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C.P. nato il 30.11.00

*Taglio cesareo alla 35" settimana per
riscontro ECO fetale di Aritmia di ndd

‘Peso alla nascita Kg. 3.200

-Buone condizioni emodinamiche

-‘Non anomalie cardiache associate
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Caso Clinico

Sindrome del QT lungo Congenito

Impossibilita ad applicare AICD

Terapia con Mexiletina

Terapia con Beta-bloccanti (??)







Caso Clinico

Sindrome del QT lungo Congenito

‘Mexiletina per os 5mg/kg

‘Propranololo per os 6mg/Kg

Magnesio solfato
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Efficacy of pharmacological treatment and genetic characterization in early diagnosed
patients affected by long QT syndrome with impaired AV conduction
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Therapy ‘at discharge

presentation

at presentation

abnormalities

discharge

follow-up

follow up ECG

1 day

1day

10 days

1 day

1 day

21 days

1day
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480/500/
700 ms

495/360/
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625/400/
800 ms

500/360/
720 ms
490/365{
730 ms

490/360/
720 ms

2:1 AV Block TdPVT

Wenckebach-

type AV Block

2:1 AV Block

2:1 AV Block

2:1 AV Block

2:1 AV Block

2:1 AV Block

540 ms

480 ms

430 ms

Propranolol 6 mg/kg/day + - 118 months

Mexiletine 5 mg/kg/day

Propranolol 3 mg/kg/day 115 months

Propranolol 3 mg/kg/day+ 13 months

Mexiletine 3 mg/kg/day
Propranolol 6 mg/kg/day+ 62 months
Mexiletine 5 mg/kg/day
Propranolol 4 mg/kg/day + 3 months
Mexiletine 3 mg/kg/day
Propranolol 5 mg/kg/day +
Mexiletine 5 mg/kg/day

51 months

Propranolol 5 mg/kg/day+ 23 'months

Mexiletine 6 mg/kg/day

510 ms

460 ms

480 ms

500 ms

440 ms

445 ms

No arrhythmias. i
conduction
abnormalities.

No arrhythmias. No
conduction
abnormalities.
Lostto follow up.

No.arrhythmias. No
canduction
abnormalities.
Death

No arrhythmias. No
conduction
abnormalities.

No arrhythmias. No
conduction
abnormalities.

KCNH2
ciC1682T

cG1573A
(p.A525T)
Screening not
possible to be
performed
KCNH2
c.1450_1467del
(p.S484_1489del
SCN5A c.C3989A]
(pA1330D)

No mutation
found in
screened genes
No mutation
found in
screened genes

Int. J. Cardiol. 2011
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_QUARTERLY FOCUS ISSUE: HEART RHYTHM DISORDERS

Clinical Implications for Patients With Long QT Syndroine
Who Experience a Cardiac Event During Infancy
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Unadjusted P = 0.001

ACA in 15t Year l
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Syncopein 1st Year &= *
i Mo Cardiac Event in 1st Year
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Age (Years)
PATIENTS AT RISK
Mo CE in 151 Year 3240 (0) 3198 (D) 3141 (0.01) 3077 (0.01) 3014 (0.01)
Syncope in 1st Year 33(0) 31 (0.03) 29 (0.06) 25 (0.09) 22 (0.09)
ACA in 1st Year 13 (0.99) 11 (0.31) 9 (0.44) 8 (0.50) 7 (0.50)

31T : R Cumulative Probability of ACA/LOT5-Related Death

Pts with LQTS who experience ACA during the first year of
life are at very high risk for subsequent ACA or death
during their next 10 yrs of life, and b-block might not be
effective in preventing fatal or near fatal cardiac events in
this high-risk subset JACC 2009




Volume:
Peso:
Spessore:
Energia:

Longevita:

69.9 cc
145 g
15.7 mm
80J
5.4 anni
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