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AKTYAJIBHOCTD

* Ponp MoneKyIIpHO-TEHETHYECKOT0 KOMIIOHEHTA B MAaTOTCHE3€E JICKaPCTBECHHO-MHAYIIMPOBAaHHOTO cHHApoMa ymmHeHHOTo nHTepBaia QT (CYU QT) He momnexut comHeHnro. Cucok
BO3MO>KHBIX T€HOB-KaH/IUJIaTOB Pa3BUTHS JICKapCTBEHHO-UHAyIIMpoBaHHOTO CYU QT mocTarodHo OOIIMPEH M BKJIIOYAET HE TOJBKO JOBOJIBHO XOPOIIO M3YUYCHHBIE T€HBI, KOAUPYIOIINE
oenku, Bxomsmue B coctaB HOHHBIX kaHaaoB (KCNQ1, KCNH2, SCN5A u ap.), HO 1 reHbl MHOTHX METa00INYEeCKHX CUCTEM, B TOM YHCJIC U CHCTEMEI curnme3a okcuoa azoma (NO).

* K ogHuM U3 MEepCIEeKTUBHBIX J1a00paTOPHBIX MPEAUKTOPOB yaauHeHus uaTepBana QT u passurus moaumopdroi KT otHOCATCS Heliponanvuas cunmasa oxkcuoa azoma (NOS1) u eé
aoanmepnutit npomeun (NOS1AP). B kapaunomuonnre NOS1 orBedaeT 3a mpoiiecc S-HUTPO3WINPOBAaHUS KaJIbIIMEBOr0 KaHajaa pUaHOAWHOBOTO perenTopa 2, a €€ AS(PUIUT OpuBOAUT K
MOBBIIIICHUIO YPOBHS KaJIbIMS M1 BOSHUKHOBEHHUIO TUACTOIMYSCKUX KaJIbIIMEBBIX BOJIH.

* TIen NOSI pacnonoxen Ha gauHHOM Iiede 12-i xpomocomsl (12024.22) u Bximtodaet B ce0s 33 sk30HaA. K HacTosimemy BpeMenHu m3BecTtHO Oonee 100 mommmopdusmor rera NOSI,
OJHAaKO Hanbosee MoJIHO ncciiemoBad noauMmopdusm B G84A (rs41279104).

[IEJIb UCCJIEJOBAHUS

e Ouenuts B3anmocBsa3b noaumopduzma G84A rena NOSI ¢ puckom pazButus JekapctBeHHO-uHaynupoBanHoro CYM QT nHa done npuema antuaputMudeckux npemnaparon I knacca.

MATEPI/IAJII)I I/I METOI[I)I ITanmeHTaM BbINOJIHAJIOCH:

« DOKI B 12 orBeneHusax

] e 24-yacoBoe XM-DKI
Manuents! ¢ UBC u/uan AT, » onpeaenenue konueHTparu NOS1 u NOS1AP B mia3zme KpoBU METOOM UMMYHO(DEPMEHTHOIO aHaIM3a
BKJIIOYeHHBIe B ncciexosanne (N=100) » onpeaenenue nomumopduzma G84A rena NOS1 ¢ moMoIpro MeTOAa OIMMEPA3HOM IIEMHON pEeaKIIu

KputepusiMu HCKJIKYCHUS SBJIAIUCD:
* yanuHeHue uarepBana QTc ceime 450 Mc y Myx4unH u cBbile 470 Mc y xeHmuH 10 Hadana npuema AAII 11 kiacca,

. |
[IamuenTh, = —— 6&3 * npuem 100bix JIC, kpome AAII III kimacca (aMuomgapoH UK COTANON), C HOATBEPKASHHBIM JIMOO BEPOSITHHIM PHCKOM

NPUHAMAOIHE H:llpyllleHI/Iﬁ XT tuna «mmapy>1», BHeceHHBIX B 6a3y «CredibleMedsy,

AAT(II\|I171<5J;acca " purma (N=25) » mnpuem AAII III kiracca Ha amOymatopHoM 3Tarne (MeHee 1 MecsIa 10 TOCIUTAIN3alKuy B CTAIHOHAP),

* TEHOTUIIMPOBAHHBIN BpOxKIAcHHBIN CYU QT,
~ * HEAaBHUU OCTpPhIN MH(MAPKT MUOKAP/Ia WJIM AOPTOKOPOHAPHOE IIIYHTUPOBAHUE
* yBEJIMYEHHE MPOAOJLDKUTEIbHOCTH KoMILIekca QRS >100 Mc, mocTosHHas ¥ JJIMTENIbHO Tepcuctupyromias hopma DI,

IlanueHTsl ¢ IManueHTsI 6€3 . AB-6 y y
JeKAPCTBEHHO- 1eKAPCTBEHHO- HapYIICHUS aTpUOBEHTPUKYIIPHOro mpoBeacHus (AB-010kana BTOpor U TPEThEH CTEIIECHM ),
MHIYIHPOBAHHBLIM HHIYHUPOBAHHOIO ¢ JACKOMIICHCHPOBAHHAA I1ATOJIOTHA BHI[OKPHHHOﬁ CUCTCMBI,
CYMU QT (N=45) CYHU QT (N=30) * AKTHMBHBIW BOCTIAJIMTEIILHBIN MIPOLIECC NHO00M TOKATURANNU MHOEKITMOHHOW . AVTOUMMVHHOW UIW INDVIOW ATUQIOTUN
Yacrora (adc. u %)
/ «CYHU QT» «be3 CYN «be3 AAT» : : :
[ Tpynna ] Tpynna KouTpobHas 1) YcranoBJjieHo, 4To B Hoxasares (n=45) QT» (n=30) (n=25) p1- p1- P2
«CYN QT» «be3 CYU QT» rpynna N
HccJeayeMon BbI0oOpKe ajieab G a6c. % a6e. % aGe. %
Pucynok 1 — JIu3aiiH uccjienoBaHusi BCTpevanack B 69,5% ciay4aes, a T
PEBYJILTATLI ajliieJib A — B 30,5% cJIiydyacs. cHOTHI
Pacnpenesienue GG 16 |33,33| 19 63,33 15 GO 0,017 0,022 BRORSS(0
I Yacrora (adc¢./%) ;"OTBeT];TBO';a“O p(a];H(())sznm GA 21 |48,89 9 30 9 36 | 0151 | 0,212 | 0,898
oKa3arejlb apau-Bainoepra (y2=0,64,
a0c. % p=0,73) (ta6mmma 1). / AA 8 17,78 2 6,67 1 4 0,298 | 0,143 | 0,949
I'enorun (N=100) Alurenn
GG 50 50 2) Y nanueHToB rpynmnsl G 51 |57,61| 47 | 7833 | 39 78 0013 o015 HEIE
«CYH QT» nocToBepHO yaie ; : :
GA 39 39 BCTpeuyasach amieab A (42,39%) a Az = el - 22
AA 11 11 noaumMopduzma G84A rena CooTBeTcTBHE
Amteas (N=200) NOSI no cpaBHeHHI0 PaBHOBECHIO %2=0,19, %2=0,41, %2=0,06,
C MalMEHTAMU I'PyI Xapau- =0,91 =0,82 =0,97 ) ) )
A 61 30,5 p=0,013) u «Be3 AAIl» (22%, P
Tanmuua 1 — PacnpegesieHue 4acTOT reHOTHIIOB M aJLIeleil p=0,015) (radanua 2). / Taéimna 2 - PacnpenesieHne 4acTOT FeHOTHIIOB WM aJulesiedl moaumopdgusma
nosmvopdusva G84A rema NOS1 (ade./%) G84A rena NOS1 no rpynnam nauueHToB (adc¢./%0)

3areM Bce manueHTsl, npuHumaniuue AAIIL 11l kmacca (rpynmsl «CYU QT» u «bes CYU QT»), B 3aBUCMMOCTH OT reHoTHNa no nojauMopdHoMmy BapuaHTty G84A ObuIM pa3feieHbl HAa TPU
noarpymnsl: ¢ reHotunoM GG (n=35), c¢ renorumom GA (n=30) m ¢ renormnom AA (n=10). ITamueHnTtsl ¢ reHOTHIOM AA XapaKTEPHU3YIOTCS JOCTOBEpHO Ooiyiee HuU3KMMH ypoBHsMH NOS1

(1,59 [1,29; 1,82] mxkr/n) mo cpaBHenmio ¢ marueHtamu ¢ reHorunom GG (2,01 [1,59; 2,37] mkr/a), p=0,045 (pucynok 2). Y nmanueHTOB ¢ TeHOTHIIOM AA BBISBICHEI 00Jice HH3KHC 3HAUYCHUS
NOS1AP (275 [70; 451] ur/n) no cpaBueHuro ¢ nanueHTamu ¢ renoturiom GG (582 [362; 780] ur/m, p=0,023) u ¢ renorumnom GA (526 [369; 560] ur/n, p=0,047) (pucynox 3).

3.2 T T T r . 1400 . . . . .
- *
30| _ . _x . | @ OIlEHKeE OTHOCHTenLHOFZ 0P=0,49,95% |11 0,181,35, p=0,17
- — _ 5 — pHCKAa MPUCYTCTBHE aJLJIeJIn s . oo GG
g T noaumMopguoro sapuanra G84A
= 26¢t . 1000
3 2 rena NOS1 B reHorumne 0bLI0 OP=1,59,95%/10,89-2,84, p=0,11
o
g . Z ool _ BSI3aHO C yBEJIMYEHHEM PHCKA ¢ ’ * ¢ Texomvn GA
— i . = -
s > 2 Pa3sBUTHS JEKAPCTBEHHO- OP=1,31,95%/110,31-5,43, p=0,71
S 20| 600 | - uaayoupoBanHoro CYU QT - FeHoTHN AA
C o o y p
= 1sl . < - ! OP=1,78, 95% AN 1,29-3,03,
h e B a0l _ ( IP=1,78,95% AW 1, 0P=0,60, 95% |11 0,45-0,81, p=0,002
Z 16| ) 0 p=0,002). T e ~-Annens G
5 . 2 ) B T0 ke BpeMsi NpUCYTCTBHE B
g 3 reHoTune amiead G CHHKAIO OP=1,78,95%A 1,29-3,03, p=0,002 —
2} o -
-2 | > Ll 1 41  — _ PHUCK Pa3BHUTHS JEeKAPCTBEHHO- fnen
Lo I ' uuaynuposannoro CYHU QT
\ \ \ \ . o Meanana o MeauaHa _ 0
AA GA GG % i/l5%'|(/|5% 200 AA GA GG % 25%-75% (Og 0(3’260, 95 A) I[H40,45 0’81’ 0 0,5 1 1,5 2 2,5 3 35 4
nH-Makc MwuH-Makc =
MonumopdHbIi BapuaHT G84A reHa NOS1 MonmmopdHbIn BapuaHT G84A reHa NOS1 p=0,002) (pucyHok 4).
HpI/IMeUIaHI/Ie — * — CTAaTUCTUYECKU 3HAYHUMBIE pas3jindusd IIpu HpI/IMC‘-IaHI/Ie — * — CTaTUCTUYECKU 3HAYHMBIE pas3ianydusd IIpu PHcyHOK 4 B OTHOCI/ITeJIbeIH pl/lCCK IE3BI:;_‘THH
cpaBHeHuu ¢ renotunoMm GG (p<0,05). cpaBHeHuu ¢ renotunoMm AA (p<0,05). JlekapcTBeHHO-uHayunpoannoro CYU QT npu
npuMeneHuu AAII 111 kiacca B 3aBUCHMOCTH OT
a3JIMYHBIX FT€HOTHIIOB M aJljleJiel MOJUMOP(HOTo
Pucynok 2 — Yposau NOS1 miia3mbl KpoBH B Pucynok 3 — Ypoau NOS1AP mia3vbl KpoBHU B P Po
Bapuanta G84A rena NOSI1
3aBUCMMOCTH OT F'€HOTHIIA NAIMEeHTOB 3aBUCHMMOCTH OT F'€HOTHIIA NAIMEHTOB

SJAKVIIOYEHUE

1. V¥V nmanuenToB ¢ aekapctBeHHO-UHAyHupoBaHHBIM CYU QT npu npumenenun AAII III knacca nocroBepHO yaiiie BcTpedanach amieiab A noiumMopdusma G84A rena NOSI (42,39%) no
CPaBHEHHIO C MallMeHTaMu 0e3 jJekapcTBeHHO-uHaynupoBanHoro CYHM QT (21,67%, p=0,013), a Takke yyactHukamu rpymnmnsl «be3 AAID (22%, p=0,015). B rpynmne «CYHU QT»
JOCTOBEPHO PEKe IO CPABHCHUIO C APYTrUMH rpynnamu Bcrpedaiics reaorun GG (p<0,05)

2. Tlamuentsl ¢ renoTHIOM A A monmumopdu3ma G84 A rena NOS1 xapakTepusyroTcs qoctoBepHo 0oiiee Hu3kuMu ypoBHIMU NOS1 (p=0,045) 1 NOS1AP (p=0,023) m1a3mMbl KpOBH I10
CpPaBHEHHUIO C IManueHTaMu ¢ reHotunoM GG

3. Puck pasputus nexapcrteernno-uHaympoBanaoro CYHW QT nmpu nmpumenernu AAIT I kmacca accormupoBan ¢ HaauaueM autenu A (OP=1,78, 95% JAM1 1,29-3,03, p=0,002)
nonumopduzma G84A rena NOS|
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