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## 4275211830 : MAJOR MEDICINE (CARDIOLOGY)

KEYWORD : PATTERN OF INHERITANCE / SUDDEN UNEXPLAINED DEATH SYNDROME(SUDS) /
BRUGADA SYNDROME/ ECG
CHITHEP NGAMCHAROEN : PATTERN OF INHERITANCEOF SUDDEN UNEXPLAINED DEATH
SYNDROME. THESIS ADVISOR : SOMKIAT SANGWATANAROJ, M.D., THESIS COADVISOR :
VORASUK SHOTELERSUK, M.D.; 79 pp. ISBN 974- 13-0453-6.

Obijective : To study the inheritance pattern of SUDS families who have abnormal ECG pattern of

Brugada Syndrome.

Methods : Pedigrees of SUDS families were constructed from interviewing family member of
SUDS victims. The exclusion criteria are unability to undergo ECG and procainamide testing, prolong
QT interval , high grade atrioventricular block, procainamide allergy , pregnancy or breast milk feeding,
and children under 5 years old. We performed the standard 12-lead ECG, higher-inctercostal-space —V1
to V3-lead ECG and procainamide was administered to detect RBBB and ST elevate in V1-V3 and
higher-inctercostal-space —V1 to V3 -lead ECG if standard ECG did not reveal ECG pattern of Brugada

Syndrome

Result : We included 89 family members (41 male and 48 female) from 4 SUDS families (family
A, B, C and D). Twenty six individuals (15 male and 11 female) with ECG pattern of Brugada Syndome
were identified . Two SUDS victims had family history of presumptive SUDS (family A, B). Abnormal ECG
patterns of Brugada Syndrome affected were detected in either parents of SUDS victims in all families.
Seven out of 17 siblings and none of offsprings of SUDS victims were affected. The “father to son

transmission” inheritance pattern were found in 3 of 4 families (family A, C, D).

Conclusion:. Using ECG pattern of Brugada syndrome, PSUDS and SUDS as phenotype we

demonstrated that the pattern of inheritance of 4 SUDS family was most consistant with autosomal

dominant.
Department Medicine Student’s signature
Field of study Medicine Advisor’s signature

Academic year 2000 Co-advisor’s signature
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AICD
AVB
Cl
CDhC
ECG
EPS

Ca
Na

To

RBBB
RVOT
SUDS
PSUDS
VT

VF

Il

ANBBUNANED

automatic implantable cardioverter defibrillator
atrioventricular block

confidential interval

center for disease control

electrocardiography

electrophysiologic study

calcium current

sodium current

transient outward current

right bundle branch block

right ventricular outflow tract

Sudden Unexplained Death Syndrome
Presumptive Sudden Unexplained Death Syndrome
ventricular tachycardia

ventricular fibrillation
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angiographykaswuandn, 76 s 1fmsa electrophysiologic study (EPS) 20 114 21 918l
WU prolong H-V interval N 1#U conduction defectly His-purkinje system 58 91 15w
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polymorphic ventricular tachycardia, a1NN19/A 399 signal-averaged ECG 22 1u 27 918

WU late potential
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andayantsweadanenlinuindaniaininislassairenesiola naunini
ANHASATIINGNAINNTHaNAaz AN UsTILTIA arrhythmogenic right ventricular dysplasia™
Manmzaalinumuinlnilag MRI %78 echocardiography aann13@AnE1N14 genetic 11
NguaINNTuINIAN TN UENANNANAUS LA LIS gene N9 lAATIA arrhythmogenic

right ventricular dysplasiam’ o

ANHUSNNARUN
angfulhanulaasus 4 1 70 T * (Ineedzetlugesaiy 30 ndnl) nguainisysn,
ANATNAN8IEFR polymorphic ventricular fibrillation (317 3) sanfudaaulAialalnlNG
LU right bundle branch block $aumL ST segment elevate Tuda i v1 i v3 (g1 2, 4)
lufihadaulunfnasswinlaiaunfazina lwameinuazuany ganedusnzueundy g
o e = o = o " = 63 P 64 =
wnziloaganlu uazeldgasduaaniace 1l nud1ANATEn” N13ANgI1” anawluy
tadanszsuliinlaviuiatnAluglesunagis Anmase polymorphic ventricular fibrillation
i’/ ] A a 1% 1% v IS | a Y A d? ¥
Aznuiilupiensng daaniiaudongalaeadiaaziainiaduannunan uatd1nnIuLAY
Wunaanlivgaes filosazi@eTinnsyiumiu AnuzaIN1suanIasuaINIaI WL 6 saus
S = % a o 1Y = a 1 1
Tdfenzautennfaanismne@aundu aranudnfiaaianiaduasunasusngalainy
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filapenalslfienmisusnupaulninialainunAuuungueinisugninidenanyld
annnsmsaanialyl 178N199993AANT8 IUATDLATITEHNEANERILINAY AINNNIRARN
14 2-3 3 linupruuansinalugthefifienisvieliflennts AaauinAndnAifstues
wiaaINNIsnszfusanen dlaniaifinniswsiuialaialnfuuy polymorphic ventricular
fibrilation Iémilauriuia 40 % enuluglaifiansfidunwzuazanuiatnfaaulni
INARINNINTEHUAEIEN
n159UaR8

ns3fiasalsannlélaanisnanananliiniala dnuaanialndaaulnii
Wdlanndnfetiedaiau (31 2) sanfiudsedniduanuunasann idiopathic polymorphic
ventricular fibrillationv3alszdfsanainnispiei@aunaulag linsiuaiunainnisma
Aadanieinla urdnasefalndaaulniinilalidnaudesitadauanisaniay ST
segment elevation fiulsm acute septal infarction, pericarditis, ventricular aneurysm, early

L 4' -
repolarization LAzAY] (A1374% 2)

A15199 2° wanaAINEALNGERe 9 NEnisenaes ST segment ludalndinviala vi-v3

Right or left bundle branch block, left ventricular hypertrophy
Acute myocadial infarction

Left ventricular aneurysm

Exercise test- induced

Acute myocarditis

Right ventricular infarction

Dissecting aortic aneurysm

Acute pulmonary thromboembolism

Various central and autonomic nervous system abnormalities
Heterocylic antidepressant overdose

Duchenne muscular dystrophy

Friedreich ataxia

Thiamine deficiency

Hypercalcemia

Hyperkalemia

Compression of the right ventricular outflow tract by metastatic tumor

Cocaine intoxication
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Tudihanun s Faaduauunns s dnaauaiwes viradianasdudniulsativas

, ~ a A o o Y v . . . .
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potential 284 epicardium cell A2 NN 042 spike and dome (gﬂﬁl 6) FauANA1921NT
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I, W29 phase 0 2184 action potential AR IVIIA T AR A AN T E phase 1 Faqsdl
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current ANtan w1z AR AR AN TAR A998 Action potential 284 epicardium N1 1A
AHLANAS TN repolarization 194 epicardium Wae endocardium

lun1mmaaenudngildne spike and dome 224 action potential Axm99AL J wave
Tupaulniamala navnellaes action potential dome 184 epicardial cell Inglsifinana
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transmural current flow a1n endocardium 11l epicardium (gﬂﬁ 0)



44

AP Endocardial 35 mv:[
| I
! Epicardial ;
| I
I I
1 ]
-tt | !
f ]
! 1
| )
|
ECG : | 1mV
1
100 ms
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phase | lAUATIAL J wave gaandulninsla (gUaetn) Lﬁﬂﬁﬂ’]?@tﬂuLgﬁﬁﬂHmz dome
U84 action potential 1849 epicardium 711 action potential duration zg”umﬁﬂﬁl,ﬁm

transmural heterogeneity Lay ST-segment ﬂﬁu(gﬂ@"]wm)g’z

anwgnaauliivialainuindn@ly right chest lead “Aullsgnuiliassnann
1. i latiasangraRudsunan i iFa e uiuiinladadaned1e udanag
epicardial action potential AaraulWiasialalduannda
o 1 dl ] v a o 1 o 1 o v
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Tunmgugnisan i, uasl-type /., visensuiin I, azinlife ST segment ann
anninaaduialagiianudn n1slianngu sodium channel blocker azam amplitude
294 phase 0 MW /, 1NAN13AATAS phase 1 LATNITNINIULB L-type /o, AAAT WANAIN
Hugfanudnen flecainide azlilan action potential durationt4 epicardium w6 lH N A

endocardium Y1 1Aa electrical heterogeneity LAY phase 2 reexcitation
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uanaINuuEInUIszuulssamanTudREINasnani1sine electrical heterogeneity

TasieNnszsu beta-adrenoreceptorikds 1€l alpha-adrenoreceptor A¥ANTEALNITEIN
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AS23 mutation U84 cardiac sodium channel gene (SCN5A) CRISIEN gene Lﬁﬂqr"{umju
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insertion mutation) WU Teg191es 1 ATELATY NATIA LUNLAINARNLNGAT gene SCN5A
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INa Sodium Channel (SCN5A)
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a 9
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=S
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1 2fazifimnissuialaialnAAFausnuwuy polymorphic ventricular tachycardia %3

1
%
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Recurrence or first VF or
sudden death
100
mﬂ
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E 70- — symplomatic pts
s 0
5 s :
& 40
L Eﬂ-'
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Survival according to treatment
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- 404
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Han1g  dnsnissendas lugilaelfzunisinunsae implantable cardioverter-

defibrillator &1 wazladladunissnenanalifiiiugn ICD windunlsua®
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idiopathic ventricular fibrillation TuanuzdUTagaan

Nademanee LL@mm:wﬁﬂwﬂuQ’ﬂw SUDS survivors 17 218 @ ¥ probable
SUDS 10 318 sravmailiugalne weseuazidszdfnnmma@aundulnglainsuanig
TuasauaFa wudn 1433 17 SUDS survivors wa e 2 11 10 probable SUDS Ranwr ol
pawlnfnialadadnButungaeiniugninn lunguildadulniaialadadnfidnem
electrophysiology Wud1@13a3anazswlimnn VIAVF 16 13 1u 14978, § late potential AN
n12mT94 signal average ECG 11 'l 13 3781, & prolong HV interval (Lﬁlmﬂ?ﬂuﬁumﬁum@i

paulWAnI At alnF)uazdnisanadinndanan i aau i winlaialng

nstaauALEsta lWNI e

o

wulugilag SUDS Aflaneauzaduliinalaiatnfuungueinisugnian uung
1na181an999 NN AN NEALN AL W nLAnAtase Veerakul G uazan”
MeaunAsuR Uil v1-v3 Iﬁqq%u 1-2 d09ilase i launsomsaany
aneuzaauliiinilafndnBuounguennisugnat iate nodinisdendainfiialags
T 12 09d 198 A2ala 95% UATANNANY 98% Einu reLiBuF U NN 1e
AWUUIUNRANIN e 56% = Sangwatanaroj S LazAIZANEN" 1uéﬂQﬂﬁ?ﬂmﬂﬁﬂﬂﬂiﬁlﬁﬂ
@IUNAL (SUDS survivors) Lmztyﬂﬁmmﬁﬂfmmm% WU TR U Wt IR A
(3171 9) sanfunaalifen procainamide "Lufyﬁﬁ;:Jﬂf;w‘iﬂﬁmmwummﬁmﬂnﬁiﬁﬁ‘%u

(56.7% TUNANTMABUAIWMUY (V1 T4 -V3 uaz —2V1 D9 -2V3) VS 13.3% Tunguaumua

1nRA V194 V3) , P <0.001)



51

WALANTLADUAN LIS

519 9 warRIAwsad WA

a

v

2v3, 1

A V1-V6 (luranax)

sialailn

) 9T 2 10T

=
ALNAEN

a
a

(-2V1 D4 =

GIGER

1
al

lagean 1 9a9dia9e (V1 De-v3,lu

Wasd)”



unin 3

L) aQaa o
TeLUeUIg9e

UszdInsazAIagiNg

RYNIDIUTZIINTRAZFIDE

1. tszmnadlvnng (population) ABAsauAFaLilae SUDS Miflutlszannsine

=

2. szansdantiag (sample) AaAsatAFaf1lon SUDS 11qnani@sddealu

=

UszmagenliSvzalungamme naaaulvinialanainfnuy Brugada syndome

nausflunnadaaangilag (inclusion Criteria)
AsaUAILLae SUDS Maaain usatlszmaAvzalungamn «

1N lUN12AALARAARN (Exclusion Criteria)

1. gnldtusaniunisnsanauliilniala visa naanszgulagen procainamide

v eXe

1
=

2. ¢fmeaulnHqialaf prolong QT interval (QTc >0.44 sec) 81NN 3 lead ¥i3ad

©3°

second, high grade 138 third degree AV block

dld [ v - .
NsedRAUWe procainamide

w
2320

v
o

4. wlessAsIiiTennasliuNLmg

< v ! =)
5. wineng Weand 5 1l

28ALUUNFIAE
~

dl ¥ a Aaa Vo 1 v aa = -8
1. wieTed@adingo e ldFudiAnasiaainaniulifnglssmaRaalys

LRNNZIENRIA U NN e R

1
s

a ' all ' v a aa aa ] ¥
2. ﬁlﬁﬁ]‘ﬂ“]]“ﬂi’lﬁ"]‘]_ﬂ/l@%ﬂﬁ‘@‘i_lﬂﬁ‘ﬂlﬁjLZQH?]Qﬁl@’mINWﬂ’]U’]@W[ﬂﬂm‘ﬂﬂﬂ‘ﬁ@H@

ada

3. C Anslapsaunfeidatdnlanadinasnazaani gt nsdwid, nsiaa, wie

b =)

AAUNE INBBBUNETARLITAIANINE UATABLIDINAMNEWAENTINNNTIA

|
a2 ! Y a aa A

4. Besarapdusaniaiulsang s lugiatuaseuaifidaTmne iE i

a

t:ll = a 1% z;‘ll [ = % dl
nlgameue 1ﬂﬁ®UﬂWN?WHQZLﬂﬂﬂ'&ll’]’ﬂﬂsluﬂ?@‘]_lﬁ?') PANBRNTNIANINURIATALATIN

flueaNNN19IRE



53

1
v a

5. W’utinlananuna aviinaseuaig@sdiantunidisaunisadaundsln

1
= o

dl Y Aa o ¥ o a o a dl aa 1
WEI’]UW@VIIT]@QNZ\]’]L“LA’] NmmmwLmumﬁﬂwimwmma WadnuUsedm mratienie ua

u

dl o v Y a aa
nIvanauinlaluasauAiNAeTIRNITe

[ %

6. Tunsainmaulninvinlalididnwoe Aadnfuuungueainisugninn Tuda i
i lasuniannggau ( V1-v3) azvinnisiaeuinunibsdo inviala vi-vaaulili-3 ded

1A99 (V1D —V3 Ay —2V1049 —2V3 ) LAnIn19m59an

1 o

7. lunsaindslaianeuziinlanaanaznszsudanan procainamide Tuauin 10

mg/kg Tuemnsldnnnndn 50 mg/min aundnaziianawialaialsnsuuy RBBB way ST

4 o

elevate’lss lead V1-3 V1014 V3 uaz —2v19e —2v3 agngalien luseudnanlienazdn
[ a = [~ [ U = 1 1 va v
AHAUlaTALATNATITIUTTEY ] WATELNABINITTNLALFNT 7] 289 lndTa dadlAu
a a U o dl v d’l o dld % 1 v
Aatlnfayngalieniui pasTieniaznsziilulssnaunaniaanuniaslunisdos oo
8. dldnumnuAnlanfresraniniiialasinanauaaleen aznsaananialadn

d} nI/ o VYar
ﬂ’]ﬂluﬂﬁ‘ﬂﬂ]'ﬂmﬂﬁ@ﬂi@?UEI’]MN@

a oA o

9. lumeinmanypiindntnassAuustinean1s iR uazazinmu

o o

IANNANANAUSTAEIRGY (first degree relatives ) NIRTIALNNLRMN
1 ?:/ 1 =3 v a Yo ¥ =K o
9. lunseanmsausiaieas lanuisaiudayanmgiaalnana ldasunnauasan

usiaseanamanatsaiuaznenenuiiumusandeyalininign Tusanlalasngd

o dl A:ll aa 1 ¥ % dl e
an Lu’]‘l’ﬂﬂ[ﬂﬁ"ﬁ "QZZ‘].I@'VI@%VIWfﬂ[ﬁ]’fﬂﬂLL@Zuﬂll’]W?Q@WI?\TWEI’]U’]@“’SW’]@Qﬂ?m

L4

NM1TTIUTINUDHAN

%

1. tuindayatlscdRda e RN lan 2El a0 WA Wuidn d9uge

a o a a

A

o = a Q; o Gl a o v @ [ a o

AU BTN LTRTIR mmmmwumqLm@a&nmnmg‘lﬁ@ma Uszdmauilae luanm Usedn
v [ a 10 =Y oA 6 a A all 1

uien dsedRmaiunnisusiniies degdfidluanvupansaainianasdadnazsanainisng

namie NIMasenNIesiall ApTnas Ausulane

o KR v

2. funndeyatlsinnsating nsusseuluiesen1m szifurrabiluase i

a

dl | A aa A A Aa Py A A aa A o
‘1/1’&\‘]’58(3’1L@ﬂ%qmﬁvﬁﬂiﬁﬂiﬂamqﬂ M?@L@ﬂ"ﬁqm@’]ﬂ@ql,u[ﬂ@u @WﬂLN@L&ﬂ‘MWLL@:’&’]ME}WYM
fGiol
1 % = o
3. ?WQI@N@?’NWQWW@M@UMQ

4. uuﬁﬂmm?m%ma‘mm@ﬂﬁuﬁqhimﬂrﬁﬁmemmﬁgmmuﬁfauﬁﬁmeﬁq

AN Ig9Tu noulaznaInszgusage procainamide adlunaAaAsaLIATY

a



54

N5ILATIZUTaYA

= N ! o o QJdI dl o a a
ﬁﬂ‘]:f’]’“ﬁ’?ﬂwx‘lﬂ’]')@LL[F]@?JF’]?@U@?'J@@WHQMQV]M?Q@WUﬂ@u1V\|WWWQ1@Nﬂﬂﬂ51LL‘]_I‘]_I

NENaINITLINIANGINTIIMNAN AL AT 8WTante atflugenerationlu AuRwsLE

Tnamgetingls dnnstranasainianliyasanaviali(nadnnistdianeniuy X- linked

v
%

recessive) AaisuNadndlARLLLLLEBNsTEnaanIsTugnesuuuLlalETinauazin

aziflunuulannign

NI AL NASEANITATIAAA LR 1A

1.

annsasaarauiniialaguwidednd way nisdausudsda i winlage
AU 1-2 4093 1A99 azhen linauanendu i laddansurinlnfmion
NANBINITLINIAT (A9gLN 2 uay 4)

Tusrenasalinuauiailng wazlaiunisnsefusansn procainamide N3

A ! ¥ Aﬁl o a ndl é’ '

nagaudodalauauaniiia ST segment #a3 J wave 0.08 U191 anTuaLing
e 1 1.4,

Tunstiina laddataw arldaauminangsunnelsaiala 2 Tu 3 vnwduan

o

A1iaae

INOUFAUFLNNT0NENaALLL autosomal dominant

1.

azdld o a a L | = 1 I dl a a v dd‘ ¥ 3'/
gniansnusiatniazdnavzausddaaladaniielianng (@nidulunsaingiiu

! v
= = {

w11 new mutation T9azHNaLAZLNLNRNIA)

a

[ 1 o

dl a/dld o/ a a al o 1 dla a a =l
AeeAg FnNAnEsialnfazidadantasgnanaLnanulnAWaAL 1:1 viTe

D

v
AURRAWINAL 2 189gnviaudn

SPe D

S D

) Sb
pad)

snenszinfiarldaananadnuiaing hildignuaiu

Qe &

=

SNATILLASINAN L AgeRan s AN HUTHAUNALAz AN T TNaNaAAIN

fmnaldldgnuanuiniu

TumaedfuRdmudnpseuaialadinistramandnsnzintngduusivertical fie 3

1
o

da91gAU (VFENINNGT) WuRKEALNRA s auazudges Anstranananianlidyms

el 131RINI0UAN LA LUUUAUINNNTENENaAA NI RLTIULLIL autosomal dominant



55

N AIUTUNITENENAALLL autosomal recessive

[ %

1. gnanwouziiaUnfdoulvgineuazusilng

[ %

2. dnwociatndnuennz luidasisausneniu uarinaeasanuiugnansnia
vz

UnFazwindy Y4 aaeitiasianie

3. yamATsLazinAnisini@esAaniaiulsamngu

'
[ %

4. dwiudnmugimlnfnuien weusaednianeurialnfasldnsnisus
NusEmIanyIAgendn lulszainsialyl
Tun el iRduiuansnieialnanifiaaindunuiein aznuAuRNAN e e
t4

UnAusluitasiaauneaiy (sibship) 111 nasdanemduiuy horizontal WUAN®L

1
[ %

Aalnflavislundaawatalaznantgs nswus wawsaasgilaenaadaadugy i

| dl o =< dldqj ' a a v 1 .
LﬂuNﬂuﬂ’Wﬁu\WVﬂLLuﬁi’J’]ﬂ’)’]&lNﬁﬂﬂﬁlluﬁgﬂ’)ﬂ@’]@ﬂqﬂﬂﬂﬂuuu autosomal recessive
o o o | ai a = dl ¥ !
AMFUANWUY autosomal recessive Nnna N dudany leUes luilssans (i Tem

thalassemia) 8m91N17UAN9INIEUINEY IR N AN Bzl szang anany

[ %

deld a a dl 2 . * dll IS 1 1
HNNAnusiaUnf lundeanane sibship (118939 AN17UA99IUITNINN heterozygote

waeg) visa luranedant (1H9AINHNI9IFNNLIZUI19 homozygote il heterozygote)

INUFAUFLNNTENENaaLLL X-linked recessive

o

1. guEnIslwwAT e gendn AN

o

2. guenansuzialnfaziiananrauralnflilldyasarcsesnunnau way
Tasnaasazananan lUlinarunnilwwAteindy Y2 1999719 u1a 19
Wl AT 19N

3. luwunistnemenaindenlddymneais

o a

4. lupsaupfizelianssiadnfoeneslaandgsidunveraiaau aznuan

a

Q; ad d‘ ¥ [ a a
’HWEI‘V]Nﬂﬂﬂﬁmﬂ')’mLﬂEIQ‘IJ@\muVI’W\iﬂ,IU’W’WJ’]EIMQN

©32e

a wa

lunadfiRaluaseuaidlanugianmidunamiauinndt 1 au (Inaeiaaziily

a vy

Wae Wosane vsanyARee 2 AW Nnadesiunisafriendgs), nastienesduuiy

o

oblique Tnenguegailu carrier, ypsrsvasirianialnsiiulnfnnau sazuan’le

BUUaUINNITENENen AT LATILTIWLLIL X-linked recessive



56

¥ a a dl 9 ¥ nI/ = ¥ BN ' '
mwummmmﬂﬂmluwummwmﬂumm m@ﬂiﬂ@m’)’ﬁu@ﬂ@’]ﬂﬂ’]?ﬂqﬂ‘ﬂ@ﬁ@tlﬂu

1
a

WL X-linked recessive auAaelaanaLiluliliy autosomal recessive Nlad oy s lui

Haagmnafi L

NN AN MTUNITENENAALLIL X-linked dominant

1.
2.

fnannalnfazinanannuialnm U Tiymsainnau

a

wiahiaUnRazvtnananauEaLNAfILIL autosomal dominant Wnisenns

e300 30y

a 1 =

AnwourdaUnandianesuuudny lugugsiesndndanedu 2 winuazdind

o

AHIULINTRENTT

N ANMIUNITEENAALLL mutation 9489 mitochondrial chromosome

1.

2
3.
4

AURANTUAZAINIUIIIB e AT eI aTL T A
n1stnenanANNRALiNRAzINaAEINNIUNANEDY YRTtesHTnaasln
ymsresfrefifiannf flananaunilaynau

lupsauafiAtaiy ANE AN TLARIaa N A INKL91U99UgY (extreme
variability of expression) Junnesnsenalaugnsaan (nonpenetrance)

N3uAANaaNAINNRALNRILTUANY (age dependent)



unN 4

NAN1SIRE

nunIusIBnuRatugasauulnanmadaunauluilssinagaalys
natugasAnAuulnendeTamasunaululssmaganlUsaLsRauNNIAN W.A.

=2 A v Aaa a '8 oA
2537 DaABUNNIIAN W.A. 2538 Inaan tudanTlszmaden TS wudndausulnasaie

=

v
weundulne linauanvndiuan 41 998 Anianunulszmalyadsil Amdauaswum 19

a

918, ANAUAT 9 9181, 13TNET 8 978, WATINTATNN 2 9981, ATAZING 2 918 UATgIUNS 1 918 g

=l

Wuaeeigszndns 21-47 U 1ade 35 9.5 1 ladfidayaneaiunanndaedinuazeainig

o v a aa
WTUENIAILAEI TR

nssausINTayauARa luAsaLATIR AR unaulag lains uan e
218 URANEN TUAIRINANNENTNNINARA 2 A1ALULIN THUNAImTAuATNUNLAL
ANAUAT ATUIUTIUNA 28 ATBLAT Inanisinsald s nansnsuguanedesing
QRANERe aandrmadeyainaaiuyanaluAsalaia any A ANANRUsAugane
Tsntlszansn nauanadaslalunisdidaulansaniidy uasnatnaiunsnsnsals udatin
3 g// 1% a % 2 6 o A o dl ¥ a o A
fayaaunaANIaFNeAaRIaLAsa Ingldinmaidniaenaseuaindidniasanidane
1. Hymaraluspsauaidauaunnadasladndaniasenis
a A v a aa aaa [l
2. dauay/viTanIIa L ReTanATNTIME]
= dl o 2 = aa 1 dl o 1
3. AyeraaulupsauAianenainignne NusedRme iy lunsuanvnnasdednas
\ulsaluanie

4. AosdipARlBATELASIBENTaY 3 1999 8AT

=i o ¥ v \ .
nisagranauliNialanaznisnssRuAEe procainamide
o 1 o A o dl =K 9/?/ o val
@WﬂLﬂmGV]@Nﬂﬁ\ﬁ’]ﬂﬂL@@ﬂﬂ?'ﬂﬂﬁ?’)%@xﬂﬂﬂ’ﬂﬂmﬂﬁﬂm 10 A7RUATY 1@3~Iﬂ'ﬁ‘l§]'3’)@
o a a dl £ v = o dla '8
AANIBNCUNAALAIT (LA HITANNALLANS WA ‘]_‘Ilmﬁ“]_l’Nﬂu) ﬂ@QQmWﬂLﬂHUW@uVI@QﬂIﬂ?

| 1 ¥ 14
Tnanismsanaulinilawuulng  wuudeuds lwiinlageau uaznsnssdusonen

=

) . | Ao o o o A o a a
procainamide WLANNARTUIU 4 ATALATI Vlmuﬁﬁaluﬂ?@‘i_lﬁ‘a‘Wﬂ@ﬂWWWﬂ%@ﬂﬂmLL‘LI‘LI

3

naNaINILINIAN ualdiiniaAneatnaveunly 4 AsaLATY



58

uan1sAne luasauasandaauliiialaialnfuuunguaimsugnian
T 4 praunia Jluanaisunaduany angludag 26 1942 T angledn 33+ 7.78

1 (119799 3) 2 ;BaNAReLAIUTRANAUAT, 2 NEDANALAINTAUATNUN, 2 918 (AFDUATY

7 A, B) dunnalunseunialilseifasdelvuaniofanneei 4 Sondganenldiunismsa

AU 89 AL Wluae 41 978 N4 48 918 918 ludae 5 09 84 T aannasnszfuiaaen
, . ' ¥ o =~ & oA A o a o

procainamide WudNKATGIANINENIANTRETY DauATEHE ANAuTalinAadLlszunu10

mmHg Tinwudnlaausulaiagiau shock Wranisiuialainnfatn9guuss (VT,VF) W

natnameslflszanns 30%nsggnaanazainasmalillu 5 wd amadneuzaaulnii

WalaaUnFAuuLLINIANAI1IU 26 318 LHuTIE 15 98 (36%209T187ATIA) WD 11 98l

=X

(23%UBIUELANRIIR) DILGINA 5 T8 84 T angLede 39.7 T 18.7 U sneaziaunfanisnei 5

¥
=

S, e
AN 3 ABYANUTIUUBN i AR

49 a
& Wyt o el
ATOL L AamE  @e duidy auved
| wmA ey eaw - . . . PSUDSly
GEE) augd A T @uTam 5
ATELIATY
A |18 42 naawNAs A lva 18/494  Tainsy X
B | @@ 37 n3swuns A g 5694 Tainanu Fx
C | 1® 26 n@wNns @ lve 30105 Tainsu T3
D | 2w 27 n3suns 4 lne 18/4/94  Tainanu s

1

19N 4 dayanuginueddiasdadiiuanis(PSUDS)

a

AFOLATY WA BTE ADTUTANIA  ANANWUSAUY lame

e

A e 47 A nign

3]

AN

e

B e 40 A nign

3]

AN




S
AITNN S UBYA

¥
=

49

NUFTULBIEYN

59

AfluasnanamanuaauliintaUnfuuunguainisugning

Post
ATRLATY _ | Tsmilszansia Post
ANNANNL procainamide
WaE LA il procainamide
> | fuglvanne higher ICS
HNFTIANL standard ECG
ECG

Family A

1110 FI3IN 84 H17AN 12ANTLINE Positive Positive
I 1 Wi | 60 | Wann AIHAUG Negative | positive
5 nie | 50 A STRM LYot Positive Positive
9 e |89 | tesde . Positive Positive
13 il 45 Qﬂﬁ@ﬂﬁm 19ANTELNTE Positive Positive
15 18l 40 @Jﬂﬁl@uﬂum - Positive Positive
16 BN 35 Qﬂﬁ@“ﬂum TG MV Positive Positive
V1 il 38 NANUTNE - negative Positive
V5 T8l 28 NANUTE - Negative Positive
V18 il 31 NAUTIEl - Negative Positive
IV 24 wge | 11 WAIUAR s positive positive
Family B

6 wge | 73 | 4190 - Positive Positive
[l 6 il 50 Qﬂﬁl@uﬂﬁm 19ANTENNE Positive Positive
IV 3 Wi |30 | | Manudn DR positive Positive
Family C

I3 ol 56 UM - positive Positive
5 a1l 46 N - positive Positive
111 wils |36 | #en ELIGRT negative | Positive
7 uge |29 | Yasan - negative Positive
IV 6 nge |5 NAUAN - negative Positive




S
AITNN S UBYA

¥
=

60

AfluasnanamanuaauliintaUnfuuunguainisugning

Wugmmmtm
(FiR)
Post
. Post
ATALATY e e o procaina
AMNANNUDTNU . . | procainamide
ua WA | 20 Tspisyansa mide
o ﬁﬂu@mﬂ standard
QVHF]?’J’QW‘LI higher
ECG
ICS ECG
Family D
13 718 | 60 AN * Positive Positive
1110 1Y | 54 antesazli - Positive Positive
6 T1e | 30 NGl . Negative Positive
19 e | 18 RG] \ Negative Positive
12 N | 26 Hagaz i \ Positive
I 14 e | 23 Hasne positive Positive
DGNGEAR
vV 3 e | 7 PANUTE - negative Positive




61

AALIATY A (gﬂ‘ﬁ' 10)

lupsauaia A fluanie (11l 6) ang 42 1 @eTimfleTufl 18 wsnaw 2537
UENIeENITAn (11111) Lﬁ?ﬁ%mmzu@uuﬁuimﬂiﬂmmmm&;z’(uﬁwﬂmdﬂLﬂu@fm‘lﬁm
Tnamne (PSUD) a1y 47 1 anuzide@an Do lnanadadinamzany 75 U doadonlsn

W laaaidan yrRseau (11, 12, 13, 14, 111, 112, 13, 115, 116, 119, 1111) 1@adidnlaa il dn

v
o

uaunuaafvzeldadiansziusiu (not PSUD) yaraluasauafailaiunismsa 32 ¢

' |
o/ g 6

dugyanduiusnisaeiaasiugs 13 918 wis 14 918 YIen A uduusnI9ans

o [

1aan (spouse) Luane 1 318 NN 4 998 QAT INNANNANAUSNINAIADANNINLATIA
Tdnupanlndsialanelnd lueseaunsatinsaanuranliiiilanadni 11 98 Wludne 6
978 M9 5 98 Wasuniy SUDS waz PSUDS mstduauialnmiilu 48 % (13 9e lu 27

91¢1) wanantudanunisatenenaindan lilfeynsae (1111 to IV18)luasauaidil

i | A @

1 2 3 4

AR ¢

—_
w

1 5] g 11 13 15 16
2 7 10 12 14 17
y TEO
9 10 11 12 13 14 22 23 24 25 26

51N10 LAAINIANAATALATY A

o A = = a oo N v q a a
AWRENUNNETUNATE  AnaNuNe DA AaunneegniaaulniaialanalUng

' P o = = =2 o | =
LUUNgNaINITUINIAT fgnasdadnlnamavidadluanie  Aanauniefegingalinuaau
WA ladelng  Ammsnadenlailazunisnsmanaulniniiala, duanaaemunangi

¥ @ 1

AeTan, gnasuuneds §lane(SUDS) , panduunies ggnasdadnlnania( PSUDS)



62

psaLIAT B (317 11)

a

lunsaunia B luanng (11l 16) a1g 37 U @T3mEladun 5 Nguiew 2537 11d

q

a !

fyAneEanngen (11 2) Lmﬁﬁmmzu@uwﬁuimﬂiﬂmmmmr&;ﬁuﬁwﬁmqmﬂmmim
Tnamne (PSUD) a1y 40 T anuzide@an danglnasiadadonanizang 69 U doadonlsn
a dy dl a aa A a ] % dl a aa [~
BARe NTg (111 14) LRETIRANNAEA MNILALEINITAIUAY NE1T (11115) AETINAINNLT

a o o

‘quﬂﬂ@iuﬂ?ﬂUﬂ?quL@?UﬂW?m?’m 23 g Lﬂuty”nmm NWUSNdNEaaaLlugY 8 918 NN

1
o o

aa RS & A [ a Ad‘ S
12 378 (Y AN A ANENAUEN a8 an (spouse) UNd)e 3 918 fYFN A
Auiusnsansimaaynaenmalinuaau i lainilng luaseuaialinsanuaauln
HWrvialadang 3 918 lugne 1 998 s 2 998 Weganiu SUDS waz PSUDS Aatduaanu

AeUnsitlu 24 % (5 9a1l5 21 398) m@uﬂ‘?fsﬁiﬁiwumiﬁwmm@’mﬁmiﬂﬁmmﬁm;l

- B E@

-
()
o
7
o[

6 10 11 12 13 14 15 16 18 19 20 21
17
v IeLONO®
& 7 8 g9 10 11 12 13 14

5UN11 UaAINIANAATALATY B

a4 = = ~ oo = gl A o 8 o a
AMALUNVRN I NLNATE ,Qﬂﬂ@llull"lﬂﬂ\‘]L‘Wﬂﬂﬂal\‘i,'&@’]V]lﬁﬂﬂ\‘]EJ]V]N@@HVLW‘WWMQIWNWTJT]M

1
val

LUUNGNEINITUINIAT fgnasdedluaniavizadluanie Aunauniedegingalinunau

u

Wi lalelng  Ammsnadednlklazunisnsmanaulningiala, duanaemsnengi

¥ @ 1

AeTan, gnasuanee §ane(SUDS), pandumnneie gnasdadnluania(PSUDS)



63

p2RLIASY C (31N 12)

a

lunsauaiaC Jluanie (111 4) a1 26 U \AT3RHATUNA 30 NN9IAN 2538 Ny
=
A

a

wanese (11, 12, 13, 14, 12,114 ) w@edanlae lullsed Rl uannunafvize @eainn i
(not PSUD) Tinuazunsaneaiiainas Asranauliii lafaUnFAludan a1 Aana Hesa
wasuauana (113, 115, 11, 1117, 1V6) qm@lum@uﬂ‘?f;ﬁié’i”um@mm@ 18 918 MFIANLAN
Ratnalugynddradanualdnuanuiadni lugyaniediannsen Lﬁ@iquéﬁmwﬂwum?{u
IHsiqlaliaUnd du SUDS Asuaanutindnidlu 46 % (6 31814 13 518) nnsananan

anndenludymsmnanwsluasauaiatlaud 13 Tuds 114

;\_Eé Ko 8\ oy ¢

5UN12 LaAINIAAATELIATY C

al dl =3 =X a al o 3 wd‘d dl o a a
ALVRAHNNNEDIWATE ,QQﬂ@NMNWﬂﬂQLWﬁMWw\‘I,ZQﬁ’]‘lﬂﬂdqﬂﬁmQWNﬂ@uLLWﬁWVI']&L@NﬁﬂﬂW

' ) o - = = gal ' =
LUUNQYNBAINITUINIAN Qgﬂﬂﬂﬂﬂqqiuﬂmqﬂﬂﬁﬂﬁmﬂﬂmqﬂ ,@ﬂqQVﬂqﬂﬂQHVIM?Q@iNWUﬂ@u

Wi latmlng  Amunnefednlllézunisasanauluiniinla, duliauanssnefeg

a

v o/ 1

@uT9m, gnAsUNIEDY luana(SUDS), aanduuned fgnasdednluanie(PSUDS)



64

A2RLIASY D (317 13)

a

|
a aa =

Tunsaun3a D gilaeluanne (Il 4) ang 27 T 1 @aT3ededun 18 wwau 2537 &
uNAvaNase (11,12, 13, 14, 111, 112, 114, 115) idadinlag ldidsesifiduaununafvralds
TIRN9UIU (not PSUD) Tanuazansafalddnag nsaanauliiialaiailndluden
fasa1e 2 318 wazuaumng (11l 6, 119, IV3) yaaaluasauaiallifunismena 14 se 1l

le o [ '8 A [~ a QQ‘I 1 o/ o '8 A
ANduRUSnaa@eaugie 7 318 v 4 918 an TANNFNRUEN AN eLaen
duneds 1978 (11112), 178 4 398 (110, 113, 11114, 1115) nesevesdesrigilasiva
A dll o a a o ¥ Y a a [~3 a v
Ae(1l112) azaanudniladulWivinladadnfinn lifasianunAuamannuiaiuaziag
gafilanialnfdee asaugnnsanuaaulniaialaiaUng fu SUDS Andluadiu
Aetngiflu 47 % (8 el 17 398) nnsdramasaindan lldsaymssenuluaseuniailaun

113 alefq 114, 116, 119

i 4 % @

NEY L TONET
NV - NEW

ﬁ I
Iy 5% ﬁ—k% IV

5119113 WAAINIANRAATALATY D

D_ &

v

= = = a oo S A
ANALNWNLDINATE ,Nﬂ@wuwmmﬁmym@mumm WA ﬁ@utWﬁ’]ﬂ’ﬂ@Nﬁﬂﬂﬁl

1 ¥ @ 1 A a KX ya 1 A
LULNQNBINITUINIAT ;ﬂgﬂmamﬂmmﬂm@@mmﬂ ,ZWI’]'JMN’]EIQ\‘]QVIM?QWLLNWUV’MM

A atalns  Amunnenegnliléfunismsanauliinniala, dwlneansmnnenedn

u

¥

AeTaR, gnAsuNIeDa §luasa(SUDS), nandunnney gonasdudnluania(PSUDS)



65

= = o o ' a = =

ANNNIIANHINNAIRATALATING 4 AzWLd ] anadTanvizen1sn1aulaAunily
HeUng poauEaUnEwu Y 3 fu a0y AmATIauaziwAntgs winu i lwmAT anannan
WWABTDN (B08:Uhd 1.56:1) Tanianuauialng luasauAfalszuins 50% AREenunng
dnananandanlldeynsaelddniunisaianenuuy X-linked recessive i lisa lidn
) dl dl o a a I 1
guasluamaanalnanaauialaindnfuuuugniniidnisaianesauwuy autosomal
dominant aniuluasaunaian 2 Faandalnfluasauaiaiies 23.8% dearailuannign

a M v dl dl M v = a acyy A |

p3aay Al mase il ldnautipun bildnaaiaarinaudaUnffdld vieadadluann
N193% incomplete penetrance

TugunAdluannandanduiusnvatswennsanuaauinininlaiadnfuuy

! o v v . . A p

NANBINITLINIAIUAIAINNIZEUAILEN procainamide Hag 13 918 AsanwilaeARUIN
vlasunidinne g warileg 23 18 peoanuingpaulnfaialasuiageau 1-2 des
(A19799 6) waZTYAN AR NGRS saeaannLdlaau N laliaUnA lnaaaw

T umdannen g1 2 318 (AseUIATa D,I110,11114) , msaanupdnuiaUnilaeaauliily

¥
KX A 1

Junat 3 918 (A9AUATAD,IN 0,112,111 14) N13ARTIANLAINAALNG L1

a

Walamuniags
Qd‘ 1 o/ o 6 A d’ o o 1 o V4 2
A A NARTuEsdn atae alae Aa A v lasin ke ns g Widn lalddn
TsatidAugngunaanansini linsaantluawia e veeatadlulllénnisamaiziding
uanand tnngngaanuililanguonaneuazlsaliA N NgNNEANAYT N1FATIAWLILALAN
Inennnaaun et a1l 19189l laineaiiuan1easaan (AsaUAST D,II112) N
Tautegulddinasnazsudagen procainamide sanALNIRgaandulninialasumage

4
=S

AU 1-2 dasdreiuan nluntman lsptinay ldinazifuannuauanany

N3 N7 6 uARIANUIL IR Wasn e paulni e laRiaLnsuaslsanprocainamide tae

nsmaaasaeAauliiialanulsnasguwaznade U uiad i

Non relatives or
ECG leads SUDS relative (n=67)
spouses (n=17)
Standard V1 to V3 13 2*
Higher intercostal space lead 23 3

*@?auAia D, individual 1110,11114 ** AeauAT D individual 1110,11112, 11l 14



unn 5

asUnanisIde aflsana wazdaiauauue

D

= v L4

ANWIANNAATALATY A wuANEuzAaLNG lunsa g uanie ARdeeviasiaaaiun

JanudaUng (pauliialataUnfuuuugniai, PSUD,SUDS) Tudnaaw 57 %( 4 Tu 7

o A '

978 ) INATIELAZUEINR UG Ann9anananuul vertical D9 3 Faaw W ldiLn9a1e

[ %

WL autosomal dominant  nMaRRANKUzAnLNAluNNTA1,ANRALNG luRTawigLAen
o 1 1 dl v ?/ | 1 A a o Ui 1 A o

Auninndn Y4 sasiitdasisvuaiaz ldinisudseuluasagannlildimiaudnsuynig
fNENBALLL autosomal recessive  NINNNITHNENBAK TN WNIAUALTINA(1111) 18]
thauazdaanialnfdaisnasdesiunisaaiisnginlienadaldlddninasdng
NBAULILX-linked recessive WANLS181ANITaT WAt Nd AT T NNUAT I

nistnanenaindanldgeymasaas (111 Ty v 18) Ml liimleudanwmuznisnanen

1
=

WL X-linked recessive  luAsaUATANEENaARALNG (116)ltananaiuialn#lid
yrsanannauLaznLnsaneneaaindnillymsana(i11 llds vig)inliladwmiieuntsng
namly X-linked dominant Llas mutation 289 mitochondrial chromsome
= o [ a a dd‘ £ v =
ANWANNAATALASY B WuANHazRALNG lunsangluania dndesiaamnansa

Lanuasutadnindaulndaialaidadnfiuuuugnind Hinaagnignifesdlnag

Ael(112,1116)hazuanys (IV3)AHAIN

a a o

NN wAfSInLANRAUNR ADe 3 FapulasiTa
a a Aﬂl o a a | o Y o a 1 ] a
anuidn 112 Hedulniasialadadnfvuunguenasugnanana lidnlingudniiaziingg

O8I LY autosomal dominant LAH incomplete penetrance tHa1a1ndszannsimsaany

aa vy o

a -dld a a tﬂl % % al o 1 -QII 2 ?:/
ANNRALNANTAY NATRRANHUERALNA lUNTeameaiuLlszun Al ANNUNYNUNA

1y %

ARNEUNNITNANBALLL autosomal recessive wAiRdaAUAINNIAF I8N AMNRALNG

uazludnnsanenaniiuy horizotalupifluiiitivertical ,N13NENITAIENAANIUNNHITALAL

fh(12)wesilasuazfasiianfdaonunaadesiunasgyddangeinliearnald1idn

4 (-3 &

HnnstaananuuLX-linked recessive uidafuasianHasnssunsana(IvVa)resdgnasdy

dluams(li2)nsanuaaNlalnfndnadnunsan(13)deawdlu carrier falaniadulylle
v 1 1 a dld a a a aR I =
e ldnudynsanananaesianianuialnfnmanuauialnfasldmiaunis
f1gnanLuL X-linked dominant

AMNWIANIAATALATY C WudnwuzinlnAdananaIniingluang Ataavia
wianfuiugluamanianuialng(@aulniwialatalnfuuuugnini, PSUD,SUDS) T

'
o a aa

Andnuilazunns 50 % wATguasri9NaalnAluATatAFIAIUILWINTE HnNsdnanan

o



67

1
al [ %

WL vertical B4 3 $aAw WM ERUNSEN8ULIL autosomal dominant  ANIREdNEMERALNG
uiian, AouasnAlufitesieafafuannndt V4 sesiitesimunuaslifinisusieely
wrany AN I il udaneraiznisaianenluy autosomal recessive  WUNN9EEN0A
anndanlddayasae (13 T 114) il ldwmleudneraiznisaianeniuy X-linked
recessive 1um@m§ﬁr§°ﬁmﬁﬁmﬂnﬁ (13)lsidnenanaanuidalng gy neatannan
9 Tdmauiatng)uaznunistnananainianllynsaa (13 TuUéa 114) inlildwlon
N19ENENaALLL X-linked dominant

AINIIANNAATALAT D WuAnEziaLUnAdanenandangluanis fitiag
Feureatuiulnamedifpanaindni (paulisalafaUnfuunugnian, PSUD,SUDS)
Tudndaiuiion 50 % SnN3damenuLL vertical 54 3 49Aw N IETUAIEELLL autosomal

. a A a a ' 1 a o L4 1 A
dominant N19N ﬂ‘l‘_‘fmgﬁmﬂﬂﬂlﬂLLIF]SLLLL‘Wﬂm’]ﬂ@]\‘iﬂqqiuL‘Wﬂﬂmwﬂﬂqﬂqulﬁﬂ’]@w’]’)qllﬂ’ﬁ

fNeNamLLL autosomal recessive NRALING lAZaUATIAIUILVINTU NRANELERAUNR 11

1 v
v o

Tan,AnudaLnAluidesiaadaafuanndt Va sesiitesiauauaslifinisusdsnuly
wiany AN d ldila uan#uzn10NaNe AR autosomal recessive  WLNNTONANAA
anndanlddeynsnae (13 ldds 14) D0 ldldwdeudneniznstnanenLuL X-linked
recessive lum@m%ﬁémwﬁamﬂﬂﬁ (13) lsitinemanaanuialng iy nsatannag
9 laiflaanuiatn®)uarwunisaaananaindaaliymsaie (13 Tl 114) Hnlildimdau
n1InNEnamllul X-linked dominant, AsnanLd1AuRnlnARALlNHN T lalnanisaey
f?'nLLWN%@VLWWﬁﬁq‘l@muﬁumim:éjué’wm procainamide Lspouse (11112) Favinlriana
dladranaiduanuananaeannnisa e us e ifngala uadleAnnialld
ﬁm(lmO)mezi’ifaww(lll14);:Iﬂwﬁmwwummﬂmﬂnﬁimm’fqiﬂ/\lﬁﬁﬁﬂ@ﬁﬁLLmiqmmgm
nlindelddn lifunatanansaannisde s auiniivnla unasfunsenis
Aeusumisda W WAl nawlumanmamanuinlng wasanilsznisaelsa
ﬁm%ﬁmmﬂ;ﬂﬂgmmnwmumﬂuﬂ?zmmmjuﬁnm waznsnundulninialaiadni
wuuLsn1A luAseLAy Alisndudesdialmameluasauniriaselil

a

ANNNNTANEUDY B, TlezyiFd Ium@‘um‘?faﬁﬁuuwgmdwuﬂu‘ﬂmimmﬂ (PSUD)

u

Tneldnsmnafludneuzuansean (phenotype) Aegii 1 wuadn Tsaluasiseiaazinenen
Inednmaue X-linked recessive n19Ans AN w1 Inefina@aunaunlssmaganld§
nadugmsanudalinuanvnnismig (SUDS) iedazldiuangiutuduuinandniulug

mreatufiaze n1sldnisneainlsaluanie(SUDS) ,nspandutingiudniuainisa



68

Tuamie (PSUDS) sanfunisasaanuansnizadaulwinialadalnfwuuugninn il
o 1 U aa A dld %3 dl o a a
anoizuansaan axnudngiaeuaniaiiavzannsannidnsuzaaulnininlaialng

wunugnian lumrsauaialuaniaaziasanuaduialaiainfetnn generation N9ANHIT
WUD4 3 generation wuldvislumennauazinantgs 1 liagdlddnlsaluanannsrany
a a dl o | = 1 o
prudadnAaaulid i lanuungueInIsLINIAIRNITaIEN AN IR UGN ITNULY
autosomal dominant wardnisnsaanuaduliinialaialnfLuunguainisugninigs
(high penetrance) WANWL SUDS Waz PSUDS A1 (low penetrance)idnainiitladaaulunig
M 1¥iAn SUDS way PSUDS adulwiliinlafiatlnmitiluinessiatie® (marker) uannguil
@easluniaialuanisuseialdiinenisaedilufidadussunnssduliiin ventricular

fibrillation

¥ v 1
[

TunsAneifieelvamauazasdadnuamainadumais uazgiloaiinga
dl o a a 1 o ! a 1 o o a oA
wupausinladaUnadeulvaiiflugne @nsdeu a0 : uigs Wiy 1.56 : 1) Bin AR
o o 7’ o S .
expression U luwATe nasitwuansuzaauliaialanuunguainisugninnluy
A o 4 d‘ i 1 = a a .
asauAidgeluane lidednlsaluaneriaziauialngm i ion channel gene way
mliiiaialadiuiadng (VT, VF) duimaaiungueinisugniailediladauinsesi

= Y o o = ' A
ﬁQWNLﬂ?ﬂﬂﬁ‘]qﬂﬂq?ﬂ’]EQUﬁ'qu ﬂuLﬂuLﬂﬂﬂﬂLLﬂﬁqum’]ﬂi‘HV]@@

nsnasalinuANRplnALLUnguain sugnian uasauaialuania 6 Asaw
A3 anaLluna T
1. deyaluitizane Wevanldainnsansaantiaszaiininnsangiloelaynnau
oS Aa A 9 oA ‘
wezneeedeTinvredenugullegrnelezne
2. nsmsranauiaialasaniunisnszdusansn procainamide Tida Ml
wa 1918971808 Priori S kazAmuznUdINsAsaanau i lawuunins g
% % . . a a a 1
WATNITHUAILEN procainamide ATIANUAINNEALNFALNES 15%8INGN
2N13LINANTITAAANAINAALINA sodium channel gene ( SCN5A)
3. ihearadlu new mutation vinlinsalinumnuialnmlune uwd Alasauan
4. # incomplete penetrance YraLAAAIN gene AUUBNAIN SCN5A T98129Y low
penetrance
5. @1ANANEIUZNNIANENAN NN UGNITNTTABU LU autosomal recessive

6. analumazidnfidedinanisaluaniaundonyinduniauianfuuy

NANaIN9LINIAT wazanalaNiaLnAeuduamenisnig



69

2 o ! a o o ¥ 1% . . ° 4
nasiaauAunepdanliiaialasuiunisnszfudaeaan procainamide 11119
a a dl o 1 a Ddz 1%

ansasanLANEaUnAAaui lauLungueInisugnian lwyag wanie ldaaw dusn
Tdpaulinialasiumisninsgausaniunisnszdudaen procainamide ieqagNaumng
azlianunILenAnHAEN1TENENe AN LgNeIN I IHasa NNl szinnl 50% 1eiilanas
maaalinuANRaLnAannsasaafas Ll A ulenms gL Asiusasuusiin
Tldniameustuspaulnfninlagelin 1-2 4es sauiunisnszfusiaean procainamide
lmsaanranuialnfnduniadalauungueinisugnianluy ag lnaniaeseymn

o

LARANHAMNIALNGIFaNIAANIIANILRE LINAL

a

¥ 1
aAay o o L4

= A oA Ny A o a a o

nsAnEuRdeainRe Weane iRdagansaiuauEaLnGaas gene Nl
Anlsaluanne e e nisaiFauinauminuidnlnginng phenotype fumNNRnLnG
14 genotype 131avuan i lddnaanulanazA s mazaean1sRsIan LAl nAnig
paulniilannsaeu lead Aaulndaiala

Tugilaanguainisugnian nansaanmrniatndaauininialateeldnisnsysu
Aaeien ( procainamide,flecainide, ajmaline) N31g1udnatan lfiianissiusialatiailng
UL (ventricular arrhythmia) 1019 0.5 %' ‘Emmaww:;ﬁ;ﬂqaﬁﬁ organic heart Azt 1

pRp , A o = X o = Al -

pavaluanunnamnsadaeAudnls aannisdneivianisAne lulsaneunanielnsn
1 A A 1 % o a a 1 | dl dld
doaAudnuas linun o lainilnfsuuseusetingla araaziieannannilszansian
Hanuouter (Hfnsmanuaauliinvinlainilng 26912) asliasaviasauilaandiely

YULNNINITAIA

daiavawurlunisdnusaly
=3 a a dl o Y oa = a Qd‘

1. Anm1unalanialniaes gene N liinalsaluamenasiddauinauaauilalnan

aca Aﬂl o 1 oI/ o Aﬁl e ‘= Qdd”

nanL IneRaiaarA e A la e sensitivity way specificity 189315

2. AnenuuadUapndeauliinlaialng aidnnsandulsnatiels 8annudessianis
nalealuaniauinyinle
= ~ ° \ [y o Ao o XA

3. Anw luksauinafazlunianusnalszmalae 199 5nasaseanutaaaTuiiiedann
15 uavng(yragiaeluania) Tnatlaansds

4. Anmnistlesiuniafialuaaielugnfdiaaluanie idaaulnfwinlaialng



10.

11.

12.

13.

14.

5181N15219D 4

Yeiend virwnadmil . Tealuamie ngamnamnuas : W40 Wwsudia wumes, 2540

Sudden unexpected ,nocturnal deaths among southeast Asian refugee. MMWR
1981;30: 581-584

ANTNITUNNITITENAUIYNINI T IR0 Y. dlasR: Tenluanie. aauuied1991T
Tnufneaniu 37 2 atfufl 17 w.a. 2533,

Cruz JZS. The pathology of "Bangungut”. J Phillip Med Ass 1951: 27: 476-481

Majoska AV. Sudden death in Filipino men: an unexplained syndrome. Hawaii Med J
1984 July-August: 469-73.

Sugai M. A pathological study on sudden and unexplected death, especially on the
cardiac death autopsied by medical examiners in Tokyo. Acto Pathol Jpn
1959; 9(suppl) :723-752

Parrish RG, Tucker MJ, Ing R, Rberhardt M, Encarnacion C. Sudden unexplained
death syndrome in southeast Asian refugees: a review of Center for
Disease Control surveillance. MMWR 1987; 36(no. 1SS): 43SS-53SS.

Otto CM, Tauxe RV, Cobb LA. Ventricular fibrillation cause sudden death in
southeast Asian immigrants. Ann Intern Med 1984; 101: 45-7.

Holtan NR, Carlson D, Egbert J, Mielke R, Thao TC. Final report of the SUNDS
Planning Project. Saint Paul-Ramsey Medical Center 1984.

Munger RG. Sudden death in sleep of Laotian-Hmong refugees in Thailand : a case-
control study. Am J Public Health 1987; 77: 1187-1190.

Munger RG, Weniger BG, Warintrawat S. Sudden death in_sleep of southeast Asian
refugges. Lancet 1986; 2: 1093-4.

Goh KT, Chao TC, Chew CH. Sudden nocturnal death among Thai construction
workers in Singapore. Lancet 1990; 335: 1154,

Tatsanavivat P, Chirawatkul A ,Klungboonkrong V, et al. Sudden an unexplained
deaths in sleep (laitai) of young men in rural northeastern Thailand. Int J
Epidemiol 1992;21:904-910

Tungsanga K, Sriboonlue P. Sudden unexplained death syndrome in north-east

Thailand. Int J Epidemiol 1993;22:81-87



15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

71

AINIIOL Luﬁﬁ@ﬂq@ uazande. Twamne . W aswssad Luﬁﬂa@ﬂqa UIUENN9. Tam
Tuanne. NINNNNUIUAT: Ti\iﬁuﬁﬂmmﬁﬂﬂ’]LL@&@MWLLWVIET@’]%LW
nansuazaauandenunialsemdlng 2536:1-25,120-126

Goh KT, Chao TC, Heng BH, Koo CC, Poh SC. Epidemiology of sudden unexpected
death syndrome among Thai workers in Singapore. Int J Epidemiol 1993;
22: 88-95.

3 Taaddmil, 34y lwnwains, 9sneInl WENRANNA WATANLY. $IENUNNTANEIANEN
aoalsnvamelulszmalng. Tw aswssnl wefanna. ussunsnng. Tan
Tnanne. NNNWHNIUAT Ti\iﬁmﬁﬂm@ﬁﬂﬁﬂLL@mmmJLLWVIETm%QLQm
nansuarauaadenuvisilsymelng 2536 : 64-79

Baron RC, Thacker SB, Gorelkin L, Vernon AA, Taylor WR, Choi K. Sudden death
among southeast Asian refugees : an unexplained nocturnal phenomenon.
JAMA 1983; 205: 2947-51.

Eua-anant Y. Primary hypokalemic periocic paralysis : the cause of sudden
unexplained deaths syndrome. Bull Dept Med Serv 1992; 17: 777-82.

Randall BB. Fatal hypokalemic thyrotoxic periodic paralysis presenting as the
sudden, unexplained death of a Cambodian refugee. Am J Forensic Med
Pathol 1992; 13: 204-6.

Yewied fiAuIdmY uazAMe, mmmm@?ﬁﬂFé@mﬁﬁmmﬁmﬂmimmﬂlumﬂ
8 & 17U 2534. The incidence of presumptive sudden unexplained death
syndrome (Laitai) in the northeast of Thailand 1991 &11N9 MUY AANTENI
A19170UQT NITNTNAITITULTLATAUTUNNEANGAT NUINLIALUBULAY
2534,

Aponte GE. The enigma of Bangungut. Ann Intern Med 1960; 52: 1258-63.

Paulazzi L, Munger R. Sudden, unexplained nocturnal deaths in Washington, JAMA
1985; 253: 2645.

Gotoh K. A histopathological study on the conduction system of the so-called
“Pokkuri disease” (sudden unexpected cardiac death of unknown origin in
Japan). Jpn Circ J 1976; 40: 753-68.

Hayashi M, Murata M, Satoh M. Sudden nocturnal death in young males from

ventricular flutter. Jpn Heart J 1985; 26: 585-91.



26.

27.

28.

20.

30.

31.

32.

33.

34.

35.

36.

72

Chaowakul V. Clinical M, Satoh M. Sudden nocturnal death in young males from
ventricular flutter. Jpn Heart J 1985; 26 585-91.

Charoenpan P, Muntabhorn K, Boonkert P. Nocturnal physiological and biochemical
changes in sudden unexplained death syndrome : a preliminary report of a
case control study. Southeast Asian J Trop Med Public Heath 1994; 25:
335-40.

Veerakul G,Nademanee K. Dynamic changes in the RBBB and ST elevation pattern
in the right precardial leads observed in patients with idiopathic ventricular
fibrillation : evidence of phase 2 repolarization abnormality. Circulation
1996:94(8,suppl 1):1-626-627

Brugada P,Brugada J. Right bundle branch block , persistent ST segment elevation
and sudden cardiac death: a distinct clinical and electrocardiographic
syndrome. A multicenter report. JACC 1992;20:1391-1396

Carrado D, Basso C, Nava A, Buja G, Thiene G. Pathologic substrates of right
bundle branch block, persistent right precordial ST segment elevation and
sudden death in young people. Circulation 1996; 94(8, suppl I): 1-627.

Kirschner RH, Echner FAO, Baron RC. The cardiac pathology of sudden
unexplained nocturnal death in southeast Asian refugees. JAMA 1986; 256:
2700-5.

Zhu B, Guan DW, Li DX, Tohru O, Taizo N. Changes of myocardial myoglobin,
myosin and creatine kinase in cases of sudden nocturnal death syndrome.
Chinese Med J1944;-107(1): 36-40.

Pollanen MS, Chiasson DA, Cairns J, Young JG. Sudden unexplained death in Asian
immigrants : recognition-of a syndrome. in metropolitan Toronto. Can Med
Assoc J 1996; 155(5): 537-40.

Priori SG, Borrggrefe M, Camm AJ. Idiopathic ventricular fibrillation: a clinical
dilemma. JACC 1993; 21: 24A.

Okada R, Kawai S. Histopathology of the conduction system in sudden cardiac
death. Jpn Circ J 1983; 47: 573-80.

Bharati S, Lev M. The cardiac conduction system in unexplained sudden death.

New Your: Futura Publishing Company 1990: 379.



37.

38.

39.

40.

41.

42.

43.

44.

45.

46.

47.

48.

49.

50.

73

Moritz AR, Zamcheck N. Sudden and unexpected deaths of young soldiers: disease
responsible for such deaths during World War Il. Arch Pathol 1946; 42:
456-94.

Munger RG. Sudden death in sleep among Filipinos in Manila. Am J Epidemiol
1987; 126: 753.

Otto CM, Tauxe RV, Cobb LA. Ventricular fibrillation causes sudden death in
southeast Asian immingrants. Ann Intern Med 1984; 101: 45-7.

Important information for patients and non-physicians. Ramon Brugada Senior
Foundation. www.crtia.be/

Gussak |,Antzelevitch C, Bjerregaard P. The Brugada syndrome:Clinical,
Electrophysiologic and Genetic Aspects. JACC vol.33,No1:5-15

Alings M, Wilde A. "Brugada" syndrome clinical data and suggested
pathophysilogical mechanism. Circulation1999;99:666-673.

393 amnuln. a1snuALMane. A19A391T 2533; 646-50.

Dance DAB, White NJ, Suputtamongkol Y, Chaowagul W. Pseudomonas
pseudomallei and sudden unexplained death in Thai construction workers.
Lancet 1990; 336: 1257-8.

Munger R. SUDS update. Refugee Health Issues Quarterly. 1989: 4: 1 and 5.

Tanphaichitr V, Lerdouthisopon N, Dhanamitta S Valyasevi A. Thiamin states in
northeastern Thais. Intern Med 1990; 6: 43-6.

Nimmannit S, Malasit P, Chaovakul V, Susaengrat W, Vasuvattakul S, Nilwarangkur
S. Pathogenesis of sudden unexplained nocturnal death (Laitai) and
endemic distal renal tubular acidosis. Lancet 1991; 338: 930-2.

Sitprija V, Tungsanga K, Tosukhowong P. Metabolic problems in northeastern
Thailand . possible role of vanadium. Miner Electrolyte Metab 1993; 19: 51-
6.

wnadnen geetiud. lindunaanansllfadunludensn - mmmﬁwmmﬂm
ANE? 219ANTNINNNTUNNE 2535; 17: 777-82.

Tatsanavivat P, Chirawatkul A, Klungboonkrong V, Chaisiri S, Saowakontha S.
Familial clustering of presumptive sudden unexplained death syndrome

(PSUDS). Southeast Asian J Trop Med Public Health 1991; 22: 195-9.



51.

52.

53.

54.

55.

56.

57.

58.

59.

60.

61.

74

Important information for patients and non-physicians. Ramon Brugada Senior
Foundation. www.crtia.be

Gussak |,Antzelevitch C, Bjerregaard P. The Brugada syndrome:Clinical,
Electrophysiologic and Genetic Aspects. JACC 1999; 33 (No1): 5-15.

Alings M, Wilde A. "Brugada" syndrome clinical data and suggested
pathophysilogical mechanism. Circulation.1999;99:666-673.

Brugada P, Brugada J. A distinct clinical and electrocardiographic syndrome: right
bundle-branch block, persistent ST segment elevation with normal QT
interval and sudden cardiac death (abstr). PACE Pacing Clin
Electrophysiol 1991; 14: 746.

Nademanee K. Sudden unexplained death syndrome in Southeast Asia. Am J
Cardiol 1997; 79: 10-1.

Myerburg RJ, Kessler KM, Castellanos A. Sudden cardiac death: structure, function
and time-dependence of risk. Circulation 1992; 85 (suppl 1): 2-10.
Nakazawa K, Matsumoto N, Takenobu H, Akagi T, Miyaki H, Murayama M.
Characteristics of idiopathic ventricular fibrillationL with reference to
electrocardiographic morphology of RBBB and ST elevation. Heart (Jpn)

1994; 26: 26-31.

Nademanee K, Veerakul G, Nimmannit S. Arrhythmogenic marker for the sudden
unexplained death syndrome in thai men. Circulation 1997; 96: 2595-600.

Brugada J, Brugada P. Right bundle branch block, ST segment elevation and
sudden cardiac death. Symptomatic,-asymptomatic and intermittent forms
(abstr). J Am Coll Cardiol 1995; 93A: 719-6.

Sangwatanroj S, Preechawat S, Sunsaneewitayakul B.New electrocardiographic
lead .and procainamide. test for detection of Brugada sign in sudden
unexplained death syndrome survivors and their relatives. European heart
Journal 2000:vol 21,Abtr P2352,Suppl:450

Severini GM, Krajinovic M, Pinamonti B. A new locus for arrhythmogenic right
ventricular dysplasia on long arm chromosome 14. Genomics 1996; 31:

193-200.



62.

63.

64.

65.

66.

67.

68.

69.

70.

71.

75

Rampazzo A, Nava A, Miorin M. ARVD4, a new’ locus for arrhythmogenic right
ventricular cardiomyopathy, maps to chromosome 2 long arm. Fenomics
1997; 45: 259-63.

Sumiyoshi M, Nakata Y, Hisaoka T. A case of idiopathic ventricular fibrillation with
incomplete right bundle branch block and persistent ST segment elevation.
Jpn Heart J 1993; 34: 661-6.

Shimada M, Miyazaki T, Miyoshi S. Sustained monomorphic ventricular tachycardia
in patient with Brugada syndrome. Jpn Circ J 1996; 60: 364-70.

Krishnan SC, Antzelevitch C. Flecainide —induced arrhythmia in canine ventricular
epicardium : phase 2 Reentry? Circulation 1993; 87: 562-72.

Krishnan SC, Antzelevitch C. Sodium channel blockade produces opposite
electrophysiologic effects in canine ventricular epicardium and
endocardium. Circ Res 1991; 69: 277-91.

Chen Q, Kirsch GE, Zhang D. Genetic basis and molecular mechanisms for
idiopathic ventricular fibrillation. Nature 1998; 392: 293-45.

Aihara N, Ohe T, Kamakura S. Clinical and electrophysiologic characteristics of
idiopathic ventricular fibrillation. Shinzo 1990; 22 (suppl 2): 80-6.

Nademanee K, Veerakul G, Nimmannit S. Arrhythmogenic marker for the sudden
unexplained death syndrome in Thai men. Circulation 1997; 96: 2595-600.

Veerakul G, Nademanee K. Usefulness of positioning ECG leads at V1-3 higher
intercostal spaces to detect Brugada Syndrome. abstract AHA scientific
session Nov 2000 ; 213

Sangwatanaroj S,Prechawat S, Sunaneewitayakul B, Sitthisook S,Tungsanga K.

New ECG leads and procainamide testfor detection of Brugada sign in
Sudden Unexplained Death Syndrome survivors and their relatives. Eur

Heart J August/September 2000; 21 Abstr. Suppl: 450



AONUUINYUINNS )
ANRINTUNAINENRE



1

NINADLULDNLT1FINNFIAUTATINISANHIATAUATALSA LUARANEY

anrianlanvinlauazasnidaan NATIEIANART ALEUNNEANARS ATNAINIDININANENGE

[ 4
anilsean
d‘ 1 dl a o o A 1 a a a
WwarAndTsaluamaniialursaunaiadulsaniaiugnesuvialal uaziinainnisindng
neugnasnetingls duazthlignisuenivlenadasiaziinlsauaznistiosiulsald

Y o aa

tlaqiiuanmnaeslsaluanedaliidunmauulds wudndszunndesay 30 1951 @a3n
annlsaluamadofndeluasauaivaaiulsaluanioninen ueaseuaFaddaanidadas
v o4 . 4 2 v e aaa 4
anluananane 7| AU i [nendAueg luanazi auardaanaen vinliAndnTsaluaniainaly
ArauAFataziiulsAnIaiugnIs
=2 1 dl o/ dl b7 o [ 1 [~
annn1gAne sl semenganutsanaatanulsa luangluasauais wudndulsaning
o = a a = 1 o o o Y a o 1 Y o ://
WugnIsuLaziANlnlnfvesBiugesden1anisi e luia lann liifianinzdananals Aaiu
a \ S £ B - \ \ o o v a
N13ANIILIN ‘Emlmmwmm‘lum@umqLﬂuTmmqwuﬁqmawmiu asigls M lFau1s0as U
n19nmlea waniatlesdunazidsuandnlasnlanialidganazinalsaluasauaso wanainiss
aurndsunn lgiudszang nevialulue unan e
N15ALHUNY
4 . ey o, | 4 o =
nIaanauia lavesn ANesIesideTananlsaluaniennaL ieaznsauANlialnRves
nstn i Tuiala luseilinuaauiatnidenans azanadnguasniaenni waznsaanala
e uasedaluadsennn sendetlazdnasinduladia Aauidlauazasasaniadussey o
dmsaanupanindnaresnisialnilaiala luasauaiavans o Al wansdnpNRAUNAAAY
NANTIUANMANINRUENITH Az1ATZ1a0A UszHI 20-30 TT AnpyANtesnAuNnmaaaLa
lafipnA el lUpseanipudelnAgesdasnianistin lwinsialasalil
AUATILUALHNATIALG

A o sl o ¥ = | = o & ° Al
ﬂf]?m?')@ﬂ@uﬂqﬁquzimLﬂﬂ'ﬂumﬁ"]ﬂLL@zN@ﬂJq\?Lﬂﬂ\ﬂﬂ °'| AUNITRALNITVRDALADAAT LTNRALE

De

¥

anamliiiaadusulainanaas veanisn i ladnasdansa usdauisnazgnanan s
naaAaiLiiasanazinausulaiiauarasanauinlafuszey luseidenisunn unndf
awnsniendqauila e Eim ednalsfiana Tannanaziinniogiatiideannn dounisany
a A A 4 A 9 al
\@am 20-30 @1 en1snsatiiliininanadnamesls
1. nesu/Adu lasaudansaudaesiundn dnlaynetrunaadasiunisAneni uasdunnazidi
. L 10
fanlunsdnell
2. dnseun/Aan ldadaslanazdndanlunsdnmitlunieuds anedvinnisAnmazaenivly
n9sindularaansvaN/Adau

A 4 a )
AITD . mﬂﬂ@’]ﬂﬂuﬂ‘ﬂﬂ ANTB .

A Y A
ATD o LWANEIRATIR ANTB .



78

WULTRYAASALASI UaRTE

JUN . R A 294

Teptlszansin (8 I8 A L ennsualesnaulszan.

o

UsedR quiys [ laigu [lguauam .,

u Q u

|
A

AuAs [ 1den T BN /00U,

q

Other systems [ Jnormal [ abnormal (define) .......cccoieoioi e e
ECG: [ | normal [ ] RBBB& ST elevation V1-3 [ | RSR' & ST elevation V1-3 [ ]...............

Procainamide test : [ not done [ negative L] positive............ccoooviiiiiiiiiiiil



WITWMW 9101838y NATUA 18 NUANAUS 2512 Ndeudnaynslsinis dnanis

=2 o = & o a T IS
AN ALY ATUNNEANARTTUTIR ANARIZULNNE ANAATATIITNE LA WLl 2536
wasantiulFidnFusgnisiluwnmeilszanlaamneuialiniigunsidunan 28 uazdnaun
duwnndlszandesgnidulszdnlsamenuiaguduastgutlungn 13 Asaesnainmanis

Y XK ] | s ° v a e 1 =
dAnsailuwnngdlszantiny n1adae1earanflsesneuaginaensnd sxnded w.a.
2540 T3 2543 auaa U IAqaITRINHANFAINTUI YNNI TN OTNITHAN IR TANERNT
viold wazlddnfunisAnuaselundngmnsgmiinsenysaianslsniala i q1aensnd

wuaneae auneanslull woA. 2544





