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Beegnenmne. Tpucomus 21-it xpomocomsl, mim cungapom Jdayna (C/1) — camas pacnpocTpaneHHas XPOMOCOMHASI aHOMAJHST BO BCEM MUPE, KOTOPast
YACTO PACCMATPUBACTCS KK (HAKTOP PHCKA PA3BUTUSI OCJOKHEHUN U HEOJArONPHUATHONO UCXO/AA TIPU XUPYPIUUECKOM JICUCHUH BPOKICHHBIX M0~
pokos cepaia (BIIC).

Marepuassi 1 METO/IbI. DTO PETPOCIIEKTUBHOE OJIHOI[EHTPOBOE CPABHUTEIBHOE UCCJIeI0BaHNE, B KOTOPOe Botin 440 seTeil, pooriepipoBaHHBIX MO
nosoxy BIIC. [Taientst ¢ C/I cocrasuiu 1-10 (ocHOBHYI0) rpy1ny (7 = 57), BO 2-10 (KOHTPOJIbHYIO) TPYIITY BOLLIK NAIIUMEHTHI 63 TeHeTHYECKIX
3aboseBanuii (n = 383).

Pesyabratsl. [Taruents: ¢ CJI mMesn MeHbIIYI0 Macey Tesia — 4,8 KT IpoTuB 5,9 KI'y IaleHToB KOHTPOoJIbHOM rpyiisl (p = 0,017). Hanboaee yacto
B 06ENX IPYTIIaX BBIMTOTHSIIN IIACTHKY eeKTa MeKKeTyI04K0BOil ieperoponkn, B 33,0% u 39,6% cirywaes st 1-ii i 2-it TpyIITT COOTBETCTBEHHO
(p = 0,61). Paguxanbnyio KOPPEKINIO aTPUOBEHTPHUKYJISIPHOTO KaHAJA vallle BBITOJNHSIIN y TanneHToB 1-if rpynmst (p < 0,001). ¥V nmammenTos ¢
C/1 vame BoinosHsn atanHoe jgedenne BIIC, tak, cy’knBaHue JIerouHoil apTepiy Kak [epBblil 3Tall reMOJANHAMIYECKOI KOPPEKIINHT IPOBE/IEHO Y
22,8% nanrentos 1-it rpymmsl (p < 0,01). [Topoku kororpyHkyca (terpaga Mamro (TA) 1 1BOITHOE OTXOKIEHIE COCYIOB OT TIPABOTO JKETYA0UKA)
y TMAIMEHTOB ¢ TpUCOMIElT 21-if XpOMOCOMBI BCTPEYATICH Peske, HEKEIN Y MAIIEHTOB ¢ HOPMAJIbHBIM XPOMOCOMHBIM HabopoM (p = 0,031). Cpexn
OCJIOKHEHNUIT TOCIIE0TIEPAIIMOHHOTO TIEPUOJIA [bIXaTebHast HeocTaToqHOCTh ([[H) Gblia Ha epBoM MecTe B 00€HX IPyIINax, HO Yallle Pa3BhBaiach
y TMaIenToB ¢ Tprucomueit 21-it xpomocomsl — B 26,3% cayuaes (p = 0,029). Hannents: ¢ CJ] Hyskaammch B 6osee ITHTETbHON HCKYCCTBEHHON BEH-
Tussinun jerkux (VBJI) (p = 0,019), nennBasusHoii Bentusrsaimn gerkux (p = 0,007) u nunorpomnHoii mogzepsxkke (p = 0,012). [TpoposmknTesbHOCTD
UHTEHCUBHOII TEPAIlUK B yCIOBHUX OT/AeJNeHUs1 peanumarun 1 unrencusroii reparun (OPUT) (p = 0,023) u nertambhocts (p = 0,01) Takske 6buim
BBIIIE Y MAIIEHTOB OCHOBHOIT rpyIibl. CHHAPOM CHCTEMHOTO BOCTIAIITELHOTO OTBETA He GBI YaCTHIM OCTIOKHEHNEM, HO €70 YaCTOTA Y MAI[IEHTOB
¢ Tpucomueit 21-it xpomocombr 61ma BaBoe Boitne — 12,2% mportus 6,5% B konTposbHOi rpytme (p = 0,004). JletamprocTs B 1-1f rpyTiie ObL1a BbIITe
u cocrasusia 5,3% nporus 2,1% y nmanueHTos 6e3 XpoMocoMHbIx anomasuii (p = 0,011).

BeiBogpl. [locieonepalinoHHbIi TEPHO/ TTOCTIe KapAMOXUPYPTUUECKUX OTIepaIlnii y /ieTeli ¢ TprucomMuedl mo 21-if XpoMocoMe yariie 0CI0KHIETCS
JTH, tpebytomeii 6osee anureabHoro nposeaerust IBJI u Gosiee 4acToro NpUMEHEHUs] HEMHBA3UBHON BeHTuI st jerkux. [[H ssasercst nan6o-
Jlee 4acTBIM OCJIOKHEHHEeM MocJIeolepalinoHHoro nepuoza y jgereii ¢ C/l mocse onepanuii Ha cepate. IlamuenTst ¢ Tpucomueii o 21-it xpomocome
HysKAa10TCs B Goutee munrenbHoM mpeGsiBammi B OPYIT 1o cpaBHEHIIO CO CBEPCTHUKAMI 6€3 XPOMOCOMHBIX AHOMAJIHIL.

Kntouegvie crosa: kapimoxupyprudeckue oleparim, OCJI0KHeHust, cuHapom /layHa

Jlnsa mutupoBanus: baseuies B. B., Hlernosa K. T., Marmmesert A. 1., [luxpanos A. A., Bodanos /I. A. Ocrosknennst mocsieonepanionHoro Ieproia
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Introduction. Trisomy 21, or Down syndrome (DS), is the most common chromosomal abnormality worldwide and is often considered a risk factor
for complications and adverse outcomes in surgical treatment of congenital heart defects (CHD).

Materials and methods. This was a retrospective single-center comparative study that included 440 children who underwent surgery for CHD.
Patients with DS constituted the first (study) group (n = 57), while the second (control) group included patients without genetic disorders (n = 383).

Results. Patients with DS had lower body weight — 4.8 kg versus 5.9 kg in patients in the control group (p = 0.017). The most frequently performed
procedure in both groups was ventricular septal defect repair, in 33.0% and 39.6% of cases for the first and second groups, respectively (p = 0.61). Radical
correction (RC) of the atrioventricular canal was more often performed in patients of the main group (p < 0.001). In patients with DS, staged treatment
of CHD was more often performed, since pulmonary artery narrowing as the first stage of hemodynamic correction was performed in 22.8% of patients
in the first group (p < 0.01). Conotruncal defects (tetralogy of Fallot (TOF) and double outlet right ventricle) were less common in patients with
trisomy 21 than in patients with a normal chromosomal set (p = 0.031). Among the postoperative complications, respiratory failure (RF) was the most
common in both groups, but developed more frequently in patients with trisomy 21 — in 26.3% of cases (p = 0.029). Patients with DS required longer
duration of mechanical ventilation (MV) (p = 0.019), non-invasive respiratory support (p = 0.007), and inotropic support (p = 0.012). The duration of
intensive care in the intensive care unit (ICU) (p = 0.023) and mortality (p = 0.01) were also higher in patients in the study group. Systemic inflamma-
tory response syndrome (SIRS) was not a frequent complication, but its incidence in patients with trisomy 21 was twice as high — 12.2% versus 6.5%
in the control group (0.004). Mortality in the first group was higher, at 5.3% versus 2.1% in patients without chromosomal abnormalities (p = 0.011).
Conclusion. The postoperative period after cardiac surgery in children with trisomy 21 is more often complicated by respiratory failure, which
requires longer periods of mechanical ventilation and more frequent use of non-invasive respiratory support. Respiratory failure is the most com-
mon postoperative complication in children with DS after cardiac surgery. Patients with trisomy 21 require a longer intensive care unit (ICU) stay
compared to their peers without chromosomal abnormalities.
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Beenenue

Tpucomus 21-it xpomMocoMmbl, nin cuuapom /layna
(CIl) — camas pacripocTpaHeHHasT XpOMOCOMHAST aHO-
Masiis BO BceM Mupe [8]. HacToTa JaHHOM MaToJI0THN
cocrasiisieT 1 Ha 800 HOBOpOKAEHHDIX [15]. Y 1OJI0BU-
HbI 7IeTell ¢ TprucoMuei 21-1f XpOMOCOMBI TUATHOCTHU-
pyioT Bpoxaenubie mopoku cepana (BIIC), koTtopbie
SABJISIOTCS OCHOBHOUM ITPUYMHOW CMEPTU MPU JTAaHHOU
anomainu [2, 8]. B mureparypubix gannusix C/l Takxke
paccMaTpuBaeTcst Kak (hakTop pucka HeOJIarompusiT-
HOTO MCXO0/a TIPU XUpyprudeckoin koppeknnu BIIC
[2, 11].

Tem He MeHee, COTTACHO COBPEMEHHBIM PEKOMEH-
JAIUSIM 110 MEAUIINHCKOMY HaOJIIOIEHNIO 32 IETHMU C
TpucoMueii 21-fi XpOMOCOMBI, KAPAMOXUPYPTUIECKOe
JledeHre SBJISIETCS CTaHAAPTOM MEIUIMHCKON 1TOMO-
i [12, 15]. Kpome Toro, pazBuTtne KapauoXupypriu,
a TakyKe M3MEHEHKe OTHOIIEHUs B OOIIecTBe K Malu-
€HTaM C KOTHUTHUBHBIMU HapYyNICHUSMH TIPUBEJINA K
Tomy, uTo narmenTam ¢ C/[ ctaau mpoBOAUTH HE TOJTh-
KO CJIO’KHBIE Kap/MOXUPYPrUYECKre Onepaiuu, HO 1
TpaHcantanuio cepama [ 10].

[latosorus ceppevHO-COCYIUCTON CUCTEMBI TIPU
TpucomMuu 21-if XpoMOCOMBI 0OYCJIOBJIEHA U30BITOY-
HOI1 aKCcIIpeccueli TeHOB KOJIareHa, pacioIoKeHHbIX
B aT0i1 Xpomocome [2]. ITomumo BIIC, cpenu comyt-
crBytormx C/I 3a60s1€BaHN 4aCTO BCTPEYAIOTCST TOPO-
KW Pa3BUTHS JKETYZ0YHO-KUIIIETHOTO TPaKTa (aTpe3us
JIBEHA/IIIATUTIEPCTHON KHUIITKU, TPaXEOMUIEBOHBIH
CBUII), aHOMAJIUN JBIXaTEJIbHBIX TyTel (JIapuHTOMA-
JIATUS, TPAXEOMAJIAIUS, CTPYKTYPHbBIE AaHOMAJIIH JIeT-
KWX ), IeJTUAKKS, THITOTUPE03, UMMYHHbIE HAPYIIEeHNs,
renepanu3oBanHast runotonus [4]. Ilpu atom, comyt-
cTByIOIas TprucoMun 21-if XpOMOCOMBI MTATOJIOTHS He
Bcer/ia (hopMyaMpyeTcst B KOHKPETHBIN AMarHo3, Bpaun
MOTYT JIUNIb MTPEANOIaraTh CKIOHHOCTh K PAa3BUTHUIO
HEKOTOPBIX [MATOJIOTUYECKUX COCTOSTHUIA.

Axmyanvrocms ucciedosanust: 3HaHue 00 0COOEH-
HOCTSIX [TOCJIEOTIEPAIIMOHHOTO MTEPUOJIA Y TAIIUEHTOB C
C/I mo3BOJIUT MTPOTrHO3UPOBATH PA3BUTHE HEKOTOPBIX
OCJIO)KHEHUH, CBOEBPEMEHHO HAYaTh TEPAINIO U W3-
6ekaTh KaK HEraTHMBHBIX ITOCJIEICTBUN JIJIsI TTAI[HEeHTa,
TaK U JIOMOJIHUTEJNbHBIX MATEPUATBHBIX 3aTPaT JJIs
KJIMHUKH.

ITeabp paboThl — BBISIBUTH 4aCTOTY M XapaKTep OC-
JIOKHEHUN y fieTelt ¢ cuHapoMoM JlayHa rocse Kapino-
XUPYPTUIECKUX OTIE€PATIHH.

MarepuaJibl 1 METOIbI

/lusatin ucciedosanus. ITo peTPOCIIEKTUBHOE OJTHO-
IEHTPOBOE CPABHUTEIHLHOE NCCIIEI0OBAaHNE, B KOTOPOE
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Bomu 440 meteii B Bo3pacte oT 1 Mecarna mo 1 roza,
npooriepupoBaiubIxX 1Mo moBoay BIIC. Bee marmenTst
poJiedeHbl B epro/ ¢ ssaBapst 2023 o gexabpb 2025 1.
[TammmenTsr ¢ C/l coctaBun 1-10 (OCHOBHYIO) TPYIITY
(n=>57), B0 2-10 (KOHTPOJIbHYIO) I'PYIIILY BOILIN ITaIlH-
eHTbI 6e3 renernyeckux saboneBanuii (n = 383).

Jlo TipoBeieHNsT NCCIIeI0BaHUS OBLIO TIOIYYEHO 010~
GpeHue JIoKaJIbHOTO aTHYeckoro Komurera u nposou-
Joch B cootBercTBuu ¢ ipasiiamu GCP (Good Clinical
Practice). IIpoBejen aHains3 KJIMHUKO-Tab0PaTOPHBIX
1 WHCTPYMEHTATBHBIX TTOKAa3aTesell 0 orepannn, BO
BpeMsI Hee U B PAaHHEM TT0CJIe0TIePAITIOHHOM TTEPHOJIE.

[TockoJibKy Bee MarnueHTbl 1-if TPyl ObLIN TTPOO-
TIepUPOBAHBI B Bo3pacTe oT 1 Mecsia, rpymiry KOHTPOJIS
COCTaBWJIN TaKyKe ManueHTsl ctapiie 1 mecsna. V3 uc-
CIeTOBaHUS MCKJIOYEHBI TTAIIMEeHTh, UMEBIITNE WHBIE
TeHeTUYeCKHe WM XPOMOCOMHbIE aHOMAJINH.

Memoovt uccredosanus. Ha moonepaiintoHHOM aTarie
OTIEHUBAJIV aHAMHECTUYECKYE JJaHHbIe (BO3PACT HA MO-
MEHT OTIepAIIH, TI0JI, BEC, HEIOHOTIIEHHOCTH ), KITMHUYe-
CKWe JJaHHbIe — IPUMEHEHNe aJTPOCTA/INIIA, BUJL Olle-
PaTUBHOTO BMENIATETHCTBA, HAJIMYHE COTY TCTBYIONIEH
MATOJIOTUH; CIOKHOCTD OTIEPATUBHOTO BMETIIATEIbCTBA
1o mkase Aristotle score.

WuTpaonepalinoHHO aHATM3UPOBAJIH: BPEMST UCKYC-
cTBenHoro kposoobpatenus (1K) u nimemun Muoxap-
J1a, HeOOXOMMOCTB OTCPOYEHHOTO YIIUBAHS TPY/IHOM
KJIETKH.

B mocneonepanonnoM mepuozie omeHuBaIn Mpo-
NOJKUTENLHOCTD UCKYCCTBEHHON BEHTUIISAIINN JIETKUX
(BJT) 1 KaTexolaMUHOBOM MO/IEPKKY, TTPUMEHEHNE
HEMHBA3UBHOW BEHTHJISIIIUU JIETKUX, THAPOOAIAHC B
HepBble CYTKH TIOcJie omepanui, Gpakiuio BrIOpoca
(DB), Bpems npebbIBaHNS B OTAEICHUN PEaHUMAIIUH 1
nnrencuHoit Tepanun (OPIUT), yacToTy moBTOPHOTO
noctyrienuss B OPUT, metanbHOCTb.

[IpoanasmsupoBana yacToTa pa3BUTHS OCTOKHEHUI
B 11ocJieoriepaitnonioM repuogie: JITH (zbrxaTenbHoi
HE/IOCTAaTOYHOCTH) W €€ MPUYHMH, CepIeYHO-COCY/IH-
CTOI HEJIOCTATOYHOCTH, TaCTPOUHTECTUHAIBHON He-
JIOCTATOYHOCTHU, OCTPOTO ITOYEYHOTO ITOBPESK/ICHUS 10
kputepusiMm pRIFLE, nedueHouHoil HeZ10CTaTOUHOCTH,
CUHJIPOMA MOJIMOPTAHHOM HEJ0CTATOYHOCTH, XUJIOTO-
pakca, rponepuKap/a, arpHOBEHTPUKYJISIPHOI 6J10-
KaJIbl, CHHIPOMA CUCTEMHOTO BOCIIAJIUTETHHOTO OTBETA.

[lepBUUYHOI KOHEUHOU TOUYKON MCCJIE/IOBAHUS TIPU-
HSTa JIeTAJbHOCTh, BTOPUYHBIMU KOHEYHBIMU TOUYKA-
MU — OCJIO)KHEHUS TIOCJIEONEePAIMOHHOTO TEePUO/a:
[IH, cepieuno-cocyaucras HeloCTaTOUHOCTb, OCTPOE
MTOYEYHOE MOBPEXKIEHNE, CUHPOM CUCTEMHOTO BOCTIA-
JINTEJTLHOTO OTBETA, JVINTETLHOCTD TOCTTUTATN3AIIIH.

CdopmyrpoBaHa TUTIOTE3a UCCIIEIOBAHUS: JIETAIb-
HOCTb T10cjie Xupyprudeckoit koppekruu BIIC y ma-
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Tabnuya 1. CpaBHUTEIbHAS XapaKTEPUCTHKA NANMEHTOB 00EUX IPYIII HA 00NEPALHOHHOM JTaIe
Table 1. Comparative characteristics of patients in the two groups at the preoperative stage

. 1-arpynna, n =57 2-arpynna, n = 383 o
Me (n) P25-P75 (%) Me (n) P25-P75 (%)
BospacT, mec 4,4 2,3;6,0 4,9 1,9;6,2 0,45
Mon, MycKoM 29 50,8 214 55,8 0,48
Bec, Kkr 4.8 3,7;5,7 5,9 3,7;6,7 0,017*
HepoHoleHHoCTb 2 3,5 12 3,3 0,76
BasanpoctaH 0 0 5 1,3 0,62
AHaTOMKA «e4UHCTBEHHbIN KeNyao4eK cepaua» 2 3,5 8 2,1 0,29
ATpesus aHyca 1 1,7 3 0,8 0,008*
HeKpoTHUYeCKUIA SHTEPOKONT 2 3,5 2 0,5 0,01*
TpaH3UTOPHbIN MMENON033 2 3,5 0 0 0,001*
Xunotopakc 1 1,7 0 0 0,001*
Aristotle basic score 6,9 4.8;8,6 6,8 4,7:8,6 0,92
Aristotle comprehensive score 8,9 7,0;11,5 7,5 5,9;9,0 0,021*

* — BOCTUrHYTbI YPOBEHb 3HA4YMMOCTH (p) MeHee 0,05.

LUEHTOB ¢ ciHApoMoM JlayHa Bbillie, 4eM y jeTeii 6e3
XPOMOCOMHBIX aHOMAJIUTA.

Cmamucmuxa. Bce KavHUYecKue JaHHBIE OBLIN
B3SThI 13 9JIEKTPOHHON ucrtopuu Oosesnn («Memua-
sor 7.10 B0119»), o6ias 6asa JaHHBIX COCTAaBJIEHA B
nporpamme Microsoft Office Excel. Cratucruueckas
06paboTKa TIOJNyYEHHBIX PE3YJBTATOB OCYIIECTBJIS-
Jlach ¢ roMoIipbio mporpammel IBM® SPSS® Statistics
Version 21 (21.0.0.0).

Tun pacripenenieHns KOJTMYECTBEHHBIX TIEpPEeMEH-
HBIX OTIEHWBAJIN TIPU TIOMOTIN KpuTepus Kommoropo-
Ba — CMUPHOBA U KBAaHTUJIbHBIX IAarPaMM, a TaKKe
rokasaresieli acMMMeTpun 1 aKkciiecca. [lokazarenn
C HOPMAJbHBIM pacIpeieIeHNeM TPe/ICTaBICHBI KaK
cpeaHee 3HAYEHWE CO CTAHIAPTHBIM OTKJIOHEHUEM U
95% nmoBepuTesbHbIil WHTepBaL. KosndyecTBEHHbIE
MOKA3aTeJM C HEHOPMAJIbHBIM paciipesiesieHueM Tpeji-
CTaBJIEHBI KaK Me/[iaHa M ME>KKBAPTUIIbHBIN MHTEPBAJ
25;75. KauecTBeHHble TIOKA3aTEH TIPE/ICTABIEHBI KAK
YUCJIEHHOCTH TPYIIIILI (72) U 10Jist OT TPYHIIbI (%6).

[l BeIgBIIEHUS (PAaKTOPOB PUCKA JIETATBHOTO UCXO-
Jla TIPUMEHEH TTOTArOBbIH MHOTO(aKTOPHBIN JIOTUCTH-
YecKUil perpeccroHHbIi ananus. Ilocaeannii GBI HC-
TI0JIb30BaH C IEJTBIO 0I00PA MHOKECTBA HE3ABUCHMBIX
MPEJNKTOPOB, BKITIOYEHHBIX B CTATUCTUYECKYIO MOJIETTh,
OKa3bIBAIOIIUX €r0 BAWSHUE HA 3aBUCUMYIO TIepEMEH-
HyI0 (JIeTaJbHbIN ucxon). Kpurudyeckuii ypoBeHb 3Ha-
yumoctu (p) mpussat 3a < 0,05.

Pe3yabrarst

Ha goomnepaiinoHHOM sTare naiueHTbl 00erx rpyIin
GBIV COTMOCTABUMBI TI0 BO3PACTY, MOJIY, CJIOKHOCTH
OTEPaTHBHOTO BMeEIATeIbCTBA 10 TiKaje Aristotle
basic score (ta6:. 1). OgHako maruenTs! 1-if rpymb
HMMEeJT MEHDIIYIO Maccy Teja — 4,8 Kr mpotus 5,9 Kry
nanuenToB 2-i rpynms! (p = 0,017). Ilo mkane Aris-
totle comprehensive score Tprcomust 21-it XpoMocoMbI
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nobasisier 1 6aJl K cyMMapHOii olleHKe. 3aKOHOMep-
HO, YTO TAUEHThI 1-if rpy il nMesn GoJiee BHICOKYIO
OIICHKY MO JIaHHOi1 mKaje — 8,9 6aJioB, y malueHToB
2-i1 Tpymmst 7,5 6amnos (0,021).

ConyTcTBYIONIYIO TATOJOTHIO CTATUCTUYECKN 3HA-
yumo varnie nMmesn nanuentel ¢ C/I: arpesuio anyca
(p = 0,008), HEKPOTHUECKUIT SHTEPOKOJIUT B aHAMHe-
3e (p = 0,01), rpansurtopusiii Muesonoas (p = 0,001).
Opnun maruenT 1-1 rpynmel cTpajgai ABYCTOPOHHUM
XUJIOTOPAKCOM TTPAKTUYECKU C POXKAEHUS, AMATHO3
ObLJI TIOCTaBJIEH B Bo3pacTe 12 CyTOK JKU3HU.

CrpyKTypa orepaTUBHBIX BMEIIATETbCTB HECKOJIb-
KO OTJIMYaJach MKy TpPyNnamu, HO JIaHHbIE OTJIN-
YU OTPEIEJIIOTCS YaCTOTOM BCTPEYAEMOCTH OIpe-
nenenneix BumoB BIIC y marmeHTOB ¢ TpricoMueit
21-it xpomocombl. HanbGosiee yacto B 06enx rpymmax
BBITIOJIHAJIACH TITACTUKA JleheKTa MEKKeTyI0UKOBOI
neperoposiku, B 33,0% u 39,6% ciydyaeB st iepBoii
U BTOPOII rpyii coorBercTBeHHo (p = 0,61) (Tabm. 2).
PapukanbHyio  KOPPEKIUIO aTPUOBEHTPHUKYJISPHO-
rO KaHaJia yalie BBITOJIHSIN Y TTAIlMeHTOB OCHOBHOM
rpymmst (p < 0,001), uto 06yCIOBIECHO BHICOKOI Ya-
croToii Bctpedaemoctr gannoro BIIC ipu Tprucomum
21-it xpomocombl — 110 80% [8]. Y naiuenToB rnepBoit
TPYTIIIBI Yallle BBIMOJHAIOCH aTamHoe Jjgedenne BIIC,
COMPOBOSKIAIOIIUXCST 00BEMHOI MEPETPY3KOIT TPABbIX
oTNIeTIOB cep/ia. Tak, cy:kKMBaHUeE JIETOYHOH apTepun
KaK MePBBI ATall TeMOAMHAMITYECKON KOPPEKIIUU TTPO-
BesieHo y 22,8% TalnenToB MepBOi TPYIIIIbI, B TO BPeMsI
Kak Bo BTopoi rpymme y 12,2% (p < 0,01). I[Topoxu
koHoTpyHKyca (terpaga Damno (TD) u gBoitHOE OT-
XOJK/IEHUE COCYIOB OT MTPABOTO JKEIY/I09Ka) Y TalleH-
TOB C TpUCOMMeEit 21-if XPOMOCOMBI BCTPEUATUCH PEXKE,
HEe)KeJIW Y TIAIIMeHTOB ¢ HOPMAJIbHBIM XPOMOCOMHBIM
nabopom (p = 0,031).

B rpymnme narnuenTos ¢ C/I cratucruuecku 3Haum-
MO Yalile BBIOJHSINCH onepaiuu 6e3 VK, BeposiTHO
3a cyeT OOJIBIIErO KOJMYECTBA OTepaIliil Cy;KUBAHUS
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Taonuua 2. CTpyKTYpa BBIIOJHEHHBIX OIEPATHBHBIX BMEIIATEIbCTB Y NAIMEHTOB 00€UX IPYII
Table 2. Structure of surgical interventions performed in patients of the two groups

T — 1-a rpynna, n =57 2-arpynna, n = 383 o
Me (n) | P25-P75 (%) | Me (n) | P25-P75 (%)
JedeKT MeXKeNy[04KOBOW NEPErOPOAKHU 19 33 152 39,6 0,61
JedeKT mexnpeacepaHom neperopoaku 1 1,7 33 8,6 0,09
PagukanbHas koppeKuma TP, pagnKanbHaa KOppeKLma ABONHOIO OTXOXAEHUA 3 53 49 12,7 0,031*
COCYAOB OT MPABOTO HeyAouKa
ATPUOBEHTPUKYNAPHBIA KaHan 13 22,8 8 21 <0,001*
TpaHcnosunuymMa MarucTpasibHbIX COCY0B 0 0 3 0,8 0,75
Onepaumu Ha gyre aopTbl 2 3,5 20 5,2 0,15
Onepaumsa Hopsyaa 0 0 6 1,6 0,36
Onepauusa MneHHa 0 0 10 2,6 0,23
Cy*Ku1BaHWe Nero4yHom aptepum 16 28,0 47 12,2 <0,01*
CHUCTEMHO-/IeroYHbIM aHaCTOMO3 1 1,7 19 4,9 0,29
Onepaumm Ha KnanaHax 0 0 10 2,6 0,57
Mpoyee 2 3,5 26 6,8 0,29
* — AOCTUrHYTbIA YPOBEHb 3HA4YMMOCTH (p) MeHee 0,05.
Ta6uya 3. CpaBHUTEIBHAS XapaKTEPUCTHKA NIOKa3aTeIeil MHTPa- U PAaHHEro MOCJIe0NePalHOHHOTO EPUo/Ia
Y HAIMEHTOB 00€NX Py
Table 3. Comparative characteristics of intra- and early postoperative period indicators in patients of both groups
S 1-arpynna, n =57 2-arpynna, n = 383 o
Me (n) P25-P75 (%) Me (n) P25-P75 (%)
Onepauun ¢ UK 18 31,5 306 79,8 <0,001*
MK, MuH 80,3 55,0;97,7 83,0 54,0;102,3 0,87
Mwemuna mmoKapgaa, M1H 45,6 27,5;69,7 44,0 28,0;64,7 0,142
OTCpoyeHHoe ylnBaHWe rpyaHOM KNeTku 1 1,7 10 2,6 0,17
MBI/, Yacbl 66,8 27,1;85,7 47,4 18,0; 63,0 0,019*
MoTpe6bHOCTb B Ba3onpeccopax, Yachl 45,7 37,2, 73,7 41,5 31,0; 64,1 0,12
HewHBasuBHaA BEHTUIALMA NErKKX, Yachbl 17 29,8 39 10,2 0,007*
DB JIHK, % 64,0 61,0;67,0 63,0 57,0;67,0 0,14
BbicoKas neroyHas runepTeHsmsa 1 1,7 9 2,3 0,17
KpoBoTteyeHue 2 3,5 20 5,2 0,23
PecTtepHoTOMMA 0 0 1 0,26 0,87
Peonepauus 6 10,5 14 3,6 0,01
mgpobanaHc, 1 cyTKM 2,0 -73,0;80,7 31,0 -40,0; 88,0 0,062
MoBTOpHOE noctynnexHve 8 OPUT 3 5,3 24 6,2 0,54
Bpemsa B OPUT, yachl 120,1 62,0; 135,7 81,8 52,0;109,0 0,023
JleTanbHOCTb 3 5,3 8 2,1 0,011

* — LOCTUTHYTbIM YPOBEHb 3HAYMMOCTH (p) MeHee 0,05.

JIA (p < 0,001). IIpu aTom ipogoskuTebHOCT UK
U WieMun Muokap/a Ha orneparusax ¢ UK ne nmerna
oTimuuil Mexay rpynmamu. CpaBHUTETbHAS Xapak-
TEPUCTUKA WHTPA- U TTOCJIEOTIEPAIMOHHBIX TTOKa3aTe-
Jeit peacrasieda B tabr. 3. [amuenTst 1-i rpyIimbL
HYysKaaauch B 6osee aunrenbhoit UBJI (p = 0,019), um
yaiie TpOBOININ HEMHBA3UBHYIO BEHTUJIAINIO JIETKUX
(p = 0,007). IIponoKuTeNTbHOCTh UHTEHCUBHON Te-
panuu B yeaoBugx OPUT (p = 0,023) u metasbHOCTD
(p = 0,01) Taxsxe 6b11H BhImIe y marenTos ¢ CJI.

JlnmrenpHOCTD TPUMEHEHMS BA30ITPECCOPOB CTATH-
CTUYECKH 3HAYMMO HE OTJIMYAJIACh MEXKAY TPyIIaMu
(p = 0,12), xax u yacTora pa3BUTHUS CePAETHO-COCY-
nucroii HegoctaTounoctu (p = 0,22). Cpenn ociox-
HeHUH ToceonepanrontHoro mepuoaa JH Oblaa Ha
[epBOM MecTe B 00enx rpyIax, HO Jalle pa3BUBa-
Jach y narnuentoB 1-it rpymimbsl — B 26,3% ciaydaes
(p = 0,029) (tabu. 4). Yacrora pasBUTHI CUMIITO-
MOB TIOCTUHTYOAIIMOHHOTO CTE€HO3a TOpPTaHW, HeoO-
XO/IUMOCTDH PEMHTYOAIMHU Y MalUeHTOB 1-if rpymmbl
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Tabnuya 4. OcnoKHEHNsT pAHHETO MOCTEONEPANMOHHOTO IEPHO/IA Y NAIMEHTOB IBYX IPYIII
Table 4. Early postoperative complications in patients in two groups

e 1-arpynna, n =57 2-arpynna, n = 383 o
Me (n) P25-P75 (%) Me (n) P25-P75 (%)
AH 15 26,3 52 13,5 0,029*
PenHTy6auus 11 19,2 40 10,4 0,036*
CTeHO3 ropTaHu 14 245 42 10,9 0,003*
MHeBMOHMA 1 1,7 4 1,0 0,87
Mapes anadparmbl 3 53 8 2,1 0,35
CeppaeyHo-cocyancTan HeloCTaTOHHOCTb 7 12,2 39 10,1 0,22
[acTpouHTecTHaNbHaA He[OCTaTOYHOCTb 2 3,5 9 2,3 0,44
OcTpoe NoYeyHoe NoBpewAeHe 2 3,5 10 2,6 0,37
HeBponoruyeckue HapyLleHus 1 1,7 12 3,1 0,49
[MeyeHoYHas He4OCTATOYHOCTb 2 3,5 9 2,3 0,47
CWHAPOM NOAMOPraHHOM HEAOCTaTOYHOCTH 2 3,5 8 21 0,31
XunoTtopakc 2 3,5 6 1,6 0,032*
maponepuKkapg 3 5,2 16 41 0,76
ATprOBEHTpUKyNApHas 6aoKkaga 2 3,5 5 8,7 0,018*
CWHAPOM CUCTEMHOrO BOCNaIUTE/IbHOrO OTBETa 7 12,2 25 6,5 0,004*

* — AOCTUrHYTbIA YPOBEHb 3HAYMMOCTU (p) MeHee 0,05.

Taoauua 5. MaKkTOPHI PHCKA JIETAIBHOTO UCXO/IA [0 PE3YIBTATAM MHOTO(DAKTOPHOTO PErPECCHOHHOTO AHAIN3A
Table 5. Risk factors for mortality based on multivariate regression analysis

MNMokasarenb P OR (95% ClI)
MK 6onee 180 MuH 0,022* 3,29 (1,02-6,24)
AHaTOMUA «eUHCTBEHHbIN Xenyao4eK cepaua» 0,017* 2,11 (1,13-3,51)
Bec meHee 2,5 Hr 0,008 3,75 (1,08-4,81)
CuHppom [layHa 0,034 1,76 (1,11-3,01)

NMpumeyaHwMe:* — fOCTUTHYTLIN ypOBEHb 3HAYMMOCTH (p) MeHee 0,05; OR — oTHoLweHWe waHcoB; 95% Cl — 95% [oBepUTENbHBIN MHTEPBAI.

6bu Boimre (p = 0,003 u p = 0,036 cOOTBETCTBEHHO).
Tpaxeocromust He OTpeOOBAIACHh HU OXHOMY U3 Ta-
[IUEHTOB. ATPHOBEHTPUKYJISIPHAst GJIOKa/Ia Jale oc-
JIOJKHSLIIA TIOCJIEOTIEPAITMIOHHBIN TIEPHO/T Y TTAIIMEHTOB
2-11 rpynmel (p = 0,018), ogHOMY TanMeHTy U3 9TOM
TPYIIBI TOTPeOOBAIACh UMILTAHTAIUS TOCTOSTHHOTO
KapAnOCTUMYJISATOPA.

CUHIPOM CHCTEMHOTO BOCTIAJTUTEJNBHOTO OTBETA
He GBI 4aCTHIM OCJIOKHEHMEM, HO €T0 YacToTa y IMa-
uenTos ¢ C/I 6bi1a BaBoe Bbilie — 12,2% npoTus
6,5% B kouTpoabnoit rpymie (0,004). JleranbHOCTb
B 1-if rpymne OblIa Bbilile ¥ cocTaBuia 5,3% MPOTUB
2,1% y manueHTOB 6€3 XPOMOCOMHBIX AHOMAJUI
(p=0,011).

[lo pesynbratam MHOTO(hAKTOPHOTO PETPeCcCHOH-
HOTO aHaJIN3a, MMPOBEJEHHOTO CPelU BCEI KOTOPTHI
BKJITOUEHHBIX B MCCJIeJOBaHue TaneHToB (1 = 440),
(hakTopamu pucka JeTasbHOTO UCX0/IA ITOCTE KapN0-
XUPYPrudYecKUX Orepannil y geteii GblIu: MpoIoJIKI-
tesbHOCTh VIK Gosee 180 MuH, ogHOKETyA0UKOBASA
aHaToMmusl, Bec pebeHka Menee 2,5 Kr, cuHpom [layHa.
[Tpu nponoskurenpaoctu UK Gomee 180 mun puck
JIeTaITbHOTO MCX0/1a yBeanduBaics B 3,29 pasa, y ma-
IIUEHTOB C aHATOMUEN <«EMHCTBEHHBIN XKeJTy/T0ueK
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cepmiia» — B 2,11 paza. ¥ MaJIoOBeCHBIX TAIMEHTOB
(MeHee 2,5 KI') PUCK JIETAJIBHOTO UCXO/A MOBBITIAET-
cs B 3,75 pasa, npu Tpucomuu 1o 21-it xpomocome —
B 1,76 pasa (Tabu. 5).

O6cy:kaenne

C/l stByisteTcst caMbIM pacIipOCTPaHEHHBIM FreHeTHe-
cKuM 3a00JIeBaHNEM, OJIHAKO HEMHOTHE METUITITHCKIE
PabGOTHUKY 32 MIPe/ieJIaMU CTIeIMaIN3UPOBAHHBIX [CH-
TPOB 06JIaIaI0T 3HAHUSAMHE, HEOOXOAMMBIMHU JIJIST JIeUe-
HWS MAIMEeHTOB ¢ Jantoi maroiorueii [8, 11]. [Tanmen-
ToI ¢ C/] 3a9acTy1o UMEIOT HECKOTBKO COTTY TCTBYIOITIX
3ab0JIeBaHMil, 4TO TPEOYET MYJIBTHIUCIIUTLIMHAPHOTO
noaxoja K tepanuu [12, 15].

PecniupaTtopubie HapynieHUs OTHOCATCA K Hau-
6oJiee YaCThIM OCJIOKHEHUSIM TTOCIEOTIEPAIHOHHOTO
nepuosa y narrentos ¢ C/I, ocobenHo mocJie Kapmo-
XUPYPrudeckux onepanwuii [4, 13]. Tak, mo raHHbIM Hc-
caeqosanust M. Tsao et al. (2025) (n=1713) vacrora
pecnupaToOpHBIX HAPYIIEHWH TT0CIe HEKapANOXUPY p-
rudeckux onepanuii y gereit ¢ C/I cocrasuia 43,1%
[17]. Ilo namum pe3yJibTaTaM, y eTeil ¢ TPUCOMUER
21-it xpomocomsbl /I H pazBuBasack BiBOe vallle, 4eM y
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nereii 6e3 XxpOMOCOMHBIX aHoMasuil — B 26,3% ciryya-
€B, COOTBETCTBEHHO, BbITiie ObLIH Bpemst VIBJI, yacToTa
WCITOJTb30BAHNSA HEMHBA3NBHOM BEHTUJIAIINN JIETKUX
u aaurenbHocTh npebpiBanus 8 OPUT. ITo MHeHMIO
G.S. Dhillon et al. (2020), Bbicokasi yacTOTa pa3BUTHUS
I H y manmentos ¢ C/I o6ycoBieHa TeM, 4TO TaKUM
nanuentam Tpedyercst 6oJiee paHHEE XUPYPruIecKoe
BMEMIATEIbCTBO U3-3a OBICTPOTO PA3BUTHS JICTOUHON
runeprensun [7]. Tem He Menee, B Haleii pabore na-
IIUEHTHI ¢ Tpucomueil 21-it xpomocombl 1 6e3 Hee He
UMeJId OTJUYUI 110 Bo3pacTy, Ho yactota /IH y nep-
BBIX ObLTa 3HAYUTETHHO BBIIIIE.

[etu ¢ C/| nmeroT psiji aHaTOMUYECKUX W (HU3NO-
JIOTUIECKUX TIPEITOCHITIOK /I HapyTIeHUS JIbIXaHu,
0coOeHHO B TIoc/IeonepanonHoM epuoze [4]. B psae
pa6or mpogeMoncTpupoBano, uro CJ/I conpoBoskiaer-
CS CTPYKTYPHBIMU aHOMAJIUSIMU J[bIXaTeJIbHBIX TTyTEH,
TAaKMMH KaK Cy>KeHUe HO3/Ipell U YIIOoIeHNe TIepPeHo-
CHIIbI, MAKPOTJIOCCHSI, JIADUHTOMAJISITIHST, TPAXeOOPOH-
XOMAJISAINS, MEHBIIWH IUaMeTp Tpaxeu, yMeHbIlIeHre
KOJIMYECTBA aJIbBEOJI, He3PeJiast KalMJIIPHAs CETh JieT-
KIX C YBEJIMYEHUEM PACCTOSTHUS MEXK/LY aHACTOMO3aMU
[4, 6, 16].

Heru ¢ C/I umeror Gosiee BHICOKMII PUCK pa3Bu-
TUS CTPUZOPA: MO JUTEPATYPHBIM [AHHBIM YacTO-
Ta CTEHO3a TOPTAaHW T0CJe KapAUOXUPYPTUUECKUX
omepanuii gocturana 24% [8]. Ilo namum pe3yib-
TaraMm, CTEHO3 TOPTAaHU TaK)Ke dYallle Pa3BUBAJICS B
TpyIIIie MaueHToB ¢ TprucoMueii o 21-i xpomMocome
(p =0,003).

B uccnegosannu F. Solgado et al. (2023) usyuanich
ciry4yan HeynadHoi axcrybanun y gereii c CII (n=226) —
yacrora perHTtybanuu coctasuiaa 11,3% [16]. B namei
pabote yacToTa penHTyOaInK ObLTa HECKOJIBKO BBIIIIE —
19,2%, 4TO MOXKHO OOBSACHUTH MEHBIIUM BO3PACTOM
BKJIIOYEHHBIX B UCCJIE/IOBAHIE TTAIIUEHTOB.

XUI0TOPAKC OTHOCUTCS K YMCJY CHEenpUIecKux
OCJIO)KHEHUH KapJAMOXUPYPTrUYeCcKUX Orepanuii, a
JIETH ¢ XPOMOCOMHBIMU QHOMAJIMSIMKU HMeEIOT OoJiee
BBICOKHE PUCKHU €T0 Pa3BUTHUS, YTO CBSI3AHO C MOBBI-
MIEHHOU TIPOHUIAEMOCTHIO JUM(PATUIECKUX COCY/IOB
[1]. M. A. Buchwald et al. (2019) npoanaiusupoBaJiu
YacTOTY Pa3BUTHUS ITOCJIEOTIEPAITIOHHOTO XMJIOTOPAKCca
y nereii ¢ CII (n = 2095) u 6e3 XpOMOCOMHBIX aHOMa-
amii (n = 160). YacroTa 1aHHOTO OCJIOKHEHUS B TPYII-
ne CJI 6bLna Boimie B 5 pas (16,9%) o cpaBHeHmIo ¢
nerbMu 6e3 xpomocoMHoit marosoruu (3%; p < 0,001)
[3]. Ilo mammum pesysbratam, xusortopakc y fereii ¢ C/I
TaK)Ke Pa3BUBAJICS Yallle, O[HAKO Pa3IMyusi He ObLIH
cToJtb BeipaxkeHHbMu (p = 0,032).

[IpumeuarenbHO, HO MBI HE BBISIBUJIU PA3JIMUNIT KaK
o yacrtore pazsutus CCH, Tak u yinTeIbHOCTH TIPU-
MEHEHUS Ba30IIPECCOPOB MEK/TY TTAIIMEHTAMU C TPUCO-
Mmueit 21-i xpomocoMbl 1 6e3 Hee.

OTHOCHUTEJNBHO JIETAIILHOCTU TIOCTE KAPAUOXUPYP-
rudeckux onepaiuii y gereit ¢ C/I ganHbie omy0MKo-
BaHHBIX MCCJIE0BAaHUI HeoAHO3HAUHbL EcTh paboThl,
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B KOTOPBIX JIETAJIbHOCTb U CPOKHU FOCITUTATIM3AIIUY, Ya-
CTOTA OCJIOKHEHWI HE OTJIMYAIUCh MESKJLY TTallueHTaMU
¢ C/1 u 6e3 vero [9]. Ho ecTb nccsieoBanusi, B KOTOPbIX
y narenToB ¢ C/ yactoTa ocsioskHeHU 1 JIeTaTbHOCTh
Obin Bbrme [12, 14].

ITo pesyssraram nccnenoarust C. L. Cuaetal. (2017),
B KOTOpOe BOILIN 5737 HOBOPOKAEeHHBIX (431 13 HUX
nmen CJ1), manueHTbl ¢ XPOMOCOMHBIMU aHOMAaJIMSI-
MU uMesn 00Jie HU3KYI0 Maccy TeJia P POKIACHUH.
ABTOpPBI IPUIILIIN K BBIBOJLY, UTO HUBKUIA BEC SBJISIETCS
(hakTOpPOM prCcKa JeTanbHOTO ucxoa [5]. B narre nc-
cieloBatme OB BKJIIOYEHBI feTH crapiie 1 Mecsiia,
HO JlasKe Ha TIePBOM Tofry sku3Hu nanueHnTsl ¢ C/l mmenn
6oJiee HUBKUI BEC 110 CPABHEHUIO C JeThbMU Oe3 XPOMO-
COMHO TTaTOJIOTUN.

B namreii pabore JeTaJbHOCTD y JIeTe€ll ¢ CHHAPO-
MoM JlayHa Oblia BBIIIE, YeM Y TTallueHTOB 6Ge3 Xpo-
MOCOMHBIX aHOMAJINH 1 cocTtaBuia 5,3%. [1o ganubiM
JINTEPATYPbI, CMEPTHOCTH IOCJE KapAUOXUPYpruye-
ckux omepanuit y gereir ¢ CJl Bapbupyer ot 2,3%
1o 12,3% u oupegnensiercs kak Tszkectbio BIIC, Tak
U HaJM4MeM COMyTCTBYyoIiel narosoruun [2, 8, 15].
HaubGosiee BbICOKast JIeTaJbHOCTh OTMEYAETCsT y Tia-
IIUEHTOB C OJIHOKEIYIOUKOBOII aHATOMUEH, TpuieM
Ha BCeX dTallax XUPYPruuecKoro JiedeHus. Tak, 1o
nanubim J. K. Peterson et al. (2019) (n = 118) mo-
cie omepanuu [MeHHa mokasaterh coctaBua 9%, mo-
cie omnepannu Donrera — 24%, a mociie oneparuu
Hopsyna pocruran 73% [14]. IlpumeuaresnbHo, 4TO
B pabore G. S. Dhillon y nereii ¢ cungpomom /layHa
JIETAJTBHOCTD TOCJIE TIACTUKY JleeKTa MEeKIIPeICeP/I-
HOW Meperopoiku ObLIa HUKe, 4eM Yy CBEPCTHUKOB Oe3
XPOMOCOMHBIX aHOMaJnii [ 7]. KosmdecTBo mannenToB
¢ cuaapomoM JlayHa B HaIlleM UCCIeIOBAaHUM He TI0-
3BOJIMJIO TIPOAHATU3UPOBATh CTPYKTYPY CMEPTHOCTH
B 3aBucumoctu ot tuna BIIC B gamHoii rpymite.

Orpannyenusi. OCHOBHBIMU OTPDaHUYEHUSIMU HATITEH
PabOTBI SIBJISTIOTCST PETPOCIIEKTUBHBIN XapakTep 1 orpa-
HUYEHHBII pa3Mep BBIOOPKU MAIIMEHTOB ¢ CHHAPOMOM
[layHa, He TI03BOJIAIOMNII MTPOBOIUTH aHATN3 BHYTPHU
rpynn ¢ pazianaabivu Tuamu BIIC u, cooTBeTCTBEHHO,
PA3IMYHBIM TeMOJIMHAMUYECKIM TTPODUITIEM.

BriBoibI

1. IlocneonepalliOHHBIN TIEPUOJ TTOCTE KapIUOXH-
PYPTUYECKUX OTIEPAITUIT Y JIeTeH ¢ TpucoMueit 1mo 21-it
XpomocoMe yaiile ocsioxkusiercs [IH, tpebyiomnieii 6oee
amTeIbHOTO TpoBeaenus VIBJI u 6oJee yacToro mpu-
MeHEHUS HEMHBA3UBHON BEHTUJISAINN JIETKUX.

2. IH siBaisiercst Hanboiee 4acThIM OCJIOKHEHUEM
TTOCJIE0TIEPAIMOHHOTO TTIEPUO/IA Y IETEH ¢ CHHAPOMOM
ayna rocJie oriepaiiuii Ha cep/iiie.

3. [lanmenTsr ¢ TpucoMmeit mo 21-ff XpoMoco-
Me Hy’KAaloTcst B GoJiee JTUTEBHOM TIPeObIBaHUK B
OPUT 1o cpaBHEHHIO CO CBEPCTHUKAMU 6Ge3 XPOMO-
COMHBIX aHOMAJIUT.
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