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2TnVv nepintwon pag.....

AcBevic 78 eTtwv TPOOEPXETAl yla umofuyovalpia oe tuxaia ofupetpla
Kat oikov, Nma oucTtvola Tpoomadelag amod 6unvou e €mitacn tnv teAsutaia
eBoopada.

loToplKO:

-OAIKN avaotpo@n omAdxvwV(yvwotn amd matdikn nAtkia)
-MpwnVv KAMVIOTNG PE KATIVIOTIKO LOTOPLKO 4-5PY
-2KWANKOEIOEKTOUN

-Npootatektopn mpo 10stiag

-Tpoxaio KEK mpo 40 stwv

-Apxopevn avola

KAviKi gktignon oto TEN:

-AKpoacn MVEUPOVWY: Meiwon avamveuoTtikoU Yibupiopatog auew, Na
Tapdtacn EKTVONG Kal ELCTIVEUOTIKOL MMP BAocewy Ap@w

-ABGs(21%): pH:7,44/pC02:34/p02:50/HCO3:24

-Triplex @AeBwV KAtw AKPWV: apvnTiko yia DVT

-Triplex kKapdac: Kg

-CTPA: apvntikn yia MNE, oAlkn avactpo®n oTTAAXVWY, AAAOIWOELS XpOVIAC
Bpoyxitidag




» Ewcayetal yia diepeuvnon umofuyovalpiag.

> XTMPOHETPNON ElCAYWYNS(ATOPPAKTIKA cuvOpoun): HETA BPoyxodldoToANg
FEV1:61%(1310ml), FVC:76%(2170ml), FEV1/FVC:60%

» TEOBNKE o€ aywyn wg Aoipwén avamveuotikou/mapoguvon BpoyxikoUu actpatog

(SABA/ICS, apmkIAAivn/couApmaktdapn, allépopukivn, oceAtapiBipn Kat
OUCTNHATIKA KOPTIKOOTEPOELON)

» MMapouciaoce BeAtiwon TNG KALVIKNG ELKOVAG KAl TOU AEITOUPYIKOU EAEYXOU TNG
avamvong, ompopETpnon Petd BpoyxodiaotoAng FEV1:84%(1800ml),
FVC:70%(2000mLl), FEV1/FVC:90%.

» YMOTYIONAIMIA EMMENEL...............
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v' MHXANIZMOI YIIOZAIMIAZ

A) YrmoEawpkn umo€atpia (aduvapia oEuyovwong Tou aipatog)

1.
2.
3.

KuyweAIo1kog YoaepLopog

Alatapaxn 01axuong

Evdomveupovikn N eEWTVEUPOVIKN TTapakapyn(shunt)
Alatapaxn agplopou-atpatwong(V/Q)

Meiwon tng elomvedpevng Pio2 (Stapovn o€ HEYAAO UWYOUETPO- N
ElOTIVON) PEIYHATOC AEPIOU PE XAUNAN GUYKEVTPWON 0EUYOVOU)

ANATINEYZTIKO ZYZTHIVIA

- B.rain SEENTE L g_‘ Upper airway
respiratory cenuer

Thoracic cage/loss
- of structure

Upper
mMmotoneurons
Thoracic
cage/loss
of elasticity

Neuromuscular Respiratory
junction muscles

.
L ~
b ~
.
.
.
Ancerior ' T
Lower motoneurons

horn cell




» B) Avawuikn umo€ia

1. Avapia
2. AnAntnpiaon pe povogeidio Tou avbpaka L -
3. MeBaoopaipvatpia Human Gas Exchange Process

Oxygenated blood
sent to heart.

&
-r?“‘"t-b

4. Metatomon t™ng KapmuAng Hb -

» ) KukAowoplikni umofia

1. KatamAnéla -
ng <+ %0.4-

2. Kapdiakn mapoxn TR ': ’i
’ Ja r lungs sent to lungs, Deoxygenated blood
3. AyyelooUoTiacn/TOmKA oxatpia c.:’ a:Q rtio bttt
Oxygenated blood
sent to organs. ‘ f

» A) Kuttapoto€lkni umoéia

1. AnAntnpiaon pe Kuaviouxa
2. Znyn




b

pressure

Chest cavity at low
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ANATINEYZ TIKH ANETTAPKEIA TYTIOY 1I(PCO2 >45mmHg-unoEalul'a)
» KataoTtoAn Tou avamveusTIKoU KEVIPOU > ATOQPAn avRTEPWY agf

-1010Tmabng KUWPEAIOIKOG UTTOAEPIOHOG 'ngeprKlK(b'V("X "Cler'l? LG
-EvO0Bwpakikwy(mx madnoel

-2UVOPOHO KEVIPIKWY ATTVOLWY

-Nadnoelg eyKe@aAIKoU OTEAEXOUC Kal pAppaka
-YToBupeoelSIopog > ‘Emerta amd av€énon tou £pyou T
» AvacToAn anaywywyv VEUPIKWY EpEBLoPATWY avamvong ce AAl

-Nadnosic/tpavpa tou NM

Key
— INputs to respiratory
centers of medulla

-MoAuopuegAitidoa — S e
-MuaocBévela, cuvdpopo Eaton-Lambert . ...
-AA\avtiaon 3 ﬁ\ /B
» TMabnoelg Twv avamveusTIKWY HUWY ' =S | = R
-Muikn duotpowia ——
-MoAupuocitida Spmmemenn \ R
4 . W‘:“;‘? y ;7“‘5:ntercnsml v
-EAattwon PK,Mg P ol 5
Jrs——— comersormine
» Mabnoelg Tou BwPAKIKOU TOIXWHATOG )
'lv / —
= ] I

KugpookoAiwon, BwpakomAAoTIKN, TAXUTIAEUpPITIOA O N

Diaphragm and intercostal muscles




2)AIATAPAXH VIQ

» O agplopog Kal n alhatikn pon ivatl aviootipa o€ SLAPOoPES TTEPLOXEC TOU
mveupovd, PE ATTOTEAECHA N HETAPOPA AEpiwY va gival avemapKng.

» [l ouxva: vol | va Q |VasQ| Po, |Pcoz| Prnz | ©2 lcoz | pH | O lco.
(3%=) (1/min) (mm Hg) conc. in out

-XAlN (mi/100 mi) (mi/min)

Y —_— /-__-'

-lvwon 7 24 | .07 | 3.3 | 132| 28 | 553 |20.0| 42 |[7.51 a a

-Mveupovikn euBoAn

-MveupoBwpakag

13




3)AIATAPAXH AIAXYZHX

» Opaypog aipatog-aspiou

-Maxuopévog o€ dlapeon
TVEUpOVOTIABELa

-Emupavela eAattwpévn o€ eppuonpa-
TTVEULUOVEKTOMN

» Tpxoeldlko aipa

-EAdTTWON OYKOU OE TIVEUHOVLIKN
gUBOAN

-EAGTTIWON £puUBpWV alpoc@alpiwy os
avaipia

->H umo€uyovalipia dlopbwvetal

pe tnv xopnynon 100% ofuyovou

KUQJFAI@IKG
TolXwua o EpuBpokutrapo

-

N

Ixfipa 3.4. H BiaxuTiki ikavéTnTa T mveupévev (D)) amotedeirar amd
500 empépous mapayovtes. O évag mapdyovras (Dy) eival n ibia ‘6IC(5IK(I-
oia TG Bidxwong, eva o GMog Tapdyovrag (6 + Vi) agopa To Xpovo Tou
amaiteiTal yio T oovbeon Tou ofuydvou fj Tou CO pe TV QiHOGQAIpIVR.



4)Shunt

» Avatopiki
ZYITENEIZ ANOMAAIEZ:

-EvOOTIVEUHOVIKEG

-EEWTTVEUHOVIKEG

> AEITOUPYIKN(KUWEAISEG PN agpL{OHEVEG)
-ARDS

-Kapdloyeveg veup. oidnpa

-Mveupovia

-AteAekTaocia

-Mveupovikn euBoAn

Uniform
ventilation

Mixed venous blood
X A

. " B
Q ‘ Arterial blood

Right-to-left shunt

->H umo€uyovalpia dev dlopbwvetal
pe tnv xopnynon 100% ofuyovou



ANATINEY2 TIKH ANETIAPKEIA 2E AZOENH
ME OYZIOAOlKH A/a OQPAKOZ




ANATINEYZTIKH ANETTAPKEIA TYTIOY | (PO2< 60mmHg)
» AOIMQZIEIX
» AMO®PAKTIKEE MNEYMONOMAGEIEX
-XATT
-AZOMA
» APXOMENEZ AIAMEZEZ MNEYMONOMAGEIEX
» TNEYMONIKEZ ATTEIOMAGEIEX (ME,XO®N,MY)

» SHUNT

» EEwmveupovika

» Evdomveupovika




X
S
Z
O
x
&
L
x
:
S
S
Q.
=
Q
)
=
)
I
Vo)

<
=
<
A

I
N
<
<
=
= B
O o
nAu_H
I
T
S
— G
C Z
=
N <
A A




[TveupoVIKEC aptnPloPAEBIKEC 6uanAaal£q(PA

» EmdnpioAoyikda oedopéva:

-EmmoAacpocg: 1/2600 atopa
-OuUAo: 1,5-2:1 ORAU
» JUYYEVN:

1)KAnpovopikn atgoppayikn thAcayyetektacia(HHT) (-70% twv mepimtwoewy) N Osler-
Weber-Rendu syndrome

2)Non HHT- ommopadikd PAVMs cuvibwg povnpn
» Emiktnta:

1)Xelpoupyeio Bwpakog/ 2)Tpaupa/ 3)AKTIvopUKwon/ 4)Ixictoocwiiaon/
5)®upatiwon(aveupucpa Rasmussen) 6)Hmatomveupoviko cuvopopo/ 7)MeETacTatiko
KapKivwpa/ 8) >25% acbevwy pe povnpn Kapdlakn KowAia HETEYXELPNTIKA, OTav
xpnotgomotncav yua emoopbwon Glenn shunt j
Shovlin CL, et al. Thorax 2017;72:1154-1163. doi:10.1136/thoraxjnl- 2017-210764

Pulmonary arteriovenous malformations: diagnosis, Sachin S, et all. Cardiovasc Diagn Ther. 2018 Jun; (3) 325—

o
-
-
o
-



» KAWvIKA siKova:

-AvamveuoTIKO cuoTtnpa: Auctivola/ TAEUPLTIKO AAYog Kat BAxag/ mAatumvola Kat
opBo-umogia/ mAnktpodaktuAia/ aigomtuon/ Kuavwon/ guonuata

-Neuplko ouotnua: eMANTITIKEG Kpioelg, KepaAaAyia, {aAn, SimAwTia

» EmmAOKEG:
-Mlveupovikn uméptaon -AlpoBwpakag Kat atpgontuon
-Mveupovikn euBoAn -MoAukuTTapalpia kat avaipia

-NEUPOAOYIKEC EMITTAOKEG , TILO GUXVEC TO EYKEPAALIKO KAl TO EYKEPAAIKO
amootnua.

-XTMAVIES: AolHwONg evookapditida, amdotnpa HAAAKwWY Hopiwv(mapddofn epBoAR)

-21a0ep0o og péyebog cuvnbwg, av Kal oto 25% twv PAVMs peyaAwvouv apyd pe
pubpuo 0,3-2mm/year




KAnpovouikn awoppayikn tnAsayysiekracia(HHT) n) Osler-Weber-Rendu
syndrome |

» KAnpovopeital pe QUTOCWHIKO EMMKPATH XAPAKTNPd, WG ATTOTEAECUA HIag
maboyeveTIKNG akoAouBiag petaBAntwy mou Kwdlkotolouv tnv endoglin (HHT type 1
HHT1), ACVRL1 encoding ALK-1 (HHT type 2/ HHT2) or SMAD4

» [loAucuoTtnpatiki vOoog n omoia TPooBAAEL Pla oslpd opyavwy, HE cuvnBeI BECELG
ekONAwonNg: 0éppa, BAevvoyovo (pivog, otopatog, NEX), mvelpoveg, Amap,
eykE@ahog, MEX.

» KAWIKA glkova:

-TnAEaYYEIEKTAGIEG: GUXVEC EMOTAEELS, alpoppayia amo 1o MEXZ(avawpia),
BAEVVOOEPHUATIKEG TNAEAYYEIEKTACIEG

-Mvevupovag: ducmvola, mAatumvola, opBo-umotia, Kuavwcn, n?\nKtpodaKruAla
VEUPOAOYLIKA £TaKOAouba | i AR




JUvOpouo nAatunvolac-opBoumnoéiac

» Xmavio cuvOpopo

» AuUoTivola Kal amoKopeopog og 0pBila B€on tou aocBevoUg, TTOU UTTOXWPEL HE TNV
KATAKALON.

» Alta:
-PAVMs
-Evéomapeyxupatikd shunt

-Evookapdiaka shunt




2YITENEIZ KAPAIOIAGEIEZ:

DMn KuavwTIKEC cUYYEVEIC KapOlomdBeIEC

v Amouoia emkolvwviag (shunt)
-Ae€1€C KOIAOTNTEG(OTEVWON TTVEUPOVIKNG, avwpaAia Ebstein)

-ApLlOTEPEC KOIAOTNTEG( TaABNOELG pPiTposldoug BaABidag, mabnoelg aopTIKAG
BaABidag, amo@pakTikn Huokapdlomddsia)

-MeydaAa ayyeia( Ztévwon 1oBpoU tng aoptng, avwpaAieg aoptikou ToEou,
AVWHAAIEC oTEPAVIaiwy ayyeiwy)

v Mapouocia emkowvwviag (shunt)
-MgOOKOATIIKN ETIKOIVWVIa
-MsgookolAlakn smikoivwvia
-KOATTOKOIALOKN ETIKOWVWVIA

-AVOIKTOC apTNPLaKOC TTOPOC

2toixeia kapol06wpakoxelpoupyikng, ewpyto

-



1)AVOIKTO WOEIOEC TPNUA
» ATMOTEAEL TNV MO OUXVI HOPPN HECOKOATIKAG EMKOIVWVIAG

» EmmoAacpdg 27% otov YEVIKO TANBUoHO, i0la cuxdtnta A=0

» To péyebog au€avetal pe TNV nAKia, 3,4mm-> 5,8mm otnv 10" dekatia

»  KAWVIKN €£IKOVA EMTTAOKEG:
-2UVNOWES ACUUTITWHATIKO

-Huwkpavieg

-2Uvdpopo mAatumvolag-opBoutoiag
-loxaipikd AEE(Tmapado&n puBoAn)->cuxvo
-Mveupovikn epBoAn

-Nooog twv dutwv

2)EAAsiupa UECOKOATIKOU Olapadyuatoc

3)VEAAsupua UECOKOIAIGKOU OlappayLatoc

Patent Foramen Ovale: Current Pathology, Pathophysiology, and Clinical StatJieart with VSD Normal Heart
Hidehiko Hara, Renu Virmani, Elena Ladich, Shannon Mackey-Bojack, Jack Titus, Mark Reisman, William/,Gr{y, Masato Nakam
Poulose and Robert S. Schwartz, Journal of the American College of Cardiology, Volume 46, Issue 9, November 2005




Il) Ouadec kuavwTIKWV CUYYEVWY kKapolonabsiwv

1" opdda: AvwHaAeG cUVOEDELS ayYEiwy | Y /)
-Aplotepn avw KoiAn @A£Ba E N 5
-MeTadeon peyaAwyv ayyeiwv : ' ' ;;;
-AlopBwpEvn peETAdeon PEYAAWY ayyEiwy
-OAIKN avwpaAn KBOAR TwY TVEUHOVIKWY QAEBwWYV | /

2" opada: Koiwvi mpoopién /
-Movoxwpn KolAia
-Kolvog KOATIOC )

-Atpnoia KoAmokolAlakng BaABidag

-Atpnoia TVEUPOVIKNG PE AKEPALO HECOKOIALAKO dlagpaypa I ’ f
-Kolvog aptnplakog Koppog _ _ SO N

3" opdda: E€aptwpevn evookapOlakn TPOCHELEN ‘ e ﬂ;ﬁ \
-Tetpaloyia Fallot ‘K‘ \ V4 ' |
-Atpnoia TVEUPOVIKNG PE HECOKOLALAKN ETTIKOVWVia b | \\-. MOV ) }
-2TEVWON TIVEUHOVIKNAG HE HECOKOATIIKNA EMKOLVWVIA —

-Ndooc Ebstein —
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ANAZTPOOH 2IMAAXNQN

Heterotaxy = Etcporatia

ZuvriBng

QOTEPOTALU-
gn apIoTERR
1apop@uwan
(MoAbomAnvia

@oTEPO-

wAeupn degia

Siaudppwan
(AgAnvia

Situs Ambiguus
(=Au@iBoAn)

Situs Solitus Situs Inversus

Ta&vounon tev katactacewv Bwpakxo-kotAiaxng tomoypapiac (Evans 2010)
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NMPQTOINAOHZ AYZKINHZIA KPO22ON KAl 2YNAPOMO
KARTAGENER

» KAnpovopeital J€ AUTOCWHIKO UTTOAELTTOPEVO XAPAKTHRPA
» EmmoAacpog: 1/10-30.000 atopa
» Appev/OnAu: 1/1

» To 50% twv acBevwy pe mpwtomadn SUCKIVNGCIa KPOOOWY EXEL AVACTPOWN
OTTAAXVWY, VW €€ AUTWY TWV acBevwy to 20% £xel cuvopopo Kartagener.

» XYNAPOMO KARTAGENER, kAacolkn tplada: avactpon oTAdXvwyY, Xpovid
TapappPLVOKOATITIOA, BpOoyXeKTAGIES

» 0 aoBevig pag.......
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Ol IO CUXVEC OUYYEVEIC avwualAlec TNC kKapoldc mou oxetilovral Ue
os€lokapdia:

» 'EAAElPPa geGOKOIALaKOU Sla@pdypatog

» Atpnoia mveupovikng BaABidacg, pe cuvion cuvuTtapxouod PECOKOIALAKN
EMKOLVWVia

» Atpnoia KoATokolAlakig BaABidag

> 25% Twv MEPITTWOEWY £XoUV avwpaAia Ebstein tng tptyAwxivag BaABidag,
XwWpPI¢ OpwG 0Ao to @acpa ductAaciag Tng O€LAC KolAlag Tou cuviBwg
xapaktnpilel tnv avwpaAia Ebstein

»  KAWVIKA onpavTtikn avemapkela TplyAwxivag avamtuooetal oto 20-50% twv
acBevwv

»  Appubpieg Kal el0IKA KOATTOKOIALAKOC ATTOKAEIOHOG, avamtUoCETAl GE TTOCOOTO
pueyaAutepo amo 30%.

Approach to Dextrocardia in Adults: Review, Pierre D. Maldjian' and Muhamed
SaricAmerican Journal of Roentgenology. 2007;188: S39-S49. 10.2214/AJR.06.117




AIATNQ2TIKH ITPO2TIEAAZH SHUNT
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AKTIVOAOYIKA Eupnpata:

1)ATAR aktivoypagia 6wpakog

2)CT Bwpakog




3) Contrast-enhanced pulmonary angiography(gold standard)->PAVMs

b

4)Mayvntikn ayyeloypagia

MapoAo Tou €xel mapopola eupnpata pe tnv CT, €xel xapnAdtepn euaicbnoia kK
XaApNAOTeEPN SlayvwoTIKA akpiBela. (+uwnAOTEPO KOGTOC)




» AOIMNA AIATNQXTIKA TEST

1) Transthoracic contrast echocardiography — TTCE (also known as “bubble
echocardiography”)

Suspicion for PAVM *

Y

Transthoracic contrast echocardiogram 1
|

4 v v i

No shunt Delayed shunt Indeterminate Immediate shunt
(grade 0) present (eg, poor technical views, (less than one cardiac cycle)
T bubbles in left ventricle
within one to three
l l cardiac cycles)
No further investigations <30 bubbles in left ventride >30 bubbles in left ventride High clinical suspicion Workup for intracardiac shunt;
for PAVMA (grade 1 shunt) (grade 2 to 3 shunt) for PAVM consider CT chest if PAVM
+ T strongly suspected
I 1
High clinical suspicion Yes No
for PAVM ¥
T Repeat TTCE, TEE,
I"ilo Ytlas or observation©
¥ ¥
Observation & Diagnostic noncontrast, multidetector, thin cut,

computed tomography of the chest¥
|

¥ v i

Indeterminate ¥ Findings diagnostic of PAVM Normal
Observe or pulmonary Observe or pulmonary angiography No further investigatiuns*
angiography (please refer to the algorithm for treating

pulmonary arteriovenous malformations)




2)Xopnynon 100% piypatog ouyovou

LM% IR Gl W

Iﬂﬂ!fw’]leﬂ.ﬁWl‘lMM’Ml"mmmffmmtm’hrlf

gwWWIWJNMMW&!VMWWWIMHMWMJM’I{W;J

Ma 15-20 Asmtd Kat 0sv mapatnpoupe petaBoAn Sp02/Pa02

3) KuyeAidoaptnplakn diagopd oEuyovou
Augnpevn




4)ImvOnpoypd@nuad AlHATWoNG MYEUHOVWY

-Aev emBeBalwvel TNV avatopikn B€on tng
PAVMs, aAAd smiBeBaAlwVEl KAl TAUTOTIOLEL TO
shunt.

-Eivat xpnotpo otav ot aAAeg péBodol dev
gival OlaBEopEC.

-MepupePIKN €yXuon HAKPOHOpiou
aABoupivng, onpacpevo pe M Te.

-2€ (PUOLOAOYIKA ATopa QIATPAPIoPA OTA
TIVEUHOVLIKA TPLXOELON.

-Shunt-> ta padloonpacpéva poépla
mayldclovial 6ToV EYKEPAAO Kal Ta VEQPA->
10 HEYEDOC Tou shunt umoAoyiletal amo tov
TPOGOI0PIoHO TNG TOGOTNTAC TNG VEPPLKNG
KABapong o€ cUYKpLon PE TNV apXikn 60on
mou 000nKe otov acOevn.

-Agv 01aPopodlayVWOoKEL EVOOTIVEUHOVIKA Kal
e€wmveudovIKA shunt.
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Juunepacuarikd.....

» [poteivouue Aoyw tou mbavoAoyouusvou shunt..

I. Néo triplex kapdiag -bubble test

II.  Emave€€traon tng afoviKNng N Kal Kaivoupld AameIKovion
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