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Short QT Syndrome - SQTS

-KoHreHuTanHo HapyllyBawe KOe ce KapakTtepusupa co kpatok QT nHtepsan,
KpaToOK aTpujaneH u BEHTPUKYNapeH edpekTMBEH pedpakTopeH nepuoa n co t1oa
CKJTOHOCT KOH aTpujarnHa n BeHTpuKynapHa comnbpunauuja.

-acoumpaH co BMCOKa MHUMAEHUA Ha HEHa[ejHa cpueBa CMpPT, CMHKOMNa uU/unu
aTpujanHa dombpunaumnja Kkaj mnagn agyntm 1 HOBOPOAEHM



TBO 3A 3APABCTBO

AKEADOHH|A

MHHMWCTEPC

K

MexaHun3am

-feHeTCcKn xeTeporeHa, onuwiaHn Oo cera ce 5 noaTunoBM Koe Kopenupaar co 7/
MyTaunKn Kaj S pasnuyHu reHn Kou KkogmpaaT pasfnyHN jOHCKN KaHanm

-Cnopepg pacnonoxnueute nogatoum SQTS e noBp3aH co MyTauum Kou ja
adoeKkTupaat pyHKuKnjaTa Ha joHCKMUTe KaHanm (xunepdyHkuuja Ha IKr -the 'rapid’
delayed rectifier current, ogroBopHa 3a crnpoBefyBarwe Ha K-joHnte HagBop of
cpueBaTta KreTtka, 1 xmnoyHumja Ha Ca-kaHanute o4roBoOpHU 3a CrpoBeyBaH-€
Ha criopara CTpyja KOH BHaATpe BO KIfeTKaTa.

-PesynTtart Ha oBa e ckpaTyBar-€e Ha penonapunsauMoHNOT Nepuoa 1 3ronemMysare
Ha TpaHCMyparnHaTa aucnepsnja Ha penosiapusaumja WTo rm objacHysa rmaBHUTE
KapaKkTepUCTUKMN HA OBOj CUHOPOM
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MHHUWCTEPCTBO 3A 3APABCTBO
PENYEAMKA MAKEAOHMIA

[OuncdyHKumja Ha joHCKUTEe
KaHanu Ha cpueBuTe KIeTKU Kaj
SQTS
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Gene Current Phenotype
5QT1 KCNH2 IKr M
sQT2 KCNQ1 IKs j/A
sar3 KCNJ2 K1 M
sarT4 CACNAIC ICaL 4\
SQTs CACNBZB ICal Jw\

MHHWCTEPCTBO 3A 3APABCTBO
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Knacudukaumja Ha SQTS cnopen
reHoTMnoT

* 4 op OBWE reHu ce cpekaBaat BO
eTnonorujaTta Ha long QT syndrome (co ry6emne
Ha dyHKuujaTa Ha K-kaHanu)

-Bo Hajronem gen og pernctpupanute pamunmjapHu criydam HadnMHOT Ha

Hacneagysake € aBTO30MHO JOMUWUHAHTEH.

- PerncTtpupanu ce cnyyam kage He ce HajaeHu reHCcKn myTauumm — none 3a

NMOHATaMOLUHO HaYy4YHO UCTpaXxXyBawe
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KnnHnyka npeseHTauuja

-ATpujanHa dounbpunauymja — Tpeda ga ce 3eme npeasua
SQTS ocobeHO ako Toa e eAnHCTBEHA Npe3eHTauuja Kaj
Mangn ocobu

- CunHKona

- [Nannutauum

- Cardiac arrest



SAMHMCTEPCTRO 3A 3APABCTBO

OvjarHo3a n EKI kapakTepucTukim  viese:

-EBanyauuja Ha cumnToMuUTE, hamMununjapHaTa UCTopuja Ha NauneHToT
(cuHKoMa, HeHadejHa cpueBa CMpT, aTpujanHa dubpunaumja Bo Mnaga
Bo3pacT) n EKI 3anuc

-CekyHOapHu npuynHn 3a kpatok QT nHtepBan Tpeba ga ce ucknyyar:
Xunepkanemuja, xunepkanuemmja, xuneprepmMmuja, aungosa, TOKCUYHOCT Ha
avrutanuc, NpoMeHn BO aBTOHOMHUOT TOHYC.

-[Mpun eBanyauuja Ha EKI 3anncoT BaXkHM ce Tpu acnekTu: Tpaewe Ha QT
NHTepBanoT, Mmopdonornjata Ha T OpaHoT, U ePekTUTE KoM ' nMa cpueBaTta
dopekdeHUrja Ha OBME OBE KapaKTePUCTUKU



SAMHMCTEPCTRO 3A 3APABCTBO

BEAMKA MAKEAOHMIA
-OcBeH KpaTtok QTc, NPUCYTEH € KpaToK Uinun OTCYCTBO Ha ST CEerMeHT U
Haj4eCTO BMCOK, TeCEH U cumeTpudeH T bpaH (onuwaHu ce cnyyvyam kage T
BGpaHOT MOXe Ja uMa acumeTpuvHa mopdornoruja)

-QTc co BpegHocT <320 ms (cnopen Viskin mawku ocobu co QTc<330ms, 3a XEHCKI 0cobu
QTc<340ms nako ce acumntomatcku Tpeba ga émuaat gujarHoctTuumupanm co SQTS 3aToa LTo oBue
BpeaHOCTU Ce peTKM BO 3a4pasaTta nonynauuja)

-MaunenTn co SQTS nokaxkyBaat KOHCTAHTHWU BpeaHOCTU Ha QT 1 HeooCTUr Ha
npunarogyBawe Ha cpueBaTta dppekdeHumja (HR) co Heycnex 3a agekBaHTHO
nponoHrnparwe Ha QT npu HUCKa cpueBa dopekdeHunja u abHopmanHo
CKpaTyBah-€ 3a BpeMe Ha 3abp3yBawe Ha HR — [NceBgoHopmanmusaunja Ha QT
npu 6p3a HR)

-Cepuckn EKI-a, XonTep MOHUTOPWHT 1 cTpec TecT Ha treadmill moxe ga ougat
KOPWUCHU 3a gmjarHo3a

-Ynorarta Ha enektpodu3nosiowlKka ctyauja octaHyBa KOHTPOBEP3HA (kaj sucok

NMPOLIEHT Ha NaUMEHTN Kaj KoM ce NpaBeHn eneKkTpou3nOoIIOLKN CTyANN ce NpoBoLMpane BeHTPUKynapHu
TaxmapuTMnmn)
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Twelve lead surface ECG of a 16 years old patient with congenital short QT
syndrome (QT interval 248 ms, QTc 252 ms, paper speed 25 mm/s)
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[eHeparnHo e npudaTteHo Kaj CUMMNTOMATCKM NauneHTn co hamunmjapHa
NCTOpUja 1 NO3NTMBHA eneKkTPou3nonoLLKa CTyanja nnn reHeTcko Tectmpare ja
nogap)KysaaT Tepanujata co uMmnraHTauuja Ha cardioverter-defibrilator.
eAfanTtauuja Ha cTaHgap4HOTO nporpamMmupane 3a NpeBeHnpawe Ha T wave oversensing
MOpa [a ce 3emMe BO npeasu nocrie umniaHTaunja u 3a speme Ha follow up (Bo ctyguja Ha
Schimpf et al, 3/5 nauneHTn gobune HeagekBaTHM LLOKOBK nopaan T wave oversensing

KpaTko nocrne nmnnadTauuja Ha ICD - npuunHa noctonepaTMBHO peadykumja Ha amnniuTyaaTta Ha R
GpaHoT 1 3ronemyBane Ha curHanot Ha T BpaHoT)
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MHHUWCTEPCTBO 3A 3APABCTBO
PENYEAMKA MAKEAOHMIA

Stored endocardial electrogram derived from
the ICD-memory showing an episode of
primary ventricular fibrillation in short QT
syndrome. Panel A shows the initiation of the
ventricular tachyarrhythmia with a short
coupled premature ventricular beat (180 ms),
panel B shows the ongoing ventricular
fibrillation, and panel C shows the
termination of ventricular fibrillation by shock
delivery (upper electrogram strip in panels
A—C: shock electrogram, lower electrogram
strip: rate electrogram, ICD markers:
CE=charging end, CD=capacitor discharge,
FS=fibrillation sensing, FD=fibrillation
detection, TS=tachycardia sensing,
VS=ventricular sensing)



- HajedpbekTnBHa hapmakonoluka tepanumja co Quinidine
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Heart rate relationship in a healthy female and a patient with a short QT syndrome off drugs and on
1000 mg of oral quinidine/day. The relationship between QT 5 and the increase in heart rate is
linear in the normal proband but not linear in the patient. On oral quinidine, a linear relationship
between QT,; and heart rate is restored. Blackwell Publishing (Wolpert C et al. J Cardiovasc
Electrophysiol 2005; 16:54—-8)
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-PenatnBHO HOB KITMHUYKN EHTUTET

-leHeTCckn feTepMmuHnpaHa bonect

-CuHKkona, atpujanHa gombpunaumja ocobeHo kaj mrnagm ocodun n/mnm
No3nTMBHa hamunnjapHa NCTopuja 3a CUHKoMNa U HeHadejHa cpueBa CMpT
Tpeba aga ce 3eme BO Npeasu nNpu eesanyauunja Ha nauneHTn 3a SQTS

-[lobpa nHguemnayanHa npoueHka Ha EKI 3anuncot

-Bucoka nHumgeHua Ha Harna cpueBa CMPT Koja MoXe aa ouae
npeseHUpaHa co nMmnnaHTtaumja Ha ICD



	Short QT Syndrome
	Short QT Syndrome  - SQTS�
	Slide Number 3
	Slide Number 4
	Slide Number 5
	Клиничка презентација
	Дијагноза и ЕКГ карактеристики
	Slide Number 8
	Slide Number 9
	Тераписки пристап�
	Slide Number 11
	Slide Number 12
	Заклучоци�

