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Peztome. WPW- cunopom omnocumces K arcusHeyeporcarouyum coOCmOosHUSIM U SAIAeMcs OOHOU U3
2/NABHBIX NPUHUH 603HUKHOBEHUA CMH()pOMa 6He3anHou cepdetmoﬁ cmepmu.

Knrwoueevle cnosa: oOucnnasus  coeounumenvrot  mranu, WPW-  cunopom, cunopom
npeoso30yHcOEHUsL HCENYOOUKOS.

Resume. WPW- syndrome refers to life-threatening conditions and is one of the main causes of
sudden cardiac death syndrome.

Keywords: connective- tissue dysplasia, WPW- syndrome, ventricular pre-excitation syndrome.

AxkTyanbHocTh. HenuddepenuypoBanHas aucIazusg COEAUHUTENBHOW TKAHU
(HACT) pacnpocTpaHeHa AOCTATOYHO HIMPOKO M 00JIaaeT MHOTOIPAHHON KIMHUYECKON
cumnromatukoi. Ogaum u3 nposisneHut HIACT saBnsercss cuHAPOM MpenaBo30y IACHUS
xenmynoukoB, npenacraBieHHbiii WPW-cunnpomom. WPW-cunapom (cunapom Bomnbda-
[NapkuHcoHa- Yaiita) yaie uMeeT OECCUMIITOMHOE TEYEHHUE, TPU MaHU(PECTAIUU MOXKET
MPUBECTH K TSDKEJBIM HApPYIICHUSIM pUTMa (TMapoKCU3MallbHasi TaXWUKapaus), MOPOU
MPUBOJISIINX K JIETATBHOMY UCXO/Ty (BHE3aIHasl Cep/ieuHas CMEPTh).

Heab: wn3yuenune BHEWHMX M BucuepanbHbix npusHakoB HJICT, xapakrepa
HapyleHUul puTMa u npoBoaumoctu y aereid ¢ WPW- cunpomom.

3agaun:

1. OnpenennTh 4acTOTy BHEIMHUX M BHUcLepalbHbIX nposiBaeHnii HICT y nereit u
1oapocTtkoB ¢ WPW-cunapomom.

2. YCTaHOBUTH BUBI HAPYLIEHUN PUTMA U NPOBOJUMOCTH y JETEN U MOAPOCTKOB C
WPW-cunapomom.

Marepuan u Mmetoabl. IlpoBenen ananus 55 menkapt (popma Ne 003/y 07) nereit
U noApocTkoB (oT 2 MecsneB a0 17 7€T), HaXOAUBIIMXCSA Ha JICUCHUH B
peBMmarogsiorudeckom otaesieHnu 4I'JIKb r. Muncka B 2009-2015rr. BoisiBieHHE BHEITHUX
npuszHakoB HJICT Obuto mpoBeneHO HA OCHOBAaHUM OOBEKTHBHOTO OCMOTpa. bwuio
MPOBEJICHO J1a00opaTOpHOE U MHCTpYMEHTanbHOe obcnenoBanue (Y3 cepaua u opraHos
opromHo# monoctu, DK, Mo mokazaHusIM OKYJIUCT U Xupypr-opronen). CTaTuCTUISCKUN
aHAJIN3 TTOJYYCHHBIX JAaHHBIX.

PesyabTaTrbl u ux odcy:kaenue. [lo moaydeHHBIM JTaHHBIM MOKHO YCTAHOBUTb,
yto WPW- cunapom HambOosiee yaiie BhIsIBIsieTcsl y aereit ot 14 mo 18 mer (24 gen.,
43,6%) u ot 1 mec go 2 net (11 gen., 20%) (Tabauma 1).
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Tabauya 1. XapakTepucTuKa rpynibl HAOIIOASHHs: Bo3pacTHOM cocTas (%, n=55)

AOc. gncio %

1 mec - 2 rona 11 20
3rona -5 et 6 10,9
6 seT - 9 seT 5 9,1
10 ner - 13 ner 9 16,4
14 net - 18 ner 24 43,6

Hanbonee yacTeiMu xamobaMu NalueHTOB ObUTH Ha: cepaueodueHue (29,1%), 6onu
B 001aCTH ceplla ¥ ToJI0BHYI0 00k (26,3%), cnadocts (23,7%).

B rpynne nabmonenust netu, nmerouie npusHaku HJICT, cocraBumm 72,7% (40
yeil.). B mogaBmsitoniemM OOJIBIIMHCTBE CIy4aeB y AETEH rpyIibl HAOMIOACHUS BBISBIISIIUCH
Bucniepanbibie npossieHus HJCT (55,2%), a taxke BHemnHue (17,5%) u coderanue
BHEIIHUX U BUCIEPAIbHBIX Npu3HAKOB (27,3%). M3 BHEMIHUX MPU3HAKOB Yalle
BBISIBISIMCH MATOJNOTUsl opraHa 3peHus (85,7%) W maronorusi KOCTHO- CYCTaBHOM
cuctembl (42,9%). BucnepaibHble NpPOSABICHUS B Tpynmne HaOmoAeHUs ObUH
MIPE/ICTABJICHBI MOPAKEHUEM cepleuHo- cocyauctoit (88,6%), mouemnonoBoit (20,5%) u
nuteBapuTenbHoi (15,7%) cuctem.

Co croponbl CCC nambonee vactoit marojoruent spistorcss MAPC, cpenu HUX B
MOAABISAIONIEM uuciie ciiydaeB peructpupytores codetanue [IMK u JXJDK (70,73%),
DOO (26,83%), a Taxxe nzonmupoBanusblil [1K (17,07%) (Tabnuna 2).

Taoénuya 2. Crpyxrypa MAPC y nereit c WPW- cunapomom (%, n=34)

%
Pacmmpenue KopHs aopThl 11,76

Hctonuenne MIIII 2,9
OYHKIIMOHUPYIOIIEE OBAJTHHOE OKHO 32,3
JAXIDK 38,2
[MMK u AXJDK 41,17
N3onuposannsiii [IMK 17,64

IITK 2,9
N3omupoBaHHbIE NPOJIAICHI (BCETO) 20,54

VY nerett ¢ WPW- cunapoMoMm u3ru0 KETYHOTO MY3bIpsi BCTpeudaercs B 28,57%
ciayyaeB, a Takxke B 42,85% ciydaeB perucTpupyercs IJUCIIACTUKO-aCCOIMUPOBAHE
3aboneBanus, Takue kak JII'P u I'OPB.

Cpenn HJACT MouemnosioBoil cucTeMbl Yy JeTe NaHHOW Tpynmbl HaOIIOACHUS
BoIsBIIsIIOTCS HedporrTos (I- 1l cT.) (50%), ocobennoctu ctpoenust YJIC (25%) u kuctol
nouek (12,5%).
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VYV nereii ¢ WPW- cunHapoMoM BBISBISIIOTCS CIEIYIONIUE HAPYIICHUS pPUTMA:
CUHApPOM yKopoueHHoro uHTepBaia PQ (32,5%), CPPX (32,5%), Mmurpamusi ucCToOYHMKa
putMa (27,5%), sKkcTpacucToivd paznuuHbX Tpaganuil (20%), mapokcusMaibHbIC
taxukapauu (17,5%) (tabmuna 3). Takke B rpymme HaOMt0AeHHUS ObUIA yCTaHOBJIEHBI
HapymeHus (QYHKIIUA CHHYCOBOTO Y3714, TMPOSIBISIIONIUECS HECTaOWIBLHBIM CHHYCOBBIM
putmoM (40%), cunycoBoii Taxukapaueit (37,5%), cunycoBoit Opagukapaueit (37,5%) u
cuHycoBoi aputmueit (20%) (Tabnuia 4).

Taobauya 3. Hapymenus putMma y nereii ¢ WPW- cunnipomom (%, n=40)

%

[Tapokcu3maiibHas TaXUKapIUs 15
DKCTPACUCTOJUH PA3TMYHBIX Ipagaluii 17,5

CuHapoM yKOpoueHHOro nurepsaia PQ 25
Murparusi ICTOYHHKA pUTMA 27,5
CPPXK 32,5

Tabnuya 4. 3menenne GyHKIMU CHHYCOBOTO y3J1a (HOMOTOIHBIE Hapymierus putma) (%, n=40)

%

CuHnycoBas apuTMus 20
CunycoBas Opanukapaus 37,5
CunycoBas TaxuKapaus 37,5

HecTaOunbpHbIil CHHYCOBBII pUTM 40

Hapymienus npoBenenust umnyibca y aerei ¢ WPW-cunapoMoM mpecTaBlIeHBbI:
HBITHIIT (45%) u BHyTpmxkenynoukoBeiMu Osokanamu (AB u CA) (20%).

11)81:11)11 8

1. ¥V nereit ¢ WPW- cuHIpOMOM B MOJABIAIOLIEM YHCIIE CIIy4acB BCTPEYAIOTCS
Bucniepanbubie mnpuzHaku HICT (55,2%), coueTraHue BHUCHEPATBHBIX M BHEIIHUX
npu3HakoB (27,3%), wuzonupoBanHble BHewmwHue npusHaku HJICT peructpupyrorcs
HeckoJbko pexe (17,5%).

2. Y pereit u noapoctkoB ¢ WPW- cuHApOMOM B MOAABISIONIEM YKCIIE CITy4acB
BcTpevatorcs nposisineruss MAPC (88,6%, (p<0,001)), gamie Bcero peructpupyrorcs [IMK
u JIXJIXK (70,7%, (p<0,001)), kak u301upoBaHHBIC, TaK U B coueTaHuu ¢ npyrumu MAPC
u BIIC, sto mnoareepxkaaer, 4To AaHHbId OKI'-CHHIpOM SBISETCS AUCILUIACTHUKO-
aCCOLIMMPOBAHHBIM.

3. Hapymenus cepaeyHoro puTtMa M TPOBOAMMOCTH Yy ManueHToB ¢ WPW-
CUHAPOMOM  BCTpEYAaIOTCS JOCTaTOYHO YacTo, C MpeodsalaHieM HOMOTOIHBIX
HapyILIEHUH pUTMa, U HaJTMYMEM CIIy4aeB BHYTPUKETY10UKOBBIX Os10kan, CPPX.

4. Y 3HaYUTENBHOTO YHMCIA MAIMEHTOB BBISIBISIOTCA TaK Ha3bIBa€MbI€ 3HAUMMBIE
HapyleHUs pUTMA: CHHAPOM YKOpPOUEHHOro wuHTepBaia PQ, KemyJoukoBbie
AKCTPACUCTOJIMM U TApOKCHU3MaJlbHAs TaXWKapAus, YTO TO3BOJISIET TOBOPUTH O
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