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ATINGIMENTO CARDIACO EM
DOENCAS MULTISSISTEMICAS

Doencas Cardiacas:
- Doencas Primarias do Coracao (CC e adquiridas)
- Depois temos todas as outras....em 30 min!






Dissass of Disordad Calagory
Touins/Drugs

Corbon monoxdde

Droonatbcin (Addarmey cin)

Fatal akeohal evposurs (saa Fig. B2-1)

Fanfluraming ond phantaming (Fan-phen)
HAART {ussd o freal HL

Gycogen sorage disaoms
Type Il (Pompe dsaase)
Ty NIl
Typa IV
Danon disscss (hiosomal gycogansionags disecss)

Goucher dbeme (Cerebrotde lpldosk)
G gangliosdoss

Long-chaln acetyl CoA dehycrogenoss daficioncy
Mucolipidoss I
Mucopahsaccharddoss

Cardiovascular Manilesialions

Tachycandio, noncardicgents pEMmonony ademo
Coord lcmyropothy, CHF

ASD, VED, PDA, QOA, onch intamuption, PA hypopasia, DORY, DEXTRC,
TOF

Vabulor reguigitant heort dbeone, pairmany pUlmanany By peenshon
Cordiomycpoathy, CHF

Myocardits, othemsclonods

Cordicmyopathy, M, pardcorditie, wobulor diaosa, eepaciolly oorfic
Cordlcmyopothy, CHE candiomegoly

A Thioes

CAD oorfic ond mitrol wobuliiis
Cordlocmmyopathy, CHFE, arhyfhimios
Cisted corcliomyopathy, CHF, andocandial fibedadasioss

Caordicnyopathy, mirol valve dissass, thrombosmibaliam, ombythrmas
OO LT

Cordlormyopathy, CHF. outiow fract cbetruction

Hypartrophic cordiomyopathy

Cicfad cordiormyropothy

Hypedrophic candiomyopathy

Cordicmyopothy, antythmio, CHF
Cordiomyopathy, MR MS, AS, coogulopathy

Infantlie candipmyopathy

Vasculkar stencsss and occlugors, ansunysms, thrombosmbolic spiodes
Cardioryopathy

AR, cordiomyopathy



H (Huder syndrome)

15 (Schaie)

Il (Hunter syndrome)

ll Sanflippo syndrome)

IV (Mearauls symdroma)

W1 (Maroteaun-Lamy syndronme)

Incocytic (higtocytold) cardiomyopathy (nfanfile hishocytic
ardismyopathy, Purkinja call tumar, focal lipld cardiomyopathy,
diopathic infardile cardiomy opathy)

saudoxanthoma elasticum

afsum dissoss (phytanic acld c-oxidose defickency
itosterolemia (inharited plant sterol storage dissasa)
Irarnic

=ranulomatous

fectious/inflammatory /Aulcimmune/Conneclive Tissue Disordars
\ortifls (nfectious) (see Flg. 82-2)
shoat syndrome

Acute cardiomyopathy associated with endocardial fibroslastoss, AR,
MR, coronary namowing

AS, MS

AR

Functional and morphologic mitral valve deterdoration

AR, MR, CAD

AS, M35

Candiamyopothy, ASD, VED, nodular daposits on the ventdeular
andocardium or valias

Premature atherceclerosis, M, restrictive cardiormyopathy, mifral valva
dieass, AC dilation, voscular, comonony oocludons

CHF, cordiomyopathy, conduction abnomnolity
CAD, MI, CHF
Paricardiol affusion, constrictive pedcarditis, CHF, cardiormyopathty

Farcardial sffusion, tamponads, AR andocarditis, fibrosing mediastinitis

infiltrative cordiomyopathy, perdcardiol effuton, popiliary muscle
dysfunction, vahular disease, fibresing mediastinitis, loge vessel vasculitis

Myocardifis, vanticular aneurysms, calcific/constrictive pericarditis,
firosing meadiostinitis, wosculitis

Pulmenary vasculitis. percarditis, coronary artaiitis, M|

Abscass, ansuryam, leak, passudcansurysm, uptuns
Aoric, pulmonary and coronany vosculits and ansunysms condios
valvular vegaetations



Chagas dbsasa {Trypancsoma cruel
Darrmatomycsitls

Diphtheria

Entarcvinus (Cousackie B)

Fatal uballa infection

HIW
Juvanile rheumotold orthatls
Eowosokl disscsa

Systamic lupus enythamotosus
Tokoyas arferitis (soa Fig 82-3, e-Fig. 82-4 Fig. 82-5).

Toxoplasmioss

Malnutition

Arcresio

Bulirmia

hAcrcsrms

Cbasity

Selenium deficlency (Kashan dissase)
Vitamin By (thiomine) defciency (baribard)

Myocarditis, CTHF, aplcal aneunysm
Cardiornyopathy

Cardiomyopatty, myocoarditis

Myocarditis

PDA, pulmonary arfteny stancsls, COA, ASD, VED, myocarditis,
cardiomyopathy

Cardiomyopatty, CHF

Parcarditis, myocordiils, CHF

Coronony arfeny ansundam, corenary thrombosts, MR, poplllary miuscla
dystunction, M, rmyocarnditis, CHF, padoarditis, AR, systemic vasculifis

Cardicmyopatty, pericordiis, coronany arteny ansurysms, M. systemic
wasculifis

CM, AD dilation/ansurysm, AR, TR, MR

Pancarditls, valve insufficiency. CHF, valular stencsis (MS, AS, T5), atrdal
dilction, left atrial thrombus, constrictive perdcanditis

Ch, pedcarditis, myocandite, conduction abnommalify, cor pulmornals

Parcarditis, cardiomyopathy, Ubrmon-Socks endocarditis, haeart Block,
andocordial ibroskastosts, systemic/corcnany woscullfis

Widaned mediostinum, AR, CHF, myocarditis. aoritis, pulmonary/ coronany
vasculifis, oneunsms. stenosas

Myocarditis

Dacroasad vanticulor mass, NVP

Amast, cardioc upture, pnaumomediastinunm

Thinning of cardiac muscks, CHF, CHD

Ch, pulmoniony hypsertension, aorly othesclenctic disoss
Congestive cordicrmyopathy, cordioganic shock, CHF
Cardiomyopathy, CHF



Conmdioc Turmnon Associoted With Syslemic Disease

Flrormes (n Backwith-Wisdamann syndroms, nevold bosal csll
carcinoma syndromea, or Golin syndrome)

Mywomas (in Camey complesx, LAMB/MNAME syndroma)
(sea e-Fig. 82-5)

Ehabdormyomas (n fubanous sclorosis)

Matagtases

Lymnphcnme

Wilms tumor (hepotobdastorma less commonly) (e Fg, 82-10%
Enclocring

Cushilng disscss

Diobatas {(oocquirad)

Diobetas gestational drifant of o diobatc mothar) (sea Flg, 82-0)

Gigantemjacromegaly
Hyparthyroldism
Hypottyraldism
Clreulaiany fBlood Disordan

Artadovenous fishula {espacially vain of Galan mofonmation, HHT
and Irfontile hepatic hermongloma) (sea eFlg 82-113

Farconl ansmio

Coardlormyopatty, CHE, moss most cormmonly anglnates af the
infraventricular ssptum, eccasional calcification in the tumor

Attached to atdal septum and mitral apearatus in LA, con prolopes or
ambolize, multiple, can occur in any cardioc chambér, can recur at
distant infrocardics ond exrocardioc sites, infrocardias vabalar
cbstruction keading to CHE

Multiple infraomural homaromas, prasent in utero, obnommol valve
funchion, cufflow obstruction, cordiormyopothy, spontonsously regress

Sreat vessel obstruction, SVC syndrome, CHF, percardial infitration
WO extengdon, CHF, carclomyopathy

Coardiormyapatty, blocd vasal fragility

Eory CAD

Carcormyopatty, cordioviscaral or atfoveniricular discordanca, outflow
tract anomalias, T6A, AVED, Diseorgs complax

Cardioc hypartrophy, LVH
CHF, cordiomyopaty
Parcardial affuskon, CHF

CHF, high cudput; HHT: skiin, viscerol, dSngle or multiple pulmonang AVR,
anglodysplasia, coronary actasia. Kasabach-Meritt syndrome (platalat
trapping and consumptie coagulopathy)

PDA, VD, paipheral PS, cardlomyopathy, ASD, TOF, AS, COA, AD
atheromas, hypoplastic AQ, double AC arch

LT )



gww syndroma (chronic liver diseais, hypoxamia, Pulmonary capillary microshunts, vasedilation, CHF—high output
W

Podopulmonany syndrome (Abamathy mafommction): Type | abnormal podal-systamic conneclion: absant infrahepatic portal
hepatopulmonany syndrome with no ver deeasa, porfosystemlc wvaln cesoclobed with VSD, AD arch onomalles

shunting (ses Chaplar 760

Laukarmia

Polycythemia vera

Sickla call dissase (sea Fig. 82-T)
Tholasemia (see Fig. 82-8)
Twir-to-twdn fransfusgon

Musc uloskelslal/Neurslogic

Abstalipoprotainamia
Duchenne muscular dystrophy

Friedraich atmda (spinocerabellar dagenarcticn)
Kyphoscolioss

Ostacgenasls impafacta

Pactus excavatum

Type | abnomal porfal-sestamic connection infrahapafic portal vein
praaant

SVC syndrome, cardisrmyopathy, CHF, perlcardial sffusion

M, arterdal and venous clots, CHF

Cardiomyopathy, M, acute chest syndome, CHF, vasculor thromboses
CHF, cardicmyopathy, kon overdood

Shored placental circulotion leadcs to unbalanced fiow: CM and CHF may
develop In both the anemic and the polycythemic twin

Arhythmia, cardiomyepathy, CHF

Cardiomegaly, progressive cardiomyopathy, conduction abnormalities,
ZHF, MVP

CM, cardiomyopathy, CHF, cardioc thrombus

Cardioc, vascular, and airway displocement and compression
MVP, AR. anlarged AD root

Cardioc displacement, MVP, anterdor comprassion of dght ventricla



Psoriasis Is a Systemic @
Disease with Multiple
Cardiovascular and Metabolic
Comorbidities

Caitriona Ryan, Mp™*, Brian Kirby, mp®

KEYWORDS

* Psoriasis * Comorbidities ® Cardiovascular ®* Myocardial infarction ® Obesity * Metabolic syndrome
+ Diabetes » Smoking

KEY POINTS

+ Patients with moderate to severe psoriasis have a reduced life expectancy of approximately 5 years
because of cardiovascular disease.

=« Thereis an increased prevalence of traditional cardiovascular risk factors in patients with moderate
to severe psoriasis; these include by pertension, dgarette smoking, dyslipidemia, diabetes melitus,
and obesity.

= Alcohol misuse and depression are also increased in this population and may contribute to excess
cardiovascuar mortality.

» In diseases such as rheumatoid arthritis, systemic inflammation plays a role in the development of
cardiovascular disease; this may also be the case in psoriasis.

» [tis recommended that patients with moderate to severe psoriasis should be screened for cardio-
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Atingimento cardiaco em doengas multissistémicas

1. Toxinas/ Farmacos
2. Metabdlicas

3. Infecciosas/ Inflamatorias/ Autoimunes
3.1 Infecciosas
3.2 Inflamatdrias
3.3 Autoimunes

4. Doencgas do Tecido Conjuntivo

5. Neurologicas/Musculo-esqueléticas

6. Endocrinas

/. Circulatorias/ Hematologicas

8. Tumores cardiacos associados doencas sistémicas
9. Sindromes



1. Toxinas/ Farmacos

Dissose o Disordor Calagory Cardiovasculon Manilgsiabions
Texine [Drugs

Tachycardia, norncordicgenic pulmonory ecema
Cordlormyopathy, CHF

ASD VEDR PDA, COA anch intemuplion, PA hypopkosia, DORY, DEXTRG,
TOF

Sobeuior regurgitont heort disscste, pairneory parmonany ey pesrtension
Cordleryopeathy, CHE

Mg aarclifis, orirs osclod osls
Cordiormyogeothy, ML Dakcordife, wolulorn disecss, eaeckally oaortic
CW,CI‘EW

Ay thamibos

Antraciclinas
- Doxorrubicina- esta a tornar-se causa + comum IC em criancas
- Doses cumulativas; Maior Risco > 300mg/m2 e < 2A
- Cardiomiopatia em qualquer altura da vida
- Disfuncao sistolica precedida por disfuncao diastolica
- Dilatacao VE, diminuicdo contractilidade, pressdes elevadas enchimento
VE e diminuicdo DC.

- ECG com aumento FC matinais, alts ST-T em 5-10% doentes
- Cardio-oncologia- Prevencao! IECAs, BB



1. Toxinas/ Farmacos-Cardio-Oncologia

Fig. 1 - Demonstracao, com 0 emprego do ecocardiograma tridimensional em tempo real, da contracao regional dc

ventriculo esquerdo em modelo de 16 segmentos do ventriculo esquerdo. Voluntario normal
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. Lel-

Cardiomyopaothy, mival valve \ mbolism, ohythmias,
COMOMONY QNeUnysm

Typa Il (Pomps dissass) Cordlomyopathy, CHF, outiow troct obstruction
Typsa il Hypatrophic cardiomyopattyy
Typa IV Cicted cordiomycpathy
Danon dissoss Jyiosomal gicopgen-siorags disscss) Hypertrophie cordiomyapathy
Hamochromatoss Cardisrmyopathy, anrtythimio, CHF
Gouche dbeose (carsbrosida Hpldoss) Cordiomyopathy, MR MS, AS, cooguicpathy
&1 ganglosidosis Infantie candiomyopathy
Harmsay stirwra Wericular skanodss and occluions, anaunams, thrombosmbolic spiodes
Long-chain acatyl Cad dehydrogenoss dafickancy Cardionmyopathy
Mucolpidosis Wl AR cordiony opathy
W Acute cardiomyopathy associated with endocardial fibroslastosis, AR,
MR, coronary narrowing
I5 (Schaia) AS, MS
Il (Hunter syndrome) AR
Il (Sanfilppo syndroma) Functional and morphologic mitral valve deterioration
WV (Marquie syndrome) AR. MR, CAD
W (Maroteaun-Lamy synidromea) S, MS
Oreocytic (histiocytold) candiomyopathy (nfantile histiecytic Cardiormyapathy, ASD, VED, nodular dapasts on tha vantibcular
cardiomycpathy, Purkinje call turmor, focal lipld cordiomyopathy, andocardiurm or vahies
idiopathic infontile cordiomy opathy)
Pseudoxanthoma slasticurn Premature atherceclarosis, MI, restictive cardiomyopathy, mitral valve
diaasa, AC dilation, vasculor, comonory ooccludons
Rafsum disecsa (phytanic ocld c-oxidose deficianoy) CHF, cordiormyopathy, conduction obnosmiolity
Sitosterclemia (nherited plant sterol storage disease) CAD, M, CHF

—



2. Doencas Metabdlicas

Doenga de Fabry- Doenca depdsito lisossomas

Arritmias

Doenca Valvula Mitral
HVE

Cardiomiopatia

| g depresssan)

Early stroka, TIAS

)  Renal complications

(dickee i GFR.
irmicrn]) albuminuria®!

TeniAl (RRaaa )

Gl dysmatility*
bloating, naussa)




L
2. Doencas Metabdlicas

Mucopolissacaridoses- deposito glicosaminoglicanos
Coronarias e miocardio:

« >50% atingimento valvular
« Espessamento VM- Regurgitacao VM 40% tipo IH (Hurler);
25% tipo Il (Hunter); 20% tipo Il
« Espessamento Vao- 15%- Regurgitacao Ao-; Tipo Il
(Hunter)-56%; tipo IV (Morquio)- 24%; Estenose Ao tipo IS
(Scheie)

» Y casos cardiomiopatia- Hipertrofia SIV assimétrica, MCH,
MCD, espessamento endocardico

« HTA
- EAM

* Prolongamento intervalo QT



L
2. Doencas Metabdlicas

Urémia Paricardial affusion, constrictive pedcarditis, CHF, cardiomyopatty

A doenca cardiovascular € a principal causa de mortalidade e
morbilidade em doentes com Insuficiéncia renal terminal (IRT)

 Risco CV 1000x superior neste grupo doentes

Clinical Chemistry 46:9 .
1345-1350 (2000) Enzymes and Protein
Markers

Cardiac Troponin T and | in End-Stage
Renal Failure

Diana WavanD,! HANNSJORG Baum,'” GABRIELE SCHATZLE,? JuLIA ScHARF,” and
DIETER NEUMEIER'
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3. Infecciosas/ Inflamatorias/ Autoimunes

Infechous/inflammatony/ Auvtoimmune/Connactive Tissua Disordars

Acritis (rfectious) (see Fig. 82-2)
Behgat syndrome

Chagas dieass (Tryponcsoma ezl
Darmatomyoditis

Diphitheria

Entarovinus (Coxsackie B)

Fetal ubsla infection

Abscess, aneurysm, leck, pseudoanaunysm, npiure

Aotic, pumonary and coranany vasculitis and ansurysms, candios
valvular vegaetations
Myocaiditis, CHF, apical ansunysm

Cardiomyopartty

Cardicmyopotty, myocorditis

Cardiomyopathy. percordifis, coronary artany anaurysms, M, systemic
wizsculifis
CM, AD dilation/aneunysm, AR, TR, MR

Pancarditis, valve insufficlency, CHF, vahlular stencsls (MS, AS, T5), atral
dilation, left atrial thrombus, constrictive pardcanditis

M, pmmlmmmmmmm

Widenaed mediastinum, AR, CHF, myocarditis, aoritis, pulmonary/corgha
asculifis,_oneurysms, stenceas




3. Infecciosas/ Inflamatorias/ Autoimunes

, , . PDA, pulmonary arery tencsls, COA, ASD, VD, myccondiis
Rubéola Congénita codcmyspathy

PSVD=G4mmMHG | insuftricuspide

eeeeeeeeee

uuuuu




3. Infecciosas/ Inflamatorias/ Autoimunes

Coronory arfery analurysm, coronary thromibbosis, MR, pogiliory muscia

Doenga Kawasaki dystunction, M, myocardits, CHF, pencarditis, AR, systamic vasculits




D
3.Infecciosas/ Inflamatodrias/ Autoimunes/




3.Infecciosas/ Inflamatorias/ Autoimunes/

Padcorditly, cardiomyopatty, Lbmon-Sacks andocarditis, heart tiock,
LES endocordial ficoslastods, systemic/coronary vasculitis
» 30-40% tém infiltracdo imunomediada em todo o sistema CV
25% Pericardite (assintomatica, dor toracica)
2- 25% Miocardite - taquicardia em repouso
10% Endocardite Libman-Sacks- VM> VAo>VT>VP; embolizacao
Se suspeita de valvulite activa- corticoide/ACO; PEB

I 2 3 4 5 ol 4
W“ﬂ]1]“”'”%”]1_'_”‘ T ' 5‘..‘.;‘ e
G 7 : 3
i ( o . i ™




3.Infecciosas/ Inflamatorias/ Autoimunes

Artrite Reumatdide

Pavicorditis, cardiomyopathy, Lomon-Socks andocarditis, haeort tiock,
andocardial fbsoclastodis, systamic/coronary vasculitis

« Ataque autoimune membranas sinoviais- multiplas hemorragias pericardio com fibrose
* HVE infiltragao céls inflamatorias

« Espessamento valvulas nodular irregular

» 50% Pericardite ( dor toracica+ atrito quase patognomonica na AR)

* 1-10% Miocardite — IC e arritmias

» Disfuncao sistolica e diastolica VE com dilatacao

20% Alteracdes no ECG- Alteracdes ST-T; Raramente BAV



3. Infecciosas/ Inflamatorias/ Autoimunes

Arterite Takayasu- vasculite de grandes e médios vasos

HTA 3 HLA ™ Inst:QUADRANTES - Radiologia
Model:Sensation Cardiac B¢

cefaleias, cansaco, mialgias, febre, perda de peso e dor articular p 11
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4. Doencas do tecido conjuntivo

Sindroma de Marfan

[ e
L dislecation —— =
-
“"'-\-_,_H_h_ .J‘_,,-ﬂ"’
S g
il L o —_
Long arms, kege and fingers - 7 Mitral valve prolopse
Shortensd torso ___:_ = Albnoemal Ty problems
T Pectus excavalium
|l chssly

Tall thin bady frame

Enlarged Aortsc Roat

Dilatacao Raiz da Ao e Ao ascendente
- Disrupcédo média, desorganizacao fibras elasticas
- PERIGO DISSECCAO AO- BB, IECAs

« Anomalias da VM- PVM e Regurgitacao
* Aneurismas AP (raros)

« Raramente- fibrose miocardica e EAM,
ruptura cordas tendinosas, dilatagcao coronarias
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5. Neurologicas/ Musculoesqueléticas

Musculoskelalal/Neurclogic

Distrofias Musculares (Duchenne; Becker, Ulrich)

« MCD; espessamento AE, VE; Midcitos sao substituidos por tecido adiposo e linfécitos
 PVM, regurgitagao mitral
» Disfuncao diastdlica e posteriormente sistélica do VE.

« BB; IECAs

* 90% Alteracdes conducao — HVD e BRD

» Ondas Q profundas precordiais
« PR curto

« Alteracoes eixo elétrico QRS
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6. Endocrinas

Endocting
Cushing disscss Cardiomyopatty, ocd vassal fragility
Dlobetas (ooquirsd) Earty CAD

Diobetas gastational drfant of a diobetic mothan) (sea Fig. 82-6) Cardiormyapatty, cardioviscaral or ofdoveniicular discordancs, outflow
tract anomalies, TGA. AVSD, Diseorge complex

Gigantem/acromegaly Cardios hypartrophy, LVH
Hypearthyroldism CHF, cardiomyopcthy
Hypothyroldism Padcardial effusion, CHF

Diabetes Gestacional
Maior risco de CC; Cardiomiopatia e HTPPRN

- 6-9% tem CC (DM né&o controlada/Insulinodependente)
- CIV ; TGA; TA; AT, CoAo

- 10-20% - Hipertrofia miocardica assimétrica (+SIV) — hiperinsulinémia
- Resolve 6-12M;

- HTPPRN- hipoglicémia, asfixia perinatal, SDR, policitémia



D
6. Endocrinas

Hiper/Hipotiroidismo i i

Hormonas tiroideias
aumentam FC; contractilidade e DC
aumentam PAS e diminuem PAD; PAM mantém-se
Podem aumentar sensibilidade miocardica as catecolaminas

Hipertiroidismo congénito/adquirido
Taquicardia
Pulsos amplos e aumento da PAS
Se grave pode levas a IC, sobretudo no RN

ECG
- Taquicardia sinusal; ondas P acuminadas; hipertrofia biventricular

- TSV, Ritmo juncional; hipertrofia biventricular
- BAV

Eco
Circulacao hipercinética com aumento da Frac¢do encurtamento



6. Endocrinas

Hiper/Hipotiroidismo

Hipotiroidismo congénito/adquirido
Bradicardia
Pulsos arteriais fracos
Hipotensao

- Edema face/ periférico

ECG (90% ha alteracoes)
QRS baixa voltagem (+ derivagdes membros) / S L AL R I
Prolongamento PR e QT AR R T
Diminuicdo amplitude ondas T: ol
- Ondas T com Forma em dome, sem segmento ST (Sinal de Mosque)

Eco
Cardiomegalia
Derrame pericardico
MCH; hipertrofia septal assimétrica
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/. Circulatorias/Hematologicas

Clrculatory [Blocd Disorderns
Artaedovencus fishula (especially vain of Galan molformafion, HHT CHF, high output; HHT sking, visceral, sngle or multiple pulmonary ANM,

and Irfantile hepatic hemongloma) (see eFlg 52113 anglodyspdasia, coronary ectosa, Kosoboch-Mentt syndrome {plotelat
trapping and consumptive coagulopattyi
Fanconl ansmia PO, VED, parpheral PS cardiomyopathy, ASD, TOF, AS, COA, AC

athemomas, hypoplasic AD, double AD arch

Hepatopulmonary syndrome (chronic liver disease, hypoxemia,
clubbing)

Portopulmonary syndrome (Abemathy malformation):
hepatopulmonary syndrome with no iver dbeasa, porfosystemic

SVC syndrome, cardicmyopathy, CHE, pericardial sffusion
MI, arterdal and venous clots, CHF

ardiomyopathy, acute chest syndrome, CHF, vascular thromboses

Shared placental circulotion leads to unbalanced fiow: CM and CHF may
develop In both the anemic and the polycythemic twin




Atingimento cardiaco em doencas multissistemicas

1. Toxinas/ Farmacos
2. Metabdlicas

3. Infecciosas/ Inflamatdrias/ Autoimunes
3.1 Infecciosas
3.2 Inflamatérias
3.3 Autoimunes

4. Doencas do Tecido Conjuntivo

5. Neurologicas/Musculo-esqueléticas

6. Endocrinas

7. Circulatorias/ Hematoldgicas

8. Tumores cardiacos associados doencas sistémicas
9. Sindromes



6. Tumores cardiacos /metastases

- Ts 5 " iy i r T 1
malac Tumors Associctad With Svalemic Dissass

Fibromes {n Bachkwith-Wiedamann syncioms, nevold bosal ool Cardiormyopotty, CHE moass most commonly onglnotes ot the

ColSinam Symidiomes, o olin Symidicmes) infravantrcular ssptum, Sccasional calcification im tha turmeor
Myomas (n Cormey compkex LAMB/MAME syndramea) Attachad fo aldal septum and mitl opparatus in LA, con prolopss o
{saa a-Fig. 829 ambolize, multipls, can occur in any cardias chamber, can recur ot

clistant infrocardios ond extrocardios sites, introcandios wabailor
chstruction leading to CHF

Ehabdormyormas (n tubarous sclarosis) Multiple Iintrarmurcd hornartomas, prasent bn utaro, aboommoal valva
function, cufflow obstuction, cordiomyopoathy, spontfanacusly regress

)
I

Lymipecrm Eraat vasal obstuction, VO syndome, CHE, padcordial infiliration
Wilmns tumor (hepatoblostomno less commonly) (sea Fg. 82-10) WC extandon, CHF, cordiomyopathy
Rabdomiomas Fibroma

Tumor cardiaco primério mais frequente em pediatria 2 L 27 '
Sobretudo 1* ano de vida

Esporadico, 80% associado Esclerose Tuberosa
Solitdrios, 90% casos multiplos




30 Baais 40

30 Bams 40

Figura B. Peca operatdria de resseccio de Hamartoma

: 5 5 1 - "
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Atingimento cardiaco em doencas multissistemicas

1. Toxinas/ Farmacos
2. Metabdlicas

3. Infecciosas/ Inflamatoérias/ Autoimunes

3.1 Infecciosas
3.2 Inflamatodrias
3.3 Autoimunes

4. Doencgas do Tecido Conjuntivo

5. Neuroldgicas/Musculo-esqueléticas

6. Endocrinas

7. Circulatorias/ Hematologicas

8. Tumores cardiacos associados doencas sistemicas

9. Sindromas



9. Sindromes

- Di George! velo-cardio-facial/ del 22q11.2
- CATCH -22 (Cardiac; Abnormal facies, Timo hipoplasia; Cleft palate, Hipocalcemia)

- Anomalias cono-truncais 85% doentes
- AP+ CIV
- TA
- VDDS/TOF
Interrupcao arco Ao

- Pedir também FISH 22911.2 quando Arco Ao direito

Figura 1 — Polidactilia bilateral pos-axial dos membros superiores

Figura 2. Dismorfias faciais tipicas de S. Di Gieorge em 2 doentes com Atrésia da Pulmonar com CIV+ MAPCA's apos Shunt BT




9. Sindromas

Short stature
Turner cra
- CoAo hakiine oshres
. . o Fold of skin
- Dilatacao Ao Constriction
of
Ascendente W :h,_,
- Vao Bicuspide oo g .
Elbow
Shortened deformity
metacarpal IV
Small
finger nails w
Gonadal streak
(underdeveloped
gonadal

Brown spots (nevi) & "



9. Sindromas

Williams
45- 75% tem CC
Estenose supravalvular Ao
Estenose APT e ramos

AlteracOes coronarias
estenoses 0stio
estenoses difusas
dilatacao

Facial Features of Williams Syndrome

Slad-like pattirn
im s of eyes ™=

Shodt nose with
broad nasal tp -

~ Pufly Eyes

e Full ehieeksy

Small, wadely

—— Full Lips
spaced teeth

= Wide Mowth

Sl ehsin




e
9. Sindromas

Noonan
- Estenose valvular Pulmonar

- Estenose ramos AP
- CIA-OS

Inverted tnangle—shaped head Pectus stemal detormity
(prominent supernior
sternum and depressed
inferior sternum)

Coarse facial features High anterior hairline

Triangle-shaped head
Curlyfwooty hair

Wide forehead

Cubstus valgus
deformity of upper Transparent, wrinkled skin
extremity uncreased
carrying angle at
elbow joint)

Proamiment nasolabial folds

Meck skin

waibing Whidely spaced

Small chin nipples



S
9. Sindromas

Noonan

Short stature

» Up to 83% of patients have
short stature!?

Congenital heart defects®
* Pulmonary valve stenosis

» Hypertrophic obstructive
cardiomyopathy

Characteristic facial features® - = Atrial and ventricular septal defects

+ Broad, high forehead

* Hypertelorism

» Persistent ductus arteriosus

Other clinical manifestations?-®
» Pectus carinatum, pectus excavatum

» Low-set, posteriorly rotated ears
with a thick helix

« High-arched palate

+ Micrognathia

* High-arched eyebrows?

» Short neck with excess nuchal skin

= Scoliosis

s Cryptorchidism

* Lymphatic abnormalities
» Coagulopathy

« Epicanthal folds « Cognitive/learning disabilities
« Ophthalmological issues

» Arnold-Chiari malformation

* Seizures

« Downward-slanting palpebral fissures
» Low posterior hairline




9. Sindromas

LEOPARD- EP; alteracdes conducao cardiaca

LE.O.P.ARD. Syndrome

Multiple Lentigenes - 78%

Electrocardiographic conduction
anomalies - 95%

m Ocular hypertelorism - 75%

m Pulmonary stenosis - 95%

m Abnormalities of genetalia - 50%
m Retarded growth - 90%

m Deafness - 20%

Figura 5 Manchas café-ou-lait e lentiginosas em
doente com S. Leopard com prolapso valvula mitral.




IO CURSO BASICO DI

CARDIOLOGIA PEDIATRICA
Conclusao

Centenas doencas com atingimento cardiaco.
Doencas para referenciacao a consulta de cardiologia

coracao vs cérebro, afinal guem manda?!

| hate when you
make me look
like an idiot




te obliga a creer en lo

E j “Vivir sin leer es peligroso, '
que te digan.

\

- |

3¢ CURSO BASICO DE
CARDIOLOGIA PEDIATRICA




PARK'S
PEDIATRIC
CARDIOLOGY

Involvement in

Systemic
Diseases

J. DAVID TALLEY, M.D.

TOPICS IN CLINICAL CARDIOLOGY
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