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AnbmaHax-2012: npupopKeHi Bagu cepus.
Pe3ynbTaTy BUOPaHUX AOCNifKEHD,
AAKi BU3HAQ4YalOTb OCTaHHI fOCArHEeHHSA
KJIHIYHOI Kappaionorii *

Ornsip BUCBITNIIOE AaHi 6M3bko 100 ocTaHHIX Nybnikaui NPoBiAHMX NepioaNYHUX BUAAHb WOAO MPUPOAXKEHMUX
Baj cepus. AflbMaHax CTPYKTypOBaHWI 3a Nig3arofioBkamm 3 ypaxyBaHHAM iHTepeciB YnTaya, NpoTe He NpeTeHaye Ha

OXOTNEeHHS BCiX acrneKTiB MPUPOAXKEHOT cepLLeBOi NaTOMNOTrii.

Knio4oBi cnoBa: npupogxeHi Bagy cepus, JOUTIAKEHHS.

Enipemionoria

HemozaBro omy6iikoBaHo ABi 3MicTOBHI po6o-
TU MI0JI0 TOUIMPEHOCTI MPUPOJKEHOI MaTOJOoTil
cepiisd, SKa, 3TiZIHO 3 pe3yJibraTaMy aHaJi3y IeH-
TpajizoBaHoi 6asu gaHuxX 29 MOMyJANITHUX
peectpiB y 16 kpaiHax, CTAHOBUTH 8 BUIAJIKIB Ha
1000 nacenenns [31]. 3araigpHa yacToTa IpeHaTAb-
HOTO BWSIBJIEHHS HEXPOMOCOMHUX TPUPOJIZKEHNX
Bag cepig (IIBC) cranoBuia suire 20%, xoua
40 % TaKKAX BHUIQAKIB OyJIO AiarHOCTOBAHO 0
napomkenns. Illopiuno B €poreiicbkomy Coiosi
3 IIBC wmnapomxyerbcsas 36000 miteit, a B iHmIUX
3000 BUMmaAKIB ITI0 MMATOJIOTIIO X0Ya i iarHOCTYIOTb,
MpOTEe TaKa BaTiTHICTb IME€PEPUBAETHCS BHACJIJIOK
sarubeni maoxa. Y cucreMaTudHoMy OrJisai [96]
114 ny6aikaniin 3 anamizom 24091867 sxuBoHapo-
JKeHMX ToKasaHo 3poctanus mommuperocti [IBC 3
0,6 ma 1000 oci6 y 1930 p. o 9,1 na 1000 oci6 y
1995 p. lLleit piBenp 3a ocranui 15 pokiB cra-
6inmisyBaBcst i craHoBUTDH 1,35 MJIH JIiTell, HApPOIKe-
uux 3 IIBC, mopiuno. IToumpenicts 6y/ia BUILOO B
€spori nopiBHAHO 3 [liBHIYHOI0O AMEPHKOIO.

3rigno 3 panmmu llapusbkoro peectpy mpu-
pPOMKEHUX aHOMaJii, 3poctanHus pusuky IIBC
acoIliioBayocs 3 YIPOBAKEHHAM JOMOMiXKHUX

* Heart.— 2012.—- Vol. 98 (21).— P. 1555-1561.

PENPOAYKTUBHUX TexHoJoTiii [92] i BapioBaso
3aJIEKHO Bifl TUITY TEXHOJIOTII Ta (popMH TATOJIOTi1
cepiisi. ABTOpU TPHUITYCKAIOTh, IO 1€ MOXe OyTHh
MOB’SI3aHO 3 PENPOAYKTUBHOIO TEXHOJIOTiE abo
MIPUYMHOIO HETLITi /IS,

leHeTuKa

I[IBC criocrepiraiorh y ¥ TMaIli€HTIB i3 CUHAPO-
MoM jgednemnii 22q11.2 (22q11.2CJ1), i xoua reHe-
tnune TtectyBanusa 22q11.2CJ/I mocuts mormmmpe-
He cepejl JIiTell 3 TUIOBUM YPakKeHHSIM CepIld, Y
GaraTbox JOPOCJAMX HWOr0 He MPOBOAATH. 3TiIHO 3
JaHuMu gociimkends [97] monymanii 479 mopoc-
JIUX TAIIEHTIB 3 TUIIOBUMHU YPaKeHHSMH CEpIs
(rerpama Majio (TD), aTpesist JiereHEBOro CTOB-
Oypa i medeKT MiKIIIYHOYKOBOI HEePEropoaKkn), y
20 oci6 Oysno Bimomo npo HagsHicth 22q11.2C/I,
MIPOTe MiKPOJIEJIEIiI0 BUSABIIEHO Tile y 24 Talli€HTiB.
BpaxoBytoun Besmke KJIiHIYHE Ta PENpPOAYKTUBHE
snavenns 22q11.2C/I, aBTopu BBaXKaioTh, 10 TeHe-
TUYHE TECTYBAHHS CJIiJl IPOBOJUTH B YCiX JIOPOCTUX
3 T, arpesieio jereneBoro cropbypa i gedeKToMm
MIKIIIIIYHOUKOBOI TTEPETOPOIKHU.

T® — gacra IIBC B 0ci6 3 TOMO3UTOTHOIO
nejerieio  xpomocomu 22q11.2, 1mo NpU3BOAUTH
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JI0 3HWJKEHHS aKTUBHOCTI cepiieBoro ¢akropa
rpanckpunuii TBX1. ¥V pgocrigxenni H.R. Griffin
Ta criBaBTopiB [40] exsonn TBX1 cexBenoBano y
93 oci6 i3 6eszcumnTomuol TAD. Y 356 naiienTis
3 T®D, ixuix GarbkiB Ta 3H0pOBHX o0Ci6 (rpyna
KOHTPOJIO) TIPOBEACHO aHali3 OXHOHYKJICOTU]I-
HUX moxiMopdidMiB. IaeHTHdIKOBAHO TpU HOBUX
BapianTu momimMopdismy, He Bugsieni y 1000 xpo-
MOCOMaX 370pPOBUX 0cCi0, sKi He BigpisHsmcs 3a
eTHIYHOIO mpuHasexkHicTio. [le mocmimkenns moka-
3aJi0, 1o pizakicHi Bapiantm TBX1 mae neBemmka
yactka oci6 3 6eszcumnrtomoro TAD. 3i ckiagHo-
IMaMy BUKOPUCTAHHS ¥ iHTEpIpeTallii reHeTHYHUX
TecTiB MoxkHa ozHaitomutucs B oriazni C. Caleshu Ta
criiBaBTopiB [18].

Y nocaimkenHi 3a yuyactio ceMu cimeii [25] moka-
3aHO, 1O CciMeliHa TPaHCIIO3WIlis MaricTpaJbHUX
apTepill MoB’sI3aHa 3 MHOKMTHHUMU MY TAIliIMU TEHIB
garepadmizartii. 111 gaxi 10BOASATH, 1O JesSKi BUTIAI-
KU CIMETHOI TPAaHCTO3UIlil CIIPUYNHEHI MYTallisiMU
TeHiB JiaTepajiszaiii 1 HajeXaTh 10 BUSBIB CHUH-
JIPOMY TeTepoTaKcii, a TaKOK CBiTYaTh HA KOPHUCTH
0J1iro- abo MOJITeHHOTO YCIAAKyBaHHS y HaBele-
HUX pomoBopax. KomenTap pemakropa B. Keavney
[53] mokasye, 1o 3a3HauveHi BiJOMOCTI — 11€ KPOK
yImepesn y PO3yMiHHI cyTi TpaHcmosuiii. Bimowmo,
10 TOMOIIUCTETH € He3aJeKHUM YMHHUKOM PU3UKY
[IBC, i resHeTnuHi MOPYIIEHHS HOTO 0OMIHY MOXKYTb
BIJIMBATH Ha iX BUHUKHeHHS. [le mpopemMoncTpoBa-
HO B gociimkenti J.Y. Zhao ta cmiBaBropis [106],
B SKOMY HagdBHICTh (DYHKIIOHATBHOTO BapiaHTa
IHTpOHY-1 pemayKTasu MeTIOHIHCUHTA3W 3HAUYIIe
migBuIyBasia pusuk Bunnkaenus [I1BC y momymsaiii
KOPIHHUX KHUTAMIIiB.

BHyYTpPilWIHbOYTPOOHa Kappgionoria

BHyTpimHbOyTPOOGHA KapAioJIoTist 3a/UIIAEThCsT
Hapizkanm kamenem y nipaktuili [IBC. J. Marek ta
cuiBasropu [61] mpeacTaBUIM YHIKQJIBHUM OTJIAN
NpeHaTaJbHOI AiarHocTUKM B Yexii, sKa, 3aBis-
KM HaJIaroJKeHili opraHizailii cucTeMu OXOPOHU
37I0POB’sI, MO3BOJIUJIA YIPOMOBXK IBOX [ECATUIITH
CTBOPUTH 3MICTOBHUI HAIIOHAJBHUI PEECTP.
B anrenaTtanmpHili AiaTHOCTUIN AOCATHYTO HAesi-
KUX YCITiXiB, 30KpeMa TilOIJIa3iio JiBUX BiAIiJiB
ceprig giarHoctoBanHo y 95,8% Bumanakis, mpote
TPAHCIIO3UIIII0 BUSABJIEHO Jiuiie y 25,6 %.

JluckyciiinuM 3a/nImaeTbes MUTAHHS 3aJeKHO-
CTI PO3BUTKY KaMmep CepIlsl BiJi KPOBOTOKY, XOda
nocaimkenHsa R. Stressig Ta criBaBTopis [91] mpome-
MOHCTPYBAJIO, O MePEeBAKHUH MOTIK KPOBI y MpaBi
BifiM B yMoOBax AiadyparMasibHOI KUJIU TOPYIIYE
PO3BUTOK JIIBUX BiJIJIiJIIB CEPIISL.

[Ipo i30sbOBaHy BHYTPINIHBOYTPOOHY aTPio-
BEHTPUKYJISAPHY OJIOKALy MOBIIOMIISLIIA Y PETPO-

CIIEKTUBHOMY  €BPOMENCHKOMY  JOCJIKEeHHI
175 Bunazkis [33]. UuHHMKAMU PUBUKY HECIIPU-
STJIVBUX  KJIIHIYHUX —HACJHiAKIB Oyam  CTPOK
recraiii MenIe 20 TUXKHIB, 4acTOTa MLIYHOUKOBUX
ckopouerb Mentre 50 3a 1 XB, BOASHKA TIOA Ta
AucyHKIA JiBOTO NIIYHOYKA. TakoxX y IboMy
JOCHI/IPKEHHI He CIOCTEPiraau 3HAYYIOTO edeKTy
JIIKYBAHHS TJIOKOKOPTUKOITaMU. Y MYJIBTUIICHTPO-
BoMy (panitysbkomy pocaipkenti [11] saificHeno
TpuBajie crocTepexkeHHs 3a 141 marmieHToMm 3
HEIMYHHOIO aTPIOBEHTPUKYJISIPHOIO  OJIOKAL0I0,
JarHOCTOBAaHOIO BHYTPIMIHBOYTPOOHO abo [0
15 POKIiB JKUTTS, sIK€ BHUSIBUJIO HEOUIKyBaHO J00pi
KJTIHIYHI HACJIKM, 30KpeMa BiICYTHICTb PO3BUTKY
JauIartaniiiiol Kapaiomionarii abo cMepTi BIPOLOBIK
y cepenuabomy (11,6 £6,7) poky.

HasiBHICTh aTpiOBEHTPUKYJISIPHOT GJIOKAIM MOKE
BioOpaskaTy BIJIMB aHTHUHYKJI€APHUX aHTUTII
(artu-SSA/Ro0) y mpeHaTasbHUI TEPiof, 30KpeMa
Py BOBUYAKOBOMY VpakKeHHI CepIlsl, 3 SIKUM
acolfiifoBani BHCOKi PpiBHI cMmepTHOCTI [47]. ¥
HEpPaHAOMiI30BAHOMY MYJBTUIIEHTPOBOMY JOCJIi-
MKeHHI 3a yyactio 20 TioniB, AKi MmifmaBasucs
BIUTUBY MaTePUHCHKUX BOBYAKOBUX aHTUTLN [93],
MOKA3aHO, 0 JIKYBaHHS Y-TJIOOYJIHOM Ta TJIIOKO-
KOPTUKOIZJaMW BHYTPINTHBOBEHHO TIOTEHIIIITHO
MOJITIIYE B TIUX JiTeH KIIHIYHI HACTIIKA 3 KPAIUM,
HIXK OdUiKyBasiocs, BWKuBaHHSAM. [IpoTe mpocrek-
TUBHe pociimpkenasa 165 mmoxais, Axi nigmaBammcsa
BIHBY aHTu-Ro/La-aaTuTis, mpomeMOHCTPYBAao,
110 TIO/TOBKEHHS aTPIOBEHTPUKYISIPHOI TIPOBITHOCTI
He TIPOTHO3Y€E TPOTPECYBAaHHS B aTPiOBEHTPHUKY-
JpHY OJIOKaLy, TOMY CTpaTerisi BHUSIBJEHHS Ta
JIKYBaHHSI BHYTPIIIHbOYTPOOHUX TIOPYIIEHb aTpPio-
BEHTPUKYJISIPHOI MPOBIAHOCTI cyMHIBHA [49].

TpancmianienTapae MeIMKaMeHTO3HE JTIKYBAHHS
BHYTPIITHBOYTPOOHUX TaxiapUTMiil BUBYAJIU B OJI-
HOMY 3 MYJIBTUIIEHTPOBUX JIOCTIIKeHD [48], aKe 110-
Ka3auo mepeBary (JeKaiHiAy Ta JUTOKCHUHY, TPOTE
OT0 KPUTUKYBAJIH Yepes3 BiICYTHICTh PaHAOMI3allii.

Kappiomionaria, cepueBa HegOCTaTHICTb
i TPaHCcNNaHTauin

OcranHiM yacoM y 3acob6ax MacoBoi iHMOP-
Mallil 3HAYHy yBary OPUALISIOTH CKPUHIHTY Kap-
miomiomatiit (KMII) mepen criopTuBHUMEU 3MaraH-
Hamu. [locmiikyoun 3HaYeHHS CKPUHIHTY AiTeil 3a
nomomoroio EKT niepes ciopTiBHUMM 3MaraHHsIMU,
F Migliore Ta criBaBTOpHU MOKa3aJu, 1o mocTiybep-
tarHa iHBepcis 3youst T acoriifioBana 3 1miABUIICHUM
pusukom KMII [63].

CrJlaJilHUM MUATAHHSM 3aJUIIAI0THCS TTOKA3AHHS
JI0 TPAHCILTAaHTAIlil B aMOy/IaTOPHUX TIallieHTiB. 3a
JIOIIOMOTOI0 MYJIBTHIIEHTPOBOI 6a3u JaHUX IPO-
BOJIUJIN aHAMi3 PU3UKY CMEPTi ¥ TpaHCIIaHTAIlil
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cepen niteir 3 mumiaraniiinolo KMII, axuii Bus-
BUB acoIlialliio 301IbIIeHHST KiHI[eBOAiaCTOJIIYHOTO
PO3Mipy JIiBOTO MIJIYHOUKA 3 TiABUIIEHUM PUIUKOM
TpaHcmianTaiii, ame e cmepri [3]. A. Giardini
ta criBasropu [38] mocuaiamau, 1mo merabosiuHi
HaBaHTaXyBaJbHI TPOOU OIIJbHI JIJIsi BHU3HA-
yeHHs TporHo3y auiataimiiinoi KMII, npu msomy
Kpalle BUKOPUCTOBYBATHU BiJICOTOK Bi/l HAJIEKHOTO
piBHS, HiK abcosroTHI BesmunHu. TpaHcIaHTallist
npu IIBC, y misomy, acorifioBana 3 OiJbIl BUCO-
KHM PHU3UKOM, XO4a HeBEJIUKE JOCIIiKeHHS cepii
TPAaHCIUIAHTAIlI Y JOPOCAUX Majo OOHaIilIuBi
pesyabratu [46]. Orusim amepukamchbkoi 6a3m
gaHux Oijblle THUCSYl TpaHCILUIAHTALil, IpoBeje-
HuX y popocaux 3 mpusoxay I[IBC, miaTtBepaus
BUCOKY 30-7IeHHYy CMEepTHICTh, TPOTE Kpaile BU-
JKUBAHHA y BiaJeHWH Tepioa TicJsd oreparii.
Xoua cepleBi TpaHCHJAHTATH 3aJUIIAIOTh-
csl JIOPOTOIIHHUM MarepiajoM, HasBHI Ha ChO-
TOJIHINIHIN eHb pe3yabTaTu MOCJI’KeHb BUIIPAB-
JOBYIOTh TOIMUPEHHS TPAHCIJIAHTAIIIWHUX IIPO-
rpam i gopocaux 3 [IBC [17].

AHaiz MixKHapoaHOI 6a3¥ JaHWUX IOKa3aB, IO
eKCTPaKOpIIOpaabHa MeMOpaHHa OKCUIeHALlis He €
Ha{iTHUM 3ac000M MATPUMKH KPOBOOOITY B miTei,
JKi OYIKyIOTh Ha TpaHcIiaHTario ceprsa [2]. Ha
IIacTs, JJid IbOTO ICHYIOTDH 1HII METOIU, MPO IO
iinerbest B orasiai B. Stiller ta cmisasropis [90],
IPUCBSYEHOMY 3aco0aM MeXaHIuHOI MiATPUMKH
KPOBOOOITY B [iTEil.

€AVHVA LWNYHO4OK

[TamtieHTN 3 €MUHNM TMLIYHOUYKOM TIPUBEPTAIOTH
3Hauny yBary B crektpi [IBC, 3oxpema 3a paxyHok
TOTO, 110 iCHY€ GaraTo CyInepewnBUX MUTaHb 010
iX BemeHHs. 3a M€l MaToJioril 4acTo BUKOPHUCTO-
BYIOTh iHTIGITOPU aHTiIOTEH3MHIIEPETBOPIOBATIBHOTO
dbepmenty (IAIID), npore edexkTu CHpUUUHEHOI
HUMM Ba3oauWiaTalil He 3’scoBaHOo. Y TOCJIKeHHL
3a yd4acTio JiTell 31 BCTAHOBJIEHUMU IBOCIIPSIMOBA-
HUMU KaBOITYJIbMOHAJbHUMU TIYHTAMHU ITOKAa3aHO,
1[0 eHaJIalpuIaT He 301JbIIyBaB 3arajbHUIl cepiie-
BUIl BUKWUI, TPOTE CIIPUSIB IEPEPOSIOALTY KPOBOTO-
Ky B HUJKHIO YaCTHHY TyJy0a i3 CyIyTHIM 3HUIKEH-
HSIM HACWYEHHS apTepiajbHOoi KpoBi KucHeMm [57].
ABTOpH 3p06UJIM BUCHOBOK TIPO Té, IO Y 3a3HAYEHOT
KaTeropii TaIli€EHTIB Ba)KKO IMJABUIIATH CEPIEBUI
Bukuzg, a IAIID cuaig 3 o06epeKHICTIO BUKOPU-
CTOBYBaTH B YMOBaX IIOTPAHUYHOTO HACUYEHHS
aoprajibHOi KpoBi KrcHeM. Pesybratu 1tiei pobotu
n00pe Y3TOMKYIOThCST 3 JaHUMHU PAaHIOMI30BaHOTO
6araToIEHTPOBOTO JIOCHI/IKEHHS, B IKOMY TOKa3a-
HO, 1110 3aCTOCYBAHHS €HeJalpuJy B JiiTeil 3 KpoBo-
TOKOM 32 TIPUHITUIIOM €UHOTO MIIYHOYKA Ha Iep-
IIIOMY POTIi JKUTTS He crpuse GisUTHOMY PO3BUTKY,

TOJTINIIEeHHI0 (hYHKIIIOHATBHOTO CTaHy HITYHOYKIB
Ta 3MEHIIEHHIO TSIKKOCTI CepiieBOl HeAOCTATHOCTI
[103]. [Togampimmii aHATi3 pe3yabTaTIB TOCTIIXKEHHST
IPOIEMOHCTPYBAB BILJIMB TE€HETUYHUX OCOOJIUBO-
CTell PeHiH-aHTI0TeH3WH-AJIbIOCTEPOHOBOI CUCTEMU
Ha peMojleTIOBaHHS MIIYHOYKIB y JIiTeH 3 €MHUM
IMITYHOUKOM [64].

Ha cboroaHimHiil meHb MPOOJEMHUM 3aJ-
MMAETbCS TUTAHHSA BiffaJleHUX HACJAIKIB TIic-
JsT TipoBeneHHs ormeparii Fontan. VY gesakux
MAITIEHTIB 3 4YacOM CIIOCTEPITaloTh MPOTPECyBaH-
HS HEJOCTaTHOCTI KPoBOOOIry, matodisiosoriuna
OCHOBa $KOTO HEINOBHICTIO 3po3yMijsa. B ocran-
HBOMY OIJISIZIi HasiBHOI JOKa30BOi 6a3u 0OroBo-
PIOIOTD TIOTEHIIHHUN edeKT JiKyBaHHS JereHeBOl
apTepiaibHOl TilepTeH3ii y MaIli€HTIiB TMicad
omepariiii Fontan, gki MamThb ypa’keHHS JereHe-
Boro cymuuHoro pycia [13]. OmgauMm i3 Hecmpu-
ATJIVBUX BiJlaleHUX HacJaiKiB orepailii Fontan
TaKOX BBaXAlOTh YPaKeHHS TIeYiHKH, 30Kpema
IUPO3 3 TEYIHKOBOI HEIOCTATHICTIO, SKi 9acTO
CIOCTepiraoTh y IIi€l KaTeropii mamieHTiB [7].
BinznaueHo, Mo MeYiHKOBI yCKJIQMHEHHS KOPEJio-
BaJM 3 TpHUBaJIicTIO KpoBoobiry Fontan. ABropu
3po6UIIN BUCHOBOK TIPO Te€, MO OIUCAHA KATeTOpist
HarieHTiB moTpebye peryasipHoro MOHITOPUHTY
(GYHKIIIOHATPHOTO CTAaHy TEYiHKH, 30KpeMa
3a JIOTIOMOTOI0 JIeTKUX HEIHBAa3UBHUX MapKepiB
nedinkoBoro ¢ibposy. Ha ocrannbomy cummosiymi
3 1€l mpobIeMaTHKN TPYIIOI0 JOCIIIHUKIB 3a1po-
MTOHOBAHO TTPOTOKOJI MPOCIEKTUBHOTO JIOCJII/IPKEH-
Ha (GYHKI[IOHATBHOTO CTaHy TEeYiHKW B MAIli€EHTIB
yrpoaoB:x 10 POKiB Ticjagd TPOBeIeHHS oOmeparii
Fontan [85].

3aTUIIAETHCSA  CYNEePEYTUBUM  3aCTOCYBAHHSA
AHTUTPOMOOTHYHOT Teparii B TAIi€HTIB Iicst
omnepaitii Fontan. 3rigno 3 pesyiasratamu Garato-
IIEHTPOBOTO PAHIOMi30BAHOTO JIOCIIKEHHS 3a y4a-
ctio 111 narmienTis [69], B AKNX mpoBesieHO omepa-
niro Fontan, mnommpenicts TpomM6o3y B rpymax
3aCTOCYBAHHS alleTUJICATIITNIOBOI KUCJIOTHA Ta Bap-
dapuny Oy.ra mxysxke noaibHoro: Biamosiano 12/57 ta
13/54. HesBaskaiouu Ha 11e, aBTOPHU 3pOOKIN BUCHO-
BOK TIPO HEOOXIiJHICTH MOMIYKY aJbTePHATHBHIX
MiIXO/IiB /10 PO3B’si3aHHS 11i€l MPOBGIeMH, BPAaXOBYO-
Y1 BUCOKUI PiBEHb TPOMOO3IB.

InmuM  cynmepednmBUM  acTeKTOM  oTepartii
Fontan € 3acTtocyBanHusa eHecTpailiii, o 103BOJISIE
TMOINMINTH PaHHI IiCIAONEpaIiiiini pe3yabTaTH,
MIpoOTe MIOZIO iIXHBOTO BIVIUBY HA Ti3HI YCKJIQTHEHHS
BCe IMIe ANCKYTYIOTh. Y MYJBTHIICHTPOBOMY PETPO-
CTIEKTUBHOMY HEPAHIOMI30BAaHOMY OCTiKEeHHI
[6] 3a yuacTio 361 mamienta 3 denecTpamiamMu
criocTepiraan Jiedki HeCHpUATAWBI  BifgaieHi
pe3yJbTaTH YIPOMOBXK y cepenrboMy (8+3) poxn
micag omeparii. CaTypallis KUCHIO y TAlli€eHTiB 3
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(denectparrismu cranosmira 89 mopisHAHO 3 95% Y
TPYIIi TOPIBHIHHS.

Bisyanisauin

Ha cphoropnimuiii seHb crocTepiraioTh iHTeH-
CUBHHUI PO3BUTOK TPUBUMIPHOI exokapiiorpadii,
OTHUM 13 KJIIOUOBUX 3HAUEHbB SKOI € 3aCTOCYBAHHS
y mariientiB 3 [IBC maiibmskanmu pokamu [101].
[mmi nporpecusni Merogu nepeadadyaloTb BUKOPH-
CTaHHS HOBOI YJIBTPAa3BYKOBOI TEXHIKM 3 BUCOKOIO
pO3IiIbHOIO 31aTHICTIO [87]. ABTOPHU MOCIIKEHHS
OTIMCAJIN 3aCTOCYBAHHSA TaKOi TEXHIKU Yy J0pOcC-
JIUX TICJIS KOPEKITii KoapKTallili aOpTu B PAaHHBOMY
QUTUHCTBI U TIOKA3aJ¥W TMOTOBIIECHHS MPEAYKTATb-
HOTO KOMIIJIEKCY IHTUMa — Me/iia, 30iIbIIeHHsT Macu
MiOKap/ia JIBOTO ILJIYHOUKA Ta >KOPCTKOCTI aOpTH.
bBinpmr BupakeHi TOPYIIEHHS CEPIEBO-CYAUHHOIL
CHUCTEMU TIiCJIS IMIIJIAHTAIlil CTeHTa B 30HI KOapKTa-
il aopTH, MOBIpHO, Oy TOB’sI3aHi 31 crapmm
BIKOM TIAITIEHTIB, SKUM TTPOBEIEHO BTPYYaHHS.

Xipypria

[l BUBUEHHS pe3yIbTaTiB XiPyPriuHol KOPEKIIii
IIBC, B ocHOBHOMY, cepei 0Cib MOJIOZOTO BiKy
npoananizoBano peectp The Dutch Congenital
Corvitia (CONCOR) [107]. II’ata uvactuna ma-
HieHTiB  moTpebyBaja XipypriyHoOro BTPYYaHHS
BIIPOIOBK 15-piuroro mepioxay, Ta y 40 % omeparris
Gysa mosropuoio. Yomosiku 3 [IBC manu Oibi
BHUCOKY MOBIPHITH ITPOBEJICHHS XipyPTivHOTO BTPY-
YaHHS y IOPOCJOMY Billl Ta TIpUIAN BifgaJeHUi
MIPOTHO3 TIiCJs MOBTOPHUX OTEpalliii MOPIBHSHO 3
JKIHKaMU.

B ognomy 3 gocaimkens [78] metaabHO BUBYATH
(yHKITiOHaNBHI HacHimKU micag omepairii Ross y
45 mamienTiB (Bik 24,6 poky, poskun 16,9-52,2 po-
Ky) BposoBx 8,1 poky (poskun 2,0-14,0) y nepiof
1994-2006 pp. [IpoBemerO MarHiTHO-PE30OHAHCHY
tomorpadito (MPT) cepus, exoxapaiorpadiio
Ta CepIleBO-JIEreHeBl HaBaHTaKyBaJbHI MPOOU.
[IpomemMoHCTpOBAaHO HE3HAYHY MUCHYHKITIO aBTO-
Ta TOMOTPAHCILIAHTATIB y OLIBIIOCTI MaIli€HTiB
micag omepariii Ross, acortifioBany i3 3a710BiTbHUM
(byHKIioHaNIBHUM CTaHOM IIITYHOUKIB Ta (hi3UIHOIO
CIIPOMOsKHICTIO. BuskuBanus y BijyaneHuil mepiof
MOPIBHIOBATM B OCJIKEHHI 3a ydacTio 918 ma-
mieHTiB micast npoueaypu Ross Ta 406 oci6 Bikom
18—60 poxkiB, IKUM TTPOBEIEHO TLIAHOBE XipypTidyHe
BTpyuyanHus y nepioq 1994-2008 pp. [66]. He Buss-
JIEHO PI3HUIIl MO0 TTOKA3HWKA BiJIaIEHOTO BILKU-
BAHHS TAIIEHTIB y TIEPi0] MEPIIIO] MiCAI0TepaliitHol
JleKaau Tmicys mpotenypu Ross ta miciisd iMmianTarii
MEXaHIYHOTO A0pPTAJIbHOTO KJalaHa, fKi 3acTOCOo-
BYBaJM aJleKBAaTHY AaHTUKOATYJISHTHY Tepariio.

ABTOPH TIPOJIEMOHCTPYBATU BiJIMiHHE BUKUBAHHSI
cepen Bimibpanoi karteropii oci6 MoOJIOZOrO BiKY,
sske Moryiio OyTu TOB'si3aHe i3 3aCTOCYBaHHSIM
BHMCOKOCIIeIiali30BaHOi aHTUKOATYJISTHTHOI Tepartii,
OIJIBIIT ONTHMAJIBHUM BHOOPOM Yacy IIPOBEICHHS
BTPYYaHHsI Ta BiJOOPOM MAIIEHTIB OCTAHHIMHU POKa-
mu. HesBaskaroum Ha BIpoBasKeHHs omepailii Ross,
Xipyprisl a0pTaTbHOTO KJIalTaHa 3aTUITAETHCS CKIIA -
HUM TUTAHHAM Y IUTSYIN KapAioXipyprii, Tpo 1o
iiperbest B orsizi Y. d'Udekem [32].

B omnomy 3 mocrmijkenn [14] BuBuYanmM pu3uMK
MOPYIIEHHS PO3BUTKY IIEHTPATbHOI HEPBOBOI
CHCTEMHM TICJSA ONepaTHBHOTO BTPyYaHHH. Y [iTeil
16 pokiB, gxum y Bimi g0 1 poxky BUKOHAIHN
XIPYPriuHy KOPEKITIo TPAHCIO3UIlii MaTiCTPaTbHUX
CyIWH, TPOBOANIN HENPOodi3i0JIOTIuHY Ta CTPYKTYP-
HYy Bi3yasmizaliio MO3Ky. 3/iiiCHEHO paHIOMi3aIliio
AiTeit y TPyIH MOBHOI 3YMUHKH KPOBOOOIry abo
3aCTOCYBAaHHS TOBIILHOTO MITYYHOTO KPOBOOOITY,
[IPY IIbOMY BiIMIHHOCTI Mi rpynamu OyJin He3Had-
aumu. [Ipore mopoci, SKMM BUKOHATU XipypridyHy
KOPEKI[iI0 TPaHCIO3WIlii MariCTpaIbHUX CYAWH,
MafoTh MIABUNIEHWI PUSWK PO3BUTKY IOPYIIEHD
IIEHTPAJbHOI HEPBOBOI CHUCTeMU. ABTOPU BBa)Ka-
10Th, O cepen aiteir 3 [IBC porisbHO poBOAUTH
JIMHAMIYHE CIOCTEPEsKEeHHS I BUSABJIEHHS TOYaT-
KOBUX MOPYIIEHb.

Terpapa ®anno

Bukopucranus texuosorii speckle tracking y
naiienTiB micjst xipypriunoi kopekiiii T® mpo-
JIEMOHCTPYBAJIO YHOBIIbHEHHS MedopMailii BUHO-
CHOTO TPAKTY MPABOTO MLIYHOYKA, [0 CIIPUSIE 3MEH-
IIEHHIO MOPYIIeHb HOTO (DYHKIIOHAIBHOTO CTaHy
[95]. Tlismiit po3BUTOK cepiieBOi HEIOCTATHOCTI —
e cepiosna npobaema npu TAD ta Kopurosamiii
MIPUPOJIKEHIN TPAHCIO3UIIII MariCTpaJbHUX CYIUH.
Y nmocnimxenni 3a ydacTio 40 TakpuxX MAIEHTIB 3
BUKOPHUCTAaHHSIM MioKap/iaJbHOl KOHTPACTHOI €XO-
kapmiorpadii MOKa3aHO 3MEHINEeHHS IIiJbHOCTI
MIKPOCYZIMH MioKap/a y Ieperopojii 3a Horo
rinmeptpodii BHACIIJIOK TMepeBaHTAKEHHS THCKOM
ta/ab60 06’eMOM. ABTOPU BBAKAIOTb, IO L€ MOXKE
BIUTUBATH Ha 3MEHINEeHHS Tepdy3iiiHOTO pe3epBy
MiOKap/ia Ta 3HWKEHHS CUCTOIIHOI (DYHKITII TpaBo-
ro nryHouka [84].

JlocmizkeHHs BITUBY PECTPUKTUBHOI (hiziosiorii
Ha (YHKIIOHAJBHUN CTaH MPaBOro INLIyHOYKA
micast kopekitii T mokaszano miaBuUIleHHsS HOTO
sKOpeTKOCTi [4]. OpHAaK JTI03UTPOITHA BiAMOBIIb HA
B-amperomiMeTHuHi cTEUMYJH OyJa MOPYIIEHOI,
He3BaXKaloul Ha PeCcTPUKTUBHY disionorio. Y
JOCJIKeHH] 3a ydacTio 29 6e3CHMITOMHUX JiTel
3 kopuroBaHoto T [82], HezBaxkar0oun Ha MOMipHY
JIAJIATAII0 [TPABOrO MIIYHOYKA Ta HasiBHICTH 0J10-
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Kaau TpaBol HixkKKM mydka [ica, mpomeMoHCTpO-
BAHO BiICYTHICTh MPaBO- i JIIBONLIYHOYKOBOI IHC-
CUHXPOHII y CIIOKOi Ta MeXaHIYHy AUCCUHXPOHIIO
npu Gi3UIHOMY HaBaHTA)KeHHI, He TIOB'sI3aHi 3
TpuBasicTio kommiaekcy QRS, o6’emMamut MIJIyHOUKIB
Ta MKOBUM CIIOKUBAHHAM KUCHIO. Y AOCTiIKeHH]
3a y4acTio 1opocaux 3 kopuropanoto TA mosmosx-
Hs1 IMCYHKINS JBOTO MIyHOUYKa GyJia acoriiioBaHa
3 TIIBUIIEHUM PU3UKOM PaIToBol cMepTi a0 Hebes-
HEeYHUX JUIs SKUTTsE aputMiidi [30]. ABropu 3pobuin
BUCHOBOK, 1[0 OTPUMaHi pe3yJbraT B KOMOiHAIL
3 exokapmiorpadiyHUMH TTOKa3HUKaMU CTaHy IIpa-
BOTO IIJIYHOYKA HAJAIOTh BAJKJIUBY MPOTHOCTUUHY
iHdopmartiro.

JlereHeBa rinepreHsia

HonaTkoBi /0Ka3W KOPUCTI BUKOPHUCTAHHS Jie-
TeHeBUX Ba30[WJIATATOPiB Tpu cuHApoMi EiizeH-
MeHTepa OTPUMAHO Y MPOCTIEKTUBHOMY BiJ[KDUTOMY
nocuikenni 3a yuactio 84 martientis [105]. XBopi
3a3HavyeHoi Kareropii ynpomosxk 12 micsiis mpobpe
MEePEHOCUJIN Tepamio cuiaeHadisoM, gka crupusia
MiIBUIIEHHIO (DIBUYHOT CIPOMOKHOCTI, CUCTEMHOI
caTypallii KHCHIO Ta TOJIMIIEHHIO TeMOAMHAMITHUX
mapaMeTpiB. B iHIIOMY [OCIHIIKEHHI 3a y4acTio
38 martienTiB i3 cuanpomMoM Efizenmenrepa, ki mpu-
fimamu GO3€HTaH, MOBIOMIISLIA TIPO HE3ATEKHY
MPOTHOCTUYHY 3HAYYIIICTh JIET€HEeBOi Ba3opeak-
TUBHOCTI [24].

B ynikampbHOMYy HaIiOHATBLHOMY KOTOPTHOMY
mocTijKeHHi, mpoBenenomy y BemmkoGpuramnii
[68], Bmepiie mokaszaHo, MO MOMUPEHICTD JieTeHe-
BOI TiTlepTeH3ii y fAiTelt MeHIa mopiBHAHO 3 0pOC-
JIUMH, a TaKO OIMCAHO BIiJMIHHOCTI KJIHIYHOI
KapTuHu. Y OiABIIOCTI [iTel crocTepiraioTh BU-
pakeHy KJIHIYHY CHUMITOMATHKY, IO Ma€ IIPO-
rHOCTUYHe 3HadeHHs. [leit 7-piunuii gocsia mif-
TBEPAWB TAKOXK 3HAUyIle TOJJINNIeHHS BUXKH-
BaHHS TOPIBHAHO 3 ICTOPUYHUM KOHTPOJIEM.
Ta cama rpyma AOCHIAHUKIB TaKOX MOBioMuIa
PO HOBUHW MIiAXiZ /0 MPOTHO3YBAHHS 13 3aCTO-
cyBanHAM KoMmIr'otepnoi tomorpadii (KT) [67].
Bonu BcTaHOBMIIH, MO BUKOPUCTAHHS (hpaKTaib-
HOTO POBTAJNYKEHHS JI03BOJIIE BUIBUTU 3MiHU
CYZIMHHOTO pycJa i MPOTHO3YyBAaTH BUKUBAHHS
npu JereHeBiil rimeprensii. R.J. Barst maroso-
CUB Ha HEOOXiMHOCTI PO3BUTKY hapMakoTeparii
JiereHeBoi TinmepTensii y aiteit [9]. ¥V nocaimxenni
3a yyactio 181 mamienta i3 cunapomom Eiizen-
MeHrepa (BikoM Yy cepeanbomy (36,9+12,1)
poky, 31% — i3 cungpomom Jlayna) mnokasa-
HO MPOTHOCTUYHE 3HAYEeHHS PIBHS MO3KOBO-
ro Hatpifypermunoro nentuay (MHVYII), axwit
BU3HauaBca pyTtuHHo [29]. ABTOpmM mpumycka-
I0Th, 1O MIJECTTPSIMOBAHE JiKYBAaHHSI CIIPUSIE 3HU-

xxeuHio xKoumentparii MHYII 3a 1iei matosorii,
TOZI SIK Y HEJIKOBAaHWX MAIli€HTIB CIIOCTEPITAIOTH
He3MiHHUI a00 TiBUIEHUN PiBEHD 3a3HAYEHOTO
ropMoHy. Bkasany mpobsieMaTuky OiJbIil geTaib-
HO OOrOBOPIOIOTH ¥ PEIaKTOPCHKOMY KOMEHTapi
M. D’Alto [23].

YpaXxeHHA apTepin y nayi€eHTIiB
3 NPUPOAKeHMMUN BagamMm cepus

AHoMaJTi1 20PTaJIbHOI CTIHKU KJIACMIHO OITUCAHO
Py TPUPOKEHIN TATOJOTIi CIOJYIHOI TKAaHWHH,
30kpeMa cuHApoMi MapdaHa Ta ABOCTYJIKOBOMY
aoprambHoMy Kiamani [15, 16]. TIpore, 3rigHo 3
JIAHUMU OCTAHHIX JIOCJIi/IPKEHb, 3a3HAYEHE YpaKeH-
HS aOPTH BUSBJISAIOTH TakoX 1ipu Takux [IBC, sk
koapkraiiisg, TA i TpaHCcHO3WIlig MaricTpajabHUX
cynnH. [Ipn boMy TPOBITHIM METOIOM Bi3yaJi3a-
mii € MPT [41]. [Qunatamito JereHeBoi aprepii
CIIOCTEPIraloTh TPU MOPYIIEHHSIX TPUCTYJIKOBOIO
KJIallaHa Ta YPasKeHHi CIOJYYHOI TKAaHWHH, [POTE
BOHA TaKOX acoIllifioBaHa 3 IBOCTYJKOBHUM aop-
TaJbHUM KJIATTaHOM 3a BiICYyTHOCTI MATOJIOTII TpH-
cryJsikoBoro kiarnana. lle cBiguuTh npo nepBunne
ypaskeHHS CyTUHHOI CTIHKH, 0 (DOPMYE CXUTHHICTh
JI0 apTepiagbHOl Aumartariii [55].

KaTeTepHi BTpy4aHHsA

B ymoBax G6ijgbIl MIUPOKOTO 3aCTOCYBAH-
HsI IHTEPBEHIIHHUX TPOIEAyP B 0OCi6 MOJIOLOTO
BiKy 3pocCJjia 3HAUYYIiCTh ITPOMEHEBOTO HaBaHTa-
skeHHs. JlaHi iTaJiiiCbKOrO JOCJIPKEHHSI II0Ka3a-
gau, mo mitu 3 [IBC oTpumyioTh 3HAUHY KyMYJsd-
TuBHy 103y ompomineHHd [1]. [Ipo 1e cBiguath
TaKo)K POOOTU 3 BUBYEHHSI PU3WKY PO3BHUTKY PaKy
ta mpsamoro pocuimkerasa [JHK y miteit 3 1IBC,
Py 1bOMY aKIEHTYIOTh yBary Ha HeoOXiZHOCTi
JKOPCTKOI ONITUMI3allil 1031 OTTpoMiHeHH:. B orsami
A. Hoffmann ra J. Bremerich iinerscst mpo pusuxmu,
TIOB’s13aHi 3 ONTpOMiHeHHAM [43].

Y Hamr yac mpofOBKYIOTh PO3BUBATH KaTeTePHI
TeXHOJIOTii. B aMepukaHCbKOMY MPOCIEKTHBHOMY
paHIOMi30BaHOMY GAraTOIEHTPOBOMY OCIIIKEH-
Hi TIOPIBHIOBAJIN BUKOPUCTAHHS OAJIOHIB i/l BUCO-
KUM THCKOM Ta PUKYYMX OAJTOHIB JJIsT JTIKYyBaHHSI
cTeHo3y JiereHeBoro ctoOypa. OctanHi, mopsi 3
noi6HuM npodiseM 6e3MedHOCTi, TPOAEMOHCTPY-
Basu Oiabiry  eGeKTUBHICTH MIOXO KOPEKIIil
3agmadenoi marosorii [75]. Jlani GpuTaHCHKOTO
OHOIEHTPOBOTO AocaiKeHHs 6u3bko 100 cTen-
TyBaHb IOKa3ajH, IO I Mpoleaypa edekTuBHa
IJII KOPEKITil KOapKTallii Ta pekoapKTallii aopTh i
XapaKTEPU3YEThCSI HU3bKUM PIBHEM HAaOJIKIMX
micagomepaniinux yCKJAAJHEHb. 3aJnIIAEThC
HEUiTKO OKPECJIEHUM aJITOPUTM TTOAAJBIIOTO CIIO-
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CTEPE’KEHHS] 32 TAKUMU MAI[iEHTAMH, TPU I[HOMY
KOPHCHUM BBa)kaloTh 3actocyBanuga KT ta MPT
[83]. ¥ CIIIA mnposemeHe GaraTolleHTPOBE
obcepBartiitie pocuikernst 3a ydacrio 350 mireit
Macoio oHa 10 Kr 3 mpuposKeH0I0 KOAPKTAITiE0
aoptu [35]. IIposezneno 217 crenrysanb, 61 6amon-
HY aHTIOIJIACTUKY Ta 72 olepaTHBHUX BTPYyYAHHS.
CrentyBanisi Ta Xipypriune BTpydaHus Oyiu
6inbm epeKTUBHUMY, Hi’K OAJI0HHA aHTIOILIACTUKA,
MIO/I0 3MEHIICHHS TPAiEHTA TUCKY MiK BEPXHIMU
Ta HIJKHIMU KiHIIIBKaMH, a TaKOK ITPOJEMOHCTPY-
BaJIM Kpallli HACJIi/JIKW, BU3HAYEHI 3a JOTIOMOTOIO
IHTeTpOBaHOI Bi3yaJsizailii aoptaibHOl ayru. Yac
nepebyBaHHs y CcTal[ioHapi Ta piBeHb YCKJaJIHEHb
Oy HaWHMKYUMHU Y CTEHTOBAHUX MAIli€HTIB,
npore y HEUX Oiibin iiMoBipHOIO Gyna moTpeba y
MJIAHOBOMY BTpY4YaHHi. ABTOPM 3ayBa’kyIOTb IIPO
obepeskHiCTh B iHTepIpeTalii pe3yJbraTiB 1o0-
CHIUKEHHS 4epe3 BIiJICYTHICTh pPaHAOMI3allii.
Banonna anriomiactuka o6CTPYKINI aopTanbHOI
ayru HeobOxigHa micsst mporeaypu Norwood, mpu
IIbOMY, 3Ti/THO 3 AaHUMU OrJIsaay [77], mute y 58 %
HAIi€HTiB, B SKUX OYaTKOBO Oyjia BUKOHaHa
GaJoHHa aHTIOTIACTUKA, HE TPOBOJIIIN TIOBTOPHE
BTPYYaHHS YIIPOAOBK 5 pokiB. Haitbimbuuii pusuk
MOBTOPHOI omepailii OyB y MaI[i€HTIB y TepMiH
MeHIIIe 3 MiCAIiB MiCs TTOYaTKOBOTO BTPYYaHHS, a
TaKOXK y TUX, Y KOTO BOHO GYJIO MEHIII YCITITHIM.

P.A. Roberts ta criBaBropu [81] moBigomuiu mpo
pe3yabTaTy YCIINIHOI Yepe3NTKipHOl IMIITaHTaIlil
Tpukycrigagpioro kiamana Melody, smiiicienoi y
GaraThoX I1leHTpax, y 15 mamienTis. B ycix narienTis
N0 TIPOBENEeHHsT MaHimyJisiiii OyJu BCTAHOBJIEHi
6iONMpOTE3HI KJIANaH! Y1 KJIAllaHHi TIPOBIAHUKH, 110
YCKIIQIHUIIOCST PO3BUTKOM BUPAKEHOTO CTEHO3Y a00
perypriraiii. Tako MoBiOMIEHO TIPO OOHAIINBI
pe3yJIbTaTH IMITAHTAIlli TPAHCKATETEPHOTO KJara-
Ha Edwards SAPIEN npu mucdyHKIi mpoBigHIKa
3 MPaBOTO IMUIYHOYKA [0 JIETEHEBOTO CTOBOypa y
36 namienTiB B yotupbox menrtpax [54]. ITokaszosi
3HIMKHM IIbOTO TIPUCTPOIO o1rybrikoBaHo A. Lauten Ta
criiBaBropamu [56]. Y poboti [72] nosigomieHo mpo
OJTHOPIYHI HACJIZIKN TTPECTEHTYBAHHS, IKe BUKOHY-
BAJIN Tiepe]l IMIIAHTAITIEI0 TPUKYCITIIAIBHOTO KJIa-
nana Melody, y 65 narienris. Panni remoqusamivHi
pesysibratu 30epirasucsi BIIPOMOBAK OHOTO POKY,
MpoTe He BUABJIEHO MOAAJIBINOTO TO3UTHUBHOTO
(byHKIlIOHATBHOTO PEMOIeTIOBAaHHSA TICJS JIOCAT-
HEHHS HETaitHOTO eeKTy.

3aaummanTbCss  AUCKYTaOeTbHUMU — [TUTAHHS
KapaiocTuMy Al B aitTeil. PesyasraTi ocTaHHBOTO
6araToIeHTPOBOTO JOCTIIFKEHHS TPOIEMOHCTPYBA-
JIW, TI0 JIiBOIIJTYHOYKOBA CTUMYJISATIIS acOIiioBaIacs
3 Kpaioi CHUCTOJIYHOK (YHKIEI, HIXK TPaBo-
nuryHoukoBa [98]. 3 i€l mpobieMaTuku TakoxK
ory6likoBaHo orJisiz titeparypu [62].

MpupopkeHi Bagu cepus y AOPOCIUX

36i/bIeHHsT KibKOCTI MyOJiKaliii momo 1m-
tautss [IBC y mpopociux BimoGpaskae 3poCTaHHS
MMONIUPEHOCTI i€l MaToJoTii, 30KpeMa KiJbKOCTi
BUIAJKIB TOCIiTajdis3ailii, TWpo IO HIeThC Yy
Hinepranacpkomy naiionanbuomy peectpi [100].
Yupoaosx 28 990 naiieHTO-POKIB rocHiTaNi30BaHO
2908 (50%) xBopux. Memiana BiKy Ha MOMEHT
rocmitamizaiii cranosunaa 39 pokiB (poskuzx 18—
86 pokis). Hacrora rocmitasizarii Gysia mpuHAMHi
yVIBiUi BUIMOIO 32 TaKy B 3aTaJbHIN MOMYJAIIil,
0COGJIMBO Y CTApIINX BIiKOBUX TPyMax, y 3B’SI3KY
3 YMM aBTOPHM HAroJIONIYIOTh Ha HeOOXiIHOCTI
CBOEYACHOI TATOTOBKU CUCTEMU OXOPOHU 3/I0POB’SI.
Y nocrmimxensi, mposeeHOMY B TopoHTO, TOKa3aHO,
mo y popocaux 3 IIBC crocrepiraiors cirabKicTh
JIUXAJbHUX Ta CKEJETHUX M SI3iB, IOAIOHO 1O TaKOl
TIpU TSKKIN cepiieBiit HepocTaTHOCT [39]. Lo mpo-
6JieMaTHKY B KOHTEKCTi 3HWKEHHST TOJEPAHTHOCTI
10 Gi3UIHUX HaBaHTaXeHb y nopocaunx 3 [IBC onu-
CaHo B peffakTopchbkoMy KomeHTtapi A. Giardini [37].

Biomapkepu MOXYTh TaKOK BiZlirpaBaTU BasKJIH-
BY pOJIb Y Be/leHHI TaKUX TMaiieHTiB. JlocaimkeHHs
B32aEMO3B’A3KIB (PYHKIIIOHATHHOTO CTaHy IIPaBOTO
mrynouka 3i aminamu EKID Tta piBaem N-Tepwi-
HambHOTO (hparmenta momepenanka MHYIL y
JOPOCIUX OE3MOCEPEHbO MICAsT MPOBEAEHHS PO-
neayp Senning yn Mustard mokasaso, 1o piBeHb
3a3HAYEHOTO TENTHAY Ta MapaMeTPH IMOBEPXHEBOI
EKT € cyporaTHuME MapKepaMu TI100aJIbHOTO
(GYHKITIOHATBPHOTO CTaHy MPABOTO MIIYHOUYKA i HaJa-
I0Th OAATKOBY iH(MOpMAIliI0 IMOJO0 CepiieBoi He-
nocrataocti [76]. Xoua nexiatpu mo6pe obisHaHi 3
acoriariero cungpomy [Jlayna i IIBC, pawni
HIZIEPIAHACHKOTO JIOCTIIKEHHS CBiYaTh TIPO HENO-
crarnio piarnoctuky [IBC y 17 % narienris i3 cun-
npomoMm Jlayna. Ha mepmmiit cTamii mOCJiIKeHHS
samyuero 1158 martienTis i3 31 1ieHTpa st Tro/ed i3
cuagpomoM Jlayna [102]. ABTopu peKOMeHIyIOTh
nposoautu ckpuninr IIBC y O6inbmr crapmmmx
narieHTiB i3 cutapomom JlayHa 3 METOT0 3a1100i raHHsI
BUHUKHEHHIO YCKJIQ/THEHD 3 BIKOM.

Y  perpocrnekTUBHOMY aHasizi 00’eaHaHUX
€BPOIIEHCHKOI Ta KaHaJChbKOI 0a3 JaHWX, SIKi OXO-
mroBann 23 153 martientis Bikom 16-91 pix (y
cepenaboMy 36,4 POKY), IHCYJBT BUSBUBCI OCHOB-
HOIO PUYNHOIO cMepTHOCTI sopociux 3 [IBC [44].
Cepen Hux y 458 (2,0%) mnamientiB Oysia oxHa
i Oisbie 1epebpoBackyJisipHa mofist. HaiiBuia
HOIMIUPEHICTh 3a3HAYeHUX HACTIAKIB Oysia Tpu
«cuHix» Bagax — 50/215 (23,3 %).

Meraananis Ta CUCTeMHUI OLJIsAA 3 1pobseMu
nedexTy MiKIepencepaHol MMeperopoAKn BUSBUB
26 mocmimxenb 3a ydactio 1841 marmieHTa, SKUM
MPOBOAMJIM Xipypriude Horo 3akpurts, i 945 ocib
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3 yepesmKipHuM BTpydyanuam [99]. Meraananis
3 BUKOPHMCTAHHSIM MOJIeJIi BUIQJKOBUX e(deKTiB
MPOJIEMOHCTPYBAB 3HWKEHHS YacTOTU Iepe/l-
CEep/IHUX TaxXiapuTMill ITicjst 3akpuTTS nedek-
Ty MiXIIepe/cepaHol Meperopoaku (BiIHOIIEHHS
mancis (BII) 0,66; 95% mnosipumii intepsan (/1)
0,57-0,77%). Takwmii edexT crocrepirajam Mmicys
000X METO/IiB 3aKPUTTSI e(EKTY, a TAKOK Y IPOIIECi
JIUHAMIYHOTO CIOCTEPEKEHHSI YIIPOJOBK PAHHLOTO
(mente 30 HIB) Ta cepeHBOBIAATEHOTO MEPIOIIB
(30 xHiB — 5 pokiB).

B ormsni R. Inuzuka ta cmiBaBTOpiB TpoaHa-
JII30BAHO PE3YJbTaTH HABAHTAKYBAJTbHUX TECTIB,
npoBefierux y 1375 mamientis 3 IIBC (Bik —
(33+£13) pokiB) B OmHOMY II€HTPi BIIPOJOBK
10 poxis [45]. Tlokasamo, IO cepiieBO-jereHesi
HABAHTAKyBaJIbHI TECTU MaiOTh BUCOKY IIPOTHO-
CTUYHY HIHHICTh y 3a3HAUEHOI KaTeropii MaiieHTiB.
[lopsan 3 uuM BOHU BKa3ylOTb Ha [IOIJIBHICTDH
nudepeHIiioBaHOTO MiAX0Ay B IIPOTHO3YBaHHI 3
ypaxyBaHHSIM HasgBHOCTI I11iaHO3Y, BUKOPUCTAHHS
npernapariB JJs 3HMKEHHS YacTOTH CKOPOYEHb
cepirst (HCC) ta 1ocATHYTOTO PiBHS HABAHTAKEHHS.

BariTHicTb Ta NpupomKeHi Bagu cepusa

3axBOpIOBaHHS cepIsl — Ile 3HAYHWN Tpeau-
KTOP CMEPTHOCTI TIiJl 4ac BaTiTHOCTI y PO3BUHEHUX
Kpainax. Y 3B’SI3Ky 3 UM aKTyaJbHOIO mpobiie-
MOIO aKyIIEPCTBA € PO3BUTOK MEIUYHOI [OTIOMO-
ru BaritHuM 3 [IBC, mipo 1o iizeTbest 30KkpemMa B
orssni [52]. B ogromy 3 mocaimkens [8] BuBuamn
HACJIIKY BaTiTHOCTI Ta BiJiIaJieHi cepIieBO-CyANHHI
mozii cepex 405 xinok. Tomi sk HecnpusATINBI
MOAil Tifi yac BariTHOCTI y 3a3HAYEHOi KaTeropii
sKiHOK po6pe Bigowmi, Bigmameni nacaigku IIBC
BUBYEHO HEJIOCTATHHO. ABTOPH JOCHTIKEHHS BUS-
BUJIN, 1[0 HMU3Ka MMOKA3HUKIB 0 BATITHOCTI MOJKE
JOTIOMOTTH iIeHTH(dIKYyBaTH 0ciO 3 TiABUIIEHUM
PU3UKOM PO3BUTKY BijlJIaJIEHUX CEPIIEBO-CYUHHUX
nofii. KpiM Toro, 1i MOKa3HUKM acoIlifoBajucs i3
CEepIEeBO-CYIUHHUMHU TIOISIMU i/l 9ac BariTHOCTI.
A.R. Opotowsky Tta criBaBTOpM NpOBESN aHAi3
aMEPUKAHCHKOTO PEECTPY 3 METOI0 BUBYEH-
HS piuyHOi 4yacToTu Tocmitamizanii xinok 3 IIBC
[73], sixa y nepiog 1998-2007 pp. 3pocaa Ha 34,9
nopiBusHo 3 21,3% y 3aranbhiil nomyssiii. Y
xkiHok 3 [IBC wuacrime peectpyBaiu cepiieBo-
cyauuHi nozii (4042/100000 mpotu 278/100000
BUIIQ/IKIB rociiTasisaiiii), cepes HUX HalbijibIIe —
MopyIieHHsT puTMy cepiid. CMepTHICTh CTaHOBUJIA
150/100000 mamientis 3 IIBC mporu 8,2/100000
6e3 1iei marosorii. Hagsuicts ckiaznoro IIBC
acouioBanacs 3 Oinabmiol HWMOBipHICTIO Po3-
BUTKY HECIPUATJINBOI CepIeBO-CYIUHHOI MO/Iii
nopiBHsIHO 3 Gisibin poctum (8158,/100 000 nmpotu

3166,/100 000, myasruBapiantae BIIT 2,0; 95 % /11
1,4-3,0%).

G.K. Lui Ta cmiBaBTOpH TMPOBETH TOCTIZKEHHS
BIIMBY Qisnynnux HaBaHTaxkenb Ha YCC Ta
Hacaizku BaritHocTi y skiHok 3 [IBC [59]. Ilikoa
YCC, Bizcorok Big MakcuMasbHol BikoBol HCC Tta
XPOHOTPOITHUI 1HIEKC acOIiOBAJINCSA 3 PO3BUTKOM
cepleBo-CyMHHOI Tonil. YacToTa HeOHATAJIBHUX
noxiit cranosuia 20 %. IlikoBe crioKUBaHHA KUCHIO
He acoIliioBasocsl 3 HECHPUSTIMBUMU HACJiIKaMHU
BaritHoOCTi. ABTOpM 3pOOMJIN BHCHOBOK IPO Te,
10 TOPYyIieHa XPOHOTPOITHA BiITIOBiIb KOPEJIOE 3
HECTIPUATINBUME HACJIIKAMHU BariTHOCTI B JKiHOK 3
[IBC, i 11e mo1imbHO BpaxyBaTU MPU TEPETISIl CXeM
crpaTudikarii pusuky.

Mo6GanbHa NowMpeHicTb
cepLeBO-CyANHHMUX 3aXBOPIOBaHb

ITpobsema TIBC y kpainax, 1[0 pO3BUBAOTHCS,
HAJ[3BUYANHO aKTyasbHA, OCKIJTbKM 3HAUHA YaCTUHA
MAIi€EHTIB HAPOXKYETHCS caMe TaM. Baromi pe3yJib-
TaTU OTPUMAHO B JIOCTIKeHH], TpoBeeHOMY Y Hbio
Hemni [80]. Boro mokazano, 1mo xXiHoda cTaTh — Iie
BAKJIMBA JleTePMiHAHTA BiICYTHOCTI MPUXUIBHOCTI
0 IUTSTY0i Kapzioxipyprii. [JocmiaskeHHsT 0XOILTo-
Basio 405 BUTIAJKIB, y IKUX ITPOBOANIH MOTIHOIEHE
ONMUTYBaHHs. ABTOPM 3pOOWMJIN BHCHOBOK, IO B
OCHOBI BUSIBJIEHOI CTATeBOI YIEPEIKEHOCTI JeKaTh
yKOpiHeHi pokamu comianbHi daktopu. llikaBuit
orsisifi i€l mpobGsemaruku 3aiiicieno D. Singh
ta criBaBropamMu [88]. JlocrmijikenHsa 3a ydacTio
289 mamientiB 3 [IBC, npoBeneHe B €KOHOMIUHO
po3BuHeHOMY TaiiBaHi, TPOAEMOHCTPYBAJO, IO
JKiHOUYA CTaTh acolliloBajiacs 3 HU3BKOIO (hi3MIHOIO
Ta NCUXOJIOTIYHOIO sAKicTio KuTTs [21]. DakTopamu,
SIKi 06YMOBJTIOBAJIN SIKICTh JKUTTsI, OYJIH, IEPELyCiM,
0CcOOMCTICHI pHUCH, IICUXOJIOIIYHMII JUCTPEC Ta
cimMeliHa TATPUMKA, IIPOTE, MO I[iKaBo, He Oysa —
TSUKKICTh 3aXBOPIOBAHHS.

Binkpura aprepianpna mpotoka (BAII) — IIBC,
sgKa BITHOCHO JIETKO KOPUTYETbCA. SIKINO 10 Bamy
He JIiKyBaTu, BEJUKA IIPOTOKA MOXKE ITPU3BECTHU JI0
JlereHeBO1 CcyauHHOI marosorii. [lisHe BusgBieHHS
y KpaiHax, 110 PO3BUBAIOTHCS, € MPUUMHOIO (op-
MYBaHHS JIETEHEBOI TillepTeH3il TOro 4Yu iHIIOTO
CTYIEHs, IO TABUILYE HeOE3NeKy XipypridHOro
BTpyvaHHs. Baxiusi ta oOHamiiinei pesysibratu
OTPUMaHI B IOCTisKeHH], TpoBeieHOMYy B Mekcuiri
[104] 3a yuwacTio 168 marieHTiB 3 i30J1bOBaHOIO
BAII Ta cuctomiyHnM THUCKOM Y JIeTeHeBiil apTepii
>50 mm pr. ct. Cepenniit Bik — (10,3£14,3) poxy
(mesxi: 2 micari — 59 pokis; memiama 3,9), miameTp
BAIT - (6,4£2,9) mm (Meniana 5,9) Ta cucToiuHMit
TUCK Yy JereHesiii aprepii — (63,5+£16,2) mm
pT. cT. (Memiana 60). YacTtka ycmimHuUX orepariiit
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cranosuia 98,2 %. Crocrepexenns 3a 145 (86,3 %)
BUIIAJIKAMU YIIPOIOBXK y cepenubomy (37,1+24,0)
Micsst (Mexi: 1-108 micsnis; memniana 34,1) BusBu-
JIO TIOZIaJIbIlle 3HIKEHHST TUCKY B JieTeHeBil apTepil
1o (30,1 +7,7) mm pr. cT. (p<0,0001). ABTOpH TTOKA-
3aJ1H, 0 Y HU3Il BUMA/IKIB Yepe3IIKipHe JiKyBaHHS
BAII Gesneune Ta eheKTHBHE, TPU I[BOMY THCK
y JiereHeBill aprepii 3HWKYETbCS Opa3dy MicJs
MaHIIy ALl i TPOIOBKYE 3HMKYBATUCS 3 HYaCOM.

Bisyani3sauia npupopkeHnX Bag, cepus

MoX/IuBO, OJHUM 3 HaMOLIbII <«BpasKAIOUUX»
acriektiB [IBC € ixHst Bisyasisaitis. 300paskeHHsI
pisaux IIBC «I0OXBaBIOIOTb> CTOPIHKU TIPO-
BiIHUX KapzionoriuHux >kypHauaiB. Came TOMy
HAIPUKIHI 1IhOTO aJbMaHaXy JAOIIJTbHO BKa3aTH
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