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Inngangur

Hjartagallar algengastir feedingaragalla
Nygengi hefur verio talio um 1.0 %

Hluti alvarlegir gallar en stor hluti minnihattar
missmioar
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Inngangur: Talid er ad eitt présent lifandi feddra
barna hafi medfedda hjartagalla. Pekking 4 nygengi
medfieddra hjartagalla er mikilveg vegna hattu a
hjartapelsbolgu hja sjaklingum med hjartagalla og til
ad komast megi nzr raunverulegum orsdkum peirra.
Tilgangur rannséknarinnar var ad kanna nygengi og
tegundir medfeddra hjartagalla 4 Islandi 4 drunum
1990-1999, Sambearileg rannsékn var gerd hérlendis 4
drunum 1985-1989. Nygengi medfeddra hjartagalla i
pessari rannsokn var borid saman vid pd fyrri og sam-
baerilegar erlendar rannsoknir,

Efnividur og adferdir: Upplysingar um sjiiklinga
voru fengnar ur sjikraskram fra tveimur spitélum og
fra sérfredingum i hjartasjikdémum barna. Einnig
fengust upplysingar frd hjartaémunardeild, Gr krufn-
ingaskyrslum og danarvottordum. Kannadar voru
tegundir hjartagalla, aldur vid greiningu, hvada ein-
kenni leiddu til greiningar, hvar pessi einkenni komu
fyrst fram, medferd og lifsgdi. Einnig voru skodadir
adrir medf=ddir gallar, litningagallar og heilkenni.
Opin fésturaed (patent ductus arteriosus; PDA) hjd
tyrirburum, fésturop (patent foramen ovale; PFO)

ENGLISH SUMMARY

Stephensen SS, Sigfisson G, Eiriksson H,
Sverrisson JT, Torfason B, Haraldsson A, Helgason H

Congenital heart defects in Iceland 1990- 1999

(6.5%), BAV 38 (5.1%), coarctation of the aorta 28 (3.8%),

tetrology of Fallot 22 (3.0%), transposition of the great

arteries 14 (1.9%), aortic stenosis 11 (1.5%), common
cular septal defect 10 {1.4%), mitral valve
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A Islandi er nygengi 1.7 %
1.7 af hverjum 100 lifandi feeddum b6rnum & ari
70 — 80 born & Islandi & ari

Minnihattar hjartagalli 70 %

50 born isl/ar
— burfa ekki sérteeka meoferd
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A Islandi er nygengi 1.7 %
1.7 af hverjum 100 lifandi feeddum b6rnum & ari
70 — 80 born & Islandi & ari

Minnihattar hjartagalli 70 %

50 born isl/ar
— burfa ekki sérteeka meoferd

Meirihattar hjartagalli  30%
(nygengi 0.50) 10-15 born isl/ar

— Hafa purft eda munu purfa meofero
— Ekki skurdtaekur



Nygengi/1.000
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Geroir hjartagalla

Gallar sem valda blama

— Vixlun meginslagaeda TGA
— Ferna Fallots TOF
— Lungaaedarlokun eda prengsili PAT
Gallar sem valda hjartabilun
— Op milli slegla VSD
— Op milli gatta ASD
— Lokuvisagalli AVSD
— Opin fosturaed PDA
— prengsli | 0saed COA
— Vanproska vinstri hjarta HLHS
Hjartalokugallar
— Osaedarlokuprengsl AS

— Lungnaslagaedarlokuprengsl PS



Gerair hjartagalla
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Patent Ductus
Arteriosus
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Algengustu alvarlegu
hjartagallarnir 2000-2014

Osadarprenging/-rof (+vsp)
Op a milli slegla (VSD)
Vixlun meginslagaeda (+vsb)
Ferna Fallots

brenging i lungnaslagaeod
brenging i 6saedarloku
Floknir gallar

Annad




Orsakir meofaeddra
hjartagalla

Hjartad fullmotad
a 8 viku meagongu




Orsakir medofeeddra

hjartagalla
Erfoir
Hluti af heilkenni
— Down
— Turner

Umhverfispaettir
— Sjukdomar / sykingar hja modur
— Lyf

Opekktar i flestum tilfellum



Inngangur

Greining medfeddra hjartagalla

A fosturskeidi
Nyburar

Eldri born
Fulloronir



Inngangur

Greining medfeddra hjartagalla

A fosturskeidi
Nyburar

Eldri born
Fulloronir



Greining hjartasjukdoma a fosturskeioi

-
Fosturhjartaomskooun
Framkveemd fra 16 viku @
- best 18 —20 vikur
Tilvisun fra leeknum og l[josmaedrum
0edlileg fjogurra holfa syn

ahaettupeettir hja moour eda fostri
aukin hnakkapykkt



Greining AMH - hvar og hvenaer?

A medgéngu: Eftir fedingu:
Fosturskimun Nyburaskodun
(12v)
Sénar (20v) n

Sérstok

fosturhjartadmun

5 daga skodun



Utfall vi. hjarta Utfall hee. hjarta



Greining hjartasjukdoma a
fosturskelol

Umtalsverour hluti alvarlegra hjartagalla a
Islandi greinast fyrir fa&edingu (30-50%)



Fjoldi greininga & medgongu & Islandi

13 m Abort (33)
m Lif. feedd (36)
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Greining & medgongu — Island 00-14

v 37.9% AMH greinast a medgdngu (69/182)

33/69 (47.8%) fostureyding — slemar horfur



Greining hjartasjukdoma a
fosturskelol

Avinningur af greiningu alvarlegra hjartagalla
fyrir feedingu

— Inngrip

— Skipulagning faedingar (stadur og timi keisari)

— Freedsla og undirbuningur



Greining medfeddra hjartagalla

A fosturskeidi
, Steerstur hluti hjartagalla
NybU rar greinist skommu eftir faedingu
-y eda a fyrstu vikunni
Eldri born
Peim mun alvarlegri pvi

Fulloronir fyrr greinist gallinn




Fjoldi sjuklinga
350 323 Aldur vid greiningu
300

250
200
150
1;23 3% a0 : B > 4 50 52

0
<7 8-21 3-6 7v-3 4-6 7-12 13-24 2-4 >4ara
daga dags vikna man man man man ara



Hvener greinast alvarlegir medfaeddir hjartagallar?
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Hvernig gera hjartagallar vart vid sig

Blami S .
Meirihattar hjartagalli

Lost

Hjartabilun

Hjartaéh”éﬁ Minnihattar hjartagalli

Vanprif



Hveneaer og hvernig gera
hjartagallar vart vio sig

Modes of presentation of congenital heart disease
in infancy.

b4
b 4

Cyanosis

Shock W

Pulmonary edema

Growth failure

Asymptor%a}tic murmur
Pulse discrepancy
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Hjartagallar koma i lj6s pegar umtalsveroar
breytingar verda a bléorasinni

Fosturaed lokast (Ductus Arteriosus)

— Gallar sem valda blama “cyanotiskir”
— Gallar sem valda losti eda hjartabilun  “obstructive”

Vionam 1 lungnablooras fellur
— Gallar sem valda hjartabilun stor op milli blodrasa



Lost - Shock

Afbrigoilegt astand, par sem brao og
alvarleg minnkun verour a bloofledi til
vefja sem leioir til trufladrar frumu- og
vefjastarfsemi



Alvarleg Osaedarlokuprengsli AS

Skyndilega veik

— slopp
— Mmoo

Prong osadarloka

Hjartabilun / lost
Veikur puls
Medferdarmoguleikar




Alvarleg Osaedarprengsl! i nybura COA

Osértaek einkenni um tima
— drekkur illa
— slappleiki
— meedi

Bradveik

Einkenni
— léleg blédras (marmor)
— engir pulsar i narum

G060 adgero

brengsli i Osad




PG-E, vio 6saodarprengsl

: | Dist = 035¢m

Ped Cardiol 2003



Lokud hjartadgerd vegna prengsla i 6saed

Coarctation of the Aorta




Blami - Cyanosis

Blar hudlitur

Synilegur pegar 4 - 5g af mettudu
hemoglobin per 100 ml of blood

Polycythemia vs anemia
Central vs. peripheral cyanosis
Respiratory vs cardiac



Meofero hjartagalla sem koma i
lj0s a fyrstu tveimur vikum

Hjartagallar polast vel i fosturlifi en valda
alvarlegum einkennum pegar
fosturblodras breytist i nyburablodras



Meofero hjartagalla sem koma i
lj0s a fyrstu tveimur vikum

Breyta nyburabldoras i fosturblooras p.e.
opna ductus arteriosus meo
prostaglandindreypi

Skuroadgerd/inngrip i praedingu
— Timabundin
— Varanleg (leidréttandi)



Vixlun meginslagaeda TGA

Aoskildar blédrasir Os®d
Alvarlegur blami

e

\x

Lungnaslagadé -
Ekki 6ndunarerfiol.
Ekkert ohljoo Op milli gatta
GO0 adgerd

Vinstri slegill —

Hagri slegill




TGA — brdo meodfero

Transposition of Balloon Atrial Septostomy
the great artenes (Rashkind Procedure)

Procedure to open a hole in the septal wall dividing the left
and right atria. The opening in the septum allows oxygen-rich
and oxygen-poor blood to mix, improving circulation.

Catheter is inserted into the septal hole and inflated.
After inflation, catheter is pulled back throcugh hole.




TGA - aogeroir

Pulmonary artery

Pulmonary artery

, Systomic
/ venous

. strium ©
b
\ Baffle Left '
' atrium
’. Neoaortic
; : valve
Roght ) -y 1 : \

atrium

Left
ventricle Leoft

ventricle

Right
-\ ventricle Right
ventricle
| Pulmonary

Neopulmonary
| INOUS atrium

Baffle valve




TGA — arterial switch

Arterial Switch Operation

Pulmonary Aorta "switched”
artery with pulmonary

arteries

Coronary arteries are
detached from the aortic
valve and connected to
the pulmonic valve.




Ferna Fallots - TOF

Mismunandi form

Mismunandi
einkenni

Hjartaohljoo
Vaxandi blami bring lungna-
Blamakadst

slagadarloka . = Op milli slegla




Opin hjartadgerd vegna
Tetralogy of Fallot



Lungnaslagaedarlokun PA

Mismunandi form

Mismunandi
einkenni
Op milli
gatta
Vaxandi blami Engin lungna-

slagaedarloka

Litill hagri
slegill




Lokud hjartadgerd BT- shunt

1. Blalock-Taussig Shunt in Tetralogy of Fallot




Opin hjartadgerd vegna Pulmonary atresia




Hveneaer og hvernig gera
hjartagallar vart vio sig

Modes of presentation of congenital heart disease
in infancy.

b4
b 4

Cyanosis

Shock W

Pulmonary edema

Growth failure

Asymptor%a}tic murmur
Pulse discrepancy




Hjartagallar koma i lj6s pegar umtalsveroar
breytingar verda a bléorasinni

Fosturaed lokast (Ductus Arteriosus)

— Gallar sem valda blama “cyanotiskir”
— Gallar sem valda losti eda hjartabilun  “obstructive”

Vionam 1 lungnablooras fellur
— Gallar sem valda hjartabilun stor op milli blodrasa



Hjartabilun - CHF

Hjartabilun er sjuklegt astand par
sem hjartad naer ekki ad dela
naegjanlegu bloai til ad anna poérfum
likamans m.a. fyrir naeringarefnum
og surefni



Af hverju stafar hjartabilun

Stor hluti likamsbléorasarblods fer til baka i

— lungnablodras um op milli blodrasa (shunt)
— afturabak i likamsblodras (lokuleki)

Hjartad neer ekki ad deela blod til likamans
— brenging / stifla i likamsbloras

Hjartad neer ekki ad sinna kréfum likamans
um blodflaedi (surefni — naeringarefni)

— hjartaviodvasjukdomar

— blodleysi



Einkenni hjartabilunnar

eru vegna:

utfall hjartans (CO) er lagt

viobrogoum likamans vio pessu minnkada utfalli
lungnabjugur (pulmonary venous congestion)
likamsbjugur (systemic venous congestion)

Einkenni eru nokkud mismunandi eftir aldri barns




Hjartabilunareinkenni i ungb6rnum

Maedi

Sviti

Hradur hjartslattur

Erfidleikar vid feeduinntoku og vanprif

Slappleiki

Hjartaohlj6o

Auka hjartatonar (Gallop taktur)
Inndraettir

Lifrarstaekkun

Bjugur



Hjartabilunareinkenni i eldri bOrnum

Slappleiki

Maedi og sviti vid areynslu
Dyspnd og hosti
Lystarleysi og kvioverkir

Hjartaohlj6o

Auka hjartatonar (Gallop taktur)
Almennur bjugur

Lifrarsteekkun og jugular venous distension






Op milli slegla

Algengasti gallinn
Misstor op
Einkenni eftir steero
Einkenni eftir aldri

Hjartaohljoo
Hjartabilun
G060 adgerd
Horfur gdoar

Septal Defect |

VSD



http://www.deborah.org/consumer/heartbuttons/vsd.jpg

Opin hjartaadgerd Opi milli slegla lokad med bot




Op milli gatta og slegla

JANVASYD)
Algengasti
hjartagalli medal
barna meo Down
syndrome |

°0Op milli gatta \k

Hjartaohljéo Oglslegla gatt \
Hjartabilun Ein AV-oka
Ageet adgerd

Horfur agaetar




Opin fosturaed PDA

Fyrirburar
Hjartaohljoo ;
Hjartabilun i r/ Patent Ductus
, " =3 Arteriosus
GO0 adgerd
— Skurdadgerd

Gdoar horfur



http://www.deborah.org/consumer/heartbuttons/pda.jpg

Cox blokkarar til ao loka
PDA

> Indometacin — hin hefobundna medferad

» lbuprofen — jafn goour arangur (lokun)*
minna aukaverkanir (nyru)

@ Skurdadgerd hja fyrirburum ef lyfjamedferd bregst

*N Engl J Med. 2001



Greining medfeddra hjartagalla

A fosturskeidi
Nyburar
Eldri born
Fulloronir



Akvednir hjartagallar geta
komio fram a ollum aldri

Modes of presentation of congenital heart disease
in infancy.

Growth failure

Asympton())a}tic murmur |
Pulse discrepancy




Akvednir hjartagallar geta
komio fram a ollum aldri

Hjartalokugallar

— Hjartaohljod
Op milli gatta - ASD
— Medi
— Vanprif
brengsli i Os&d - COA
— Heaekkadur blodprystingur

— Minnkadir palsar i narum



Osadarloku prengsl AS

CONGENITAL AORTIC STENOSIS
Aortic Valve Obstruction

Greinist a ymsum aldri
Nattarulegur gangur mjog
mismunandi
Nokkrir
medferdarmoguleikar

— | praedingu

— Adgerd

AORTIC VALVE

TRICUSPID BICUSPID UNICUSPID




Balloon Valvuloplasty
for Aortic Stenosis




Op milli gatta ASD

ATRIAL SEPTAL DEFECT

Algengur galli e s
PFO /ASD
Greinist oft seint
Hjartahljoo og S2
G00 adgero
Gooar horfur




Opi milli gatta lokad
| hjartapraedingu med
Amplatzer neti / tappa




brengsli i Osaed

Tveer geroir

Ungabarn
— skyndilega veik
— hjartabilun

Eldri b6rn / fullordnir
— haekkadur Bp
— femoral pulsar
— heilabloofall




Patent Ductus Arteriosus — Opin fosturaed

Patent Dpctus
Arteriosus




Lokun fosturaeodar

v Daemigert ohljod

v Omskodun synir PDA
v Oftast eftir 2 ara aldur
v Aldur >4 manada

v Pyngd > 4 kg




Lokun fosturaedar

Amplatser duct occluder

Nitinol virgrind
Polyester preedir
Ytist Ut i eedavegginn
Veldur blédstorku




Lokun fosturaedar

Colls (gormar)

v Stal eda platina
v Dacron pradir
v Ytist at | @davegginn




Lokun fosturaeodar




Lokun fosturaeodar




Horfur barna med hjartagalla

Af 44.013 bornum feeddum 1990 — 1999
|étust 27

danartioni 0.06 %

Af 741 bérnum med hjartagalla 1990 — 1999
létust 27
danartioni 3.5 %



Lifun/arangur 2000-2014

9190 (141/155) a lifi i dag
14 born léetust

Danaraldur barna med alvarlegan medfeeddan

hjartagalla

S 7 4
_ 4 3 3
S 3 A
H®)
T2 1

0 1 T

0-6d 1v-1man 1man-1ars 1 ars 2-4 ara 5-11 ara

Déanaraldur



Daudsfoll AMH 2000-2014

14 born
med AMH

9iadgerd
5an
adgerdar

7 létust
1 til 10 arum
sidar




Afdrif barna feedd 1990-1999

Fjoldi sjuklinga
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Lausn a Einkennalaus, Einkenni og / Latnir
vandamali  reglulegt eftirlit  eda lyfjamedferd




Afdrif

Fjoldi sjuklinga
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0

Lausna  Einkennalaus,
vandamali  reglulegt eftirlit
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