction® intermediate grade or angicsarcoma), other malignant tumours (e.g renal cardnoma,

2.2 Valvular heart disease ' . ' '

23 Congenialacquiced cardiovascular condltons kedling o uterine carcinoma, germ-cell tumours of the testis), mon-malignant tumours (eg.
post-capillary PH ] i ™ ] i i i i

RO P i angdseases anlor Pyponi uterine leiomyoma), arteritis without connective tissue disease, congenital pulmonary
3.1 Obstructive lung disease or emphysema arterial stenoses, and hydatidosis.

3.2 Restrictive lung disease
3.3 Lung disease with mixed restrictive/cbstructive pattern

3.4 Hypoventilation syndromes

3.5 Hypoxia without lung disease (e.g. high altitude) . . .

36 Developmenl ung Ssorders GROUP 4 PH associated with pulmonary artery obstructions
GROUP 4 PH associated with pulmonary artery obstructions

4.1 Chronic thrombe-embolic PH

i — 41 Chronic thrombo-embolic PH

GROUP 5 PH with unclear and/or multifactorial mechanisms

e 4.2 Other pulmonary artery obstructions®
5.2 Systemic disorders®
5.3 Metabolic disorders’

5.4 Chronic renal failure with or without haemedialysis

5.5 Pulmonary tumour thrombotic microangiopathy
5.6 Fibrosing mediastinitis

AGTe  MUN
European Heart Journal (2022) 43, 3618-3731 BRNO MED
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