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BBE/IEHUE

AKTyaHLHOCTL TEMBI HCCJICAOBAHUA

Bpoxnennsie nopoku cepana (BIIC) sBustorcs Hambosee pacnpocTpaHEHHBIM
TUIIOM BPOKJEHHBIX MOPOKOB pa3Butusa (BIIP) n ocHOBHOW mpUYMHON MIIaIeHYECKON
3abosieBaeMOCTH U cMepTHOCTH BO BceM mupe [108; 109]. ITo manueim N. Salari et al.
(2024), pacnpoctpanennocts BIIC Ha rino6ansHOM ypoBHE cocrtamiser 2,78 Ha 1000
HoBOpoXAeHHBIX [107]. Tlpm sTOoM, B crcTeMarndeckoM 0030pe W MeraaHanmze 260
uccienoBanuii o yacrore BIIC ¢ 1970 mo 2017 roasl ObUIO MPOAEMOHCTPUPOBAHO, YTO
yactotra BIIC 3a 3TOT mepuoj; 3HAUMTEIHHO YBEJIUYUIACh, JOCTUTHYB MaKCUMyMma B
nepuoa 2010-2017 romoB (9,4 wa 1000 wnoBopoxaeHueix) [105]. B 1memom
pacnpoctpaneHHocTh BIIC B BappupyeT B mupokux mnpegenax — oT 4 go 50 wa 1000
HOBOPOXJICHHBIX [67], 4TO OOYCIOBICHO MpPEkKAE BCEr0 YPOBHEM SKOHOMHYECKOTO
Pa3BUTHS PETHOHA, a TAKXKE PasIUIUIMH B KpuTepusax oreHku [25; 187]. Ilo naHHBIM
OTEUECTBEHHBIX HcCcClenoBareieii, B Poccum Ha mNpOTSHKEHUM TOCIETHUX TOJOB
ormeuaetcs poct BIIC Ha 1-4% B ron [9; 27]. Ha doHe CHIYKEHHS yPOBHS MITaICHUECKOM
cmepTtHOcTU B Poccun ymepuinx ot BIIC B o0mem uncine ymepuumx ot BIIP coxpansiercs
Ha MOCTOsTHHOM ypoBHe (43-45%) [9]. [Tpu 3TOM, K KOHITy 1-if HEeJeIH KU3HU YMUPAIOT
14-22% wnoBopoxaeHubix ¢ BIIC, k 1-my mecany — 19-27%, k 1-my romy —
30-80% [27].

B 6onpmmnacTBe cinyuaeB BIIC mposiBisitoTCs HE M30IMPOBAHHO, 4 B COUETAHUU C
napyrumu BIIP, uTo Ha MpakTHKE yCIOKHSACT KIMHMUYECKYI0 KapTuny [77; 160]. Okoio
1/3 cnyuyaeB BIIC coueratorcs ¢ BIIP nenTpanbHON HEPBHOW CHUCTEMBI, OMOPHO-
JIBUTATEIFHOTO ammapara, XKeJIyJOYHO-KUIIIEYHOTO TPaKTa, MOYETIOJIOBON CHCTEMBI, a
TaKxke ¢ UMMyHoaehunuTHbIMU coctostHusamu (MJIC) [75; 113; 127]. daxke B Jerkux
ciydasx nms nereit ¢ BIIC xapaktepHbl HU3KOE Ka4eCTBO JKU3HU, XY/IIAs YCIIEBAEMOCTh
B IIIKOJIE ¥ HU3Kasl hr3uUecKas MoAroTOBKA IO CPABHEHUIO CO 3/I0POBBIMHU CBEPCTHUKAMU
[154].

Crnenyer OTMETHTh, YTO, HECMOTPSl Ha 3HAYUTEIbHBIC YJIYYIICHUS B JICUCHUU U

BbpkuBaemMoctu mipu BIIC, cymiectByer Mano yOeauTenbHBIX JOKa3aTENbCTB 00 HX
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KOHKpeTHON 53THOJOruu. COBpEMEHHBIE HCCIENOBAaHUS MPEANOJIaraloT COYETaHUE
IFeHETHUYECKUX, DSIUIeHEeTUYECKUX (akTopoB H (HAKTOPOB OKPYKAIOIIEH Cpelasl B
Ka4yeCTBE MPUIMHHBIX MEXaHU3MOB, Jiexkamux B ocHoBe BIIC [159]. Ces3b ¢ uMMyHHOM
CUCTEMOM Tak e He ObUTa YeTKo omnpeeneHa. Tem He MeHee, ObUIO JJOKa3aHo, YTO JACTH
¢ BIIC umeroT noBbIIEHHBIN pUCK MHPEKIIMOHHBIX 3a00JI€BaHUM C Pa3BUTHUEM TAKEIBIX
ocinoxxHeHu#t [75]. KimHudeckne wuccieqoBaHUsT TMOKA3aid CHUKCHHE KIIETOYHOTO
MMMYHHOTO OTBETa Ha MH(EKIIUIO U MOBBIIICHUE YPOBHS MapKEPOB BOCTIAJICHUS Y JIeTEH
¢ BIIC [134; 231], uro moATBEpKIaeT pPOJIb UMMYHHOW CHCTEMbI B DPa3BUTHH
ocnoxxuenuit ot BIIC [23].

PecniuparopHo-cuniutuansueiii Bupyc (PCB) sBnsercss Benmymieil npuyuHOM
OCTpoil MH(EKIIMKA HUKHUX JBIXaTeIbHBIX MyTel y neter muamiie 5 yet [106]. Beuto
MoKasaHo, uro y aeteu ¢ BIIC puck 3apaxenuss PCB u koinuecTBO aCCOIMUPOBAHHBIX €
HUM TSDKEIIBIX CIydacB OpPOHXMOJIMTOB W ITHEBMOHHWH 3HAa4YMTEIbHO BhIe [194; 204;
212].

3abosieBaeMocTh MHEBMOHUsMHU y neteil ¢ BIIC, B ToM uucie aTUNUYHBIMH,
CBSI3aHHBIMH C BHYTPUKJICTOYHBIMH BO3OYIUTEISIMHU (MUKOILIA3MEHHOM 1 XJIAMUTUHHOM
UHOEKIUAMHU ), TPUBOAUT K TIEPCUCTCHIIMHN BO3OYAUTENCH, IITUTEIHHOW UCKYCCTBEHHON
BEHTWISIIMM  JIETKUX M OCTPOM  CEepJIeYHOM  HEAOCTAaTOYHOCTU B  paHHEM
MOCJICONEPAIMIOHHOM MEPHO/IC MOCIe Kapanoxupyprudeckoit koppekiuu BIIC [26; 123;
190; 132].

Puck undexunonnoro supokapauta (M29) y nereii ¢ BIIC B 15-140 pa3 Bblie, uem
y 37I0pOBBIX JIeTel, 0COOCHHO TpH ITHaHOTHYeCKuX U cinokHbIX BIIC [136]. Takue netn
ABJISIFOTCSL OCHOBHOM rpynmnoil pricka U3 10 1 nocne KapauoXupypruueckoro JIe4eHus
Jake B IEPHOIC HOBOPOXKICHHOCTH U B paHHEM Bo3pacte [66].

XKusneyrpoxaromuM ocinoxHenrnem st gereil ¢ BIIC sBisgercs cemcuc —
CUCTeMHass MH(EKIUS C TOJUOPTaHHBIM TOBpEXIeHUEM. [Ipu 3TOM pHUCKH pa3BUTHS
CEINcuca v ypoBeHb CMEPTHOCTHU OT HETO Yy ieTel rpyaHoro Bo3pacta ¢ BIIC 3HaunTensHo
BhIIIIE, YeM y neteit 6e3 BIIC [74; 91].

YuuThiBas BCE BBIIIECKA3aHHOE, CTAHOBUTCS OYEBHUIHO, YTO METOJbI OIICHKH
MMMYHOJIOTHUECKUX HAPYIICHUN MPEACTABISIOT CO00M MUarHOCTUYECKUN UHCTPYMEHT,

MO3BOJISIOIINN CHU3UTh PUCK MHPEKIIMOHHBIX ociaoxHeHui y aereii ¢ BIIC [188]. Tem
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0onee, yTo (HOPMUPOBAHUE BTOPUUYHBIX UMMYHOJIECPUIIMTHBIX COCTOSHUN MPOUCXOIUT
IIPY BO3JIEHCTBUU NMPAKTUUECKH JIFOOOT0 BHEIIHETO TPUITEPa KaKk MH(PEKIIMOHHOM, TaK U
HeMH()EKITMOHHOW MTPUPOIBI, BKITIOYas 3a0oseBanws, B vactHocTu BIIC.

Henb3st He OTMETUTH, YTO pa3BUTHE METOAOB Xupypruueckor koppekuuu BIIC B
MOCJIETHUE ACCATWIETUS] 3HAYMTENIbHO MOBBICUIIO BBDKMBAEMOCTh MAIMEHTOB: 0Oojee
90% neteit ¢ BIIC, nosnyuyuBiiive CBOEBPEMEHHOE OIEPATUBHOE JICUCHUE, TOCTUTAIOT
B3pociioro Bospacta [44; 225]. Tem He MeHee, XUPYPTHUCCKOE JICUCHUE MOXKET OBITh
BBIHYKJICHHO OTCPOYEHO BBHUY MHTEPKYPPEHTHON 3a00JIEBAEMOCTH, a PUCKU Pa3BUTHUS
nmHeBMOHMH, cenicuca u D y nereit ¢ BIIC 3HaunTepHO BhIIIe, 9eM B Tomysisiiun [152;
197]. Bputo mMOKa3aHO, YTO HEJOCTATOYHOCTh KPOBOOOpAICHHWS W apTepHajbHas
runokceMus npu BIIC conpoBoxnatores pa3sutrem BropuuHoro MJIC, 6onee Tsoxenoro
npu 1uumaHotuueckux BIIC, ¢ ycyryOieHneM HMMMYHHBIX HapyLIEHUWA MOCHe
KapJAHOXUPYPrHUECKOM Koppekiuu [51].

B KIMHWYECKOM IIpakTUKE MCCIEI0BaHUE HMMMYHHTETa HMMEET PpEIIAOIIEe
3HAQYEHUE JUIsl JUArHOCTUKM M JICUCHHUS pas3duHbIX 3a0osneBanuii. CyliecTByer
MHO>KECTBO JIOCTYIIHBIX METOJOB OLIEHKM HMMYHHOW CHCTEMBI, BKJIFOUYas aHaJIU3bl
KJIETOYHOTO W TyMOPaIbHOTO HMMYHHUTETa, YpOBHel wuMMyHOroOymuHoB (1g),
KOMILIEMEHTa U npod el muToknHoB [129].

YuuThiBas HU3KYI0 HHHOPMATUBHOCTh PYTUHHBIX JIAOOPATOPHBIX METOOB, JaXe
paHHUE OTEYECTBEHHBIE UCCIIEIOBAHUS C IOMOIIBI0 UMMYHOJIOTHYECKUX TECTOB IIEPBOTO
u Broporo ypoBHsa (BO3, 1983) noarBepauiu cBoro 3HauuMocTh 11s getedt ¢ BIIC B
CJIy4ae CJIOKHBIX JUArHOCTUYECKUX CUTYAINH, HyKAarommecs B AuddepeHuanim mpu
IPOrPECCUPOBAHUU JIEKOMIIEHCAIIMM KpPOBOOOpAILEHUS, Pa3BUTUSA KapAHOMEraluu,
(beOpHIIbHBIX TOABEMAX TEMIEPATYPbI 0€3 CBSI3U C IBHOW pECIUPATOPHON BUPYCHOM UITH
OYaroBOW XpOHUYECKOM WHPEKIUeH, Npu TUNOPYHKIUKU WIA TpoMOOo3e paHee
HAJIOKEHHOT'O a0PTO-JICTOYHOT0 aHacTomo3a [7; 12].

B nocnegnue pecsaTuieTus Aj1 OUEHKH (PYHKUIMU KIETOYHOIO HMMYHHUTETa
ucnone3ytorcs JTHK-mapkepsr TREC (T-cell Receptor Excision Circle snucomanbHast
koJbleBas mojiekyna JJHK, oOpa3yromasics npu peapaHKupoBke reHoB T-KIE€TOYHOTO
penentopa) 1 KREC (Kappa-deleting Recombination Excision Circle snucomainbhas

koJbieBas mosekyna JJHK, oO6pasyromascs npu peapaHkupoBKe reHOB B-kieTounoro
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perenrtopa), KOTOpbIe SABISIOTCS MOKa3aTensiMu pa3BuTtus T- u B-kierok. M3yuenne ux
KOJINYECTBA IOMOTaeT BBIBUTh HAPYLICHHWS B MUMMYHHOH CHCTEME, KOTOPBIE MOTYT
NPUBECTH K Cephe3HBIM mpodiieMam co 310poBbeM [175; 237]. TREC u KREC siBastroTcst
BRXHBIMHM TI0OKa3aTeNIMUA Pa3BUTHS M (QYHKIMOHUPOBAHUS HUMMYHHOW CHUCTEMBI Y

HOBOpOXKAcHHOTO [24; 100; 175].

Crenenb pa3padOTAHHOCTH TeMbI HCCJICIOBAHUSA

Otkpeitie TREC n KREC npunuceiBaeTcsi rpyIie HccleaoBaTeneil, Kormaa B
Hayasie 1990-x romoB ObUTM HCCIIEOBAaHBI MEXAHU3MBI, C TIOMOIIBIO KOTOPBIX B- u T-
KJIETKH BbIpaOATHIBAIOT AHTUTENA, U OHM OOHAPYXKWJIM, UYTO TIEpPEeCcTpPoiKa TI'eHOB,
koaupytomux |g u T-kineTouHble penenTophl, MPUBOIUT K 0OPA30BAHUIO IKCIIM3NOHHBIX
koJzer (TREC u KREC), koTopbie COXpaHsIOTCA B siipax BHOBb 00pa30BaHHBIX KJIETOK
[129; 131; 237].

JlaHHBIE TOKa3aTeId WCHOJIb3YIOTCS B XOJI€ HEOHATAJIbHOTO CKPUHHMHTA IS
paHHero BbIsiBIeHHS 3a00seBanuii ¢ T u B -ki1eTouyHbIM UMMYyHOIEUIIMTOM, TAKHX KaK
cuaapom Jlu JIxopmka, TsDKENbli KOMOMHHPOBAHHBIH MUMMYHOJE(MUIIUT U CHUHAPOM
Buckotra-Ongpuua, X-clemieHHas araMMarjioOyJIuHEeMHUs W OoOmMii BapuaOesbHbIN
ummyHnonedurmt [100; 175; 208]. Usmepenune ypoBus KREC B o0pasiie KpoBu
HOBOPOJKJICHHOTO SIBJISIETCS BaKHOM 4YaCThI0 CKPUHHHIA HOBOPOXKIAEHHBIX, MOCKOJIBKY
paHHEE BBISBJIICHUE U JICUCHHUE UMMYHOJIOTMYECKUX HAPYIICHUM MOTYT 3HAUYUTEIIBHO
YIIyYIIUTh 30POBbE U KAU€CTBO JKU3HM JIMI] C JaHHOH marosorueii [129; 131; 174; 229].
N3yuyenue mnapamerpoB TREC u KREC wucnonb3oBanoch i OLEHKH BIUSHUS
MMMYHOCYIIPECCUBHOM Tepay HAa UMMYHHYIO CUCTEMY Y PELIMITUEHTOB TPaHCIIJIaHTaTa
[96; 174].

N3mepenne TREC u KREC sBisieTcst ObICTpBIM, TPOCTHIM U HEUHBA3UBHBIM, YTO
MO3BOJIIET TPOBOJAUTH CKPUHUHT OOJIBIIIOTO YHCIAa HOBOPOXKIACHHBIX 3a KOPOTKUM
npoMexyTok Bpemenu [162; 173; 175; 185]. Kpome Toro, usmepenue yposueit TREC u
KREC sBnsieTcst OTHOCUTENIBHO HEIOPOTUM, UTO ACJIACT €ro JOCTYIHBIM JJIsl HaceIeHUs
C orpaHMYeHHBIMH pecypcamu [174]. Hakowell, ObUIO MOKa3aHO, YTO HCIIOJIb30BAHHE

9TUX MAPKEPOB IIPpU CKPHUHUHIC HOBOPOKICHHBIX SABJIICTCA BBICOKOTYBCTBUTCIIbHBIM N
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crnenuUYHBIM, YTO TO3BOJIIET TOYHO BBISBISATH IIUPOKUM CIEKTP T€HETUYECKUX U
MeTabonmuueckux HapymeHui [174]. Ho, XOTs MeTO/ OLIEHKH KJIETOYHOTO HMMYHHUTETA
npu nomom TREC/KREC yxe 3apexkomenmoBan ceOs B MHpPE MpU Pa3IUUHOM
naroniorun [96; 129; 174; 175], ero npumenenue y nereit ¢ BIIC orpanuunBaetcs
CAMHUYHBIMU PA3PO3HEHHBIMU HCCIEAOBAaHUSAMU. B MalouyuCIeHHBIX MTyOIHKAIUAX
obut0 ycranosieHno, yTo TREC u KREC y neteit ¢ BIIC Obuin 3HaYUTENbHO HUXKE IO
CPaBHEHUIO CO 37J0POBBIM KOHTpOJEM, a Takxke npu kputudeckux BIIC o cpaBHeHHIO €
JICThMH C HEKPUTHUYESCKMMHK aHoManusamu [169; 229].

B oTeyecTBEHHOM pPETPOCHEKTUBHOM HCCIICIOBAHUU ObUIM MPOAHAIU3UPOBAHBI
ucropuu 6oJe3Hu 29 nerei, yMepIinx B T€UeHHUE MEPBOIo Tojia )KU3HHU, Y KOTOPBIX ObLia
nuarHoctupoBana BIIC u nposiBieHuss IMMYHO3aBUCUMBIX matoJioruil. MccinegoBanue
COCPEIOTOYIIIOCh Ha BBISIBIEHUU (HDaKTOPOB, CIOCOOCTBYIOUIUX PaHHEW JHArHOCTHKE
MMMYHO3aBUCUMBIX 3a0oisieBaHuii, cBszaHHbix ¢ BIIC, B mnpeHarambHOM Tmepuojie
(depstouna C.C. u ap., 2020) [23]. [To MHEHHIO aBTOPOB, HE BHI3bIBACT COMHCHHI TOT
(akKT, 4TO BBISIBICHHBIE Y O0CIEAYEMBIX JETEH aHOMAJIMKM TUMYCa, OCOOEHHO €r0 TUIIo-
Wi amtazuga  Jmbo  aucruiactuueckue  u3MeHenus (79% - ciiydaeB), MOTyT
CBUJICTEIIbCTBOBATh O HAPYIIEHUSX B CHUCTEME T-KIETOYHOTO U PETYJISTOPHOTO
KOMIIOHEHTOB ~MMMYHHOW cuUCTeMbl. JIJIsi  JIOMIOJTHUTENBHOTO  MOJTBEPIKICHUS
MMMYHO3aBHCHMBIX MTATOJIOTHH OB BhITIONIHEH KoytmuecTBeHHbIN anann3 TREC u KREC
B CYXUX ISITHAX KPOBH, B3SITHIX Y HOBOPOXKIACHHBIX JIJIsl HEOHATAIHBHOTO OMOXUMUYECKOTO
ckpuauHra. 3HadeHuss TREC u KREC, nonyuennsie ¢ nomowmsto I[P B peanbHOM
BPEMEHHU, CPAaBHUBAIM C paHEE YCTAHOBJICHHBIMU pPePEPEHCHBIMU 3HAYCHUSIMHU IS
HOBOPOX/ICHHBIX PA3HOW CTEICHU JOHOIIEHHOCTH. Y BCEX MALMEHTOB aHAJIUTUYECKOU
rpynnbl niokazatenmu TREC u KREC okazamuch Hike peQepeHCHBIX MPEelioB,
YCTAHOBJICHHBIX B MPEABIIYIIUX HCCICIOBAHUSIX. ABTOpPHI MPUIUIM K BBIBOIY, UTO
aHATOMO-()U3UOJIOTUYECKHE OCOOEHHOCTH WMMYHHOM CHCTEMBI HOBOPOXICHHBIX,
ocobenno UJIC, oOycnoBneHHas GyHKIIMOHATBHON HECOCTOATEIbHOCThIO HMMYHHUTETA,
CIIOCOOCTBYIOT TE€Hepaau3aluu WH()EKIIMOHHOTO MpoIlecca B pPaHHEM MIIAJCHYECKOM
Bo3pacte [23].

Takum oOpazom, yuutsiBas, yto UJIC Ha pone BIIC conpoBoxkaaeTcss BBICOKUM

PUCKOM I/IH(I)GKLII/IOHHBIX OCHO)KHGHHﬁ, B TOM YHCIIC IIOCJIC KapANOXUPYPTHUUICCKUX
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BMCHIATCJIIBCTB, BHCAPCHUC HOBBIX METOAOB PAHHEIO CKPHHHMHTA UMMYHUTCTA Y I[@T@ﬁ C
BIIC mokeT cmocoOCTBOBATh CHIKEHUIO I/IH(l)eKHI/IOHHI)IX OCJIO’KHCHUU U JCTAJIBHOCTH,

YTO U OINPENETINIIO TEMY AUCCEPTALIMOHHON PadOTHI.

Ieap 1 3agaun uccae10BaAHHS

[{enp — OIIEHUTH 3HAYUMOCTH TOOTIEPAIIMOHHON TUarHOCTUKA MMMYHOJIOTHYECKOM
HEJ0CTATOYHOCTH HOBBIM CKPUHUHTOBBIM METOZOM y HOBOPOXKICHHBIX U JACTEH MEPBBIX
MECSIICB KU3HU C BPOXKIACHHBIMH TIOPOKAMHU CEPIia JIsl pa3paboTKu peKOMEH AN 110
nporiIakTUKe WH(PEKIIMOHHBIX TOCICONEPAIMOHHBIX OCIOKHEHUNA W TOCIETyIoNe
peaduIuTaIIuH.

3amaun;

1. TlpoBecTu KOMIUIEKCHOE KIMHUKO-(YHKIUOHATBHOE M MMMYHOJOTHYECKOE
oOcJeloBaHNE HOBOPOXKJEHHBIX W JETEH IMEPBBIX MECSIEB XU3HU C BPOXKICHHBIMU
MOPOKAMH CEPIla, TOCTUTATH3NPOBAHHBIX B KAPUOXUPYPTHICCKUEC OTACIICHHU.

2. YCTaHOBUTh 4YacCTOTy HMMYHONATOJIOTMM Ha OCHOBAHUM OMPEICICHUS
TREC/KREC B mnepudepuyeckoii KpoBH y JeTell ¢ CHHAPOMAJIbHBIMH (hopMaMu
BPOJKJICHHBIX ITOPOKOB CEp/IIia.

3. CormocTaBuTh TIOJYYECHHBIC JIAHHBIE C XapaKTEepOM OCJIOKHEHHH B
paHHEM TOCJICONEPAIIHIOHHOM TIEPHO/IE.

4. Pa3zpaboTaTh peKOMEHIAIINH TI0 10- U TIOCICOTIEPAIIMOHHOMY 00CIIEIOBAaHUIO

HOCJ'IGILYIOI_U;CI\/JI pea6I/IJ'II/ITaI_[I/II/I B CJIy4dac BBISIBJICHHOU HMMYHOIIATOJIOTHH.

Hay4ynast HoBU3HA

Bnepseie B Poccun B olleHKE HMMMYHHOrO cTaryca OOJBIION MOMyJISIUN
nanueHToB ¢ BIIC ucnons3oBanbl HOBble ckpuHHUHroBble MeTtoauku (TREC/KREC)
U3YYEHUSI UMMYHOJIOTHYECKOW HETOCTATOYHOCTH.

BnepBrie Ha ocHOBaHMM HOBBIX CKpUHUHTOBBIX MeToauk (TREC/KREC)
NOJATBEPKIEHA BbICOKAs YaCTOTa UMMYHOJAEC(PUIIMTHBIX COCTOSIHUNA C HapylIeHUsMH T-

KJIETOYHOTO 3B€HA y MAllMEHTOB ¢ KpuTtuueckumu nuaHorndyeckumu BIIC u nmopoxamu
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KOHOTpPYHKYyca 1o cpaBHeHHUIO ¢ AeTbMU ¢ mipocTthiMu BIIC u BIIC 6e3 aptepuanbHOii
TUIIOKCEMUHU.

BriepBbie yCTaHOBIIEHO, YTO HENOCTATOYHOCTh T-KJIIETOYHOTO 3B€HA UMMYHUTETA
HaOmomaercs y nerer ¢ curapomanbHbiMu opmamu BIIC u npu BIIC B coueranuu c
MHOecTBeHHbIMU BIIP B 100% HaOmtofeHUi, 4TO HE MO3BOJSET MCKIOYATh Y ATOM
Kateropuu nepBudHbie UMMyHoaepuuuts (ITN /).

BrepBbie ycTaHOBJIEHO 3HAYMMOE YyBEIMYEHHUE HHQPEKIIMOHHBIX OCIOKHEHHU Y
neteit ¢ BIIC n auzkumu nokaszarensmu TREC (34%) B mocneonepaliuOHHOM MEPUOJIE
1o cpaBHeHuto ¢ aetbMu ¢ BIIC u HOpMallbHBIMU MOKA3aTEISIMA UMMYHOJOTHYECKOTO
ckpununra (3,6%).

BnepBbie npensio’keH HOBBIM MPOTOKOJ JOOMEPAIMOHHOTO 00CIeI0OBaHuUA,
MO3BOJISIOIIMI BBISIBUTH A€(EKTHl HMMYHHUTETA JUIsl OCIEAYIONIEH 1eleHanpaBIeHHON

KOPPEKLIUHU.

TeopeTuquKaﬂ U NMPpaKTHICCKasA SHAYUMOCTDb paﬁoTbl

B uccnenoBanuu peanuzoBaH HOBbIM moaxoa K BeisiBieHuto MJIC y nereit ¢ BIIC
C BBICOKUM PUCKOM MH(EKIIMOHHBIX OCJIOXKHEHHUN KapIUOXUPYPTrUYECKUX OMepalui mo
nosoay BIIC.

PazpaboTtan mpoTOKOJ JOONEPAIMOHHOTO CKPHUHHUHTOBOTO WMMYHOJOTHYECKOTO
oocnenoBanua ¢ wucnoab3oBanneMm mnokasarenen TREC/KREC, a Taxxke aoka3zaHa
MEPCIIEKTUBHOCTh €r0 HCIIOJb30BaHUS C ILICJIBIO JOONEPAMOHHOW KOPPEKIUU JIst
CHIDKSHHMS pUCKa MH(PEKITMOHHBIX MOCICOTICPAITMOHHBIX OCI0KHEHUH.

[IpensioxeHnsl peKOMEHAANUH 151 KApAUOJIOTOB MEPBUYHOTO 3B€HA U CTALIMOHAPOB
NeMATPUIECKOT0, KapUOJIOTHUYECKOTO U KapAUOXUPYPTrHIECKOro Mpoduis mo A0- U
nocyeoneparionnoMmy Habmonennto nereii ¢ BIIC rpymma pucka MH(PEKIIMOHHBIX

OCJIOKHEHUU.
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MeToa010THSI 1 METOABLI HCCJIEI0OBAHUS

HayuHo-uccnenoBarensckas paboTa, IpeacTaBisieMasl Ha 3alUTy, BBIIOJHEHA B
CTPOrOM COOTBETCTBUU C MIPUHIIUIIAMU JI0KA3aTEIHHOU MEIUIIMHBI U COOJTIOJIEHUEM BCEX
TUYECKUX CTaHJapTOB. B MeTomonornyeckoi yactu AuccepTaliud 0co00e BHHUMaHUE
yAENIEeHO pa3paboTKe Au3aifHa McclieoBaHUs, (POPMUPOBAHUIO BHIOOPKH MAIEHTOB C
1EJIbI0 00ECIICUEHHS €€ PENPE3EHTATUBHOCTHU MOCPEICTBOM TILATEIBLHOTO ONPEICICHUS
XapaKTEepUCTUK U 00bEeMa, a TaKkKe BBIOOPY CTATUCTUYECKHX METOJIOB JJIs aHaIM3a
MOJIYYCHHBIX JaHHBIX. B Xoze oOciaenoBaHuWs TAIMEHTOB OBUIM HCTOJIB30BaHbBI
MepeI0BbIE METO/IbI JIYYEBOM IMArHOCTUKU U KIIMHUKO-T1a00paTOPHBIX UCCIIETOBAHUM.

B uccnenoanus Obutn BiirodeHsl Aetu ¢ BIIC, HaxoauBiivecs Ha J€YEHUH B
KapAUOXUPYPTUUECKUX OTACIEHUSIX JJIs1 HOBOPOXKICHHBIX U AETEH MEPBOTO IO/ KU3HH.
[IpenonepanmoHHbpld  3Tanm  BKJIOYA]  KOMIUIEKCHOE  OOCJelIOoBaHHME, KOTOpOe
3aKJTI0YAIOCh B OOBEKTUBHOM M3YUYEHUU TOKa3aTeleh cep/ieYHO-COCYIMCTON CUCTEMBI,
npoBeJieHU: dJiekTpokapauorpadun u sxokapauorpadpun (3XO-KI'), a B CIOXKHBIX
ciy4asix — aHruorpaduu u MarHuTHO-pe3oHaHcHo#M Tomorpadust (MPT). Beem aetsim o
orepanuyd ObUT BBITIOJHEH WMMYHOJIOTHUECKUN CKPUHUHT METOJOM IOJMMEPa3HOM
uenHoil peakuun (I1LP) B peansHom Bpemenu ains BeisiBiaeHus JJHK TREC u KREC
Hapsigy CO CTAaHIAPTHBIMH KCCIIEIOBAHUS T'€MATOJIOTHUECKMX U OMOXMMHUYECKHX
nokasatened KpoB. JlJis 3TOro MCHOJIB30BAJICS peareHTHbI Habop «buT-tecT»
(Generium), cootBercTBytommi crapmapram  TY  21.20.23-001-17608775-2017.
HopmatuBHbIE 3HAUEHUS AJII CKPUHUHTA OBUIM OINpPEJEICHbl Ha OCHOBE OOIIMPHOTO
JMana3oHa BO3PACTHBIX JETCKUX TPYNI U BKJIIOYEHBI B MHCTPYKIMU K Habopy. s
HOBOPOXJCHHBIX JETE€ B BO3pacte OT 3 AHEW 10 12 MecsueB >XKM3HU HOPMAaJbHbIC
ypoBHH cocTasisui 450 xonumit Ha 10° knetok aus TREC u 250 xonmit Ha 10° knetok
115t KREC (cpennuil ypoBeHb). B xoze aHanvsa cpaBHUBAIN MapaMeTpPbl CKPUHUHTA Y
nanueHToB ¢ OneansiMu U nuaHotudeckumu BIIC, a Takke y nerel ¢ mopokamu
KOHOTpYHKyca u Jjpyrumu Bugamu BIIC, nocTynuBmmux B KPUTHYECKOM H

HCKPUTHYCCKOM COCTOSAHUSAX.
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HOJIO)KCHI/IH, BBIHOCUMBIC HA 3aIIIUTY

1. HWmmynHomornueckas HemoctaTouHOCTh (1m0 ckpuauHTY TREC/KREC) y nereit
c BIIC naGmromaercs nocratoyHo dacto (B 22,5% HaOmoAeHU), dYaile MOpu
nranotuueckux BIIC, nereit, mOCTyNMMBIINX B KPUTUUYECKUX COCTOSHUAX, U JIETEH C
MOPOKaMH KOHOTPYHKYCA.

2. Hapymenus T-k1eTOYHOr0 UMMYHHUTETA, JUATHOCTUPOBAHHBIC IO CKPUHUHTY
TREC/KREC, nocrtoBepHo yaiie HabmromaoTcs npu muaHotudeckux BIIC u y nerei,
MOCTYIUBIINX B KPUTHUYECKOM COCTOSTHUH, a TaKXKE€ y BCEX JIeTeH ¢ CHHIPOMAILHBIMHU
dbopmamu BIIC u MHOKECTBEHHBIMHU TTOPOKAMHU PA3BUTHS.

3. Y manmeHToB ¢ UMMYHOJIOTHUECKON HEI0CTaTOUYHOCTHIO, TMarHOCTHPOBAHHOM
no cHwkeHuto ypoBHA TREC, mH(EKIMOHHBIE OCIOXKHEHUSI KapIAUOXUPYPrAYECKOU
koppeknuu BIIC (mHeBMOHMH, TpaxeoOpPOHXHWTHI, HAarHOCHHE IIOCJICONEepPallMOHHON
paHbl) HAOJIFOJATUCh JOCTOBEPHO Yallle, YeM y JAeTel C HOpMaJIbHBIMH TTOKa3aTeasIMu T -
KJIETOYHOTO WMMYHHUTETA, YTO IOATBEP)KIAET 3HAYEHWE JAHHOTO CKPUHWHTA IS
IeJICHANPaBICHHON MpeIoNepalluOHHON MOJATOTOBKH U MOCIEONEPalliOHHOIO BEACHUS

nereit ¢ BIIC.

CooTBeTrcTBHE IUCCEPTALUM ACTOPTY HAYYHOH CNIEMATBHOCTH

JluccepTallMOHHOE  KCCIEAOBaHUE  COOTBETCTBYET  NACHOpPTy  HAay4yHOU
cnermanbHoctu  3.1.21. Tlemmarpusi, a wMeHHO nyHKTaM 3, 5 u 6; dopmye
CHEIUATBHOCTA — 00JaCTh KIMHUYECKON MEAUIIMHBI, N3yYalolas 3J10pOBhe peOeHKa B
IpolecCce €ro pa3BUTUA, (U3HOJOTHUI0O M MATOJOTHI0 JETCKOro BO3pacTa, a TaKkKe

pa3pabaThIBaroIas METOAbI TMATHOCTUKH, TPO(PIIAKTUKY U JICUCHUS TETCKUX OOJIC3HEH.
CreneHb 10CTOBEPHOCTH M anpodauusi pe3yJibTaTOB
Hanmuume penpe3eHTaTUBHON BBIOOPKH MAIIMEHTOB, OTOOPAHHBIX B COOTBETCTBHH

C I CJIIsIMHU U 3aa4aMi UCCIICA0OBAHU, a4 TAKIKC UCITOJIB30BAHUEC CTATUCTUYCCKHUX METOA0B

00pabOTKM JaHHBIX, 0OECICUMII HAJIEeKHOCTh U 00OOCHOBAaHHOCTBH JUCCEPTAIMOHHOIO
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UCCJIEIOBAHMUS, TIPOBEJIEHHOTO C COOJIIOICHUEM MPUHIIUIIOB JI0KAa3aTENbHOW MEIUIIMHBI.
B nacrosimiee Bpemss B HMUILI cepaeuno-cocyauctoit xupypruu umenn A.H. bakynesa
MunszgpaBa Poccur HakomjaeH OrpOMHBIM ONBIT B OOJACTU JUArHOCTUKU U
XUPYPTUYECKOTO JICUYEHUSI CEPJIEYHO-COCYAUCThIX 3a00JIeBaHUN y TMAIMEHTOB BCEX
BO3PACTHBIX TPYII, BKJIIOYas HOBOPOXKICHHBIX. LIeHTp akTHUBHO pa3padaTbiBaeT U
BHEJIPSICT MEPE/IOBbIC XUPYPIUUECKUE METOJUKH JIJIs JICUCHUSI KaK BPOXKIEHHBIX, TaK U
IPUOOPETECHHBIX IOPOKOB cepaua, 4TO obecreunso dbopmupoBaHue
pernpe3eHTaTUBHOCTh BEIOOPKH.

Hcropun 607€3HM MAMEHTOB, BKJFOUYAs MPOTOKOJIBI ONepaliii, ObUIA IeTaabHO
MPOAHAIU3UPOBAHBl C  LEIbI0 H3YYCHUE  KIMHUYECKUX, XUPYPTUYECKUX U
MMMYHOJIOTHUYECKUX XapaKTEPUCTHUK.

OcHOBHBIE Pe3yJIbTAThl JUCCEPTALMOHHON PAOOTHI JJOJIOKEHBI:

— Ha ExeromHoil BCepOCCHUCKON HAy4dHOM CTyJACHYECKONW KOH(MEpEHIH
SCIENCE4HEALTH «Knunudeckue © TEOPETHUYECKHE aCIMEKThl COBPEMEHHOM
meauuHb (MockBa, 14-15 anpens 2021 roga);

— na XII Beepoccuiickom koHrpecce «Jlerckas kapauosorust 2022» (Mocksa,
9 nexabps 2022 rona);

— wna XIV International science conference SCIENCE4HEALTH (Mockaa,
14-15 ampens 2023 rona);

— Ha II Beepoccuiickom cbe3e JeTCKUX KapAUOXUPYProB M CHEHHATIMCTOB IO
BPOXJICHHBIM TIOpokaM cepamna (Bonrorpan, 7-8 centsops 2023 roxna);

— Ha MeXAyHapOJHOM KOHIpEecCe€ MO MOJEKYJISIPHOM HMMMYHOJIOTUU U

ameprosioruu (Mockga, 23-24 Hosi0ps 2023 roaa).

JIMYHBIN BKJIAJ aBTOPA

ABTOpoM JM4HO TpoBeneHbl oOcnenoBanue 200 marMeHTOB, BKJIFOYEHHBIX B
HcclenoBaHne, 00paboTKa U aHAINU3 TIOYYCHHBIX PE3yIbTaTOB.

ABTOpY TPUHAUICKUT BEAyIas pojib B BBHIOOPE HAMpPABJICHUS HCCIEIOBAHUS,
aHanu3e U 00OOIEHNH MOJIyYEeHHBIX pe3yJsibTaroB. Ilnan nuccepraiuu, ee OCHOBHBIE

UACH U COACPKAHNC p33pa6OTaHBI COBMCCTHO C HAYYHBIMU PYKOBOIUTCIJIICM Ha OCHOBC
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MHOTOJIETHUX  LEJICHANPABICHHBIX  HMCCIEJOBAaHUNA. ABTOPOM  CaMOCTOSATEIBHO
00OCHOBaHbI AKTYaJIbHOCTh TEMBI JIUCCEPTAIllMH, IeJib, 3aJla4d W HTalbl HAyYHOTO
UCCleIOBaHusl. ABTOpPOM JIMYHO TMPOBEJICHA CHUCTEMaTH3alUsl U CTaTUCTUYECKas
00paboTKa MOJyYEHHBIX pe3yiabTaToB. [Ipy ydacTuu u TMYHO aBTOPOM Oblila IPOBEACHA

IIOATOTOBKA OCHOBHBIX Hy@)’[HK&HHﬁ 10 BBIIIOJTHEHHOU pa60Te Ha TCMY OAUCCCPTAIlUH.

IIy6oaukanum mo TeMe qUCCepTALMU

[Io Teme nuccepranmu omyOnukoBaHo 13 crarteil, U3 HuUX 4 — B XKypHauax,
BKJIFOUEHHBIX B MEXIYHApOJIHYIO 0a3zy HaHHBIX Scopus, 3 — HMHble IyOJauKanuu; 6

nyOIuKaiuii B COOpHUKaxX MaTEpPUaIOB BCEPOCCUICKUX HAYUYHBIX KOH(EpeHIIUH.

CtpykTypa U 00beM AUCCEPTANUN

Huccepranms usnokeHa Ha 142 cTpaHuWIle MAIIMHOMMCHOTO TEKCTa, COCTOUT U3
BBEJICHMSI, YEThIpeX IIaB (0030p JUTEpaTypbl, MaTepHabl U METOIbl MCCIEIOBAHUS,
JIByX TJIaB COOCTBEHHBIX MCCIICIOBAHUN C OOCYXKIECHHUEM IOJTYYEHHBIX PE3yIbTaTOB),
3aKJTFOYCHUS, BBIBOJOB, TMPAKTHUYECKUX PEKOMEHIAIWN, TPUIOKEHUH W CIIHCKa
auTeparypsl, BrIrouaromiero 249 ucrounukos (37 Ha pycckoM U 212 Ha aHTIMICKOM
s3bpikax ). PaboTa mmroctpupoBana 25 pucynkamu, 27 tadnumamu (M3 HUX 3 TaOJIUIIBI B

NPWIOKEHUAX) U 3 TPUIIOKEHHUSIMHU.
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I')TABA 1. OB30P JIMTEPATYPbI

1.1. Bpo:kneHHbIe OPOKHU cepaua

Bposxnennsie nopoku cepaua (BIIC) mpencraBisioT co6oii aHOMaUU CTPYKTYPBI
Wi QYHKIUU CepALla U COCYJIOB, MPUCYTCTBYIOIINE C MOMEHTa POXKICHHUS, JaXKe €Cln
natoyiorust auarHoctupyercs mnozxke. BIIC Bo3HHMKalOT BCeACTBUE HapyIICHUNH B
samOproHansHOM pa3Butuu [108; 109].

Pacnipoctpanennocts BIIC Ha rno6ansHoM ypoBHe cocrtaisieT 0,27%, (2,78 Ha
1000 HoBOpOXAcHHBIX) [107]. [Ipu 3TOM, B CHCTEMAaTHYECKOM 0030pe U METaaHAJIN3e
260 uccnegosanuii o yacrore BIIC ¢ 1970 no 2017 ronel 66110 TPOAEMOHCTPUPOBAHO,
yto yactota BIIC 3a 3TOT nepnoa 3HAUUTENbHO YBEIUYHIACh, TOCTUTHYB MaKCUMyMa B
nepuoa 2010-2017 romoB (9,4 wa 1000 HoBopokmeHusix) [105]. B 1enom
pacnpoctpaneHHocTh BIIC B BapsupyeT B mmpokux mnpeaenax — oT 4 go 50 wa 1000
HOBOPOX/ICHHBIX [67], 4TO OOYCIOBICHO MpPEkKAe BCErO YPOBHEM JKOHOMUYECKOTO
pa3BUTHS PETHOHA, a TAKXKE Pa3IuUUIMH B KpuTepusax oneHku [25; 187]. Ilo naHHBIM
OTEYECTBEHHBIX HccienoBareneil, B Poccum Ha MNpOTSKEHUM TOCIEAHUX TOAOB
ormeuaetcs poct BIIC Ha 1-4% B ron [9; 27]. Ha ¢oHe CHImKEHHS YPOBHS MITaICHUECKOM
cmepTtHOCTU B Poccun ymepmnx ot BIIC B o0uiem uucie ymepuunx ot BIIP coxpansercs
Ha MOCTOsTHHOM ypoBHe (43-45%) [9]. [Tpu 3TOM, K KOHITy 1-it HEeJeIU KU3HU YMUPAIOT
14-22% noBopoxaeHHbIX ¢ BIIC, k 1-my mecsmy — 19-27%, k 1-my rogy — 30-80%
[27]. KmroueBbiM akTtopoM BbDKHMBaeMoctH mipu  BIIC  sBasitoTcss  aHaTOMO-
MopdoJioruueckrne 0co0eHHOCTH mopoka [172; 248].

N3BecTHO, uTO HE MeHee 15% Bcex ciiyyaeB BpOKIEHHBIX TOPOKOB CEp/La MOTYT
OBITh OOYCJIOBJICHBI XPOMOCOMHBIMU QHOMAJIUSMH, T€HETUYCCKUMU MYTAIUsIMUA WM
HaciencTBeHHocThio [139; 200; 241]. ExeromHo 4YuCIIO MAIMEHTOB, IMEPEHECIINX
oreparuu 1o nopoxay BIIC, yeemnmumBaercs Ha 50 Ha kaxasie 1000 uenmoek [11].
CyIecTBYIOT pa3IMyHbIe BUJBI KapIUOXUPYPTUUYECKUX BMENIATENILCTB, TaKUE Kak

PAaAUKAJIBHBIC, MNAJUIMATHUBHBIC, I'€MOJWHAMHWYCCKHUC W OHAOBACKYJIIPHBIC OIICPAlHH,
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KOTOpbIE MpUMEHsIOTCs 17151 Koppekiuu BIIC B 3aBUCMMOCTH OT KJIIMHUYECKON KapTUHBI,
reMOJMHAMHYECKUX IMapaMeTpoB U anatomuu mopoka [50; 80; 178; 218].

Hapymenust BHyTpuyTpoOHOTO pa3BUTUSA CTPYKTYp MOCJIE dMOPHUOHAIBHOW WU
dbeTanbHOM CcTaIuu TPUBOAIT K U3MEHEHUSIM KPOBOTOKA BCIIEJICTBUE aHATOMUYECKUX
nedeKTOB U MOTYT CYIIECTBEHHO BJIUATH HA CTPYKTYPHOE U (PYHKIIMOHAIBHOE Pa3BUTHE
JIPYyTUX OTAETOB CHCTEMBl KpoBooOpameHus [248]. Hampumep, BHyTpuyTpoOHAs
aTpe3usi MUTPAJILHOTO KJIalaHa MOXKET MPENsITCTBOBATh HOPMaJIbHOMY Pa3BUTHUIO JIEBOTO
KEITyJ04Ka, a0pPTAIBHOIO KJIallaHa M BOCXOJSIIEH aoOpThl, a CYyKEHHE apTEepPHATBHOIO
MPOTOKA y TJI0/Ia MOXKET BBI3BATH JUJIATAIIMIO MIPABOTO YKETYI0UKaA ¥ TPUKYCITUIATBHYIO
HEJ0CTAaTOYHOCTh KaK y IUI0/Ia, TaK U Y HOBOPOXKIAEHHOTO.

CymectByet 0k0i0 90 paznmuunbix BapuanToB BIIC 1 MHOKECTBO MX COUETaHU.
B uncne wambonee wacto muarHoctupyembix BIIC: nedekTsl Mexokerya0uyKoBON
neperopojku (JAMXKII) — 15-20%, Tpancno3urus MaructpaibHbix cocyaoB (TMC) — 9-
15%, terpama ®amto — B 8-13%, koapkramus aopthl (KOA) — 7-20%, cunapom
TUIOIUIA3UH JIEBOTO kemysouka — 7,5%, OTKpbIThINA apTepuanbHbid mpoTok (OAIT) — 6-
7% [132; 170].

Oo6menpunsaron kiaccudukanuun BIIC He cymiecTByeT, OJHAaKO B JIMTEpAType
OTHCaH Psif MOJIX0I0B K uX Kiaccudukanuu. Kinaccudukanus 6osie3nei cepana y aeren
(BO3, 1970) ¢ xomamu «SNOP» (cuctemarnueckas HOMEHKIJIATypa IMAaTOJIOTUH) U C
komamu «ISCy» MexayHapoaHoro ooOmiectBa kapauosioroB wucmnoibdyercs B CIIA.
Knaccudukanus BpoxaeHHBIX NOPOKOB cepAuna u cocynoB (BO3, 1976) comepxut
pasznen «BpoxaeHHble aHOMaIMK (TIOPOKU Pa3BUTHSA)» C pPyOpuKaMu «AHOMaIUU
JYKOBUIBI CEpJilla U AaHOMAaJUU 3aKpBITUS CEepPJCYHOM Meperopoakm», «Jlpyrue
BPOXKJICHHbIE aHOMAJIMK cepAaua», «Jlpyrue BpOXIECHHbIE aHOMAJIUM CHUCTEMBbI
KpOBOOOpamIeHus». AHATOMHUYECKHE KIacCU(UKAIMU OCHOBAaHbI Ha KOHKPETHOM
MOpGOJIOTHH | JIOKaIu3aluu mopokos cepana [29]. [lpumepaMu Takux aHATOMUYECKUX
Kiaccuukanuii SBISAIOTCS Kiaccuukanuu J1e(eKToB Meperopojok Kamep cepaua,
AHOMAJIMU KJIallaHOB M aHOMAJMHM OCHOBHBIX KPOBEHOCHBIX COCYIOB cepiua [244].
B Poccuun nanbonee pacnpocrpanena kinaccudukarust BIIC u cocynos, pazpaboTanHas

B HMMUI] cepneuno-cocynucroi xupyprun uMmenn A.H. bakyneBa u BKirouaromas
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14 rpynn BIIP cepama u cocymoB [29; 35]. B MKB-10 npemycMOTpeHbI ClIEAYIONINE

kompl: Q20 — BpoxaeHHble aHoMaiauu (IMOPOKH pa3BUTHS) CEPACYHBIX Kamep
u coequHennit, Q21 — BpoxaeHHble aHOManuM (MOPOKU PA3BUTHSA) CEPICUHOMN
neperopoaku, Q22 — BpoxiaeHHble aHOMaIuu (IMIOPOKH PaA3BUTHSA) JIETOYHOTO

U TpeXcTBOpUaToro kiuamnaHoB, Q23 — BpoxxaeHHble aHOManuu (TOPOKH Pa3BUTHS)
a0pPTAJILHOTO U MUTPAJIBHOTO KiananoB, Q24 — JIpyrue Bpoxk/IeHHbIE aHOMaIHH (TIOPOKH
pasButus) cepamna, Q25 — BpoxiaeHHble aHOManuu (MOPOKH PA3BUTHS) KPYMHBIX

apTepHil.

1.1.1. BreaHble ¥ HMAHOTUYECKUE BPOK/IEHHbIE IOPOKH CepaALa

Henenne BIIC Ha «OnemHpIe» M «IIMAHOTHYCCKHE» OCHOBAHO HA CTCIICHHU
OKCUTEHAIIMM KPOBHU. DTHU TPYMIbI BKIIOYAIOT KaK U30JIMPOBAHHBIC MOPOKU, TaK U UX
CIIOHBIE COYETaHUs, T.€. KOMOMHUpoBaHHbIe aHoManuu. [luanoruueckue BIIC
XapaKTepU3yTCs TUIIOKCEMHUEH, YTO MPUBOJUT K ITUAHOTUYECKOMY M3MEHEHHUIO I[BETa
KOXU U cIM3UCThIX 06osouek. bienusie BIIC xapakTepu3yroTcsi HOpMaabHBIM YPOBHEM
KHCJIOPO/ia B KPOBU M OOBIYHOM OKPACKOH KOXKHBIX MOKpoBOB [150].

K «b6neansim» mopokam otHocsatcs BIIC ¢ rumepBosiemueit manoro kpyra
KpoBooOparenus (pucynok 1) [214]. lllyntupoBaHue, T.€. JEBO-TPaBbiii COPOC KPOBH,
BEJIET K CHIKEHHMIO KOJIMYECTBA KPOBH, HACBHIIIEHHOW KUCIOPOAOM, MOCTYIAIOMICH B
opranu3zMm. K Onegusim BIIC oTHOcsTCS OTKpBITHIN apTtepuanbHbii npoTok (OAID),
nedeKTbl aopTO-JErOYHOM MNEeperoposkH, Ae(PEeKT MEHOKETyTOUYKOBOM Meperopoaku
(AMKII) u nedpext mexnpeacepanoit neperopoaku (JAMIIII). Takxke k 3T0o# KaTeropuu
OTHOCSATCS aTPUOBEHTPUKYJIAPHBIC KOMMYHHKAIIUU (ABK), BPOXKJICHHAs
HEJIOCTATOYHOCTh MUTPAJIBHOTO KJallaHa W OOCTPYKTHUBHBIC TOPAKEHUS, KOTOPbIC
OrpaHUYMBAIOT KPOBOTOK BCIIEJCTBUE OOCTPYKIIMU UIIM CY>KEHHUS COCYI0B UJIM KJIallaHOB

cepaua — Hanpumep, creno3 u KOA [70].
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Baexerie BIIC ‘
ITysTar OSCTpYETHEHELE i p .
CIEEE—HAMPAEQD i MOEpEEIeHET
[TpenTpHEKyCIEIANEERE C'resios aopTt AHoMANEHOE OTXOEISHHEE JIEE0H
IIVHTH Cremos qér i KOPOHAPHOH apTEpHHE H OpyTHE
¢ Tedertn i apTepis KOpPOEAPHELS AHOMATHH.
MEENPEICEPIHOHR
rop Koaps aopTHL [Ipenarcrema ix:m IPHTOEA KPOEH B
MeBLIH HeTVI0URE
[locTTpEEy COHAZTRHEE
*» BposIEEHEH METPATEHOTO

Ty HTEL CTEHO3E.

*  Jedertn *  CympaMHETRANREAL MeMOpaHa.
MEEFETYVIOUROROE #  Ilpeacepaere MeuOpaseL.

TOpOIEH -

. zzl;fennfm Enamarsaq perypreETanEs
MERTIpeCepIHOE * DBposniesas peryprEfansEs g2
NEPEropoIEH MHTPANTEHOTO KIAIaHe.

*  Q7sperreE * BpomnEmHan pETyPrHFAIEA Ha
SDTPEATRERE DPOICK A0PTATHHOM KTATAHE

Pucynok 1 — Knaccudukanus o6nennsix BIIC [214]

Uccnenosanne S.Y. Parvar et.al (2023) 6307 maruentoB ¢ OnenusiMu BIIC
BBISIBIIIO HamOombinyro vactotry JIMXKII, koropeie coctaBumm 65,9% (85 na 1000
HOBOPOXKJICHHBIX ). Yare Bcero HaOI01aluch BTOPUYHBIE JePeKThl, Ae(EKThl B BHUJIC
OTKPBITOTO OBAJIBHOTO OKHA M HEOONBIIUX MeXnpenacepaHsix coobmennii. OAIl
3aHUMaJl BTOpO€ MECTO MO0 pacrmpocTpaHeHHocTH cpenu Onenubix BIIC (32,5%

HaOmonennit), u 15,4% cocTaBUIM MEXIKENTyJA0UKOBBIE COOOIIeHus. Pexe Bcero

Berpeuanach KOA — 7 na 1000 noBoposkaeHHbix [186].
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['pynmy mmanotrdecknx BIIC cocTaBnsioT MOpOKH ¢ OOCAHEHHEM JIETOYHOTO
KPOBOTOKA, IMOPOKH CO CTEHO30M JIETOYHOH apTepuu, KOMOMHUPOBAHHBIC IMOPOKHU C
aHoOMaJuel OTXOXKJIEHHS MarucTpajabHbIX cocynoB (terpaga ®amno, TMC, arpesus
JICTOYHOIN apTepuH, aTpe3us TpexcTBopuaroro kiamana) [82; 213]. IIpumepom moxer

CIIy>KHTb Kiaccudukanus, npemioxeranas W.T. Mahle et al. (2009) (pucynok 2) [214].

BIIC

CHE#eHEE TET0YHOTO
EpOBCTORS
(HOpMANEEOS TAENSHHE B

JErOEHOH apTepER)

YEeTMUSHHE TETOUHOTO
KpOEOTOEA

(c MErouHCHE rENepTEHHEE)

JIErouHad BEEHOSHAR
TEIEPTeHIER
{c aErogsoH

TENRPTEEIHEH)

Tetpanorez $anmn
ATpesHER TPEXCTEOPYATOTD
EMTamana
JEoiHOE OTROMIEHHE COCVIOE
OT MPABOTD HETVI0UER 0o
CTEHO30M NErodE0E apTepHe
TpamEcmosETET MATHC TPATHHELX
COCYIOE
HederT MetEaTVIOUROEOH
OEPEropoIrH
Cremos néroudel apTepHE

ExeACTERHHME ®emyIog9sy

TpaBcmossETHE MATECTPAIRHEX
COCYIOE (MpocToH B ¢ GoNBImEN
TeferToM MeE ey I0UEOE0H
TepeToPoIEE)

AtpesHa TPEXCTEOPYATONS KIAMAHA
JsoEnRse OTXOEIEEHE COCYIOE OT
TPaBoro FHTyA0HEa 0O CTEH0S0M
METOTECH APTepHE
JpyrHe yEEEeHTpEEyIApERe BIIC ¢
JMErOYHOH apTepHEATEHOH
THORPTEHSHEH

EaencTeeHHmE MemyIodes

CHEOpoM rEIOINASHE

TEBRE OTISNOE CEpINA

{FNH eT0 EAPHARTE) C
OTpaNHYHTETEHAIL

gederTon
MEFTIPeICepIHoH
OeperopodiH
TOTANBEEIH AHOMATHHEEE

IpEHEE NETOUHEY BEH

Pucynok 2 — Knaccudukanus rimanotnyeckux BITC [214]

B OonpmuHcTBe ciiydaeB nuaHotudeckue BIIC anaToMuuecku mpencTaBiIeHBI
MOPOKaMU KOHOTPYHKYCa, KOTopbie cocTaBisitoT 21,3% ot yucna Bcex BIIC u 56% ot
yucna numanorndeckux BIIC. Kak um3BectHO, koHOTpyHKanbHbIe BIIC mpencraBieHsl

TPYNIION CTPYKTYPHBIX BPOXKIECHHBIX AaHOMAJIMK BBIBOJHOI'O TPAKTa CEPJLIA U COCYJIOB,
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OCYUIECTBJISIOIIMX OTTOK KpPOBM M3 cepAaua B OOJbIIOW W Malbli  KpPYru
KpoBooOpatieHus. Takue MOpOKU SABJISIIOTCS OCHOBHOM MPUYUHON CHUMIITOMATUYECKUX
IIMAaHOTUYHBIX 3a00JIEBAaHUN CEepIIa.

AHomanus D0mTeiiHa — peakas dopma nuaHoruueckoro BIIC ¢ nedpopmanueit u
JMCIIOKAIMEN TPEXCTBOPUATOrO KJIalaHa B MPABOM aTPUO-BEHTPUKYJISIPHOM OTBEPCTHH,
9TO OrPAaHMYMBAET KOJIMYECTBO OKCUTCHUpYyeMoii kpoBu [121].

B uccnenopanmsax A. Keles et.al (2022) u3 396 muarHOCTHpOBaHHBIX B XOEC
npeHatanbHoro ckpunmara BIIC y 102 (25,8%) miomoB Obutn  0OHApYKEHBI
KOHOTpYHKaJIbHbIe aHOManuu cepauna, y 33  (33,3%) — Trerpaga Damio,
y 30 (30,3%) — nOBOHMHOE OTXOXKAEHUE COCYIOB OT IMPAaBOro JKEIyAOuKa,
y 16 (16,2%) — oOumii aprepuanbHblid cTBON, y 16 (16,2%) — Tpancno3uuus

maructpaibHbix aprepuii (TMA), y 4 (4%) — nepepbIB nyru aopthl Tuna B [63].

1.1.2. KpuTtnyeckue U HEKpUTHYECKHE BPOKIEHHbIE MIOPOKHU cepaALa

Paznenenune BIIC Ha «KpuTHYECKHE» U «HEKPUTHYECKHE» OCHOBBIBAETCA Ha
CTEMEHU CEePhe3HOCTH JAedeKTa U €ro BIMUSHUU Ha IEHTPAIbHYIO T€MOJIUHAMUKY.
Kputnueckue BIIC TpeOyroT HEOTIIOKHOW MOMOIIM WM  XUPYPrHUECKOro
BMEIIIATEIbCTBA B TEYCHHE TEPBBIX YacoB, JHEH WM Heaenb ku3uu [119; 222].
OddexTrBHas MapUIpyTH3alUsl HOBOPOXKICHHBIX, OCHOBaHHAs Ha MPEHATAIHLHOU H
YPre€HTHOW MOCTHATAJIIBHOM JUAarHOCTHKE, UTPAECT KIKOYEBYHK) POJIb B CBOCBPEMEHHOM
okazanuu momomu [60]. K kputnueckum BIIC oTHOCATCS Takue COCTOSHUS, Kak
CUHJIPOM THUIIOIIJIa3UH JIEBBIX 0T/IeNI0B cepana, TMA, kputudyeckue KOA w/uinu cTeHO3bl
KJIaITaHOB a0PThI U JIETOYHOM apTepuu (pucyHok 3) [211].

B cBoro ouepens, Hekputudeckue BIIC npencrapissior co0oit MeHee cephe3HbIe
ne(eKThl, KOTOpble MOTYT OBITh HCIPABJICHBI B 0OJiee MO3JHEM BO3pacTe, MHOTIA C

HCIIOJIb30BaAaHHUEM MCHHK&MGHTOSHOﬁ TCpaIlny Ha MPOTANKCHHUHN OIIPCACICHHOI'O BPEMCHHA

[233].
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CBoeBpeMEHHasl JMAarHOCTUKAa W JICYEHHE HMEIOT pEelIalollee 3HAueHue s
BBDKMBAHUS MIIaJieHIeB, poauBimxcs ¢ kpuruaeckumu BIIC [60]. Kputnueckue BIIC
nepuofa HOBOPOXKIEHHOCTH MOTYT OBITh  JyKTyC-3aBUCUMBIMU U JYKTYyC-
HE3aBHCHUMBIMH, a TaKkxke (opameH-3aBUCMMBIMU. [lamentsl ¢ kputnueckumu BIIC
4acTO HMEIOT THUIIOIUIA3UI0 Kamep cepAala, a TakkKe OOCTPYKTUBHBIE MOPaXKEHUS
KJIAlaHOB WM MaructpanbHbeix aprepuid [211]. Tlpm naykryc-3aBucumbix BIIC
KpOBOOOpaIleHne M  KHU3Hb  peOeHKa  OnpelessitoTcss  (yHKUHOHHUPOBAHUEM
BHYTPUYTPOOHBIX KOMMYHHUKAIIUA — OBAJIBHOTO OKHA U apTepuajbHOr0 MPOTOKA.

[MoctHaTanpHOE Tpekpare [211].

Kpurtnyeckue
COCTOSIHUSA Y HOBOPO-
XOEeHHbIX Nnpu BIrC

/\

CocrToaHuna remoaviHa- CocrTosHue remoaguHa-
MUKW, 3aBmMCMbIe OT MUKW, HEe 3aBuCcurmMble
DOyHKUMNUM DeTanbHbLIX OoT OyHKUMNM DeTanbHbLIX

KOMMYHUKaUui KOMMYHUKaumnin
. Nerouran ApTepunanbHas <
nykKryc-zasucumas | >
rmnokcemms
remoaHamMmmka
CucremHas S epneanan
— aykKryczaBmcumMmasi g1 —~—
HenocTarTo4YHOCTbL
remoamnHamMmmka
H-
e it Nercuman -t
rmnepreHans
remoauHamMmmka
Ductus venosis-
— zaumucumMmas remMmo-
anHamMmuka

Pucynok 3 — [Iporao3upoBaHre KpUTHYECKUX COCTOSIHUM Y HOBOPOKIEHHBIX
¢ BIIC [211]

B HekoTOphIX cilydasix y HOBOPOXIEHHbIX ¢ Kputudueckumu BIIC wmoxer
HaOMIOAaThCsl OCCCUMNTOMHOE TEUYEHHWE, €CIIM apTePHAIbHBIA MPOTOK OCTAeTCs
OTKPBITbIM. OIHAKO, KaK TOJIBKO MPOTOK 3aKPBIBAETCS, Y ATUX HOBOPOKJIEHHBIX MOTYT

BO3HUKHYTb CCPLC3HBIC OCJIOKHCHH:A, BKIIHOYAA KapI[HOFeHHBIﬁ 10K, MeTa00JINUEeCKUI
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aIn103, CepACIHO-COCYIUCTHINM KOJUIATIC, TPAaBMY T'OJIOBHOTO MO3Ta, HEKPOTU3UPY FOIIIHIA
SHTEPOKOJIUT, CEPACUYHYIO HEJOCTATOYHOCTh M Jaxe cMmepTh [151]. [Ipu kputhveckoit
KOA u niepepsiBe IyTu aOpThl MJIQICHIIBI HYKIAIOTCS B TPAHCTIOPTUPOBKE HA HHPY3UU
NPOCTOTJIAHUHOB,  OTPAaHMYECHWW  JOTAllMM  KUCJIOpoJa HW  OKCTPEHHOM
KapIUOXUPYPTUIECKOM BMEIIATEILCTBE ISl YCTPAHCHUS CYXKEHUS M OOeCreUeHUS
HOPMaJBHOTO KPOBOTOKAa B OoibIIOM Kpyre KpoooOpamenus [80; 197]. Ilpm
KPUTHYECKOM AOpPTAIIBHOM CTEHO3€ PEOCHKY MOMKET IOTpeOOBaThCS OSKCTPEHHAS
SHJIOBACKYJISIpHAsT OaJUTOHHAs JHWJIATAIMS aopranbHOro kmarmana [87; 90]. Jletu co
cinoxHbIMU KpuTHdeckuMu BIIC, Takumu Kak CHHAPOM THUIOIUIA3UU JIEBBIX OTHEIOB
cep/ilia C HeIOPa3BUTUEM CTPYKTYP JIEBOTO KEITYI0UKa, A0PTHl U MUTPAIILHOTO KJlanaHa,
HY)KJAlOTCSI B CPOYHOM MEIWIIMHCKOW IOMOINM, BKJIIOYAs  XHPYPTHUECKOE
BMEIIIATEILCTBO C IIEJIbI0 OOecleueHus: UX BbDKUBaHUA. Terpana Damio npu HATUYUU
KPUTUYECKOTO CTEHO3a JICTOYHOW apTepHH MOXKET CTaTh NPHYUHONH KPUTHUICCKOTO
cocrosiust  [54; 224]. Tlpu TMA, TpexcTBOpYaTOW aTpe3ud Maible pa3Mephl
MEXIPEACEPIHOTO COOOIIEHUS CTAHOBATCS MPUYMHOM MOJHOrO MpEeKpalieHUs
mupkysun - [88;  101; 224]. Bcece »oTH AeTH  HYXIAIOTCI B DKCTPEHHOM
KapJIMOXUPYPruyeckoM BmemarenbcTBe. KnnHuyeckas kaptuHa kputudeckux BIIC
MOXET BapbUpPOBATH B 3aBUCUMOCTH OT KOHKpeTHOoro tuna BIIC. Kak npasuno, tpems
OCHOBHBIMH KJIIMHWUYECKUMH TPOSBICHUIMH KpuThdeckux BIIC sBnstorcs mnwaHo3,
cucTeMHasi runonepdy3us ¥ pecnupaTopHbIid AucTpecc-cuHapom [98].

[{nano3 — cocTosTHUE, P KOTOPOM KOXKa U CIIM3UCTBIC 00O0JOUYKH MPHUOOpPETAIOT
CUHIOIIHBIM OTTEHOK BCIEACTBHME TOBBIIIEHHOTO KOJMYECTBA BOCCTAHOBJIECHHOTO
remorjgoOuHa B KpoBU. OOBIYHO BH3yaJIbHO 3TO HAONIOAAETCs, KOrja YPOBEHBb
HACBIIICHUS KPOBU KHUCIOpOJIOM MmamaeT Huxke 80% WM KOHUEHTpalus OKHUCICHHOTO
reMorjo0rHa cocTaBisieT MeHee 5 1/, LleHTpanbHbIil 1uaHo3 Ty0, sS3bIKa U CIIU3UCTHIX
o0osouek Bcerga OOYCIIOBJIEH JiecaTypaluel apTepuaqbHOM KpPOBU W CBSI3aH C
MATOJIOTHEH CepJlla WIH JICTOYHBIMH TIPOOJIeMaMH, B TO BpeMs Kak NepuepruaecKuit
[IMaHO3 HE CBSA3aH C JlecaTypalvel apTepHalbHON KPOBU U OOBIYHO OTPAaHUYHBACTCS
BEPXHUMH WJIM HIKHUMU KOHEUHOCTSIMH. [lepedeprueckuii maHo3 MOKET BO3HHUKATh

13-3a HeCEP/ICUYHBIX COCTOSHHM, TIEPEOXIIaXICHUS WK cercuca [226; 246]. 3auactyro Ha
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NpaKkTUKe ObIBaeT TPyAHO auddepeHunpoBaTh LEHTPAIbHBIM 1MAaHO3, BbI3BAHHBIN
CEpJIEYHBIMH WJIH JIETOYHBIMU IIPOOIeMaMu, HO JIETOYHBIN ITHaHO3 OOBIYHO YITyUIIaeTCs
Ha (OHE OKCUTCHOTEpaluu, B TO BpeMsl KaK CEpJCYHBIN IIMAaHO3 HE pearupyeT Ha
JOTALMIO KHUCJIOpOJla M yXyAllaercs npu OecrnokoiictBe pebenka. [lpu aykryc-
3aBHCHMOM KPOBOOOpAIICHUH JOTAINS KHCI0poia crioco0cTByeT 3akpbiTrio OAIT [213;
243]. MuddepeHnnrpoBaHHbIi MAHO3 HIKHUX KOHEYHOCTEH 0€3 COIyTCTBYIOIIETO
[IMaHO3a BEPXHHX KOHEYHOCTEW MOXET IPUCYTCTBOBATh IPU MEPCUCTHPYIOLIEH
JIETOYHOM THIEPTEH3UU HOBOPOKIEHHOTO M HEKOTOPBIX OOCTPYKTHBHBIX MOPAKCHUAX
JIEBBIX OTAENOB cepaua. CKpUHUHT AYKTYC-3aBUCHMBIX KPUTUUECKUX ITOPOKOB BKJIFOYAET
0053aTENbHYI0 KHUCJIOPOAHYIO MpoOy C HM3Y4YEHHEM HACBIIIEHUS KHUCIOpOoJa KaK B
IPEIPOTOKOBOM (TIpaBasi pyka), TaK U B MOCTIPOTOKOBOM (CTOma) YacTsax Tena [145;
146].

Ecnan y HOBOpPOXXKIEHHBIX BO3HUKAET BHE3aIlHAs CUCTEMHAsl TUNONEpQy3ust WM
moK B mepuoa 48-78 4YacoB MOCHE POXKICHHs, O0s3aT€IbHO CIIEyeT HCKII0YaTh
kputnueckuii BIIC, 0coOeHHO ¢ OOCTPYKTHBHBIMU MMOPAXEHUSMH JIEBBIX OT/AEJIOB
cepana, Takue Kak cteHo3 aoptel, KOA, nepepbIB Ayru aOpThl U CHHAPOM THIOILIA3UU
JeBbIX oTAenoB cepama [55; 95]. KapauoreHHbId IIOK Ha IMEPBOW HEJCHE KU3HH
BO3HHMKAET MPHU TYKTYC-3aBUCHMOM KPOBOOOPAIIEHUH MPU 3AKPHITUH apTEPUATLHOTO
npotoka [130]. UToOsI crtacT HOBOPOXKAEHHOTO, MPOTOK JIOJKEH OBITh BHOBB OTKPBIT C
NOMOUIbI0 HH(QY3UM MpoCTarjiaHguHa U aJeKBAaTHOM MOMOUIM, BKJIOYArOIIeH
MHOTPOIIHYIO TMOICPKKY, MH(PY3MOHHYIO M PECHUPATOPHYIO TEPANHIO, OOBIYHO C
MEXaHUYECKOM KOHTpOJIMpyeMOoW BeHTwsiiuedn Ha ¢oHe cenanuu. Cremyer
muddepeHIpoBaTh CBSA3b KapAWOT€HHOTO IIOKa Y HOBOPOXIECHHBIX C WHBIMHU
npuunHamu, kKpome BIIC. Takumu npuyuHamMu MOTYT OBITh JUJIATAlMOHHAS
KapAMOMHUOIATHS, MUOKApIUT U TUCHYHKIUS MHUOKapJa BCIEICTBUE TaXUAPUTMHH B
BUJE TpENETaHus TMPEACEPAUN WM MAPOKCU3MAIIBHOW CYNPAaBEHTPUKYJISIPHOU
taxukapauu [1; 21; 48]. HeonaTaJbHBIN CEMNCHUC, MCHHHTUT, TUIOTJIMKEMHUS |
BPOXKICHHbIE HapylIeHUs] OOMEHa BEIIEeCTB TAaKKe SBISIOTCA IMOTCHIMATIbHBIMU
nudQepeHIMaTbHBIMI  TUarHo3aMu HeoHaTasbHOro Imoka [16]. TmarenbHblit cOop

adHaMHC3a " (bHBHKaJIBHOG O6CJ'ICI[OB21HI/IG, a TaKKC PCHTTCHOJIOTMYCCKOC UCCIICIOBAHUC
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rpyaHoN kieTku u anekrpokapauorpadus (IKI') moryt nmomous muddepeHnupoBaTh
BIIC ot gpyrux npuunH. Kapauomeranus moxet ykaspiBaTh Ha BIIC kak Hambomee
YaCTYyIO MPUYMHY IIOKA.

Hapymenus apIxaHuss y HOBOPOXKICHHBIX B BHJIE€ MOCTOSIHHOM OJBIIIKK WIIH
TaxXUIIHO? MOTYT CBHUJETEIBCTBOBATH O MpoOJEeMax ¢ cepaueM wiH jJerkumu. [IpocTsie
BIIC c neBo-mpaBbiM HIyHTHpOBaHWeM KpoBH, Takue kak JIMIKII u JMIIII, penko
BBI3BIBAIOT TSKEIYI0 PECIHPATOPHYIO HEAOCTATOUYHOCTh WM OTEK JIETKUX, MOCKOJBKY
HEOHATAIBHBIA  TEPUOJT OOBIYHO  XapaKTEPU3YETCS  OTHOCHUTEIHLHO  BBICOKHM
COIIPOTHBIICHUEM JICTOYHBIX COCYIOB [2].

bonpmme  cenranmbHble  JeEeKThI ¢ TUNEPBOJIEMHUEH  Maloro  Kpyra
KpoBooOpaieHusi, kputudeckue BIIC ¢ U30BITOUYHBIM JIETOYHBIM KPOBOTOKOM, TTOPOKH,
CBS3aHHBIE C JICTOYHOM BEHO3HOW OOCTPYKIIMEH, SBISIOTCS MPUYUHONU OJIBIIIKH,
TaxWIHO?, JbIXaTEeJIbHOW HEIOCTAaTOYHOCTH, BEIYT K 3aTPyJAHCHUSIM NMPU KOPMIICHHH,
OecriokoiicTBy pedeHka [226]. OOCTpYKTHBHBIC MOPaKEHUS JIEBBIX OTICIIOB Ceplla,
BBI3BIBAIOIINE CUCTEMHYIO ruronepdys3uto win kojuiarnc, TMA ¢ TsSKeJIbIM IIMAHO30M,
001U apTepuaIbHbI CTBOJ C BHICOKOM JIETOYHOM THUIMIEPTEH3UEH U JIETKUM I[MaHO30M
TaK»e COMPOBOXKIAIOTCS BBIPAKECHHOM offbITiKoi [81].

Hexputnueckue BIIC, kak mpaBuiio, He TpeOyIOT HEMEJICHHOTO MEIUIIMHCKOTO
BMEILIATEIbCTBA, HO BCE )K€ TPEOYIOT HAOIIOACHHS U KapAHUOXUPYPIHUECKOTO JICUEHUS C
TEYECHUEM BpPEMEHH. JTU Je(DEeKThl SBISIOTCS MEHEE CEPbE3HBIMH W HE BBI3BIBAIOT
YKUZHEYTPOKAIOIMMUX CUMOTOMOB. OJIHAKO UX CBOEBPEMEHHAs IMArHOCTUKA W JICUEHUE
BaYKHBI JIJIS1 IPEIOTBPAILICHUS OCIOKHEHUN 1 00ECTICUSHHS] HOPMAJIbHOW TeMOJIMHAMUKHU
[186].

K w#exputnueckum BIIC otHOocsatcs JAMIIIT u JMXII, OAIL Jledekt
MEXIPEACEPAHON NEPETOPOJIKM — PACIPOCTPAHEHHBIA BPOXKICHHBIM IOPOK CEp.La,
OOBIYHO  HE  BBI3BIBAIONIMN  HUKAKOW  KJIMHUYECKOW  CHMMOTOMATUKU  JIO
IBYyXJIeTHETO Bo3pacta [46]. OmHako npu 0oJbIuX JedeKTaX BO3MOXKHBI MEPETPYy3KH
MpaBbIX OTMENOB CEpJlla W HApYIIEHUs pUTMa, 4TO TpedyeT HaOmrojeHus u Oosee
PaHHEr0 XUPYPrHYECKOro BMEIIATEILCTBA IS IPEI0TBPAICHHS OCIOKHEeHUH [56; 218].

JMIKIT — noctarouno pacmpoctpanerusiii BIIC [74; 200]. He6oapmme JIMIXKIT co
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BPEMEHEM MOTYT CAMOCTOSITENIBHO 3aKPBIThCS, TOT/1a KAK F'€MOJINHAMUYECKH 3HAUUMBIE
JMOKII onacHbl pa3BUTHEM BBICOKOW JIETOYHOW THUIEPTEH3UM U CEPJICUHOU
HEJOCTAaTOYHOCTH, YTO TpeOyeT Ha3HAueHUs MEAMKAMEHTO3HOH Tepamuu U
KapIUOXUPYPruYeCcKoro BMemarenbcTBa. OIHAKO HEKOTOPBIM MIIAJICHIIAM MOKET
NOTpeOOBaThCA PpPAHHEE XUPYPrHUYECKOE BMEMIATENbCTBO JJIA IPEIOTBPAICHUS
ocnoxxaenuit [181; 232]. OAIIl sBnsercs pacnpoctpaneHHbiM BIIC, wu, ecnu He
3aKpBIBACTCS TIOCIIE POXKICHUS, TO MPU OOJBIIUX pa3Mepax BbI3bIBAET BBIPAKEHHYIO
TUMEPBOJIEMHUIO Majloro kpyra kpoBooOpamenus. J[ersm ¢ OAIl, poxneHHbIM
JIOHOLIEHHBIMH, C TPEX MECSLEB JKU3HU PEKOMEHIOBAHO 3HJIOBACKYJISIPHOE, PEXKe
OTKPBITOE XUPYPTrUYECKOE BMEIIATEIBCTBO JUIS 3aKPBITHUS apTEPHAIBHOIO MPOTOKA U

npeoTBpaleHus ocnoxHeHui [39].

1.1.3. CunapomanbHbie GOpMbI BPOKIEHHbIX IIOPOKOB cepana

Hokazano, uro 15% Bcex BIIC BbI3BaHBI XPOMOCOMHBIMU a0eppalusIMH,
T'CHETHUYECKUMHU MYy TAIlMSAMU U MOTYT TiepeaaBatbes o Haciaeactsy [33; 79]. BIIC moryT
HACJIEIOBAThCSl HANPAMYIO TIO0 MEHJIEJICBCKOMY THIy B pe3yJbTaTe T€HETUYECKOU
aHOMAJIMM, MOTYT COYETAaThCid C WMEIOLIMMCS TeHEeTHYeCKHM nedekToM (Hampumep,
TPUCOMHE), MOTYT OBITh CBSI3aHBI C BO3JCHCTBHEM TOKCUYHBIX (PAaKTOPOB BHEIIHEH
cpensl (HampuMep, aliKOToJIsl) UM OBITh CIIEACTBHEM B3aUMOICHCTBUS MHOKECTBEHHBIX
TeHETHYECKUX W BHEIIHUX BO3JIEUCTBUM, HE MO3BOJIAIONIMX BBIICIUTH CIMHCTBEHHYIO
npuunny (Hanpumep, cuaapom CHARGE) [22].

EnuHCcTBEHHAS T€HETHYECKAss MyTallisl MOXKET OBITh MPUIMHOW CEMEHHBIX (opM
JAMIIII, HapymeHuil aTpUOBEHTPUKYJIPHOTO MPOBEACHUS, BPOKICHHOM MOJHOU
Onokasel, SitUS VISCerus inversus, JeroyHol THIIEPTEH3UH, a TaKke CHHAPOMOB HyHan
[47; 153; 198].

JIMXII u nedekT aTpUOBEHTPUKYISPHOTO KaHajda YacTO aCCOIUUPYIOTCS C
curapomomM [layna [85; 86]. BeisBieHbI reHbl, CBA3aHHbBIC C TAKUMHA aHOMAJIMSIMH, KaK

cuaapoMm ymmHeHHoro uHTepBana QT, cuaapom Xont-Opama, cunapom Mapdana,
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runeprpopuyeckas KapJIAOMHUONATHs W HaJKIJIAaHHbIA aopTaibHBIA cTeHo3. Kpome
TOTO, OOHApYKEHBI TeHETHUECKUE Ne(DEeKThI, JIOKATM30BaHHBIC HA ITTMHHOM Iuiede 22-i
XPOMOCOMBI, KOTOPBIE MPUBOJIAT K KOHOTPYHKATbHBIM Malb(hOpMalusiM, XapaKTEePHBIM
i curapoma Ju Jkopmku 1 Bestokapanodaimaibaoro cuaapoma [15; 167; 170; 241].

CoBpeMeHHbBIE HCCIEAOBAaHUS YyKa3bIBAlOT Ha TO, YTO paHee 3HAYCHUE
TeHEeTUYECKUX (PaKTOPOB B pa3BUTHH IIOPOKOB cep/ilia ObLI0 HefooleHeHo. B yactHocTH,
aHanu3 OJM3HELOBBIX TMap TMOKa3bIBa€T, YTO YACTOTa CEPACYHBIX TOPOKOB Y
MOHO3UTOTHBIX OJIM3HELIOB YBEIMUMUBAETCS O0Jee YeM B JIBa pa3a, OAHAKO OOBIYHO 3TO
HAOJI0JaeTCsl TOJBKO Yy OAHOro u3 Onu3HenoB. CeMelHble HUCCIENOBaHMS TaKxkKe
nojaTBepxkaatoT, uto puck BIIC y poaHbix OpaTheB U cecTep, a TakkKe Yy UX OTOMKOB
Bo3pactaeT B 2-10 pa3. BHyTpu oqHOI CeMbU aHOMAJIMH MOTYT OBITh CXOXHUMH WIIU
YacTUYHO pa3inyHbiMU. Kpome Toro, pasHble T€HETHYECKHE aHOMAJIUU MOTYT
NPUBOJIUTh K pa3BuTui0 oaHoro u Toro xe BIIC, wnampumep, nedekra
aTPUOBEHTPUKYJSIPHOTO KaHaja. OJTO YyKa3blBaeT Ha CIOXKHOCTh HACIEIOBaHUSA
OOJBIIMHCTBA CEPACUHO-COCYIUCTHIX Majb(popMalluii, KOTOpO€ HE MOJUUHAETCS
IIPOCTBIM I'CHETHYSCKUM 3aKOHOMepHOCTIM [42; 99; 203].

B wucciaemoBanun JI. A. Uepemoxuna (2022) Obuta oOHapyeHa IOCTATOYHO
BBICOKAsl PacHpOCTPaHEHHOCTh cuHApoma nenennu 22011.2, m3BeCTHOro Takke Kak
cunapoM u Jxopmku, BenokapanodacuuaibHblii CUHAPOM UM CUHIPOM JAepuiuTa
TBX1. B CBepanoBckoii 06JacTi 3Ta aHOMalus Ha0Iroganach ¢ yactoto A0 1 Ha 9895
nereii [35].

B uccrnenosanuu A. Meberg et al. (2007) u3 57 027 kUBOpPOKIACHHBIX ACTEH 3a
1982-2005 roast BIIC 6p111 BeisiBNieHb1 y 662 (11,6:1000), u3 koTophix 146 (22%) umenu
conytcTBytomue aHomanuu. I[lpu stom 52 (36%) HU3 HHUX HMEIHM XPOMOCOMHBIC
aHoMaMu  (MCKJTIOUUTENbHBIE  MuKpojenenuu), 26 (18%) — reHernyeckue
curapombl/mMukpoaeneruu, 1 (0,7%) — TeparoreHHbli cuHapoM u 67 (46%) —
OKCTpaKkapAuaibHble MOpOKKW  pa3Butusa. llpu  nepumemOpanosnubix  JMXKII
COMyTCTBYOIIME aHoManuu Habmonamuch y 22 u3 70 (31%) u 'y 27 u3 298 (9%) npu
JMIKII, pacnojoXeHHbIX B  MbIINIEYHOW yactu meperopogku  (p<0,0001).

PacnpoctpanenHocts BIIC ¢ conmyTCTBYIOIIMMHM — PaccTpOWCTBAMH  3HAYUTEJIBHO
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BO3pOCIIa 10 CPABHEHUIO C KOTOpTOo, poauBiieics B 1982-1993 ronax u, no cpaBHEHHIO
c koropro#, pomuBmielics B 1994-2005 romax (2,0 mporuB 3,1 Ha 1000 nereit
cooTBeTcTBeHHO, p<0,0001), B OCHOBHOM 3a CYET YBEJIMYEHHUS YUCIA XPOMOCOMHBIX
tpucomuii (0,5 nmpotus 1,1 Ha 1000 mereit, p=0,026). ABTOpBI yKa3bIBalOT Ha TO, YTO
XPOMOCOMHBIE aHOMAJINH, CHHAPOMBI U 3KCTpakapauanbasie BIIP BcTpewanuces noury B
yetBepTy ciyyaeB BIIC. B uenmom pacnpoctpanenHocts BIIC ¢ XpoMocOMHBIMU
TPUCOMHUSIMU BO3pOCIIA, YTO, 10 MHEHHIO aBTOPOB, CBSI3aHO C YBEJIMYEHHUEM BO3pacTa
eHimuH [164].

@aKTOpbI OKPYKAOIIEN CPeIbl MOTYT CTaTh IPUYUHONW MHOYKECTBEHHBIX IIOPOKOB
passutus, BKirodas BIIC [143]. KpacHyxa, mepeHeceHHas MaTephio, PUEM TaTUI0OMHU 1A
U M30TPETMHOMHA HA PaHHHUX CpPOKax OEpeMEHHOCTH, a TaKXKe 3JI0yNOTpeOIeHHE
QJIKOTOJIEM SIBJIIOTCS K30T€HHBIMU (DaKTOpaMu, MPENATCTBYIOIMIMMH HOPMAJIbHOMY
(OpPMHUPOBAHUIO CEPJIEYHO-COCYAUCTOM CUCTEMBI T10J4a. CHHIIPOM KpPacHYXHU BKJIHOYAET
KaTapakTy, TIyXoTy, MUKpoliedanuto, a Takxke paznuunble BIIC u3onupoBaHHO WU B
koMOuHainuu — OAII, cteno3 nerounoit aprepun wian aoptel u JIMIII. Anomanuu
TPEXCTBOPYATOIO KJIallaHa MOTYT ObITh 00YCIIOBJIEHBI IPHUEMOM BO BpEMsI OEPEMEHHOCTH
npenaparoB jutus. BIIC, yame JIMXII, HaGntonatores v npu heTaabHOM aIKOTOJIBHOM
CUHAPOME, JJI1 KOTOPOr0 XapaKTepHbl MUKpoOIedanus, MUKPOTHATHS, MUKPO(TAIbMHUS,

IpeHaTaIbHOE 3aMeUICHHE POCTa | 3ajepkka pasputus [73; 176; 196].

1.1.4. Buabl onepanuii, BbINOJIHSIEMbIX IPH BPOKIEHHBIX MOPOKAX cepala

Xapaktep omepaTUBHOrO BMmemarenbcTBa st Koppekuuu BIIC 3aBucur ot
WHAMBHUIYAJIbHOTO JIMarHo3a MalueHTa, BO3pacTa, OOIIEr0 COCTOSHUS 370pOBbs,
HAJIMYMS JPYrHX TOpPOKOB passutust [76; 135; 141; 5]. Jlna ycmemmHoro
KapJIUOXUPYPrUYECKOTO JIEYeHUs HeoO0XoauMma KomaHAHas padoTa KapAHOJIOroB,
KapAHMOXHPYpProB,  aHECTE3HOJOrOB W  MEAMLUMHCKHX  cecTep,  pa3paboTka

WHVMBUAYAJIBHOTO IIJIaHa JICYEHUS IS KaKI0ro NalKeHTa. B mreparype npeacraBieHbl
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pa3JIMYHbIE TUIIBI OTIEPALIMI, KOTOPBIE BRIMOJIHAOTCA pu JeueHun BIIC B 3aBucumocTtu
OT KJIMHUYECKON KapTHHBI, TeMOJIMHAMUKY U aHATOMUH MIOPOKOB cepaua [78; 166; 248].

PanukanbHble omnepanud OTHOCSTCSA K CIIOKHBIM XUPYPrUYECKHM MPOLEAYpaM,
KOTOpbI€ BhINOJHSAIOTCS ITpu BIIC ¢ 1enpi0 MOMHOr0 BOCCTAHOBIICHUS U UCIIPABIICHUS
aHOMAJIUHA B CTPYKType M (YHKIIUU CEpAIa, YacTO C OOMUPHONU PEKOHCTPYKITUEH WIIH
3aMEHOM CTPYKTYp cepaua. Takue omepanuu, KaK MpaBujo, BKIIOYAKOT MPOLEAYPHI Ha
OTKPBITOM CEpPALE C €ro BPEMEHHOM OCTAaHOBKOM M UCIIOJIb30BAaHUEM ammapara
HMCKYCCTBEHHOTO KPOBOOOpAIIEHUS U KapAHUOIUIeTuu. PanukanbHble omnepaiuu B psijie
CIIy4aeB MOTYT MPOBOJUTHCS MHUHUMAIBHO HWHBA3UBHBIMU METOAAMHU, HCIONb3Ys
MEHBIIIME Pa3pe3bl U CHEHUAIU3UPOBAHHBIE WHCTPYMEHTHI, U SHI0BACKYJSIPHBIMU
meTomamu [49].

o 1967 roma OTKpBITBIE OINEPALMU CUUTAIUCHh «30JIOTBIM CTaHAAPTOMY IS
ucIpaBlieHUs BpoxkAeHHBIX mopokoB cepamna (BIIC). IlepBble SKCHEpUMEHTHI ¢
AHJIOBACKYJISIPHBIMA METOJIaMH JICUCHUSI CEPJICUHBIX U KPYITHBIX COCYAUCTHIX TOPOKOB B
Poccun nawamucws B cepenune 1960-x romos, xorma B 1967 romy HO.C. Ilerpocsin
u B.A. I'apu0OsiH mpoBen epByIo onepanmio arpuocentoctomun y nanuenta ¢ TMC.

Jleuenue npocteix BIIC vaie Bcero siBisieTcst paaukanbHbIM. Tak, 3akpeiTiie OAIL
OCYILIECTBIISIETCS KOHCEPBATUBHBIM (MEAMKAMEHTO3HBIM MPUMEHEHUEM HHAOMETAI[MHA
i uoynpodena) u ornepatuBHbIM MeTojgamu [13]. MeaukamenTo3noe neuenne OATI
MIPUMEHSIETCSL TOJIBKO B POJMUIIBHOM JIOME€ Y HOBOPOXKIEHHBIX B TEUEHHUE ABYX MEPBBIX
HEJIeTb KU3HU, MO03XKEe OHO CTAaHOBUTCA HEIP(HEKTUBHBIM. J[aHHBIM METON JajeKo He
BCErjla pe3yJIbTATUBEH, HMMEET MHOI0 MPOTHUBONOKA3aHUW, MO3TOMY OCHOBHBIM
JICYCHUEM SIBIIACTCS MEXaHMUYECKOE 3aKkpbiThe mpoToka [4]. Panee mnpumensiach
nepeBsizka  (JIMrMpoBaHUE, KIMINUPOBAHUE) TMPOTOKA TMyTEM TOPAKOTOMUU WM
MaJIOMHBA3WBHOI0 JOCTyIa, celYac Ha BEAYIIME POJU BbIIUIA 3HAOBACKYJISpHAs
okkmo3usi  OAIl crnenuanbHO M3rOTOBJICHHBIMH — CHOUPAISIMU M OKKJIIOJICPaAMH.
D@ heKTUBHOCTh TaKOW ONEepalry MPaKTUYECKH CTONPOLICHTHas, pekaHanu3aus OAIl
pelKast U BIIOCJIEJACTBUN YCTPAHSIETCS TakuM ke oopazom [83; 236].

Hauano pa3Butusi 3HA0BaCKYJISIPHOTO CIoco0a JieueHus: oTHeCUuTcs K 1967 roxy,

xorma W. Porstmann et al. BrmepBeie B Mupe yCHemHO BbIMONMHWIM OKKI03ui0 OATI
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IyTEM BBEJICHUS B COCY/]l CrienMaibHOro okkiozepa [191]. K panukaibHbIM oneparusam
npu BIIC oTHOCSTCS METOABI ITUIACTUKU WM MPOTE3UPOBAHUS CEPJICUHBIX KIIANAHOB,
3aKpBITHE 3aIllaTaMd CenTalbHBIX JjgedekToB cepan (AMII, JMXII) wu w#x
DHJIOBACKYJISIPHOE  3aKpBITUE  OKJIIOJIEpaMHU [57; 209],  pekoHCTpyKUHH
neOpMUPOBAHHBIX WM HEAOPa3BUTHIX cocyloB [221], pesexunn KOA ¢ anactomo3om
«koHer B koHeny» [62; 103], xoppeknus Terpanbl Paliio ¢ 3aKphITHEM T01a0PTAITHLHOTO
JIMXII u KOMOMHUPOBAHHOTO CTEHO3a JIETOYHOM apTepuu Uil BOCCTAHOBIICHUS
HOPMAJIbHOTO KPOBOTOKAa K CEpAIly U JIETKUM , TMpoleaypa apTepHaTIbHOTO
MEPEKITIOYEHUsT MAruCTPajJbHBIX COCYJIOB B HMX MPAaBUJIBHOE IOJOXKEHUE, KOTopas
ucnonb3yercs st aeuenuss TMA [71].

Panukanbnuble onepanuun mno noBoay BIIC crnoxHel M TpeOyrOT BBICOKOM
KBATM(PUKALIMKA XUPYPIOB U CIICIMATIM3UPOBAHHBIX YUpexkaeHul. 1, XxoTs 3t oneparuu
COTIPSDKEHBI C ONpPENCICHHBIMU PUCKAMH M TOTCHITMATBHBIMA OCJIOKHCHHUSIMH, OHHU
3HAYMTEIBHO YJIYUIIalOT KaueCTBO KU3HU U MPOIOJDKUTEILHOCTD JKU3HU TAIUEHTOB C
BIIC, a Taxke UrparoT pemiarolnyro pois B Jeuenuu BIIC [166].

[TannuaThBHBIE OIEpaIliy YacTO SBJISIFOTCS IEPBBIM JTAllOM XHUPYPTHYCCKOM
koppekiuu BIIC u npumeHstoTcs NI JICYeHHs] CUMIITOMOB M YJIY4YIIICHUS KadecTBa
xu3Hn y gereil ¢ BIIC, ogHako BbIOOp METOIA 3aBUCUT OT KOHKPETHOM aHATOMUU
MaIMeHTa W TSHKECTH Mopoka. [lammmaTHBHBIC oniepaniyl He SIBISIOTCS OKOHYATEITbHBIM
JICYCHHEM U MOTYT TOTpeOOBaTh MaJbHEHIIIEr0 XUPYPrUYe€CKOro BMEIIATENLCTBA B
Oyaymiem [93; 184].

[Tpumepom naiMaTiBHOTO BMemaTenbcTBa rnpu 0eausix BIIC ¢ runepBoieMueit
MaJjioro Kpyra KpoBoOOpaIlleHus SBIIIETCS HAJOKEHUE MAHXKETKH (0aHJa)XKUpOBaHKE) Ha
aerounyio apteputo (Banding), wim mporenypa Mromnepa [205], npuMensemas st
YMEHBIIICHUSI TIPUTOKA KPOBU K JIETKUM. OJTa MPOIEAypa YacTO HCIOIb3YETCS Y
MJAJEHIIEB C  TSOKEJIOW  JISTOYHOW  TUIEpPTEH3WEeH  BCIEICTBUE  OOJIBIIIOTO
apTeproBeHO3HOTO cOpoca yepe3 [AMIKII. VYwmeHbiias OpuTOK KpPOBU K JIETKHUM,
oOneryaercs HapylIeHHEe KPOBOOOpPAIIEHUS, OJHAKO JTOT METOJl HE SBISICTCS

OKOHYATEJbHBIM, U B MOCIEAYIONIEM TPEOYeTCs Xupypruueckasi KOppeKIusi.
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[TannuaTrBHBIE BMENIATENBCTBA YACTO BBINOJHSIOTCS MIAJICHIAM M JIETSIM C
TsoKeJIbIMUA naHoTndeckuMu BIIC it yBenM4eHus JIETOYHOTO KPOBOTOKA, HO IIMAHO3
IIPU 3TOM COXPAHSETCs, TAK KaK MOJHOE BOCCTAHOBJIEHUE OTCYTCTBYET. DTH OIEpaliu
HaIlpaBJICHbl HA YJIYYIIEHWE KPOBOTOKA M HACBHIIIEHUS KPOBH KHCIOPOJOM IIYyTEM
IIEPEHAIIPABIICHUS] KPOBOTOKA WJIM YBEJIMYEHHUs NPUTOKA KPOBU K JIETKUM. [Ipumepamu
NAJUIMATUBHBIX ONEpalud SBJLIIOTCS IIyHTHpoBaHWe bianoka-Tayccura, Maio
nehopMUPYIOIIUN JIETOYHYIO apTEPUI0 U PEAKO MPUBOIAIIUN K JIESTOUHON THUIIEPTEH3HH,
HIyHTHpOBaHWe [ TIeHHA, WM JIByHAIIPAaBIICHHBIN KaBaIlyJIbMOHAIBHEIA aHACTOMO3 [4;
97].

AHnacromo3 bimnok-Tayceur sBIsSIETCS XUPYPTHUYECKOW Ollepauuedl Co3MaHus
IIYHTa MEXKAY IOAKIIOYMYHON apTepueil u Jjerodnoi aprepueit [97]. DTOT mIyHT
NO3BOJIIET HACBIIIEHHOM KHUCIOPOJOM KpPOBH M3 OOJIBIIOTO Kpyra KpOBOOOpalleHHUs
MOCTYIATh B JIESTOYHOE KPOBOOOPAILIEHHE U YACTO UCIIONb3YETCs Y MalueHToB TeTpanoi
daiyo, ¢ CHHAPOMOM THIOIUIA3MH JEBBIX OTIAEIOB CepAlla WM IPYruMu (popMaMu
(GU3MOIOTUH OJTHOTO KEIyJ0UKa. JTa MPOLEeAypa MOXKET YIYUIIUTh TAKUE€ CUMITOMBI,
KaK IIMaHO3, HO, Kak W OaHJKUPOBAHUE JIETOYHOW apTepuu, OHA HE SBISAETCA
OKOHYATeJIbHBIM METOJIOM JIEYeHUsI U B OyAyLIEM MOXET MOTpeOOBaTh AaIbHEHIIIETO
ONEPATUBHOTIO JICYEHHUS .

JIByHamnpaBieHHas nporueaypa [ ienHa — 3To xupyprudeckas npouenypa, KoTopas
BKJIIOYAET COeAUMHEHHE BepxHeu mnosoil BeHbl (BIIB) HemocpencTBEHHO € JIETOYHOM
aprepueid [59]. Dta mporenypa OOBIYHO BBIMOJIHICTCS Yy TAI[MCHTOB C CHHIPOMOM
TUIOIUIA3UM  JIEBOTO IKENyJ0YKa WM JpyruMH (GopMaMu (U3MOJIIOTUH OJHOTO
KEIyJl0uKa, WHOTJA II0CJie€ HajoKeHus aHactoMmo3a bianoka-Tayccura. Coenunss
BEPXHIOK IOJIYIO BEHY HEIOCPEICTBEHHO C JIETOYHOM apTepueH, KPOBb U3 BEPXHEU
MOJIOM BEHBI TMOMAJAaeT B MaJbld KPYyr KPOBOOOpAIleHHUs, HE MPOXOs Yepe3 MpaBbIi
JKEITyA0YEK. DTO YMEHBIIAET HArPYy3Ky Ha MPABBIM KEITYIOYEK, YTO MOXKET YIYULIHUTh
reMOJAMHAMUKY M YMEHBIINTh 1IMaHo3. [IpeumyniecTtBo myHTa [eHHa 3akirodaeTcs B
MOBBIIICHUH JIETOYHOTO KPOBOTOKA 0€3 yBEIMUEHUSI Harpy3Ku 0ObeMOM Ha CUCTEMHBIN
xenynouek. OnHako PyHKIMOHUPOBAHKE IIyHTA ['JIeHHAa BO3MOXKHO NPU HOPMaJIbHOM

JTaBJICHWH B JIETOYHOW apTepun. Kpome Toro, TaHHBIN LIYHT aCCOLMUPYETCS C Pa3BUTHEM
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yepe3 HEKOTOPOEe BpeMs JIETOUHBIX apTePUOBEHO3HBIX (PUCTYJI, CIOCOOHBIX YCYT'yOUTh
uano3 [179].

[Tpumepom SHJIOBACKYJIIPHOU MaJJTMAaTUBHOU orepanuu SIBJISIETCS
HHAOBACKYJISIpHAs OaJJIOHHAs aTPUCENTOCTOMUSI, KOTOpas BKIIOYAET B ceOsl CO3/aHue
WM yBEJIMYCHHUE OTBEPCTHUSI MEXAY MPEACEPAMSIMHU cepAla W OOBIYHO BBITOHSICTCS
nanueHTaMm ¢ TMC, ¢ TOTaabHBIM aHOMAJLHBIM JPEHAXOM JIETOYHBIX BEH, C TSHKEJBIM
TUIIOTUIACTUYECKUM CHUHIAPOMOM IIPAaBOro WM JieBoro cepaua. I[Ipouenypa mo3Bossier
KPOBH CMENIMBATBHCS MEXKIY JBYMSI MPEACEPAMSIMU, YTO YIY4dlllaeT HACHIIICHUE
KHCJIOPOJAOM M YMEHBIIAET LHUAHO3, a B psaae ciaydyaeB npu TMC unm ToTaabHOM
aHOMAJIbHOM JIPEHAXKE JIETOYHBIX BEH, ABJISIETCA €UHCTBEHHBIM YCIOBUEM COXPAHEHUS
kpoBooOpamienus [52; 53; 193]. OxHako, Kak ¥ APyrue MPOIEIYpPhl, PACCMOTPEHHEIC
BBILIE, CIIEYET OTMETHUTh, YTO ATPUOCENTOCTOMUS SIBIISIETCS MAJUIMATUBHOM MPOLIETy PO
U HE SBJISIETCS OKOHYATEIIbHBIM METOJIOM JICUCHHUS.

TpaHcrIaHTalKsT KOMIUIEKCA «CEpIle-JIErKUe» BBIMOJIHACTCS B PEIKUX CIydasix
HE3aBUCHUMO OT TMPOBEJICHHUS MNAJUIMATUBHBIX BMEMIATENbCTB MAlUEHTaM C
nuanotuueckuMu BIIC, koTopbie He SBISIOTCS KaHAMJIATaMU HA WHBIC MHBAa3WBHbBIC
BMemareabcTBa. OOCTPYKTUBHOE TMOPAKEHHUE JIETOYHBIX COCYJOB MPEMSTCTBYET
M30JIMPOBAHHOW TpaHCIIaHTauu cepamna. Bce Oonbimemy uuciay OonbHbIX ¢ BIIC
MaJUITMaTUBHBIMU BMENIATEILCTBAMU B aHAMHE3E€ U TSHKEJIOW XPOHUYECKOU cepieyHOM
HEJIOCTAaTOYHOCTBhIO HEOOXOJMMa TPAHCIUIAHTAIUsl Cep/lla B Pa3WYHbIE CPOKH, HO
OMpeIeIUTh MOMEHT, KOTJla 3TUM TMallUeHTaM TMoKa3aHa TpaHCIUIaHTaIlMs, Ha MPaAKTUKE
J0CTaTO4HO cioxHo [115; 116].

I'eMoHaMUUYECKHE OTIEpAIUH — SIBJIAIOTCSI HEOTheMJIeMOM YacThio JeueHus: BIIC
[94; 248]. Onepauust doHTeHA MPOBOIUTCS ACTIM, POIUBIIMMCS TOJIBKO C OIHHM
GYHKIMOHUPYIOMIMM KEITyJAO0YKOM (HACOCHOM KaMepoiu), W BKIIOYAET COSIUHEHUE
BEpXHEH W HIWKHEW IOJIBIX BEH HEMOCPEIACTBEHHO C JIETOYHOM aprepueil. Omnepauus
doHTeHa OOBIYHO TPOBOAMTCS B Bo3pacTe oT 18 g0 36 MecsieB mNalnueHTaMm ¢
CAMHCTBEHHBIM (DYHKITMOHUPYIONTUM JKEITyJA0YKOM WM ApyruMu cioxkabimu BIIC,
KOTOpPBIEC 3aTPYIHSIIOT HOPMaJIbHBIN MOTOK KPOBU uepe3 cepaie. [Iporenypa Britodaer

MEpEHAINpPaBICHUE BEHO3HOM KPOBUM M3 OpraHuM3Ma HEMNOCPEJICTBEHHO B JIETOYHYIO
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apTepHI0, MUHYS MpaBblil kenyfgouek cepaua. CoelrHEHHE MEXIAy BEPXHEH MOJION
BEHOW M NpPaBOM JIETOYHOW apTEpUEN OCYIIECTBISIETCS C MOMOILIBID KOHAYWTa WIIA
npsiMoro amacromosa [112]. [lanHas omeparusi OOBIYHO BBIMIOJHSACTCS ITOATAITHO Y
NAIMEHTOB C Pa3IUYHbIMU (hopMamMu (U3HOJIOTUU €IUHCTBEHHOI'O KEIyJ0uKa IMOciie
HAJIOKEHUSI aHACTOMO30B binoka-Tayccura u IByHanpaBIeHHOTO aHacToMo3a [ ieHHa
[38; 58]. DTo eme Oombplie CHMkKAET HArpy3Ky Ha IPaBBId JKEITYHAOYEK, yMEHBIIAs
reMoJAMHaMHAYECKUE HapyIICHHs 1 IHaHo3. B panHue cpoku nocie npouenypsl PoHTaHa
peOECHOK HY)KIAETCS B TIIATEIPHOM HAOJIOICHUN B OTACIICHIN HHTCHCUBHOW TEpaIvU.
B03MOXHBI OCJIOKHEHUSI, TaKMe KaK KpOBOTEYEHHE, WH(MEKIUS WU MPOOJIEMBI C
COCAMHEHUSMU  COCYIOB. B  oTganeHHOM 1iepuoJe  BO3MOXHBI  CeplcdHas
HEJI0CTAaTOYHOCTh, HAPYIIICHUS PUTMA U 3KCYIaTUBHAs 3HTeporartus [37; 61].

DTanHple ONEPALNH SBJISIIOTCS paCIPOCTPAHEHHBIM NOAX0A0M K JieueHuto BIIC y
MJIAJICHIIEB U JIETEW PAHHETO BO3PACTa U BBIMOJHAIOTCA I yCTpaHeHus cinoxHbix BIIC
[192]. Takue omeparnyu 9acTo MPOBOAITCS B TSUCHHE HECKOJIBKHX JICT, M KaXKIbIH dTall
THIATENBHO TUIAHUPYETCSI, YTOOBI CBECTH K MHUHHUMYMY PHUCK OCIIOKHEHHI. DTalHOCTh
JICYCHHUS MO3BOJISET CEPAIY MOCTENEHHO AaNTUPOBATHCA K U3MEHECHHUSIM KPOBOTOKA U
nasienust [171].

JIByXdTamHbI XapakTep MOXKET HOCHUTh KaApJIHUOXUPYPrUUYeCKas KOPPEKIUS
Terpaget ®anno, Korga B CHIY Pa3IUYHBIX OOCTOSITENBCTB (TSKEIOE COCTOSHHE
MaIyeHTa, TUIMOIIa3us CUCTEMBI JISTOYHOW apTepuy W T.M.) paJuKaibHas KOPPEKIIHS
MPOBOJIUTCSL 4YE€PE3 HEKOTOPOE BpPEMS MOCJIE HAIOKEHUS MOAKIIOYUYHO-IETOYHOTO
anactomo3a bmnok-Tayccur. Haumbonee pacnpocTpaHEHHBIMH THIAMHU  JTAHBIX
onepauii pu BIIC sBasitorcss npouenypa HopByna, nByHampaBieHHash MpoLEAypa
I'nenna u npouenypa @oHTaHa, XOTA MOTYT MCIIOJIB30BAThCA W APYTHUE MPOLETAYPHI
onepanuu (Hanpumep Hopsyma, mpoueaypsl Pactemnmu u Pocca) B 3aBUCHMOCTH OT
KOHKPETHOTO THIIa U TSDKECTH Mopoka cepaua [144; 177, 228].

[Tponienypa Pocca mpoBoAUTCS ETSIM U MOJIOABIM B3POCIBIM C 3a00JieBaHUEM
aopTajpHOro KiamnaHa. [Iporeaypa Bkiro4aeT 3ameHy OOJBHOTO aOpPTAJIBHOTO KIarmaHa
MalKeHTa Ha €ro COOCTBEHHBIM JICTOYHBIN KJlamaH, KOTOPBIM 3aTeM 3aMEHSeTCS

JIOHOPCKUM KitaranoM [168; 215; 234].



33

[Ipouenypa HopByna siBisiercst Haubojiee pacpoCTpaHEHHBIM BUJOM OIepaluu
| 5Tana asns neyeHus: CHHIPOMa rMIOIUIa3uu JIEBBIX OTAeN0B cepua. [Ipomenypa oObraHO
BBITIOJTHSICTCSI B TE€UEHUE NEPBBIX HECKOJBKUX HEAENb KU3HU M BKIIOYAET B ceOs
HECKOJIBKO 3TarnoB. CHayana XUpypr co34aeT COCINHEHUE MEXK/Y IIPaBbIM KEITyA0UYKOM
Y JIETOYHOU apTEPUEN, 3aTEM C TOMOUIBIO JIOCKYTa TKAHH BBITIOJIHSIET COCTMHEHUE MEXKITY
A0pPTOM U JIETOYHOW apTEPHUEN, UTO MO3BOJIIET OKCUTEHUPOBAHHOW C ITOMOIIBIO JIOCKYTA
TKaHX KpPOBM W3 aOpThl TNOCTymaTh B opraHu3M. Jlajee HaKIIaIbIBAETCs
Moau(duIMpoBaHHbIN aHacToMo3 bnenoka-Tayccura, COeTUHSIONUN MOAKITIOUUYHYIO
apTepuio (WK JPYTyH apTepUIO) C JITOYHOM apTepueu sl MOAJEp N aHUS MPUTOKA
KPOBH K JICTKUM JI0 ciieaytolero 3tamna oneparuu [180; 220].

Omnepanueit I 3Tana B Bo3pacte ot 4 10 6 MecsUEB ABISETCA ABYHAIPABICHHBIN
aHacTomMo3 [JIeHHa, T.e. COEMHEHUE BEPXHEU ITOJIOM BEHBI C JIETOYHOW apTepueu s
YIIYYIIEHUS JJETOYHOTO KPOBOTOKA M CHHXKEHUSI HATPY3KH HA €IUHCTBEHHBIM KEITyJOYEK.
[IIynT, KOTOpBIN ObLT yCTAaHOBJIEH BO BpeMs mpouenypsl HopByna, ynansercs BO Bpemst
JBYHamnpaBiieHHON mpoueaypsl ['nenna [38; 58; 68]. Xors mporenypst Hopsyna,
nByHanpapieHHOTo [neHHa u @oHTeHa SBISAIOTCS Haubojee pacHpOoCTPaHEHHBIMU
TUNAMHU NodTanHbIX onepanuii mpu BIIC, cymecTByOT U Apyrue npoueaypbl, KOTOpbIe
MOT'YT OBITh HCIIOJB30BaHbl B 3aBUCHUMOCTH OT KOHKPETHOI'O THUIA M TSHKECTH MOPOKa
cepaua.

B vactHoCcTH mpouenypa Pacrennu ucnosb3yercs s JieueHus cioxubix BIIC,
KOTOpPBIE BKJIIOYAIOT AaHOMAJIBHBIE COEIUHEHUS MEXAYy KaMmMepaMu cepaua u
MarucTpaibHbiMu  aptepusmu  [155]. Ilpomemypa BkIOYaeT TmepeHanpaBiICHUE
KPOBOTOKA Yepe3 TyHHEb, KOTOPBIN MO3BOJISIET 0€THON KUCIOPOJOM KPOBU MOCTYNaTh
B JIETKHE, a O0raToi KUCI0pO0M KPOBH MOCTYIATh B OOJBIION KpyTr KpOBOOOpaIeHUs
[72; 84].

Hecmotps Ha T0, 4TO mostanHeie onepanuu no nosoxy BIIC MoryT cniactu )ku3Hb,
OHM CONPSIKEHBI C PUCKAMU U MOTEHIIMAILHBIMU OCIIOKHEHUAMHU. Hanbosee yacTeiMu
OCIIO)KHCHHSIMU SIBJISIIOTCS KPOBOTEUCHUE, MH(PEKIIHSI, TPOMOO3bI U IeOpMaIiiu IITyHTOB
WM COeMHEeHNI Mexay cocyaamu [156; 206]. JIpyrumMu BO3MOKHBIME OCIOXKHCHHUSIMH

MOT'YT OBITH APUTMHH, BBICOKAs JICTOYHAA THIICPTCH3UA, CCPACIHAA HCAOCTATOYHOCTh U
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uHCYbT. Cepbe3Hble OCIOKHEHUS MOTYT MOTpPeOOBaTh MEIMKAMEHTO3HOIO JICUCHHUS,
JIOTIOJTHUTEIIBHBIX OIepaluii, CIeNnaIu3upOBAHHOTO YX0/a B OT/IEJICHUU WHTCHCUBHOMN
Tepanuu. Jletn, nepeHeclne MOA3TamHble omnepanuu Mo nosoay cioxHbex BIIC,
HYX/IaI0TCSl B TIOCTOSIHHOW MEIMIIMHCKOM TOMOIIY Ha NPOTSHKEHUH BCE CBOGH KHU3HH,
BKJIIOYAsl PETYJISIPHBIE OCMOTPHI Y KapAHOJora M JOMOJTHUTEIbHbIE BMEIIATEIbCTBA IO
Mepe HeooxoaumocTH [161]. Jonrocpoynbie pe3yibTaThl ATAITHBIX ONEPAIIHA 110 IIOBOTY
BIIC 3aBucsT OT MHOECTBa (DaKTOPOB, BKJIFOYAsi KOHKPETHBIM THI U TSHKECTh MOPOKA
cep/ua, Bo3pacT peOeHKa Ha MOMEHT OMNEpaluy U JI00bIe OCIOKHEHUS, BOSHUKAIOIINE
BO BpeMsl Wity riociie npoueayp [70; 245].

Henb3st He OTMETHUTD, YTO Pa3BUTHE METOAOB XHpyprudeckoi koppekiuu BIIC B
MOCTICIHUE JCCSATUIICTHS] 3HAUMUTEIHHO TOBBICHIIO BBDKHMBAEMOCTH MAIIMEHTOB: 0OoJjee
90% nereit ¢ BIIC, noixyuyuBiivie CBOEBPEMEHHOE ONEPATUBHOE JICYEHUE, JOCTUTAIOT
B3pocioro Bo3pacta [44; 225]. Tem He meHee, xupyprudeckoe jedenue BIIC TpeOyet
MEXKTUCIUIUTMHAPHOTO TIOJIX0/Ia U YYACTHS ONBITHBIX MEIUIIMHCKUX Pa0OTHHKOB, YTO

UMEET BKHOE 3HAUCHHE IS JOCTIKEHHS JTy4IInuX pe3yabTaTtoB [158].

1.1.5. BpoxaeHHble NOPOKH cepanla U UHPEKUMOHHbIE 0CJI0KHEHUSI

CBoeBpeMeHHasi KapAUOXUPYpruyeckass KOPPEKUHUs SBISETCS BaXKHEUIIUM
(baktopom BebkHBaeMocTH aerer ¢ BIIC, oHako Xupypruueckoe JieueHue MOXKET ObITh
BBIHY/ICHHO OTCPOYEHO BBUY MHTEPKYPPEHTHON 3a001€Ba€MOCTH, @ PUCKU PA3BUTHUS
nHeBMOHUH, cericuca u D y nereii ¢ BIIC 3HaunTenbHO BhIllie, YeM B TOmyisiuu [152;
197]. HemHoroywcicHHbIE HCCICIOBAHUS TMOATBEPAMIA, YTO HEIOCTATOYHOCTH
KpoBooOOpalieHus u aprepuaibHas runokcemus npu BIIC conmpoBoxkaatoTcs pa3BUTHEM
BropuuHoro WJIC, Gonee tspkenoro mnpu 1muanotudeckux BIIC, ¢ ycyryGnenuem
UMMYHHBIX HapYIICHHH MTOCIIe KapAHOXHPYpriudeckoi koppekuuu [51].

PecniupatopHo-cunuutnansubeiii Bupyc (PCB) sBnsercs Benymieil OpHUYMHON
OCTpOil MH(EKIIMM HUKHUX JIBIXaTeNbHBIX MyTel y neterd muamamie S5 set [106]. Beuto

nokaszaHo, uto y nerei ¢ BIIC puck 3apaxenus PCB u konn4ecTBO aCCOLIMMPOBAHHBIX €
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HUM TSDKEJIBIX CIydaeB OpPOHXHMOJIMTOB W IMHEBMOHHMH 3Ha4uTenbHO Bbilie [194; 204;
212].

3aboneBaemMocTh MHEeBMOHUsMH Yy Jnereid ¢ BIIC, B TOM 4ucie aTUNUYHBIMU,
CBSI3aHHBIMH C BHYTPUKJIETOYHBIMH BO30OYUTEISIMU (MUKOILIIA3MEHHOM 1 XJIAMUUHHOM
WHOEKIUSIMHA ), TPUBOAUT K TIEPCUCTCHIINH BO3OYAUTENICH, IITUTSIPHON UCKYCCTBEHHON
BEHTWISILIMM ~ JIETKUX M OCTPOM  CEpPACYHOM  HEIOCTATOYHOCTH B  paHHEM
HOCJICONIePAIIIOHHOM IEPHUO/IC TOCTIe Kapanoxupyprudeckoit koppekiuu BIIC [26; 123;
190]. ITo mammeM E.A. [lertspeBoit ¢ coaBt. (2011), wacroTa 3aboJieBaeMOCTH
ATUMUYHBIMA TTHEBMOHHUSMHM, CBS3aHHBIMH C BHYTPHUKJICTOYHBIMU BO30YIUTEISIMU
(MUKOIUTa3MEHHON U XJIAMUJIUMHONW HH(EKIUAMH), TEPCUCTEHIMS BO30YIUTENCH
CTAaHOBATCS npuunHON mnmurensHOor WBJI m ocTpolt cepaedyHOl HENOCTAaTOYHOCTH B
paHHEM IOCIJICONEPAIMOHHOM NEPHOJIE TOCIE Kapauoxupypruueckoi koppexuuu BIIC
[8].

Puck  undexkumonnoro  sHpokapaura (MD) 'y  pmerer ¢ BIIC
B 15140 pa3 BhillIe, 4eM Y 3JOPOBBIX JETEH, 0COOCHHO MPHU IIMAHOTUYECKUX U CIIOKHBIX
BIIC [136]. Takume neTu SBISAIOTCS OCHOBHOW Tpymmoi pucka MWD nmo m mocie
KapJMOXUPYPTUUECKOTO JICYCHHUS AK€ B TEPHOJIE HOBOPOXKJIECHHOCTH U B paHHEM
Bo3pacte [32; 66]. ITomMmuMo cenTHYECKHX OCIOXHEHHA KD MOXET NpUBECTH K
CepJICYHON HEIOCTAaTOYHOCTH WM HAPYIIEHWIO MO3TOBOTO  KPOBOOOpaIleHus
BCJICJCTBHE TpOMOOIMOOIMUeckux ocioxuenuit [163]. Ilpu 3TOM, OCHOBHBIMH
(dakTopamu, KOTOpbIE€ KPUTHYECKH YXYAUIAIOT MporHo3 npu MO y nerelt mobdoro
BO3pacTa, OCOOCHHO Y HOBOPOXACHHBIX W JETed paHHEro BO3pacTa, MNPOTE3HOM
IHAOKAPIUTE SIBIITFOTCS 3arno3aanas JIMAarHOCTHUKA, HepalMoHaJIbHAS
AHTUOMOTHUKOTEpAIUs M OTCPOYKA KapAUOXHPYPTHUSCKUX BMEIIATEIIHCTB MIPH HATUIHH
nokazanuii [43].

Cericuc sIBIS€TCS CHCTEMHON WH(MEKIHMEW C MOJUOPTaHHBIM TOBPEXKICHUEM U
KU3HEYTpoxkaromM coctosaueM s gerer ¢ BIIC. [Tpu 3Tom pucku pa3BUTHs cencuca
Y YPOBEHb CMEPTHOCTH OT HETO0 y JieTel rpyaHoro Bo3pacte ¢ BIIC 3HaunTensHO BbILIE,
yem y netedi 6e3 BIIC [74; 91]. Puck pa3BuTus cerncuca TakyKe CBSI3bIBAIOT C HMMYHHBIMHU

U TCMOJUHAMHWYCCKUMHU HAPYHICHUAMH, a4 AOUArHOCTHKAa MW JICYHCHUC CJIOKHBI, YTO
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COMPOBOXKIaeTcs 00Jiee BICOKOM CMEPTHOCTHIO 10 CpaBHEHUIO ¢ MiaaeHiiamu 6e3 BIIC
[188]. HeoOxomumMo y4HTHIBaTh, YTO CUMIITOMBI cericuca y mianeHies ¢ BIIC moryt
OTJMYATBCA OT TakoBeIX y jeredi 0e3 BIIC [217]. Tak, y mmamenneB c¢ BIIC
Hecrnenuduueckue isi Cercruca CUMITOMBI, TAaKHE KaK 0TKa3 OT KOPMJICHHUSI, BSJIOCTh U
pECIIUPATOPHBIN TUCTPECC-CUHAPOM, KOTOPBIE MOTYT ObITh 00ycnoBieHbl U BIIC, — o
9TOW NMPUYMHE AUArHOCTHKA CEICcHca MOXKET 3amasnbiBaTh [217]. Jleuenwe cemncuca y
miazaenieB ¢ BIIC ananoruyno nedenuto mianenues 6e3 BIIC ¢ aknenTom Ha paHHee
HAa3HAYCHUE aHTHOMOTUKOB U CHMIITOMATHYECKYIO TEPAIUI0, HHOTPOITHAS TIOJIIIEPKKA 1
UH(pY3MOHHAs Tepamus, OOYCIIOBJIEHbI oOcoOcHHOCTH remoauHamuku BIIC [43].
HeobxoaumMo TOMHHUTH O TMOBBIIIEHHOM pHCKe cerncuca y mianeHnes ¢ BIIC u
BO3MOYKHBIX HECTICTIM(UIECKUX CUMITTOMaX. PaHHee pacrio3HaBaHNE U JICUCHHE CETICHUCA,
HapsAy C THIATEJbHBIM MOHUTOPUHIOM M BEACHHUEM MHOTOMPO(MIBHON KOMaHIOM,

BKJIIO‘{aIOL[IGI)'I KapaAnoJOoroB 1 p€aHnMaToJIOroB, UMCCT PCIIAOIICC 3HAYCHHC.

1.2. UMmmyHoae(pUIIUTHBIE COCTOSTHUS NPHU BPOKAEHHBIX MOPOKAX cepana

NMMmyHHas cuctema mpeacTaBisieT co00il (DYHKIMOHAIBHO B3aMMOCBSI3aHHBIN
KOMILJIEKC OPT'aHOB, TKAHEH U KJIIETOK, PETYJIATOPHBIX MENTUI0B, KOTOPbIE 00€CIIEYNBAIOT
3alIUTY OT YY>KEPOJHBIX AHTUI'CHOB, COXPAaHEHUE TF€HETHYECKH AETEPMUHUPOBAHHOTO
AHTHUTEHHOTO0 TOCTOSHCTBA OpraHu3Ma, ero poct U passutue [23; 239].
NMMyHOTEUITUTHBIE ~ COCTOSIHHSI — MPEJCTABISIOT  COOOW  BPOXKICHHBIM WU
NpPUOOPETEHHBIM AePEeKT UMMYHHOM CHCTEMBI, BBIPKAIOMIMICA B HECIIOCOOHOCTH
OpraHu3Ma OCYIIECTBIIATh PEAKIUU KIETOYHOTO W/WIM T'yMOPaJbHOTO HMMMYHHUTETA.
NMMyHOIEPUITUTHBIE COCTOSTHUS JIFOOOTO TeHe3a JIealoT YesioBeKa 0oyiee YSI3BUMBIMU
UHDEKIUAMU, 0COOEHHO YS3BUMBI IETH, TAK KaK HOBOPOXKACHHBIE U MJIaJCHIIbI PAHHETO
BO3pacTa UMEIOT HE3PEIyI0 UMMYHHYIO CUCTEMY U UX UMMYHHasi CUCTEMa HAXOJUTCS B
nporecce pa3sutus [137]. B To ke Bpems B mporiecce pa3BUTHS MMMYHHAs CHCTEMa
neTell crocoOHa BbIpabaThiBaTh A(PQPEKTUBHbIE HWMMYHHBIE pEaKIMM Ha MHOTHE

aTOreHHbIe MUKPOOpPTraHu3MsI [122].
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[lepBuuHasi (HAaclEIACTBEHHAs, BPOXXJIEHHAs TE€HETHUYECKH OOYCIIOBJICHHAS)
UMMyHoJioTHUecKass  HegoctatrouHocth  ([IMJI)  cBsi3aHbl ¢ T'CHETUYECKOM
HECIIOCOOHOCTHI0O UMMYHHOM CHCTEMBI PEaTU30BaTh TO WM MHOE 3BEHO MMMYHHOT'O
orBera. [IIMJ mpeacrtaBieHbl TPyINIOH  HACIAEACTBEHHBIX  3a00JEBaHMM ¢
U30JIMPOBAHHBIMU UM KOMOMHUPOBAHHBIMU BPOXKACHHBIMU JedekTaMu KineTouHoro (T-
u B- mmmdonurter), rymopanpHOro mMMMmyHHTeTa W (arommrosza [124; 230]. Ha
riobansHoM ypoBHe yactota [IM]], mo omenkam skcrepToB, coctaBiser 1 Ha 10 000
poxnaenHbix xuBbIMH [201]. B Poccum pacnpoctpanennocts [1W]J], mo naHHBIM
Poccuiickoro perucrtpa nepBUYHBIX UMMyHOJehuIUTOB, coctaBiser 5,7 na 100 000
poxkneHHbIX kuBbIMH  [202]. DTm  penkue  HapylIeHHsS — XapaKTEPU3YHOTCS
BOCIIPUMMYMBOCTbIO K HH(EKIMHM U TNpeodsialaHieM ayTOMMMYHHBIX —pEaKIHil,
aJUIEPTUH, Ay TOBOCTIAJICHHS U 3JI0KaUYeCTBEHHBIX HOBOOOpa3oBaunwmii [202].

Haunbonee yacto Bcrpewaromumuca (popmMaMu NEPBUUYHBIX UMMYHOIE(UIIUTOB
(ITA M) y nereit sBasitoTcst X-CLEIUIEHHAs araMMariooyJInHeMus1, 001Ul BapruadeTbHbIN
UMMYHOAEPUITUT U TsDKeNbli  koMOuHMpoBaHHBIM uMmMmyHoAehunut (SCID).
X-cIeryIeHHas araMMaryioOyJIMHEMusI BO3HHMKAeT BCJIEACTBHE MyTarmii B reHe btk,
KOTOPBIM KOAupyeT (epMeHT OpyTOHOBCKOW THPO3MHKHHA3bl, HEOOXOIWMBINA IS
pa3BUTHS U co3peBaHus B-knetok. JleTw ¢ 3TUM THUIOM HMMYHOJAE(ULIMTA HMEIOT
CHW)KEHHbIE YpOBHU |J W moaBep:keHbl OaKTepUanbHbIM HH(PEKUUSIM, OCOOEHHO
BbI3BAaHHBIM MHKAICYJIUpOBaHHBIMHU OakTepusmu [182]. SCID xapaktepu3yercss HU3KUM
ypoBHEM |J M pa3HOOOpPA3HBIMH KIMHMUYECKUMU TPOSBICHUSMHU, BKIIIOYAsl BBICOKYIO
BOCIPUUMYHMBOCTD K PELMIMBUPYIOMINUM OaKTepHAIbHBIM MH(PEKIHAM, Ay TOUMMYHHBIM
3a00JICBAHUSM U 3JI0Ka4eCTBEHHBIM HOBOOOpa3zoBanusm [114].

Tsoxensii koMOMHUpOBaHHBIM MMMyHoAepuuuT (SCID) mnpencrasiser coboi
cepbe3Hyto (OpMy UMMYHHOW HEIOCTATOYHOCTH, XapaKTePU3YIOIIYIOCS HapyIICHUSIMU
B pa3Butuu T- u B-numdonuroB. Y HoBopoxaeHHbIX ¢ SCID uacto duxcupyrorcs
TsoKenble nHPexkuuu U aumdoneHus. [ToMuMo 4YacThIX M TSXKENbIX HH(PEKIMOHHBIX
3aboneBanuit, y nereii ¢ [IM]] Takxe MOTYT BOSHHKATh MPOOJIEMBI C POCTOM U PA3BUTHEM.
be3 cBOEBpEMEHHOT O JIEUEHUS U CTPOTOT0 COOIOICHUS PEXUMA I€TH MOTYT MOTHOHYTh

OT TSOKENBIX BHUPYCHBIX, OaKTepHaNbHBIX W TPUOKOBbIX uHGpekuit. Tepamus [1N]]
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BKJIIOYAaeT BBeAeHue g, TmpuMeHeHHEe AHTUOMOTHKOB M  TPaHCIUIAHTALIMIO
IeéMOIOITUYCCKUX CTBOJIOBBIX KieTok [110].

@®opmupoBanue BTopuuHbIX MJIC  BO3MOXHO TpH  BO3JIEHCTBHM  Ha
MMMYHOKOMIIETEHTHBIM OPraHU3M MHO>KECTBA BHEITHUX (PAaKTOPOB KaK MH(PEKIIMOHHOM,
TaKk ¥ HeUH(EKIIMOHHOW MPHUPO/IbI, BKIIIOYAs pa3IndyHbIe 3a00I€BaHMsl, JIEKAPCTBCHHbBIE
CpeAcTBa M TepaneBTudeckue BMematenbcTBa [240]. Takke MMEIOTCS MEPHOABI TaK
Ha3bIBaeMbIX «puznonorndeckux» MJIC y HOBOPOKIEHHBIX U JIETEH paHHETO BO3pacTa,
a TaKXke BO BPEeMsI TOPMOHAIBHBIX WU3MEHEHMI (ITyOepTaTHbIN mepruoj, 6epeMEeHHOCTbD,
JaKTanus, KiuMmaktepuueckud mnepuon) [111]. Bropuuneie MJIC HaGmromaroTcs
3HaunTenpHo wame, dem [IM]JI. DOxcnepTsl paccMaTpuBalOT HMMMYHOJIOTHYECKYIO
HEJOCTATOYHOCTh B KOHTEKCTE CEpPACYHO-COCYIUCThIX 3a00JEeBaHUl, CEpACUHON
HEJ0CTaTOYHOCTH, apTepUaIbHOM TUIIOKCEMHUHU, BPOXKIEHHBIX M MPHOOPETEHHBIX
MIOPOKOB CEP/la, KapJUOXUPYPTUUECKUX OIEpaIii U MPOIEeNyp C HCIOJIb30BaHUEM
UCKYCCTBEHHOrO0 KpoBooOpamieHusi. Takum oOpazom, Bropuunbie WMJIC wmoryt
pa3BUBaThCS KaK BHYTPUYTPOOHO, TaK U Ha JOOOM 3Tale Mocie poxkKIeHuUs, B Ipoliecce
pocTa M pa3BUTHS OpraHU3Ma, BCer/ia yKa3bpiBas Ha (PyHKIMOHAIBHYIO HEIOCTATOYHOCTh
UMMYHHOTO OTBeTa Ha AaHTUIEHHYI0 Harpy3ky M HECIOCOOHOCTh K aJIeKBAaTHOU
aHTUTEHHOW AMMHUHAIMK [142].

Haunbonee pacnpoctpanenHsiM BropuuHbiM MJIC y nereit siisieTcst 3apakeHHe
BUpycoM uMMmyHoaedunurta yenopeka (BIY). BUY-undekims npuBoaUT K pa3BUTHIO
cuHapoma  npuoOpereHHoro  ummyHonedurmra  (CIIMJ) ¢ moBbllIeHHOU
BOCIPUUMYHMBOCTBIO K MH(MEKIUSIM U 3J0KaYeCTBEHHBIM HOBOOOpa3zoBaHUSAM. Takum
obpazom, MJIC y nmereit sBIseTCs CEphe3HOM MPOOIEMOM, BIMAIOMICH Ha KAa4yeCTBO U
OKUAAEMYIO TPOJOJDKUTEIBHOCTh MX JKU3HW. JlJI1 JydIiero MOHWMaHHUS OCHOBHBIX
mexanu3moB MJIC y nereil HeoOXOIuMMBI HOBBIE MCCIEAOBaHUS, KOTOpPbIE OyIyT

CIIOCOOCTBOBAThH paHHEH JMATHOCTHKE M ONTUMaIbHOMY Beaenuto aerer ¢ UJC [111].
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1.2.1. UMmMyHOae(pUIIUTHBIE COCTOSIHUSI TPHU BPOKIEHHBIX MOPOKAX cepaua

Mpuorue Buabl BIIC BcTpedaroTcsi He M30IMPOBAHHO, a B PA3JIMYHBIX COYETAHUSX,
YTO 3HAYUTENBHO YCIOXHSIET CTpyKTypy nedekra. Ilpumepno B 1/3 cmydaes BIIC
coderaroTcs ¢ BHecepaeuHbiMu BIIP neHTpambHONM HEpPBHOW CHCTEMBI, ONOPHO-
JIBUTATEIIFHOTO arapara, a TakkKe C UMMYHOJIOTUYECKON HeIOoCTaToOuyHOCThIO [241].
Cuuraercs, uro npumepHo 30% BIIC coueraroTcsi ¢ T€HETUYECKUMU CHHIPOMAaMHU,
COIPOBOKAAOIIUMUCS BHecepaeunbiMu anomanusmu [88]. Hexoropsie UIC ocobeHHO
gacto coyetatorcs BIIC, B Tom uucne cunapom Jlayna [210], BpoxkaeHHON acruieHueH
[138] u cunmpom u xopmxa [242]. D.J. Radford et.al. (1990), ucciienosas 66 neteii ¢
BIIC, nuarnoctupoBamu y 32% WJC nmo Bcem OOIIECIPUHATHIM KPUTEPHUSM OLICHKU
napametpoB ummynuteta (IgG, IgA, IgM, T-knerounsii uMmyHuter), a y 53%
HapyILIEHUs1 Kacajauch HM3MeHeHud mnonkinacca IgG, u3 Hux y 26 nanueHToB (39%
HaOMroIeHN) HaOmoaalica NpeuMyllecTBeHHO neduuut mnoxaknacca IgG4. ABTopbl
OOHapyXWJIM, YTO JETH C KOHOTPYHKaJbHBIMU aHOManusiMu (Tterpana damno, nBoitHoe
OTXO0JIEHHE COCYZOB OT MpaBoro xenyaouka, TMA u oOuwmii aprepuanbHbIid CTBOJ) B
OoJbllIel CTENEHU MPEAPACHONOKEHbl K Pa3BUTUI0 UMMYHOAEe(DULIUTA C HApyILICHUEM
byukiuu T-kIeTok U 0COOCHHOCTSIMU TojAkiIaccoB IgG v MOgYepKHyIH, UYTO JaXKe Y
HeCcUHApOoManbHbIX nanueHToB ¢ BIIC Obutn ompezaenieHbl HapylIeHUs UMMYHUTETA,
nedunut Ig u T-kinetok [207]. Beicokas yacrora nedunmra lg y manuentos ¢ BIIC mo
CPaBHEHHIO CO 3JI0POBBIMHU TAIIMEHTAMH ObLIa MOJITBEPXKACHA M B IPYyrux padorax [7;
127].

Uccnenosanust  Jlertsipesoit  E.A. (1993, 1996), ocHOBaHHBIE Ha
MMMYHOJIOTHYECKUX TeCTax mepBoro u Broporo ypoBHs (BO3, 1993), nokazanu, 4To
TSKECTh MMMYHOJIOTHYECKOW HepocrtarouHoctu naered ¢ BIIC  onpenensercs
BBIPAKEHHOCTHIO HEJIOCTATOYHOCTH KPOBOOOpAUIEHUS U apTepUaIbHOW THUIIOKCEMUH,
KOTOpasi MOXET YCYryOJsiThCA IOCNE€ KapJIUOXMPYPrUYECKUX BMEIIATEIbCTB, U
HYKJ1aeTCd B KOPPEKIMH JII YMEHBIIECHHS pHUCKA Pa3BUTHUS IOCIEONEPALUOHHBIX

THOMHO-CENITUYECKUX U WHPEKIIMOHHBIX OCIIOKHeHMH [7; 128].
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PesynbTatel cuctemarnueckoro oo3opa N.N. Cavalcanti et al. (2021), B koTopbrii
BOILIN 23 HCClIeI0OBaHUs, TPOIEMOHCTPUPOBAIIN, YTO Xupypruueckas koppekius BIIC,
BKJIIOYAIOIIAsl YAaCTUYHOE WJIM TOJIHOE YNaJIeHHEe THUMYCa, CIIOCOOCTBYET Pa3BUTHUIO
BropuuHbix U/IC. bbliu BhISIBICHBI HApyLIEHUSI B KOMIIApTMEHTEe T-KJIETOK, Takue Kak
yMeHbIeHue oomiero konumdectsa T-nmumporuros, CD4+, CD8+ u CD31+, cHmwkeHue
xonmyecTBa TREC u TCR, Torma kak skcnpeccust Ki-67 Obuta nossiniena [92].

G.P. Diller et al. (2023), uzyunB meaununckue kaptol 54 449 naruentos ¢ BIIC,
ycraHoBwiIH, 9to 14 998 (27,5%) nmenu MJIC, mpu yem Topko y 3034 (5,6%) nuarnos
OB JOKyMEHTAIBHO MOJATBEpkAeH. Pe3ynbraTel MHOrO(akTopHOro aHanmmsa no Kokcy
nokazanu, 4ro n manueHTel ¢ BIIC u N/IC uMeroT moBBIIIEHHBIA PUCK HEOTIOXKHBIX
coctosiHuil u netanbHOCcTH Tipu MJIC B couerannu ¢ BIIC, a Takke BbICOKas 4acToTa
nedunuta lg Mo cpaBHEHHUIO CO 30POBBIMH Jullamu [127].

Cxknonnocts geteit ¢ BIIC k uH(peKIMOHHBIM 3a00J€BaHUAM IKCIIEPTHI YACTUYHO
OOBSICHSIIOT JIEXKAIIUM B OCHOBE MMMYHOACHUIIMTHBIM paccTpoiicTBoM. Coo01ianoch
npuMepHo o 13 cunnpomax, npu kotopbix MJIC u BIIC moryT couerarscs. B psne
UCCIIEIOBAaHUM OBUIO  JIOKa3aHO, YTO TEHETHYECKHEe (PaKTOphl  CIOCOOCTBYIOT
couetanHomMy Bo3HuUKHOBeHHIO BIIC u UJIC, mockonbKy mnpu OOOMX COCTOSHUSX
OOHapy»X eHbl HWJEHTUYHbIE TeHeTH4Yeckue aHoManuu. OJHAKO B HACTOsIIEE BpeMs
CYIIECTBYET HEOOXOIUMOCTh NAJbHEUIIMX MCCIECIOBAHUMN ISl JIYUYIIEro MOHUMAaHUs
MEXaHU3MOB M FeHEeTHYEeCKUX (pakTopoB, nexkammmx B ocHoBe acconuanuu BIIC u UJIC
[143; 223]. IlpenmnonoxurenbHO, HapylleHHe QYHKIMA TUMYCa, aHOMAaJbHas
muddepeHnnpoBka TUMEGOIUTOB U XPOHUYECKOE BOCIIAJICHUE UTPAIOT KIFOUEBYIO POJIb
B pa3zsutuu NJIC y nanmentoB ¢ BIIC, nockonpky naxke npu HecuHapoMmanbHbeiXx BIIC
obHapyxeH nedunur Ig u T-xierox [117].

Ponp rumokcemMuu B HapymieHUH MMMYHHUTETa, OC30THOCHTENIBHO K HAJTHYUIO
BIIC, akTiBHO M3yd4aeTcs B mociieaHue romanl. Tak, B ucciemoBanuu A.A. Kiani, et al.
(2021) ObuM M3y4YEHBI MOTCHIMAIBHBIC MMOCICACTBHS CHUKCHUS YPOBHS KUCIIOPOJAA U
TKaHEBOM THUTMOKCHU B ycuJieHuu skcrpeccuu gakropa HIF-1, mumeproro GemxoBoro
KOMILJIEKCA, BBIMOJHSIONIETO MHOTO Ba)XXHBIX (PYHKIMI B cucTteme mMmmyHHTeTa [223].

breino ycranosieno, uto HIF urpaer BaxxkHyto posib B QYHKIIMOHUPOBAHUN WUMMYHHOMN
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CUCTEMBI, BJIMSASI HA BCE aCIEKTHI KaK BPOXKIECHHOIO, TaK U aJallTUBHOTO UMMYHMTETA.
['Mnokcu4ecKkuii OTBET KJIETOK ¥ TKAaHEN PETYIUPYETCS CEMENCTBOM TPAHCKPUIILIMOHHBIX
(bakTopoB, HHAYIUPYEMbIX TUoKcuel, m3BectHbix kak HIF (HIF-1, HIF-2 u HIF-3).
HIF-1 akTuBHO SKCIIpecCUpyETCs U IPUCYTCTBYET B PA3IUYHBIX MOIMYJISILIUSIX UMMYHHBIX
KJIETOK, TaKUX Kak Makpodaru, HeWTpouibl, IE€HIPUTHBIE KIETKU, a Takxke B T- u B-
auMdonnTax H  IPYTMX HUMMYHHBIX JuMmdougneix kierkax. HIF-2  takke
DKCIIPECCUPYETCS B PA3IMUHBIX TUMAX KJIETOK, BKJIKOYas SHAOTEIHAIBHBIE KIETKU U
HEKOTOpbIe UMMYHHBIE KJIETKH, BKIIIOUash MUEJIOUIHBIC U JTUM(POUTHBIE KIETKH, U €ro
DKCIIPECCUsl yCWIMBACTCS MOJ JIECUCTBUEM LMTOKMHOB B YCIOBHMSX TMIOKCUU. OTH
JaHHbIEC, HAa HaIl B3IJIAJ, BO MHOTOM OOBSACHSAIOT CHUXEHHE HWMMYHHOW 3alllUTBHI,
BbIp&)KEHHOE B Oousblueid crenenn npu  numaHotudeckux BIIC. Ilonumanue
MOJIEKYJISIPHBIX MexaHu3MoB 3kcnpeccud HIF B 0TBeT Ha rMIOKCHIO OOBSICHSIET MHOTHE
HapymeHuss ummyHurera npu BIIC. Konnentpanus xuciopoma TECHO CBs3aHa C
KJIETOYHOM mposudepannei, AeJeHHEM M BBDKMBAHUEM KJIETOYHBIX CTPYKTYp U
OpraHeul ¥  OOBIYHO  TOJACPKHUBACTCSI OMEOCTATMUECKUMU  MEXaHU3MAaMH,
JEHUCTBYIOIIMMHU Ha KJIETOYHOM M CUCTEMHOM YpPOBHSAX OpPraHOB (TKaHEH). DKCIpeccus
HIF moxer ObITh BbI3BaHA KaK CaMOW THIOKCHUEH, TaKk W JpYyruMu (aKkTopami,
CBA3aHHBIMM C TATOJIOTUYECKUM CTPECCOM, BKJIIOYas OHKOJIOTHIO, BOCHAJIEHUE U
OakTepuanbHyto nHpeknuo [64].

BBIIO yCTAaHOBJEHO, YTO ajanTalys K TUIOKCHUU, KAK K YHHBEPCAJIBHOMY
MEXaHHU3MY MOBPEKICHUS U BOCTIAJICHUs TKaHel, peryiaupyercs ¢pakropamu HIF. Kpome
toro, HIF sBisitoTcs HEHTpanbHBIMU PETYISATOPAMHA MHOTUX BPOKIECHHBIX U aJallTUBHBIX
UMMYHOJIOTHUECKUX (YHKUUH, BKIOYas MUTPALUIO, NPE3CHTALMI0 AaHTUIeHa,
BbIPA0OTKY UTOKMHOB U aHTUMHUKPOOHBIX MENTUOB, (AarolMTO3, a TAKXKE KIECTOYHOE
MeTaboIMYecKoe MepernporpaMMUpOBaHe. XapaKTEPHOH OCOOEHHOCTHIO MMMYHHBIX
KJIETOK SIBJISIETCS MX CIIOCOOHOCTH MPOHUKATh M (DYHKIIMOHUPOBATH B TKAHAX C HU3KUM
ypOBHEM MUTATENIbHBIX BeecTB v kuciopoza [31]. Y. Chen u T. Gaber (2021) monaraior
yto runokcust 1 HIF-oTBeT 0ka3bIBatoT pa3anyHOE BIMSHUE HA HIMMYHHYIO AKTUBHOCTh
B HOPME U IIPU MATOJOTHH, BIIASIS HA MHULMALMIO U KOOTIEPALIMI0 B HUMMYHHOM OTBETE U

CIIOCOOCTBYS Pa3BUTHIO UMMYHHOU AUCHYHKIMH ITPH ay TOMMMYHHBIX Tporieccax [64].
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Takum oOpazom, UJIC uyacto BcTpeuaercs y gaereid ¢ BIIC, yto yxynmiaer

PE3YIBbTAThI XUPYPTHUUCCKOI'O JICUCHNUC U YBCIIMINBACT PHUCK JICTAJIbHOCTHU.

1.2.2. I/I3yquHe HMMYHHUTETA U METOJAbI €10 UCCJICA0BAHNA

B kimuHHuYeCKOW MpakTHKEe WCCIEOBaHWE HMMMYHHTETa HMMEET pellaolee
3HAYeHHE [Isl JMAarHOCTUKKA U JICYCHMs] pa3IU4YHbIX 3a0oneBaHuid. CyliecTByeT
MHOKECTBO JIOCTYIIHBIX METOJOB OLICHKM HMMMYHHOW CHCTEMBI, BKJIIOYas aHaJIU3bl
KJIETOYHOTO ¥ TyMOPaJbHOTO HMMMYHMTETa, ypoBHEH |J, ypoBHEH KOMIUJIEMEHTa U
npodwieii mutokuHoB [175; 237].

JUIs OUEHKH KJIETOYHOTO HMMYHHUTETa OOBIYHO HCIIOJIb3YETCS IPOTOYHAs
IUTOMETPHSL. DTOT METOJI TO3BOJISIET HACHTU(DUIIUPOBATH U KOJTMYECTBEHHO OMPEICNIATh
pa3IuyYHbIC MOMYJSIUN U CyOmOMy SN UMMYHHBIX KJI€TOK. [IpoTouHas muromeTpus
TaK)K€ UCIOJIB3YETCs 1J1s1 BBISBICHUS 1e(DEKTOB Pa3BUTHA U OLIEHKU QyHKIUHN T-Ki1eToK
u B-xierok [82; 149]. 13 ucciieqoBaHuii KJIETOYHOTO MMMYHHTETA JIJISl OLICHKU (DYHKITHH
T-KJI€TOK UCTIONB3YyeTCs aHaIn3 PoJaudepaTUBHON aKTUBHOCTH T-TUMQOIMTOB B OTBET
Ha cnenuduyeckue aHTUreHbl win MuToreHbl [249]. Tlpumepom wuccienoBaHMit
BPOXKICHHOTO TYMOPAJIBHOTO UMMYHHUTETA SIBJISICTCS] aHAIN3 aKTHBHOCTH KOMILJIEMEHTA
C U3MEPEHHUEM CIIOCOOHOCTU CHCTEMBbI KOMIUIEMEHTA JIM3UPOBaTh NaTtoreHsl. Jledpuuur
KOMIUIEMEHTA BEJIET K PEIUAUBUPYIOMINM HHPEKINAM 1 8y TOMMMYHHBIM 3a00JI€BaHUSIM
[71]. BaxxusiM wHcceIOBaHHEM, HCIONB3YEMBIM IS OIEHKH WMMYHHOW (YHKIIUH,
SBJISIETCS M3y4eHUE NpoQuisl LUTOKUHOB, OEIKOB, BBIPAOATHIBAEMBIX HMMYHHBIMH
KJIETKaMU U PETyJIUPYIONINX UMMYHHBIE peakinu. AHOMAaIbHbIC MPO(YHUIN ITUTOKMHOB
HaAOJI0JaMCh NP MHOTHMX 3a00JI€BaHUSX, BKIIIOYash ayTOMMMYHHBIE PacCTpOMCTBa U
onkoynoruto [29]. TlomuMo »OTHX HCCIEOBaHUN OBUIM pPa3pabOTaHBl METObI
JUArHOCTMKH W MOHUTOPWUHTa WMMYHOAC(HINTA, BKJIOYAs J1a0OpAaTOPHBIC TECTHI,
METOJIbI BU3yalTU3allMy ¥ FeHeTHueckue aHamu3el [125]. Metoibl BU3yanu3aiuu, Takue
kak kommnblorepHas Tomorpadus (KT) m maruutHo-pezoHancHas Ttomorpadus (MPT),

MOT'YT OBITH MCHOJIL30BAaHBI IJIs1 BBIAABJICHUA CTPYKTYPHBIX HapymeHI/Iﬁ B HMMYHHOﬁ
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CUCTEME, TaKuX Kak JUMGOUJHAS TUIEpIUIa3usi, aruiazusi TUMyca U jaumdoma. ITH
UCCJIEIOBAHUS TAKKE MOTYT OBITh UCIIOJIb30BAHBI JIJI MOHUTOPUHTA MPOTPECCUPOBAHUS
3a00JIeBaHUs U peakiuu Ha yiedeHue [41; 65].

['eHeTnyeckue aHamU3bl BCE Yallle MCHOJB3YIOTCS JUISl BBISIBICHUS OCHOBHBIX
TeHETUYECKUX MYTalluid, BBI3BIBAIOIIMX HMMYyHOAehUIUT. bbulo mokazaHo, YTO
TEXHOJOTHH CEKBEHUPOBAHUS BCETO 9K30Ma 1 CEKBEHUPOBAHMSI CJIETYIOIIETO TTOKOJICHHS
BBICOKOA(()EKTUBHBI MPU BBIABICHUHM PEAKUX T'€HETHMUECKUX MYTallMi, BBI3BIBAIOIIUX
UMMYHOACPHUIUT, B TOM uucie cBsizaHHbiX ¢ [IMJI. DTu uccrenoBaHus SBISIOTCS
BOXHBIM JIOCTIDKEHHEM coBpeMeHHoW ummyHosorud [103; 111]. Paznuunble
UCCIIEJOBaHMsSI Ul OLIEHKM MMMYHHOM (PYHKIIMM HUMEIOT CBOU CHJIbHBIE CTOPOHBI U
orpaHuyeHus. BpiOOp MOAXOMAIIET0 WCCIEAOBAHUS 3aBUCHUT OT KIMHHYECKOTO
KOHTEKCTa U MPEAINOoIaraéMoro OCHOBHOr0O HUMMYHHOTO Jie(peKTa.

Jnis omneHkr (QYHKIUU KIETOYHOTO HWMMYHHUTETa B TIOCIEIHUE JCCATUIICTHS
nokaszayiu cBoro uHpopmaruBHocTh JIHK-Mapkeps! pazsutus T- u B-kierok — TREC u
KREC [24; 100; 175]. Otkpsitue TREC u KREC 1990-x romax npuHaIICKUT TPYIIe
uccnenosarenerd n3 CILA, koropsle mokasanu, 4To B mpouecce co3peBaHus 1- u B-
AUMQPOLUTOB B TUMYCE M KOCTHOM MO3r€ MPOUCXOAMT (POPMHUPOBAHUE KIIETOUHBIX
pelentopoB myteM pekoMmOuHaruu reHoB B JIHK-menu, 4yTto mMpuUBOIUT K CO3JaHUIO
YHHUKAIBHOTO y4acTKa, CIIOCOOHOTO paclio3HaBaTh BHEITHUE areHThl. Bo BpeMs kaxmoit
PEKOMOMHAIIMY TIPOUCXOIUT yIajJeHue HeOOIbIIoro (pparmMeHTa menu ¢ 00pa3oBaHUEM
skci3noHHbIX kostenl TREC u KREC [40]. Otu komnbia nonyuniau HazBanusi: TREC (T-
cell Receptor Excision Circle) u KREC (Kappa-deleting Recombination Excision Circle).
Otkpeitue TREC u KREC mnpenoctaBuiao HOBbIE BO3MOXKHOCTH JUISl HW3y4EHUS
UMMYHHOUN CUCTEMBI U PUBEJIO K JIyUIlIeMy TOHUMAHUIO MEXaHIU3MOB MEePETPYIITUPOBKU
IEeHETUYECKOr0 MaTepuaia JUuisl TeHepaluu pa3HooOpa3HOro Habopa T-KIEeTOYHBIX
PEEenTOPOB, KOTOPHIE MOTYT pacro3HaBaTh MIMPOKHIA CIIEKTP MATOTCHOB U PearupoBaTh
Ha Hux. C wmomeHta oTkpbiTus TREC m KREC pgocratouHo wu3y4yeHbl, U HX
UCIIOJIb30BaHUE B KaueCcTBE MapKepoB HaMBHBIX T- M B-kieTok moiayuymio mmpokoe

PacCIpoCTpaHCHUEC B MMMYHOJIOTHYCCKUX MUCCIACA0OBAHMAX Y IMMAIMCHTOB BCEX BO3PACTHBIX
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IPpYIIN TpU pa3IMuHbIX 3a0oseBaHusx, Bkiwoudas [IMJ] u Bropuunsie UIAC y
HOBOpOXKACHHBIX [131; 216].

TREC sBISIOTCS BBICOKOYYBCTBHTEIBHBIMA U CHCHMUGUIHBIMEA JJII PAaHHETO
BBISIBJICHUS 3a0oJieBaHuil ¢ T- KIETOYHBIM UMMYHOJEC(PUIIMTOM, TaKMX KaK CHHAPOM
Hu JIxopmxka, TsSKeIblii KOMOMHUPOBAHHBI UMMyHOAepUIUT U cuHApoM Buckorra—
Onpapuua, BUY-undummponanus, Korzaa HUCTOLIECHUE HAUBHBIX
T-knetok, uamepsemoe c nomoibio TREC, cBsizaHo ¢ mporpeccupoBanuemM 3a00JI€BaHUS
51 [UIOXYM MIPOTHO30M [45; 175; 237]. [Tpu 3a00/1€eBaHUAX
¢ B-knetounbiMm ummyHonedunuToM (X-ClemIeHHass araMMarjioOyJIMHeMUs U OOIui
BapuaOenbHbli  uMMyHOneduiut) mnokazarenu KREC BbICOKOUYBCTBUTEIBHBI U
cnenuUYHbI, a TP ayTOMMMYHHBIX 3a0osieBaHusx 3HaueHuss KREC koppenupyror c
aKTUBHOCTBIO TIporiecca ¥ oTBeToM Ha Tepamuto [129]. IMapamerpsr TREC u KREC
MCMOJIB30BAIMCH JIJIA OLIEHKU BIIMSIHUSI UMMYHOCYIIPECCUBHOW TEpAnui HA UMMYHHYIO
CHUCTEMYy Y pEIUIHCHTOB TpaHciutantata [96; 174]. HMccnemoBaHus IMOKa3alid, YTO
u3mepenue TREC u KREC sgBnsercss ObICTpbIM, MTPOCTHIM M HEWHBA3UBHBIM,
OTHOCUTEIBHO HEJOPOTHMM METOJOM, MO3BOJSIOMIUM MPOBOJUTH CKPUHUHT OOJIBIIOTO
Yrca HOBOPOXKICHHBIX 3a KOPOTKUH MPOMEXYTOK Bpemenu [75; 162; 173; 174; 185].
DT MapKepbl CTald BaXXHEUIIUMH COBPEMEHHBIMH BBICOKOUYBCTBUTEIIBHBIMH U
crelu(PUYHBIMU  KOMIIOHEHTAMU CKPUHHUHTA HWMMYHOJE(PUIIUTHBIX COCTOSHUM Yy
HOBOPOX/ICHHBIX B COCTABE APYTUX TECTOB U MAPKEPOB KOMILJIEKCHOIO HEOHATAJIBLHOTO
CKpUHMHTA JJIS BBISBJICHUS IIMPOKOTO CIIEKTpa TEHETUYECKUX M METa0OJIMYECKUX
Hapymenuii [45; 174; 175; 185; 230].

Uccnenoanuss TREC/KREC y nereii ¢ BIIC B MupoBoii iutepatype e€IMHUYHBI.
Tak, B uccnenosanuu V. Medova et al. (2022) 6buto ycranosneHo, uto yposau TREC
ObLTM 3HAYNTENBHO HUXKE Y AeTeit ¢ BIIC mo cpaBHEHUIO €O 370POBBIMU KOHTPOIHHBIMH
rpymmnamu [229]. B pabote JI.A. Yepemoxuna (2022) Obu10 POASMOHCTPUPOBAHO, YTO
npu cunapome genenuu 22011.2 waGmomarotcs  cunapombl  u Jxopmxw,
Benokapanodacuuaibauii  cuHapoM, cuHApoM aeduiuta TBX1. denorunudeckue
MPOSIBJIICHUS TOTO T€HETUYECKOro CUHApOMa OblIM oueHb Bapuabenbhbl, a BIIC Obuin

BBISIBJICHBI B 72% ciydaes, TuiieBor qrucMopdusm — B 78%, rumnoruiazus tTumyca — B 58%,
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camkenne TREC — B 49%, ncuxudeckue u HEBpoJiornyeckue mposiBieHus — B 90%
cnydaeB. Kpome toro, nHabmogamuce CHARGE-cungpom, cunapom IllBaxmana-
Haitmonna, cunapom KaOyku 1-ro u 2-T0 THIIOB B XpOMOCOMHBIE O0JIE3HH B BapHaHTax
C TSDKEJNBIM HMMMYyHoOAepuIuTOoM: TpucoMuu no 18 u 21 xpomocomaM, MOHOCOMHUS
no X-xpomocome. Ha ocHoBanuu moctmopansHoro ckpuHuara TREC/KREC y 271
pebeHka apTopamu ObLIO TuarHoctupoBaHo 135 cnyyaes [N/, u3 Hux B 50 ciyyasix, T.e.
B 37% cnyuaeB I[IW]I, nabmomnamuce BIIC. M3yuas nmorubmux geredt ¢ BIIC, ubs
MMMYHO3aBHCHMasl MaToOJIOTUA Je0I0THpOBala Ha IMEPBOM TOAY JKU3HH, AaBTOP
KOHCTaTUPYET BAXKHOCTh U3yUYECHUSI MOJIEKYJIsIpHO-TeHeTnYeckuXx acnekToB [IM][ B xone
JIOOTEPATMOHHON JTUArHOCTUKU C MOMEHTA POXKICHUS ISl YMEHbBIICHUS JIETAIBHOCTH
[35].

Kpome Toro, coobmaercs o 6onee Hu3kux ypoBHAXx TREC y muaneHieB ¢
kputnueckumu BIIC no cpaBHeHuto ¢ mianeHuamu ¢ Hekputudeckumu BIIC, a Taxxke
npu koHoTpyHKanbHBIX BIIC [169; 229]. Kak wu3BectHO, KOoHOTpyHKaiabHbIe BIIC
MPEACTABIICHbl TPYIIOW CTPYKTYPHBIX BPOXKJICHHBIX AHOMAJIMM BBIBOAHOTO TpaKTa
cep/illa U COCYJOB, OCYIIECTBISIIOUIMX OTTOK KPOBH M3 Ceplua B OOJbLION M Masblid
Kpyru KpoBooOpamieHusi. Takue TIOpOKM  SIBISIOTCS  OCHOBHOM  TIPUYMHOMN
CUMIITOMaTUYECKUX [IMAHOTUYHBIX 3a00JI€BaHUI cepiua.

B otninune ot TREC, nmeroTcst orpanrueHHble JaHHble 00 ucnoib3oBanu KREC
B kauectBe OmomapkepoB MJIC mpu BIIC. Onnako B HelaBHMX HCCIEAOBaHHS ObLIO
oOHapyxeHo, uto ypoBHHU KREC Owuin 3HauutensHo Humwke y gereid ¢ BIIC mo
CPaBHEHHIO CO 3JI0POBBIMHU KOHTPOJIbHBIMU Tpyrinamu [235]. Kpome Toro, yposaun KREC
MOJIOKUTENIBHO KOPPEIUPOBAIM C Pa3MEPOM THUMYCA, YTO MO3BOJMUIIO MPEIINOIO0KUTD,
YTO HapyIIeHUE BHIPAOOTKU B-KJIETOK MOXXET OBITh CBSI3aHO C NUCHYHKIIMEH TUMYCa Y
namuenTos ¢ BIIC [183].

N3yuenne paByx mokazateneir, T.e. TREC wu KREC, mnoka3zamo cebs
MHOTOO0OCIIAIOIIUM HHCTPYMEHTOM g nporHo3upoBanusi Tspkectu BIIC. beuio
ycranoBisieHo, uTo Hu3kue ypoBHM TREC m KREC accomuupoBaHbl ¢ MOBBIIIEHHOMN
cmepTHOCTHIO Y B3pocibix ¢ BIIC, a Huzkue ypoBHu TREC u KREC 6butn cBsi3aHbI ¢

OoJtee BBICOKMM prCKOM uHbpekwmit y aeteit ¢ BIIC [131].
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B oreuectBenHOM petpocnekTuBHOM uccienaoBanuu (Hepsouna C.C. u np., 2020)
ObLIM MPOAHAIU3UPOBAHBI UCTOPUHU 00JIe3HU 29 neTel, yMepiux B T€YEHUE MEPBOIO
rojga >KW3HU, Yy KOTOopbix Obuia auarHoctupoBana BIIC wu  mposiBneHus
MMMYHO3aBUCUMBIX maToyioruii. McciiemoBaHre COCpPENOTOYMWIOCh Ha BBISIBICHUU
(bakTOpoB, CIMOCOOCTBYIOIMNX PAaHHEW JUATHOCTUKE MMMYHO3aBHUCHUMBIX 3a00JICBaHUM,
csa3aHHbIX ¢ BIIC, B ipenatanpaoM niepuojae [23]. 1o MHEHHIO aBTOPOB, HE BHI3BIBACT
COMHEHHMH TOT ()aKT, 4YTO BBISBICHHBIE Yy OOCIEAYyEeMbIX IETel aHOMalIWH TUMYcCa,
O0COOEHHO €Tr0 THIIO- WX arjia3us Ju00 JucriacTudeckue m3MeHenus (79% ciydaes),
MOTYT CBUJIETEJIbCTBOBATh O HAPYILICHUSX B CHUCTEME T-KJIETOYHOTO U PEryJISITOPHOIO
KOMIIOHEHTOB ~MMMYHHOW CcHUCTeMbL. JIJIsI  [IOTIOMHUTENBHOTO  MOATBEPKACHUS
MMMYHO3aBUCUMBIX MATOJIOTHII MbI MPOBEIN KOJWYECTBEHHBINM aHAIU3 T€HETUYECKUX
MapkepoB HapyuieHnit T- u B-kinetounoro Heorene3a — TREC u KREC - B cyxux nsiTHax
KPOBH, B3ATHIX Y HOBOPOXKJACHHBIX JIJIi HEOHATAIbHOTO OMOXMMUYECKOTO CKPUHHHTA.
3nayenuss TREC m KREC, nmonydennsle ¢ nmomompto [II[P B peanpHOM BpemeHwu,
CpaBHUBAJIM C paHee YCTAHOBJICHHBIMU pPEPEPEHCHHIMU  3HAUCHUAMH  JUIS
HOBOPOXKJCHHBIX pPa3HOW CTeleHW JOoHOIIeHHOCTH [23]. Y Bcex mMmanueHToB
ananutnueckon rpynmbl noka3zareau TREC nu KREC oxa3zanuch Huke pedepeHCHBIX
MPEIESIOB, YCTAHOBJIEHHBIX B MpeabIAyIuX ucciaenoBanusax. Cpennue 3nauenus TREC
y  OKCTpeMaJIbHO M  TJIyOOKO  HEJOHOIICHHBIX  MAIlMEHTOB  COCTaBWJIH
8,9 xormii/10* neiikonuros (Me 6,4 xonmit/10* neiikormros), KREC — 17,5 konmii/10%
netikoruToB (Me 13,4 xommii/10* neHKOLWUTOB), y HEJOHOMIEHHBIX JIETKOM M CpemHei
crenenn TREC — 6,9 kommii/10%neiikonuros (Me 5,8 xonmit/10* neiikouuros), KREC —
2,0 xormii/110* neiikonuros (Me 1,3 xonmii/10°4 neiikouuros), y goHomeHHbX TREC —
33,2 xommit/10* netikomuros (Me 6,4 xommit/10* neiikonnTos), KREC — 6,6 komuii/10*
neiikonuros (Me 3,8 xonmit/ 10 neiikonuros). HecMoTps Ha pasHOOOpa3ue KIMHUYECKUX
KapTUH Yy TAIlMEeHTOB AaHAJIUTUYECKOW TpyNIbl, MNPUYUHBI HX CMEPTH ObUIU
npejcKa3zyeMbl: HeoHaTaIbHBIN cercuc (31%), monropranHasi HeJOCTaTOYHOCTH (28%),
JbIXaTenbHast HeqocTaTouHOoCTh (19%), cepneunast nenocrarouHocts (10%) u npyrue. B
OOJIBIIMHCTBE CIy4YaeB MOCTMOPTAIbHBIC 3aKIIFOUEHUS YKa3bIBAIM KapaUOJOTHUYECKUN

JIMArHO3 KaK OCHOBHYIO MPUYUHY CMEPTH, MPUYEM Yy YETBIPEX AETEU COMYTCTBYIOLIEH
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naToJioruel ObUI0 MMMYHOAEPUUUTHOE cocTosHHuE. [IpUyuHBI CMEpTH, TaKUe Kak
«paHHUI HEOHATAJIBHBIA CENICUC» U «IIOJIMOPraHHas HEAOCTATOYHOCTE» B 59% ciiyuaes
MO3BOJIAIOT CJAENaTh BBIBOJ O TOM, YTO aHATOMO-(DU3MOJOTHYECKHE OCOOCHHOCTH
UMMYHHOUM CHCTEMBbl HOBOPOXKJIEHHBIX, OCOOCHHO HEaJeKBATHOCTh HMMYHHOTO OTBETA,
oOycinoBiieHHass (QYHKIHOHAIBHON HECOCTOATEIBbHOCTHIO MMMYHHUTETA, CIIOCOOCTBYIOT
reHepaIu3aui HHQEKITMOHHOTO MpoIiecca B paHHEM MJIaJICHYSCKOM Bo3pacte [23].
Takum 00pa3oM, pa3BUTHE UMMYHOJIOTHYECKOUM HeocTaTouHOCTH y aeteit ¢ BIIC
COIIPOBOKIAETCS BBICOKMM PUCKOM MH)EKITMOHHBIX OCJIOKHEHUM
KapJIMOXUPYPTrUYECKUX BMEIIATEIbCTB. B €IMHUYHBIX MyOJMKAIUAX YKa3bIBAC€TCS, YTO
TREC u KREC wmoryr paccMarpuBaTtbcsi B KaueCTBE HOBBIX OHOMapKepoB
UMMYHOAePUIMTHBIX cocTosiHuM y aerel ¢ BIIC, ycTaHOBIEHO MX 3HAYUTEIBHOE
CHIKEHHE [0 CpPAaBHEHHUIO CO 3J0pPOBBIMH, a Takxke npu kputuyeckux BIIC mo
CPaBHEHHIO C JICThMH C HEKpUTHYCCKHMH aHOMaIusamMu [169; 229]. OnHako OTCYTCTBYIOT
KOJIMYECTBEHHBIE TAHHBIE O YKCIIE U XapaKTepe MOCIEeONepaMOHHbIX WH()EKIUOHHBIX
OCJIOKHEHHUM KapJUOXUpPYpruu mpu pazianuHblx Buaax BIIC u pa3nuuHbIX BHIAX
BMEIIIATEILCTB B 3aBUCUMOCTH OT JOOIEPAIMOHHBIX JaHHBIX CKpUHHUHTA YpoBHSI TREC
u KREC. 910 no3Bomio 661 HCMOIB30BATh TAHHBIC CKPUHUHTA JIJIS IIEJICHANPABIEHHOTO

BEJICHUS JICTEH TPYIIN PUCKa U OMPEIEIUIIO 1IeJIb U 3a]la4 Hallel padoThl.
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[JIABA 2. MATEPHAJIBI 1 METO,IbI UCCJIEJOBAHUS

PaboTa ObLa BemosHeHa B niepuo ¢ 2021 mo 2023 roael Ha kKadenpe neauaTpuu
Menumuackoro uactutyra ®I'AOY BO PYJIH um. Ilatpuca JlymymOs1, Ha kadeape
JETCKOM KapAHOJIOTMH C KypcaMy CEPAECHYHO-COCYAUCTON U SHIOBACKYJISIPHON XUPYPTHUH
BPO’KJIEHHBIX IOPOKOB CepALla U IEPUHATAIIBHOM YIbTPa3ByKOBOM Auardoctuku, PHMO
Menuuuackoro uacturyra ®I'AOY BO PYIH um. I1atpuca JIymyMOBI, B OT/ACICHUSX
HOBOPOKJICHHBIX U JeTeu panHero Bo3pacta HMMUILL cepnedno-cocynucTon Xupypruu

uMm. A.H. bakynesa Munsapasa Poccun [10; 11; 14; 17; 20; 30; 118].

2.1. O0masi XxapakTepucTUKa 00C/1eI0BAHHBIX MANNEHTOB

[IpoBeneHO TPOCHEKTUBHOE OOCEPBAIlMOHHOE KOTOPTHOE  HCCIIEOBAHUE
c yuactuem 200 nmereit B Bo3pacte oT 3 gHed no 12 mecsneB (Me=23 aus, Q1-Q3:
9-1345) w3 kortopeix 185 (92%) poawmuch poHomeHHbIMH H 15 (7,5%) —
HEJIOHOIIEHHBIMU  OT 32 g0 34 wegenp recranuud. OOmas XxapakTEpPUCTHKA
oOcJeIOBaHHBIX MAIMEHTOB MpescTaBieHa B Tabmuie 1. M3 200 manuentoB Obutn 112
MabunKoB (56%) u 88 neBouek (44%). Dxctpenno noctymuiu 183 (91,5%) pebenka, B
iaHoBoM nopsiake — 17 (8,5%). Y 119 (60,4%) 6butn quarnoctupoBanbl 6eaasie BIIC,

ay 78 (39,5%) — paznuunsle manotudeckue BIIC (Tabmuma 1).

Ta6muma 1 — O0mas xapakKTepuCTHKA MMAIAEHTOB

[Tokazareb n (%) p
MaJlbuuKu 112 (56%)
JleBouku 88 (44%) 0,34951
JloHOIIIEHHBIC IETH 185 (92,5%) <0.001
Henonormennsie aetu (32-34 HeaeIu recTainmn) 15 (7,5%) ’
ITamuenTts! ¢ muanornyeckumu BITC 78 (39,5%) 0,09694
IManuenTts! ¢ 0negusivMu BIIC 119 (60,4%)
DKCTPEHHOE TOCTYIICHHE 183 (91,5%) 0.017
[1naHoBOE MOCTYIIICHUE 17 (8,5%) ’
[TarmeHTH! ¢ MOKa3aHUSIMH K XUPYPIHYECKUM BMENIaTeIbCTBAM 184 (92%) <0.001
[TaneHToB, 6€3 MOoKa3aHMs K XUPYPrUUeCKUM BMEIIATEIbCTBAM 16 (8%) ’
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N3 200 rocniutanu3upoBaHHbIX JieTel 56 (28%) neTeil HaXOUINCh B KPUTHYECKOM
coctosinuy, 127 (63,5%) — B Tshxenom coctostauu, 17 (8,5%) ObUTH rOCIUTAIN3UPOBAHBI
TUTAHOBOM TIOPSIZIKE B COCTOSIHUM cpefHel crereHu Tspkectd. Y 41 (20,5%) peGenka,
TOCIUTAU3UPOBAHHOTO B KPUTHYECKOM COCTOSHUM Ha HMH(DY3UM MPOCTarjiaHIMHOB,
ObuH TuarHocTupoBanbl Ayktyc-3aBucuMblie BIIC u TMA (dopamen-3aBucumebiii BIIC).

Huarno3 BIIC Opu1 ycTaHOBIIEH Ha OCHOBAaHWM AaHAMHE3d, KIMHHYECKOTO
oOce0BaHusl U JAMArHOCTUYECKUX TECTOB, BKIouas 3xokapauorpaduio u MPT mo
nokazanusM. Y nereil ¢ nnanotnueckumu BIIC nambonee pacnpocTpaHeHHBIMUA OBLIH
TMA, artpe3us jerouHou aprepuu, Terpana danmo, oOmwmii aprepuasbHbI CTBON U
npyrue cinoxsasie BIIC. Jletn ¢ O6nennpiMu BIIC B KpUTHYECKOM COCTOSIHUHM OBLIH
TOCIIUTAIM3UPOBAHBI ¢ CUHAPOMOM THIOIUIA3HH JIEBOTO KEIYJ0YKa M C KPUTHYECKOU
KOA. Haubonee vacteimu O0b11u JIMOKII, JIMIIIT 1 KOA, BKiIfOYas KpUTHYECKYIO.

JleTy ¢ moKa3aHUsAMHU K KapIUOXUPYPrUYECKUM BMEIaTeapcTBam no nosoxy BIIC
npeoOyiafaid, IO CpaBHCHHIO ¢ JeThMH 0Oe3 mokazammidi — 184 (92%)

u 16 (8%) coorBercTBenHO (p<0,001).

2.2. Meroabl HCCIe10BAHNSA

Jlyist ipeonepaioHHOro 00CIeI0BaHNs TAIMEHTOB MCTIOIB30BAIMCH KIMHUKO-
aHAMHECTHUYECKHE U JJa0OPaTOPHO-UHCTPYMEHTAJIbHBIE METO/IbI.

JIist m3ydeHus TMOMYYEHHBIX JaHHBIX ObUIM pa3paboTaHbl pPETrUCTpPaIMOHHbBIC
KapThl, KOTOPBIE COIePk AT UHPOPMAIIUIO O CEMEHHOM aHaMHE3€, COCTOSIHUU 3/I0POBbS
MaTepu, TEYEHUU TMEPUHATAIHHOTO MEPHOJa M PaHHEM Pa3BUTHU PeOCHKA, JaHHBIC O
cpokax auarHoctuku BIIC, Teyenum Hactosmiero 3aboseBaHus (OIBIINIKA BO BpeMs
KOPMJICHUSI TPYJbIO WM OTKa3 OT KOPMJICHUS TPYABbI0O M 1IMAHO3), O MEPEHECEHHBIX
WH(EKIIMOHHBIX 3a00JEBAHUAX M JICUCHUH JO0 TOCIUTAIU3AIuU, a TaKKe pe3yJIbTaThl

na60paTopHI>1x U HHCTPYMCHTAJIbHBIX METO/I0B O6CJ'I€I[OBaHI/I$I.
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boun  mpoaHanu3upoBaHbl MEIUIIMHCKAs JOKYMEHTAIUsi U pe3yJbTaThl
HAOJIOICHUS 3a JIEThbMHU, paHEe TOCHUTAIM3UPOBAHHBIMU B Pa3UYHbIE MEIUIIMHCKHUE
YUPEKACHUS.

Taxxke ObUIM M3Yy4YEHBI JAHHBIE AKYLIEPCKOTO M TMHEKOJOTHYECKOro aHamMHe3a
MaTepeil, CeMEMHOro aHaMHe3a Ha HaJu4Hhe CepACYHO-COCYIUCTOM, SHAOKPHUHHOW M
TEHETUYECKON TMAaTOJIOTMH, OTSTOIMIEHHOTO HEBPOJIOTMYECKOr0 aHaMHe3a. AHanu3
CEMEHHOT0 aHAMHE3a YYUTHIBAJI HAJTUYKE OTATOLIEHHON cepIeUHOM MaToJI0TuH, KOTopas
OTlpefensiiach KaKk HaJIMYUe BPOXKICHHBIX W NPUOOPETEHHBIX IOPOKOB Cepa U
CHUHAPOMA BHE3AITHOM CMEPTH B MOJIOJIOM BO3PaCTe y POACTBEHHUKOB IIEPBOM U BTOPOU
JIMHUH POJICTBA.

OTArolIEHHBIM ~ MH(QEKIMOHHBIM  aHAMHE30M  CUUTAIM  MH(EKIUOHHbBIC
3a00JIeBaHUsl MaTepu BO BpeMsi OEpEeMEHHOCTH WM HMH(EKIMOHHBbIE 3a00JIEBaHUS y
pebeHKa B MEpUOJ HOBOPOXKAEHHOCTH JO TMOCTYIUIEHHS B KapJAUOXUPYpPTrUUYECKUN
CTallMOHAp, JICUCHUE aHTUOMOTUKAMM.

[Ipu cOope aHaMHE3a BBIACHSUIM XapakKTep NPEAIIECTBYIOUMX HH(EKIui,
UHQEKIUN JhIXaTeNbHBIX IyTeW, MHEBMOHHUM, KHUIICYHBIX WHQEKINUHd, HaIudue
JUXOPaJOYHBIX  COCTOSHHUM,  OpEAblAyIIUMEe  TFOCOUTAIM3ALMU  WIA  KypChl
aHTUOAKTEpPUATBHON TEpanuu.

OTArOLIEHHBIM HEBPOJIOTHYECKUM aHaMHE30M pebeHka CUMTAIIN
HEOJaronpusTHOE TEYEHHE NEePUHATAIBHOTO IEpHOoJa, BKIIOYas OLEHKY MO IIKaie
Amnrap 5 0anioB U MeHee 3a S5-I MUHYTE, UCIIOJIb30BaHUE OTIEpaIliid MO pOJ0PA3PEIICHUIO
(akylepckue UMbl U BaKyyMHas 3KCTpPaKLHs), CYyJOPOKHBII CHHIPOM B MEpUOJE
HOBOPOXJICHHOCTH.

Oo0nexTuBHOE ((u3mkampHOE) 00CIICIOBaHKUE MPOBOAMIOCH C HCIIOJIB30BAHUEM
OOIIETIPUHATHIX METOJIOB: OCMOTD, MaJIbIallus, IEPKYCCHsl, ay CKYJIbTaIlsl © MOHUTOPUHT

apTepUAIHLHOTO JaBJICHUS.
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2.2.1. UncTpyMeHTAIbHBbIE METOABI 00C/IeI0BAHUS

Onexmpokapouozpagus

Hust Bemonnenus OKIT ucnonbs3oBaiics anekTpokapauorpad Schiller Cardiovit
AT-102 plus (IlIBeiimapus) coryiacHO CTaHAAPTHOW METOAWKE, BKIOYAromienn 12
OTBEJCHMI: 3 CTAaHAAPTHBIX, 3 YCUIECHHBIX OT KOHEYHOCTEW 1 6 OJJTHOTIOJIIOCHBIX TPy AHBIX
oTBeleHus. Perucrpanns npoBoauIachk B COCTOSIHUU TMOKOS MPU CKOPOCTH JBH>KEHUS
aeHTsl 50 Mmm/c.

B xoxe anasmsa OKI' onpenensiucey cienyromuye napaMmerpsl: BOOUTENb PUTMA,
4acTOTa M PEeryJisipHOCTb CEPACYHOIO pHUTMA, BpeMs aTPUOBEHTPUKYJIIPHOTO
npoBefeHust (uHTepBasl PR), monokeHue »3JIEKTPUYECKOM OCH cepjilla, a TakkKe
Mopdosiorust ¥ npoAoLKUTEabHOCTh 3yOHoB P u QRS. Ocoboe BHMMaHME YyIEnsIoCh
U3YUYEHUIO NPHU3HAKOB IMEPErpy3KH OTIEIOB cepAaua, HapyweHusM putma (HPC) wu
IIPOBOJAMMOCTH, a TAK)KE UCCIEAOBAHNIO KOHEUYHOM YaCTH KEIyJOYKOBOIO KOMIUIEKCA U
cermeHta ST-T. M3MmeHneHnus mnponecca penoisipuzanuu, wuiad usMmeHeHuss ST-T,
BKJIIOYAJIM M3MEHEHUE aMIUIMTY[bl, CTIIaXKEHHOCTh WJIM MHBepcuio 3yOua T B Tpex u
0osee OTBEICHHUSX.

IIpn oneHKe 4acTOThl CEPAECUHBIX COKPAIIEHUN U MHTEPBAIBHBIX 3HaueHU JKI'
3a HOpMY IPUHUMAIINCh JAHHBIE, TIOJIYYEHHBIE B XOAE€ KIMHUKO-3MHUAEMUOJIOTHYECKOTO
uccienoBanus «OKI'-ckpuHuHr Jneteil u mnoapocTtkoB Poccuiickoit ®eneparumy.
AHanM3UPOBAIUCH NPU3HAKKU TUNEPTPOGUH MHOKapJa MPeacepAuil U KemyI04yKoB, a
Takke Hannuue skTonrndeckux HPC, Takux kKak cynpaBeHTPUKYISIPHAS U KEITyJOUKOBas
skcTpacucronus [18; 19].

Ixoxapouoepagpust

Jlis mpoBeneHus TPaHCTOPAKAIBHOIO 3XOKApAHOrpadUyYecKOro MCCIIEeIOBAHUS
(Ox0KT") ucnonb3oBanucs anmapatsl Philips Epig 7 u Philips Affiniti 70. UccnenoBanue
BBITIOJIHSJIOCH C IPUMEHEHHEM OJTHOMEPHOI'O U IBYXMEPHOI'O PEXUMOB BU3yaJM3allu B
COYETaHMH C JOTMJICPOBCKUM 3XOKapIUOTrpapuuecKuM peKUMOM (MMITYJICHO-BOJIHOBOM,

MOCTOSTHHO-BOJTHOBOM M IIBETHOM JIOTIJIEPOBCKUM KapTUPOBAHUE).



52

N3yuenue cTpyKTyp cepilia MpOBOAWIOCH U3 CTAHAAPTHBIX MO3UIUH, BKIIOYas
napacTepHalbHbIM, anuKadbHBIM, MOApeOepHBII W HaApeOepHBIA  JTOCTYIIHI.
OneHuBaNKCh CIAEAYIONUME TapaMeTpbl MOPQOIOTUYECKOT0 M (YHKIIMOHAIHLHOTO
COCTOSIHUSA cep/lia:

Koneunslil 1acToIMUECKUil pa3mMep JEBOTO Kelyjouka (MM) — MepeaHe3aIHUM
pa3Mep MOJIOCTH JIEBOTO JKeTyJ0UKa B (pa3e TuacToIbl;

KoHeuHbIil cUCTOMMYECKUH pa3Mep JIEBOrO KellyAouka (MM) — MepeaHe3a Hui
pa3Mep MOJIOCTH JIEBOTO JKeTyJ0UKa B (pa3e CUCTOIIbI,

[lepeanesaauuii pazmep JieBoro npeacepaus (Mm);

®dpakius BeIOpoca jgeBoro xenyaouka (%).

@pakius BEIOpOCa JIEBOTO JKEITYI0YKa TMPEACTABIsAECT COOON OTHOCUTEIHHBIN
MoKasaTesib HacCOCHOM (yHKIMU cepaua. st qeTeil HopMallbHbIM 3HAYeHUEM (PpaKIuu
BbIOpOCca cunrtaercs 6osee 60% [6; 36].

JIJIsl OIleHKH JTUHEHWHOW CKOPOCTH KPOBOTOKA, CTETICHH CTEHO3a W BBHISBICHUS
PErYPrUTHPYIONMUX IMOTOKOB, a TakKe HEAOCTATOYHOCTH KJIalaHOB, MPUMEHSIIUCH
JOTUICPOBCKHAE PEXUMBI  BuU3yanu3anud. OJHOMEpHBIE ¥ JBYMEPHBIC PEKHUMBI
UCIIOJIb30BAICh B COUYETAHWU C JOIJIepodXokapauorpadueit mns Oosee TOUHOM
JTUarHocTuku [36].

Ha ocHOBe MonMy4YeHHBIX MaHHBIX (POPMYIHPOBAJICS JAUATHO3, KOTOPBIN CITY KK
OCHOBOW Jis BbIOOpa TakTUKH JieueHus. B ciyuasx cnoxubeix BIIC, pesynbraTsl

OXO-KT" yrounsimuch nanubiMu MPT u anruorpadum.

2.2.2. JlabopaTopHbie METOAbI HCCJIEI0BAHUSA

OO0muMii KTMHUYECKUN aHAJIU3 KPOBU MOJyY€H HA F€eMAaTOJIOTMYE€CKOM aHAIN3aTope
Advia 21201 (Siemens, I'epmanusi). B KIMHMYECKOM aHalIM3€ KPOBHU OLIEHUBAJIMCH
KOJIMYECTBO JICHKOLMTOB M JieHKoIUTapHas (opMyJia, OTHOCUTEIbHOE U abCOIOTHOE

KOJIMYECTBO YHCJIO HeUTpopuiaoB u auMdouutoB. 3a pedepeHCHbIE MOoKa3aTesln
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cyononynauuii TuMQOUUTOB y JeTeld HCIOIb30BaHbl 3HAYEHUS, IPEICTABIICHHbBIE

F. Tosato et al. (2015) [157] (Tabuuua 2).

Tabnumna 2 — PedepeHcHble 3HaUeHUS CyONOMyNISIMNA JTUMQOIUTOB MEPUPEPUUECKOM
KPOBH y €Tl pasHbIX BospacTHeIx rpymm (Tosato F. et al., 2015) [157], nx10%m1, Me

(Q1-Q3)

BoszpacThble rpymnibl

0-3 mec. 3-12 mec. 1-2 roxa 2-6 ner 6-12 et 12-18 ner
Me 5740 5690 4685 3800 2500 2285
(Q1-Q3) (4054-7048) | (3320-7006) |(3873-6141) [(2340-5028) |(1662-3448) | (1340-3173)

AOGCONIIOTHYIO TUM(OIIEHUIO CUUTAIN €CITU CHUKEHHUE Yrcia JUMQOLIUTOB ObLIO
MEHEee HMKHUE TPAHUIIbI TUAa30Ha /I COOTBETCTBYIOIIETO BO3PACTOB.

B OuoxumuueckoM aHallu3e KPOBHU OINPEACISUINCh PYTHHHBIE TOKA3aTellu:
oenkoBble (pakiuu, ypoBeHb C-peaktuBHOTO Oenka (pedepentHbie 3HadeHUs 0-10

MI/7), albOYMHH, COJIEpKAHUE DJICKTPOJIUTOB, MOKA3aTeld LUTOIU3a — OUIUPYyOUH C

bpakuusmu, anaHuHamMuHOTpacdepasza, acmapraramuHoTpaHcdepasa. g oOueHKH
MapKEepOB  TOBPEXKICHUS  MUOKapaa  ucciegoBamu  TtponoHuH [,  KOK,
K®K-MB.

Hmmynonozuueckue uccieoosanus

KonnuecTBeHHast OlleHKAa KJIETOYHOTO M T'yMOPajJbHOTO MUMMYHHUTETA BIIEPBBIC B
OTeuecTBEHHOW mpakTthke s nered ¢ BIIC mpoBoaunack Ha OCHOBAaHMU HOBOTO
ckpunuara TREC/KREC. B npouecce co3peBanus T- u B-nmumdouutoB B TUMyce U
KOCTHOM MO3T€ MPOUCXOIUT (POPMUPOBAHUE KIETOYHBIX PEIENTOPOB MOCPEICTBOM
nepectpokn reHoB B uenu JHK ¢ menpro co3gaHusi yHUKQIBHOIO —Y4YacTKa,
PACIIO3HAIOLIETO YYKEPOJAHBIN areHT.

Bo Bpemsi kaxjoil Takoil peKOMOWHAIIMM W3 1M BBIPE3aeTCS HEOOIBIION
dbparmMeHT, o0pa3yronuil SKCIU3MOHHOE KOJIBLIO. DTH KOJIbla MOJYYHMJIA HAa3BaHUS:
TREC (T-cell Receptor Excision Circle) (anucomanbhas kombiieBas mojekyna JIHK,
oOpasyroiascs npu peapanxkupoBke reHoB T-kimerounoro perentopa) u KREC (Kappa-
deleting Recombination Excision Circle) (anucomanbhas kosbieBas mojiekyna JJHK,

oOpasyroiascs Mpu peapankKupoBKe TeHOB B-kieTounoro pernenropa).
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ITepen omepanueit Bcem aersm Obuto mpoBeneHo ompeaeneHue JJHK TREC u
KREC wmeromoM mnojJMMEpa3HOM LEMHOW pEaKUMd B PEXKUME PEAJTbHOIO BPEMEHU
JIOTIOJIHUTENHHO K OOBIYHBIM I€MaTOJIOTUYECKUM U OMOXMMUYECKUM aHaJIu3aM KpPOBH B
coorBerctBu ¢ 1Y 21.20.23-001-17608775-2017 nnga OLEHKH KJIETOYHOIO H
TyMOPAJIBHOTO UMMYHUTETA.

HccnenoBanue BKIIOYAIO TIOJNYYCHHE CTAHAAPTHBIX OOpPAa3IOB  IIJIA3MHU/IBI,
KanmuOpoBky u konumdecTBeHHbIM aHamu3 TREC, KREC wu ansOymuna. [ns
kommmuectBeHHoro ompenenenus JJHK TREC wucnonb3oBancss HabOp peareHTOB IS
nauarHoctuku in vitro «buT-tect» (Generium) B coorBercTBum ¢ TY 21.20.23-002-
17608775-2021. HopmaTuBHBIC TTOKa3aTeIN, UCIIOIb30BaHHBIC B MCCIICAOBAHUHU, ObLIH
pa3pabOTaHbl HAa OCHOBE IIMPOKOTO CIEKTpPa BO3PACTHBIX NETCKUX MOMYJSIUNA s

BHeJIpeHUs CkpuHUHTa B 2023 roy v npeACcTaBiIeHbI B TPUIIOKEHUSIX K HA00pY (TaOIHIIbI

3-4).

Ta6muua 3 — PeepencHsle 3HaueHUs, rpanrunbie 3HaueHus konuit TREC/KREC Ha 10°
KJICTOK B 3aBUCUMOCTH OT Bo3pacTa (1ienbHas kpoBb) (Tosato F. et al., 2015) [157]

TREC 0-1 roxg 1-6 ner 6-18 ner
Mun 200 80 30
KREC 0-1ron 1-6 ner 6-18 ner
Mun 250 100 40

Ta6muua 4 — I'pannunsie 3HaueHns konuii TREC/KREC Ha 10° KIIETOK B CyXHX MATHAX
KpoBH (CKpUHUHT HOBOpOXKaeHHBIX) (Tosato F. et al., 2015) [217]

TREC 450

KREC 250

Peructpanmonnoe ynoctoBepenue NeP3H2021/15873 ot 29.11.2021 pazpabdoTtano
B pe3yJIbTaTe MPOBEACHHBIX pabOT IO MPOBEPKE aHAIN3a U YCTAHOBIICHUIO 3TAJIOHHBIX
HOpM. PerucrpannonHoe ygoCcTOBEpEeHUE, B CBOIO OY€pe/lb, BHIJAHO HA MEAUIIMHCKOE

uzgenmne «Habop pearentoB mus  gumarHoctukum  invitro  “"buT-tect"»  mus
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kosmmuectBeHHOro onpeaenenus JJHK TREC u KREC metonom noiumepasHoi LHenHON

peakIu B pexxume peasibHoro Bpemenu o TY 21.20.23-002-17608775-2021.

2.3. CraTucTnyeckas o0padoTka JTaHHbBIX

[TepBoHauanbHBIA pa3Mep BBIOOPKH HE ObLT paccuuTaH. JIJIsl CTaTUCTHYECKOM
00pabOTKM JaHHBIX MCIOJB30BAIM MTPOTrPaMMHBIN TakeT «Statistica 8.0» (StatSoft Inc.,
CIIA). KomuyecTBeHHBIC TMOKa3aTeIM OILICHUBAJIUCh Ha TMPEIMET COOTBETCTBUS
HOPMaJILHOMY pacIpe/ielIeHUI0 ¢ UCToJib3oBaHueM Kputepus [lamupo-Yunka. Ananus
MOKa3aJl, YTO JTaHHBIE HE COOTBETCTBYIOT HOPMAJIBHOMY paclpeneicHuio. B cBs3u C
OTUM, JJI1 TOCICAYIOIUX PacueToB MNPHUMEHSJINCh METOAbl HemapaMeTPUUECKOM
cratucTuky. CpeHue 3HaYeHUS MPEACTABICHBI B BHJIC MEIUAHBI M MEKKBAPTHUIHHOTO
uaTepBaia (Me; Q1-Q3). [ns ompeneneHUs CTaTUCTUYCCKON 3HAYMMOCTH Pa3IAduil
KOJIMYECTBEHHBIX IOKa3aTejaeld MeXAy IpyIaMu Hcrnolib3oBanu U-kputepuii MaHHa-
Yutau. KadecTBeHHBIE IOKAa3aTeM OIHUCHIBAIUCH C IIOMOIIBIO aO0CONIOTHBIX U
OTHOCHTCNIBHBIX  YacTOT. B3auMOCBs3p  MEXIy  M3y4yaeMbIMH  MpHU3HAKaMU
aHATM3UPOBAIACH C HCIIOJB30BAHUEM TAOJIHUI] COMPSHKEHHOCTH 1 Kputepus ¥2 [Tupcona.
B ciygasix, korjia 4uciao oxugaeMbIX HaOMIOACHUN B JTI000H sSTUEHKe YeThIPEXIOJIbHOM
TabauIbl 0610 MeHee 10, MpUMEHSIICS TOYHBIN Kputepuid durepa s OLCHKH YPOBHS
3HAYMMOCTH Pa3IudHid. Pazmuuus cUMTaivMch CTAaTUCTHYECKH 3HAYUMBIMHU TIPH YPOBHE

p<0,05.
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IJIABA 3. PE3YJIbTATBI COGCTBEHHBIX UCCJIEJJOBAHUI

3.1. O6mas xapakTepuCcTUKA HAOIIOAABIINXCA AeTeil

3.1.1. KnuHnyeckasi XapaKTepUCTHKA 00C/1eI0BAHHBIX JeTei

[IpoBenen aHanM3 MEIUIMHCKUX JIOKYMEHTOB, JaHHBIX OOBEKTUBHOIO H
KOMILJIEKCHOTO  KJIIMHUKO-MHCTpyMeHTanbHoro obcnenoBanusa 200 pereit ¢ BIIC,
NOCTYIUBIIMUX B KapIUOXUPYPTrUUYECKUE OTACIICHUS Il HOBOPOXKJACHHBIX JETEH U ieTei
nepsoro roaa xuznu HMUIL CCX um. A.H. bakynesa B nepuon ¢ 2020 roga no 2022
roJ BKJIIOUMTENBHO. Bo3pacTt nmerei cocraBun or 3 gHed a0 12 mecsues, meauaHa
Bo3pacta — 23 mus (Q1-Q2: 9-134,5).

['eHaepHOE pa3myue JeTeit ObUTO CTaTHCTUYeCKH He3HaunMbIM (p=0,34951): 112
(56%) wmanpunku u 88 (44%) neBouek. B OOJBIIMHCTBE CiIy4aeB JCTH ObUIH
nonomeHHbIME (N=186; 93%), pexxe — HenonomenubMu (N=14; 7%). Y 126 (63%) nereit
BIIC Obu1M [uarHOCTUPOBAHBI NMPEHATAIbHO. B KpUTHYECKOM COCTOSIHUU, B TOM YHCIIE
Ha WH(Y3UH TPOCTOrNIAHAWHOB, ObLTH TocmHTaIM3upoBaHbl 56 (28%) mianeHiies
NPEeUMYIIECTBEHHO C aykryc-3aBucuMbiMu BIIC (n=41; 20,5%). JlykTyc-3aBUCHMEIC
BIIC Obumn mnpenctaBieHbl IMAHOTHYECKHMMHM TOpoKamMH M Kputudyeckorn KOA.
OcranpHple fA€TH ObUIM TOCHUTAIU3UPOBAHBI B IUIAHOBOM TMOpSAKE TMOCHE

NPeBAPUTEIILHOTO KOHCYJIBTUPOBAHUS CIICIIUATUCTAMU TIeHTpa (Tabmuma 5).

Tabnuna 5 — Knuandeckas xapakrepuctuka nanueHTor, N=200

[TapameTpsl n (%) p
Mapunku 112 (56%)

Hox JleBouku 88 (44%) 0,34951

. JloHOIIIeHHBIE 186 (93%)
I'ecraninoHHbIN BO3pacT TS ——— 14 (7%) <0,001
MOMEHT IOCTaHOBKHU [IpenaranapHO 126 (63%) 0.00209
JIMarHo3a [TocTHaTaapHO 74 (47%) '
CocrosiHue mpu Kpurnueckoe 56 (48,5%) <0.001
MOCTYIUICHUU Hekputnueckoe 144 (51,5%) '
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CocrosiHue feTeil o1leHMBaJIOCh HA OCHOBAHUM KOMILJIEKCHOTO JI0OTIEPAIIMOHHOTO
oOcye0BaHusl, KOTOPOE BKIIIOYAIO OOBEKTUBHOE HCCIIEIOBAHUE CEPIIEYHO-COCYAUCTON
cuctembl, JKI', 9XO-KI', B HEKOTOpPBIX CIOXKHBIX CIy4asX METOJbl aHTHOTpapuu u
MPT, a Takxe pyTUHHBIE T€MaTOJIOTHYECKUE U OMOXMMUYECKHE aHATU3bI KPOBH.

Bcem gnersm 10 omnepanuu TPOBOAWICS HWMMYHOJOTHUYECKUW CKPUHUHT C
onpenenennem JJHK TREC (T-cell Receptor Excision Circle) m KREC (Kappa-deleting
Recombination Excision Circle) — meTomom moaumepa3HoOH HEMHON peaKIMKi B PEKUME
peaNTbHOTO BPEMEHU ISl OTICHKU KOJMYECTBEHHBIX M ()yHKIIMOHATBHBIX XapaKTEPUCTHK
T- 1 B-KJIETOYHOrO UMMYyHUTETA.

[Ipy aHanmu3e NOPOBOJMUIIOCH CPAaBHEHHME C HOPMATHUBHBIMU IOKA3aTEIsIMH,
pa3pa0OTaHHBIMU TIPH HCCIEAOBAHMM IIUPOKOrO CIIEKTPA BO3PACTHBIX JETCKUX
MOMYJISIUI MPY MOJATOTOBKE K BHEAPEHUIO cKkpuHUHTa B 2023 roxy ais aereit ¢ BIIC B
Bo3pacte oT 3 nHeu no 12 mecsues. HopmanbHbIM ypOBHEM ISl HOBOPOXKIEHHBIX H
nereit 10 12 mecsues xku3au cuutaan | REC - 450 xomnmii/105 knerox, KREC - 250

korwuii/105 Ki1eTok (cpeHUui YpPOBEHb ).

3.1.2. 'eniepHas XapaKkTepUCTHKA MJIa/IeHIIEB C BPOKAE€HHBIMHU MOPOKAMH cepaLAa

HecmoTrpss Ha OTCYTCTBHE CTAaTUCTMYECKM 3HAYMMBIX pas3IMuMii, B HaIleM
UCCJIEeI0BAHUM Ha0MIoAanach TEHAEHUUS K Ooyiee BBICOKOM pacripoctpaHeHHoctu BIIC

Cpear HOBOPOXKACHHBIX MY)KCKOTO TI0J1a 10 CPaBHEHUIO ¢ )eHCKuM mosiom —112 (56%)

u 88 (44%) coorBercTBeHHO (p=0,34951) (pricyHOoK 4).
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56% (n=112)
44% (n=88) \'

= Manpuuk ® JleBOouKu

Pucynoxk 4 — I'ennepnas xapakrepuctuka aereit ¢ BIIC, n=200

D10 HaOIIOJCHUE COTJIAaCyeTCsl C COBPEMEHHBIMH HccienoBanusmu S.Y. Parvar
et.al (2023), kotopeie Ha ocHOBaHuUU oOcienoBaHusi 8145 HoBopoxaeHHbIX ¢ BIIC
yKa3bIBaJii Ha 60Jiee BhICOKYI0 yacToTy BIIC cpenn HOBOPOXKACHHBIX MY»KCKOTO 1014, C
COOTHOIIIEHUEM MAJIbYUKOB U AieBoYek 2,6. [Ipu 3TOM gaHHas TeHAeHIIUs OblIa 0COOEHHO

BhIpaKEHA B IpyImmax jaereil ¢ centaibHbiMu aedektamu 1 OATT [186].

3.2. Buabl Bpo:KJI€eHHBIX OPOKOB cep/aia

Ha ocHOBaHMM KOMIUIEKCHOTO O0OCJIE€IOBaHUSA Yy TpeX TMAlMEHTOB He
noarBepauianck nuarHo3sl BIIC u Oblna nuarHocTupoBaHa JApyTasl MaTOJOTHS
(HeoHaTaNbHAS BOJYAHKA C TIOJIHOW MOTMEPEeYHON OJI0Ka 0 MPOBOIAIINX MTyTEH cepua,
pabaomuoma, auBepTukya Kommepens (lusoria diverticulum) (pucynox 5). Dto
MOJITBEPKIAET CIOXKHOCTU U TIOPOH HETOCTATOUHYIO KBATHU(UKALIMIO CIIEIIMATTUCTOB MpU
nepBuuHor aquarHoctuke BIIC.

VY 6onprmHCTBA netei (N=123; 62,4%) Obutn quarnoctupoBansbl Osenubie BIIC, y

74 (37,5%) — pazmuunsie manotrueckue BIIC (p<0,001) (pucyHok 6).
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98.5%

0.5% 0.5% 0.5%
Ay Ay A

MNaumeHTsl C HeoHaTanbHaa Pabgomunoma AnsepTukyn

anarHosom BI1C BOJI4aAHKa C Kommepensa
nonHom (lusoria
nonepeyvyHom diverticulum)
610KazoM
NPOBOAALLNX

nyTen cepgua

Pucynox 5 — Pacnipenenenne nereit mo quarso3am, N=200

37.6%
n=74

62.4%
n=123

baennnie ® I{maHoTHYECKHE

Pucynok 6 — Buasr BIIC y rocniutanu3upoBaHHbIX jeTeit, N=197

DTO cormacyercs ¢ psAaoM 3apyOeKHBIX HCCIeIoBaHUN. Tak, B COBPEMEHHOM
uccienoBannu 8147 HOBOpOXKAEHHBIX, mpoBemennom S.Y. Parvar et.al (2023) [186],
Takke ObUI0 moaTBepxkaeHo, uto Onemusie BIIC BcTpewatorcss dame, uem
nuaHoTuueckue. ABTOpbl oOHapyxunu Onennele BIIC B 77,22% ciyyaeB, a
nuanotudyeckue BIIC — B 22,78%. KomiuiekcHoe oOcnenoBaHue ITO3BOJIMIIO TOYHO

yctaHoBuTh Mopdonoruueckue Buabl BIIC y 197 nereii (tabmuna 6).
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Tabmuma 6 — [uarno3sl manuenToB ¢ BIIC mocie kommiekcHOro oOclieoBaHUS B
CTaloHape

Komunyectso
Jnaruos
HAIICHTOB

Bboabmoi OAII 3 1,5%
Kputnueckuit cTeHO3 aOpThI 2 1%
KrnananHbll CTEHO3 JIETOYHOHN apTepuu 6 3%
JIMOKIT 27 13,7%
JIMXII + kiamanHblid CTEHO3 JIETOYHON apTepuu 6 3%
JIMXII MHOkKECTBEHHBIE 11 5,6%
JIMIIII (60mb1110i1) 5 2,5%
JIMOKII + JIMIIIT 19 9,6%
KOA + JIMXKII 7 3,6%
KOA + muoxectBennbiii JIMXKII 2 1%
KOA + OAIl 9 4,6%
KOA + JIMIIII 13 6,6%
JIMIIIT + kianaHHblil CTEHO3 JETOYHOU apTepuu 5 2,5%
ABK nonnas ¢hopma 5 2,5%
ABK + muHoxectBennbie JIMXKII 3 1,5%
ABK + obmiee npencepane + aHOMaIUs MOJIOKEHUS CepIia 1 0,5%
ABK + ob6miee npencepaue 1 0,5%
ABK + cTeHo03 1ero4Hoi aprepuu 2 1%
ToranbHBI aHOMAJIHS IPEHAXK JICTOYHBIX BEH 5 2,5%
YacTHuHBI aHOMAJIBHBINA APEHAXK JIETOYHBIX BEH 6 3%
OO0t apTepHalbHbIN CTBOJ 4 2%
Terpaga @amno 4 2%
Anxomanuu DOireiina 1 0,5%
ATpesus JIErOYHOM apTepuu 8 4,1%
ATpesus TpeXcTBOpYaTOro KilanaHa 6 3%
CHHIPOM T'HIIOIUIA3HH JIEBOTO JKENTYA0UYKa 6 3%
EnunctBennsiit xenygouek + KOA 3 1,5%
TMA 13 6,6%
TMA + 1BoITHOE OTXOK/JIEHUE COCYJIOB OT MPABOI0 KEITYJ0UKa 1 0,5%
TMA + cTeHO3 JIETOYHOH apTepuu 3 1,5%
JIBOIIHOE OTXOK/IEHHE COCYJIOB OT MPABAOI0 KEITYI0UKa 3 1,5%
JIBOMHOE OTXOKJEHUE COCYIOB OT IIPABAOI0 KEITYyI0UKa + KPUTHUECKUI 3 15%
CTEHO3 JISTOYHOH apTepuu ’
JIBoitHOE oTx0oXxacHHE cocynoB + KOA 3 1,5%

BCEI'O 197 100%

VY rocnuranusupoBaHHbiX gered ¢ OneanbiMu BIIC Hanbosnee yacThiMu ObLIH
JAMOKII n/umu nx komOuuanus ¢ JIMIIIT u KOA, a Takxke OAII 6oabiioro quameTpa u

kputnyeckas KOA (pucyHok 7).
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OOmwmii apTepuanbHbIi cTRO 4 (3,3%)
YacTHuHBINA aHOMAJIBHBIN APeHaX JETOYHbIX BeH I 6 (4,9%)
JMIIII + knananHbIid cTEHO3 JIErOYHOM apTepuy 5 (4,1%)
KOA + IMIIIT s 13 (10,6%)
KOA + OAIl = 9 (7,3%)
KOA + muoxectBennsie JIMXKIT == 2 (1,6%)
KOA + JIMXKIT w7 (5,7%)
JMOXKIT + AMIII  eessssssssss————— 19 (15,4%)
AMIII] s 5 (4,1%)
JAMXKII MHOKecTBeHHplc T 1] (8,9%)
JMOKII + knamanHBIH CTEHO3 JIETOUHOM apTepyy s 6 (4,9%)
AMXKI] e 25 (20,3%)
KitananHblii cTeHO3 E€rovHON apTepuy I 6 (4,9%)
Kputnyeckuii cteHo3 aopter ™ 2 (1,6%)
Bonbmioit OATT = 3 (2,4%)

Pucynok 7 — biiennupie BIIC y rocnutann3npoBaHHBIX MilajeHIeB, N=123

Uccnenosanus S.Y. Parvar et al. (2023) 6307 nauuentoB ¢ «oneaubpivu» BIIC
BbISIBWIIM HanOounblnyto 4dactoty JMIIII, koropsle coctaBunmu 65,9% (85 nwa 1000
HOBOpOXKIeHHbIX) [186]. Yamie Bcero aBTOpBI HAONIONANH BTOPUYHBIC JC(EKTHI,
ne(eKThI B BUAE OTKPBITOTO OBAJIBHOTO OKHA U HEOOJIBILIOTO Ae(EKTa MEKIIPEACEPTHON
neperoponaku. OAIl 3aHnMan BTOpoe MECTO IO PACIPOCTPAHEHHOCTH CPeIu OJIeTHBIX
BIIC (32,5% nabmoaenuii) u 15,4% cocraBmmm JIMXKII. KOA 3aanmana MUHUMaIbHOE
MecTo 1o yactore Berpeuaemoctu (7 Ha 1000 HOBOPOXKAEHHBIX) B KATETOPUM OJICTHBIX
BIIC [186]. HekoTopoe pa3nuuue ¢ HATUMHU JaHHBIMHU JIETKO OOBSICHUMO, TaK KaK Psi
BIIC, oOHapyKeHHBIX aBTOpaMH, KaK MPaBHIIO, HE TPEOOBAIN KapIAUOXUPYPTUUECKOTO
BMEILIATEIbCTBA B MIEPHOJIE HOBOPOKICHHOCTU U MEPBBIX MECALIEB )KU3HU, & HEKOTOPHIE
BIIC, sBmssch «MUHHMaJIbHBIMK», MOIJIM BOOOINE HE HYXIAThCS B JIaJIbHCHIITNX
KapJIMOXUPYPTrUYECKUX BMEIIATEIbCTBAX. Y 00CYy)IaeMO HAMH KaTErOPUHU MIIaJCHIICB
MOKA3aHUSIMHU K TOCTIMTAJIM3AINY CTAJIA PAaHHSS TsDKEJas cep/ieuHast HeJJOCTaTOYHOCTh U
KPUTUYECKHUE COCTOSIHUS.

B namem nccnenosannu u3 74 nereii ¢ manornyeckuMmu BI1C Hanbosee yacTeiMu
obumn TMA, kak B usosnupoBanHou ¢opme (17,6%), Tak ¥ B cOYETaHHH C APYTUMH
nopokami (5,5%). Atpesus serounoii aprepuu (10,8%) Obu1a BropeiM BIIC no yacroTe
BCTpeyaeMocTH. bbutn Takxke BoisiBieHBI TeTpaaa Pamio (5,4%) u apyrue cioxubie BIIC
co creHo3oM jerouHor aptepun (10,8%), arpesust TpexcrBopuaToro kiamnana (8,1%),
CHHIPOM THIIOIUIa3uK JieBoro skenyaouka (8,1%), monnas ¢dopma ABK (6,8%) B
codeTaHuu ¢ oMM npezacepauem (2,7%) u ap. (pucyHok 8).
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ToTanbHbI aHOMAJIBHBIN IPEHAXK JIETOYHBIX BEH

ABK + cTeno3 nérounoii aprepuu

ABK + o6miee npencepaue

ABK + o0mwii npencepave + aHoManusl MOJOXKEHUS cepia
ABK + Muo)xectBennbie JIMIXKII

ABK nonnas ¢popma

J10C + KOA

JOC ot mpaBoro kenynouka + KpUTUIECKUH CTEHO3 JTETOYHOM . .

JOC ot nmpaBoro xemynodka

TMA+ cTteHo3 1€rouHoi aprepuu

TMA + JOC ot npaBoro >einyouka
T™MA

EnuncTBenHbIi xenynouek + KOA
CHHApPOM THIOIIIA3UH JIEBOTO JKEITyI0uKa
Atpe3sus TpEXCTBOPYATOro KilanaHa
Atpe3sust 1€rouHoi aprepun

Anomanus D01TeiHa

Terpana ®anino

I 5 (6,8%)

2 (2,7%)

1 (1,4%)

1 (1,4%)

I 5 (6,8%)
I 6 (8,1%)
I 3 (4,1%)

— 3 (4,1%)

I 3 (4,1%)

I 3 (4,1%)

. 1 (1,4%)
I 13 (17,6%)
—— 3 (4,1%)
I 6 (8,1%)
I 6 (8,1%)
I 8 (10,8%)
1 (1,4%)

e 4 (5,4%)

Pucynoxk 8 — [{luanotuueckue BIIC y rocnutanu3upoBaHHBIX MIIaJICHIIEB, N=/4
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B uccnenosanuu, mposeaennom A. Kumar u K. Bhargava (2017) ) [148], y 158

nereii B Bo3pacte oT 0 10 6 JIeT Ha OCHOBAaHWHU KJIMHUYECKOT0 o0ciaeaoBanus u DX O-KI'
ObuTM quarHoctupoBaHbl uaHotudyeckue BIIC. B duciie 00cienoBaHHBIX MAIlUEHTOB
obu10 100 ManbuukamMu M 58 EeBOYEK, TO €CTh TaK K€, KaK U B HAllleM HUCCIIEOBaHUH,
npeo0iaganyd MIIAISHIBI MYKCKOTO moja. Terpama danno um ero BapuaHThl OBLIN
Haubonee pacnpoctpaneHHsiM THIOM BIIC, mons kotoporo cocraBmsuia 40,5% cpenu
Bcex nuaHotuuHbix BIIC. IMoanas TMA Obuia ciieayromie mo pacrnpocTpaHESHHOCTH
cpeau nuanotudeckux BIIC ¢ pacnpoctpanenHoctsio 11,4%.

Taxke B padore A. Kumar u K. Bhargava (2017) ) [148] Oblin BBISBICHBI TaKUe
nuranotnueckue BIIC, kak ABOMHOE OTX0XKIEHUE MAaruCTPalbHBIX COCYJOB OT MPABOIO
xenynouka (10,1%), arpesuto TpexcTBopuaroro kiamaHa (8,9%), TOTaIbHBIM
aHOMAaJILHBIN ApeHaX JIETOYHBIX BeH (7,6%), € IMHCTBEHHBIN kely1ouek cepamna (6,3%),
atpesuto jerounou aptepun ¢ JIMXKII (5%), anomanuio D0mreiina (3,8%), oOuuit
aprepuasibHeii  cTBO (2,5%) u gpyrue BIIC, Takue kak oOmiee mpeacepaue,
M30JIMPOBAaHHAS ATPUOBEHTPUKYJIAPHAS. JUCKOPAAHTHOCTD U TSKEJIBIN CTEHO3 JIETOYHOM
apTepUU C OTKPHITHIM OBalIbHBIM oTBepcTHeM) [148]. B nccnenosanuu S.Y. Parvar et al.
(2023) naubomnee pacnpocrpaneHHbIME ITHaHOTHUYEeCKUMU BIIC 6puin TMA u TeTpana
damno [186].

Maroe urciio marueHToB ¢ TeTpaaoit danso B Halel ucciaeoBaHUU OOBICHSIETCS
TEM, 4TO BO3PaCT rOCIUTATIM3UPOBAHHBIX MJIAJICHIIEB B OOJIBIIMHCTBE CTy4aeB COCTABUI
1-2 mecsma. [Ipu Tetpane @anio B TaKUX CIydasix MOKa3aHUS K KapAUOXUPYPTHUECKOMY
JICYEHUIO OTPAHUYEHBI KPUTUYECKUM CTEHO30M BBIBOJHOTO OT/IEJa MPABOTO KEITYyI0YKa
CepAlla WM BBIPAXXCHHOM THUIOIUIA3MENM CTBOJIA W BETBEH JIETOYHOM apTEpUMU.
B OonpimHCTBE  ciiydaeB TOCHUTAIIM3UPOBAHHBIC B CTAllMOHAP I[IMAHOTHYECKHE
MalUEeHThl MOCTYMald B KPUTUYECKOM COCTOSIHUM TPU JAPYTUX IIUAHOTUYECKHUX

KOHOTpYyHKaJIbHBIX BIIC.
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3.2.1. Buibl KOHOTPYHKAJbHBIX BPOKAE€HHBIX MOPOKOB cep/ana

B GonpmmHCcTBE ciydyaeB cTpykTypy umaHotudeckux BIIC cocraBuim mopoku
koHOoTpyHKyca — 21,3% (n=42) ot umcna Bcex BIIC (n=197) u 56,8% ot uyucna
mumanotrueckux BIIC (n=74). Kownorpynkansabie BIIC mnpencraBieHsl Tpymimoi
CTPYKTYPHBIX BPOKIEHHBIX aHOMAJMil BBIBOJHOTO TpaKTa CepJLUa U COCYIOB,
OCYIIECTBISIOIIMX OTTOK KpOBM M3 cepauna B OOJNbIIOW M Malbli  Kpyru
kpoBooOpamiernsi. Takue BIIC sBISIFOTCS OCHOBHOW TMPUYWHON CHUMITOMHBIX
OUAHOTUYHBIX  3a0oneBaHuMii cepaua. B HameM  uccienoBaHuM — HamOolsee
pacrpocTpaHEeHHBIMH TUIIAMU KOHOTPYHKAJIBHBIX MOPOKOB cepana Obutn TMA (31%),
pa3iinyHble BapHaHTbl U KOMOWHALIMM JBOWHOIO OTXOXKIEHUS COCYIOB OT IPaBOTo

xenynouka (16,7%) u arpesus serounoit aprepun (19%) (pucynox 9).

JIOC +KOA N 3 (7,1%)

JOC ot npaBoro xenyaouka + KpUTHIECKHMA I 3 (7,1%)
CTEHO3 JIEFOYHOU apTepuu '

J10C ot npaBoro xenynouka [ 3 (7,1%)
TMA + creno3 nérounoi aprepur [N 3 (7,1%)
TMC + 1OC ot npasoro xenynouxa Wl 1 (2,4%)
TMA —— 13 (319%)
Atrpesus nérounoii aprepun NG 8 (19%)
Terpaga ®amro NN 4 (9,5%)

O6mwwuit aprepuansHeiii cteon [N 4 (9,5%)

Pucynox 9 — Bunpr konorpynkansubix BIIC, n=42

Hamm naHHble O pacmpoCcTaHEHHOCTH KOHOTpYKTalbHbIX BIIC Heckobko
nepekiankaroTces ¢ pesynbratamu pabotel A. Keles et al. (2022), B kotopoii B xoje

npeHaTaibHOTO cKpuHuHTra paznuunbie BIIC mmoma Obuin amarHoctupoBansl y 396
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oepemennbix [63]. KoHoTpyHKaIbHBIE aHOMAIHMHK Cep/iia ObUTH BhIsiBIIeHBI y 102 (25,8%)
wio070B. Y 33 (33,3%) nanuenToB Obuta quarHoctupoBana terpaga damio, y 30 (30,3%)
— JIBOMHOE OTXOXKICHHE COCYJIOB OT MpaBoro xeiymodka, y 16 (16,2%) — OAIL y 16

(16,2%) — TMA, y 4 (4%) — nepepbIB JayTru aOpThI THMA B.

3.2.2. CungpoMalibHble (h)OpPMBbI BPOAKAEHHBIX MIOPOKOB CepaIa

Cunapomaibhbie Gopmbl BIIC 6butn auarnoctupoBanbl y 10 meteit (5,1%) u3
Bcex BIIC (n=197), B Tom uucine cunapom layna — B 5 (50%) cayuasx (B 1 ciydae B
couetannu ¢ MHokecTBeHHbIMH BIIP), curnpom Jn xopmxu — B 3 (30%) ciyuasx,
cuapoM Bumbsmca — B 1 (10%) wnaOmomenwun. Y 1 (10%) pebenka BIIC

JTMAarHOCTUPOBAH B COCTaBe (PETATBLHOTO AJIKOTOJILHOTO cuHIpoMa (pucyHok 10).

10% (n=1)

o (n:A

30% (n=3)

50% (n=5)

= Cunapom Jlayna = Cunapom Ju Jxopmxu

= Cunapom Buissimca @eTaNbHbIA aJTKOTOJIBHBINA CUHAPOM

Pucynok 10 — Cunapomansnsie popmsl BIIC, n=10

VY neteii ¢ reHeTUYECKUMU CUHApOMaMH HanboJiee 4acTo OTMEYAIUCh IMHUYHbIE
u MHOkecTBeHHbIe JIMOKII. I1pu cunapome [layna B 40% cirydyaeB Habr01amach MogHAas

dopma ABK (pucynok 11).
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MsuosxecTBeHHEIE Te¢EKTE
MEMCKEIYI0UKOBOH neperopoakn (n=1)

kaHaz1 (n=2)

Cungponm Jlaysa
(n=5)
HedexTr MexknpencepIHOH IeperopoaKy +
OTKpPHITHIH apTepHAIBHELH NpoToK (n=1)
TI'unonnasua nérovunoif apTepuu + TeTpaia
Samre (n=1)
Curapom Iu xopmxn Jedexrt Memxeny10uKkoBoil NeperopoIky
(n=3) v (n=3)
Curapom Buaeamca KoMmOHHEpOBAHHEIH cTeHO3 IEroYHol apTepHH
(n=1) » (DOMKTANAHHENH, KTANAHHBIH, HAIIANAHHEIH)
(n=1)
DeTansHBIH ATKOT OIBHEBIH MuoszecTBeHHBIE AeeKTH
cuHApoM (n=1) > MEHCKE Iy JOUKOBoH neperopoaxu (n=1)

Pucynok 11 — Buner BIIC y getelt ¢ reHeTHYECKMMU CHHIPOMAaMHU

B uccnenoanun JI.A. Yepemoxuna (2022) Tak e Obuta 0OHapyKeHa JOCTATOYHO
BBICOKAsl paCpPOCTPAaHEHHOCTh cuHApoMa J(u Jxopmaxku, a B CBepasoBCKOM 001acTH 3Ta
aHOMajMsl HaOmomanzach ¢ yactorod g0 1 Ha 9895 HoBopoxaeHuwsix [35]. B
uccinenoBannu A. Meberg et al. (2007) [164] u3 662 BIIC B 146 (22%) citydasix ©UMEITUChH
COMYTCTBYIOIIUE TOPOKHU, U3 HUX 52 (36%) nereil uMmenu XpOMOCOMHBIC aHOMAaJUU
(MCKITIOUHUTENbHBIC MHUKPOJICIICLIHH ), 26 (18%) — T€HETUYECKUE
cunapombl/mukpoaenenuu, 1 (0,7%) — teparorennbii cunapom u 67 (46%) —
AKCTpaKapAUuaIbHBIC TTOPOKH PA3BUTHS.

Pacnpoctpanennocts BIIC ¢ conyTcrByrommmu anomausimu B 1994-2005 rogax
3HAYUTEJIBHO BbIlIE, 4eM B 1982-1993 rogax, B OCHOBHOM 3a CYET YBEIMYEHUS YUCIIa
xpomocomubix Tpucomuii (0,5 mporus 1,1 ma 1000; p=0,026), 9TO CBSA3BIBAIOT C

YBCIIMYCHUCM BO3PACTa POKAIOMINX KCHIIIUH.
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B nameii Beioopke nanueHnToB ¢ BIIC orcyrcTBoBanu cunapom TepHepa, CHHIPOM
Hynana, cunapom KaOyku u3 13 BUIOB FeHETUYECKUX aHOMAJIMK YaCTO COYETAIOUTUXCS
¢ BIIC, o kotopbix ynmomuHarot padotsl D.J. Radford (1988) (1988) [208], A. Meberg et
al. (2007) [164], M.E. Pierpont et al. (2007) [104]. MuoxectBenubie BIIP ObLin
oOHapyXeHbl y 4 neTeil, B TOM YHUCJI€ SHTEPOTCHHAs KHUCTa OPIOIIHOM MOJIOCTH C
BHYTPUYTPOOHBIM TIEPEKPYTOM, BpOXKACHHAS TUIMOIIIA3Usl MBIIIIbI, OIYCKaIOIIEH
MpaBblii yroJi pra, IByCTOPOHHUH ypeTreporuaponedpos 2-3 ctaauu, BpOxKACHHBIN TOPOK
pPa3BUTHS MO3ra B BUJE areéHE3MH MO30JIMCTOrO TeJa, PAcIIeIMHa TBEPAOrO0 U MATKOrO

HeOa (Tabymia 7).

Tabmnuma 7 — Muoxecrsenusie BITP

Bupg BIIC Oxcrpakapanainbueie BITP
Situs viscerus Inversus, HeonpeaeneHHO DHTEeporeHHast KUCTa OPIOIIHOM MOJIOCTH
chopMHUpOBaHHOE JIEBOPACIIOIIOKEHHOE CePILie, OOLUIMH | ¢ BHYTPUYTPOOHBIM MEPEKPYTOM,
OTKPBITBI aTPUOBEHTPHUKYJISIPHBINA KaHAJ, SANHOES BPOJKJICHHASI THITOTLIA3Hsl MBIIIIIBI,
npeJcepaue, eANHCTBEHHBIN MPaBblil KeTy1049eK C OITyCKArOIIeH MPaBbIil yroj pra

OJIHUM OOIINM aTPUOBEHTPUKYJIAPHBIM KianaHoM, JJOC
OT MPABOI'0 KEIYI0UKa C MAJIbIIO3ULIUEN
MarucCTpaJIbHbIX apTEPUI

Hedext JIMIXKII, JIMIIII, OAII, TpeXKOMIOHEHTHBIN BPIIP M0o4€eBBIBOAAILEH CUCTEMBI

MUTpPaAIBHBIN KJIanaH (IBycTOpOHHMM ypeTeporuapoHedpos 2-

3 cragun), Cungpom Jlayna
MmuosxectBennbie [IMXKII, moaknanaHHbiii CTEHO3 BIIP Mo3ra: arene3ust MO30JUCTOTO
MHUTPAJIBHOTO KJIallaHa TeJa.

JAMOKTI, AMIIII, OAII, runomuia3us nepemieiika aoptel | Paciiennna TBEpIoro u MArkoro Heba,
ry0Obl IPaBOCTOPOHHEE

3.3. Kapanoxupyprudeckoe JjieueHue (BHIbI KOPPEKIIHH)

VY 13 (6,6%) neteii ¢ BIIC noka3aHust K KapJHOXUPYPTUICCKOMY BMEIIATEIBCTBY
HE TOATBEPIMINCh, TaK KaK HMMEJIH MECTO MpocThie «MuHUMaibHbIey BIIC 06e3

HapyIICHUH reMOMHAMUKY (Tabuiia 8).
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Tabmuma 8 — «Munumanessie» BIIC, He Hyxparomuyecss B KapJIUOXUPYPrUYECKOU
Koppekuuu, N=13

Bunsl nedexron Konmnuectso
e MaIlEHTOB
He6ounpmon mermeunstii JIMXKII (4 mm) + Hebonbmue JIMIII 3 (23,1%)

He6onpmoit JIMXKII + HeOobII0# cTeHO03 JIErOuHOoN apTepuu (TpaJueHT He boee 2 (15,4%)
20 MM pT.CT)

He6onpmon IMXII + ymepernas KOA (rpanguent e 6osiee 30 MM pT.CT) 1 (7,7%)
Ywmepennas KOA w/unu runoniasusi nepenieiika aopThl 3(23,1%)
ABK HenonHas ¢popma + cTeHo3 erounas aprepus (rpagueHt He 6omee 30 Mm 1 (7,7%)
pT.CT)

HeOGoupmiol cteHo3 erounoi aprepus (rpagueHt He 6osee 20 MM pPT.CT) 2 (15,4%)
He6onpmmoit OAII (3 mm) 1 (7,7%)

BCEI'O | 13 (100%)

[Tokazanus k omneparusaM ObuTM ycTaHOBICHBI y 184 mereit (93,4%). Paznmuunbie
BUJBI KapAMOXUPYPTHYECKUX OIepanuid, Takue Kak paaukaiabHbie (74,5%),

naymmaTuBHble  (15,2%), remomuHamuueckue (6%) w snmoBackyssipueie  (4,3%)

(pucynok 12).
PapukanpHas
KOpPEeKIUS
137 (74,5%)
[MannuatuBHBIC
onepanuu
" 28 (15,2%)
OKCTpEeHHBIE I'emoauHaMHuYecKas
SHJIOBACKYIISIPHBIC KOPPEKIIHS
BMEIIIATEILCTBA 11 (6%)
8 (4,3%)

Pucynox 12 — Bunsl kapauoxupypruueckoro geuenus aereii ¢ BIIC,
n=184

B 137 (74,5%) cayuasx ocCyIlIecTBIsUIACh paguKajibHas KOPPEKIHS, YTO
JIOCTOBEPHO TPEBBIMIANIO Ipyrue Buabl BMemareabcts (p<0,001).
Onepanuu 3aKI0YaluCh B Pa3IMYHBIX METOJAX BOCCTAHOBJIEHUS HOPMaJIbHOW

aHATOMUU Cep/illa: IUIACTHKA CeNnTalbHBIX AedekToB, pezekius KOA ¢ anactoMo3om
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«KOHEeI] B KOHEI», IJIacTUKa Je(eKTOB M KIAMAHOB MPU aTPUOBEHTPUKYISPHOU
KOMMYHUKAIINK, paJuKanbHas Koppekuus Terpanst damio, onepanus apTepuagbHOTO

nepekatoueHus mpu TMA (tabmuma 9).

Ta6nuna 9 — Buasl pagukansHoit koppekiuu BIIC, n=137

Bunasr BIIC XapakTepucThKa ornepanuii

JAMXKITI, n=27 [Tnactuka JAMXII

MmuoxecrBennbie JIMKII, n=11 [Lmactuka maoxectBeHHbIX JIMIKII

JIMOXKITI + JIMIIII, n=33 [Tnactuka JAMXII, nnactuka JMIIII

OOMmMit OTKPBITHINA Koppekiiust OTKphITOro 00111ero aHTPUOBEHTPUKYJISIPHOTO

aTPUOBEHTPUKYJIAPHBIN KaHal, KaHaJIa OJJHOW KCEHOINEpUKapANaJbHOM 3aIlJIaTON € IIJIaCTUKON

n=12 MPaBOTO KOMITOHEHTa OOIIEro KiiaraHa v J€BOT0 KOMIIOHEHTa
00I111ero KiamnaHa

KOA, n=31 Pezexina KOA ¢ HanokeHHEeM aHaCTOMO3a «KOHEI-B-KOHEIDY

Terpana ®ammo, n=4 PanukanbHas koppekuus Terpaasl Gaisio ¢ miacTukoi
BBIBOJHOT'O OTJI€JIa MPABOT0 KEITYyI0UKa, CTBOJIA U JICBOM
BETBU JIETOYHOW apTepUM KCEHONEPUKAPAUaIbHON 3amI1aToi

D-tpancnioszunust MmaructpainbHbeix | Onepamus apTepruaibHOTO IEPEKITIOYCHUS

aprepuii, n=17

Kputnuueckuii cteHo3 kinanaHa OTKpbITasi KOMUCCYPOTOMUS a0PTAJILHOTO KJIalaHa

aopThl, N=2

VY 28 (15,2%) neteit ObUTH BBITOJHEHBI MAJUTMATHBHBIC ONECPALIMH, HAITPABICHHBIC
Ha OOJICTYCHHE CHUMIITOMOB, YMCHBIICHHE THUIIOKCEMHUH W/WIU  CEpPACUYHOMN
HEJI0OCTAaTOYHOCTH W YIyUIICHUE KaueCTBa JKU3HU: aHACTOMO3BI 110 biienoky, mportemypbl

Mromnepa (tabmaura 10).

Tabnuna 10 — Buas! nanmuatuBHbIX onepanuid npu BIIC, n=28

Bunet BIIC XapakTepucTuka ornepanuu
Terpaga @anno, KOMOMHUPOBAHHBINM CTEHO3 AnactoMo3sl 1o brienoky. PeBu3us u 3amena
JIETOYHOU apTepHH, TUIOIIIA3Us CUCTEMBI MOAUGHUIIIPOBAHHOTO TIOIKIFOYHYHO-JIETOYHOTO
JeroyHou aprepun, N=11 aHactoMo3a 1o buenoky
CuHIpOM T'HNOIUIa31U JIEBOTO CEp/LIa: Onepanust Mrosiepa, pa3iesibHOE CyKMBaHHE
TUIIOIJIA3HSA JIEBOTO JKEIIY0UKa, CTEHO3 U JIETOYHOW apTepHUH, CTEHTUPOBAHUE OTKPBITOTO
TUTIOIJIA3Usl MUTPAJIBHOTO KJIalaHa, aTpe3ust apTepUaIbHOIO MPOTOKA, TPAHCIIOMUHAIbHAS
AOpTAJILHOTO KJamnaHa, N=6 OaJUIOHHAs aTPUOCENTOCTOMUS
Muoxecrsennsie IMIKIT, n=11 Onepanus MIOJ}HCpa, HaJIOXXCHHUE MaH)XEThI Ha

CTBOJI JIETOYHOW apTEPUH
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VY 11 (6%) narueHToB TpeOOBAIOCH MPOBEJICHHUE 3TAITHOM ONEpaIMK B paMKax
reéMOJIMHAMUYECKOW KOPPEKIMU TIOPOKOB CepJlia: OIEepalyu JBYHAIPaBJICHHOTO

aHactomo3a [ iena, omeparuu Hopeyna u @onTena (tadbmuma 11).

Ta6muna 11 — Buasl oneparuii mo remoanHaMuueckoit koppekiuu rpu BIIC, n=11

Bunsi BIIC XapakTepucTuKa onepauun
CHHIpOM TUIIOIUIA3UH JIEBBIX OTIENIOB Cep/la, Onepauuu HopByna
OALII, naBa MEXIIpeacepAHBIX coo0IeHus, N=9
CuHIpOM TUIIOIUIA3HH JIEBBIX OTAENOB cepana, N=1 | Onepanuu 1ByHaNpaBIeHHOTO0 aHACTOMO3a
I'nena

ATpesnst TpeXCTBOPUYATOro KJIAIaHa, Onepanusa PoHteHa
n=1

B 8 (4,3%) ciyuasx mpu KpUTHYECKUX CTEHO3aX KJIAIIAHOB JICTOYHOM apTepUH WK

A0PTHI MOTPEOOBAIKCH SKCTPEHHBIC SHAOBACKYJIIPHBIC BMeIIaTeIbCTBa (Tabuma 12).

Tabnuna 12 - Buasl 5KCTpeHHBIX SHAOBACKYJISIPHBIX BMEIIATENBCTB, N=8

Bunet BIIC XapakTepucTuka onepauun

Kputnueckuii cteHo3 kinanana aoptsl, N=2 | TpaHciaroMuHangbHas OaJUIOHHAS BalbBYJIOIUIACTHKA

KJIAIIAHHOT'O CTE€HO03a a0PThI

KpuTtnueckuii cTeHO3 K1araHa JErO4HOM TpancmoMuHanpHas OaJIOHHAs BaJbBYJIOIIACTUKA
aptepuu, N=6 KJIAIIAHHOT'O CTEHO3a JIETOYHOH apTepuu

Takum o6pa3oM, BbIOOp ONTUMAJIBLHOTO XHUPYPTHUYECKOIO BMEIIATENbCTBA B
rpynne wu3 184 mnamuentoB c¢ BIIC Obln mpeacTaBieH HIMPOKHM — CIIEKTPOM
KapAMOXUPYPrUUYeCKUX  MpOUEAYp B  COOTBETCTBUM C  MOP(OJOTHYECKUMU
XapaKTEepUCTUKAMH, KIMHAYECKOM KapTUHOW, TSKECThIO MOPOKA, SKCTPEHHOCTHIO
BMeMATeNbCTB. OTKPBITBIE ONEPALMH MPOBOAWINCH B YCIOBHUSX HCKYCCTBEHHOIO

KpOBOOOpAIIICHHUS.

3akioueHune nmo od1eil XxapakTepucTuKe 00JIbHBIX
Takum 006pa3oM, noaHbIM ananu3 Beioopku 200 muaaenes ¢ BIIC, BkiIrOueHHBIX
B Hallleé UCCJEIOBaHME, MOKa3al TEHJICHLUUIO K 0oJiee BBICOKON pacnpOCTpaHEHHOCTU
BIIC cpenu HOBOPOXKIEHHBIX MY»CKOTO T10JIa 110 CPAaBHEHUIO ¢ AKEHCKUM — 112 (56%) u

88 (44%) COOTBETCTBEHHO, XOTS PA3JIMYUS HE JOCTUIIM CTATHUCTUYECKOW 3HAUMMOCTHU
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(p=0,34951). B 56 (28%) Hab.aroaeHMIA 1€TH HAXOAMINCH B KPUTHYECKOM COCTOSTHUH TIPH
NOCTYIUICHUM B  Kapauoxupypruueckyro kimmauky, 10 (5,1%) npencraBisiu

cuHIpoMabHbIe hopmbl U 42 (21,3%) mopoKu KOHOTPYHKYCA.
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I')TABA 4. PE3YJIBTATBI JOOIIEPAIIMOHHOI'O

NMMMYHOJIOTHYECKOI'O CKPUHHUHI'A 1 UX ITPOTHOCTHYECKOE
3HAYEHME B PA3BUTHUU ITOCJIEONEPAIIMOHHBIX OCJIOJKHEHUI

4.1. Pe3yabTaThl HMMYHOJIOTHY€ECKOT0 CKPMHHHTIA

ITo pesynbraram poomnepanuronHoro ckpunuHra TREC u KREC nns ouenku
KOJIMYECTBEHHBIX U (DYHKITMOHAIBHBIX XapakTePUCTUK T- 1 B- KI1€TOYHOTO MMMYHHUTETA
cpenaue 3HaueHuss TREC B mepudepudeckoit kpou coctasmwiu 1010 (Q1-Q3: 3445-
1690), cpennue 3naueHuss KREC B mepudepuueckoit kpou coctaBmm 1360 (Q1-Q3:
781-2480).

VY 153 (76,5%) nereii ypoBenb TREC 0bu1 HOpManbHbIM. Y 45 (22,5%) nereii ObL10
BbIsiBIIeHO cHIKeHue ypoBHA TREC, ay 2 (1%) nanmenToB 0b110 00HAPYKEHO CHIYKEHHE

TREC u KREC (pucysnox 13).

TREC B HOp™ME
153 (76,5%)

—

Camxenne TREC/KREC

Camxenne TREC
45 (22,5%)

Pucynok 13 — Pe3ysibTaThl IMMYHOJIOTHYECKOTO CKPUHUHTA TIPH MTOCTYIUICHUN
B KapIMOXUpyprudeckuii craimonap, N=200

Menuana 3nauenuii TREC B nepudepudeckoit kposu y 47 (23,5%) nereil ¢
MOJIOKUTENbHBIMU pe3yJbTaTaMu CKpuHHHIa coctaBwin 352 (Q1-Q3: 183-410), uro

OblI0 cratucThyecku 3Haunmmo Hmwke (p=0,001), wem y gereil ¢ HOpPMaJIbHBIMH

nokazaressimu — 1310 (Q1-Q3: 904-1985).
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UccnegoBanusi uMMmyHoJsiorndeckux HapymieHuid npu BIIC HeMHOro4yuciieHHBI.
Opnako ckioHHocTh fered ¢ BIIC k mHbekmu, BO3MOXHO, MOXKET ObITh YaCTUYHO
oObsicHeHa nexammMm B ee ocHoBe WJIC, uyto ObUIO TMOKa3aHO B HCCIEIOBAHUU
D.J. Radford u Y.H. Thong (1988) [208], B xoTOpOoM ObLIa BBISBIICHA BHICOKAs 4acTOTa
NJIC y neteii c BIIC. Habmonas mmmpokuii ciekTp Ae(UIUTOB UMMYHOTTIOOYIMHOB (KaKk
IpU MOpPOKax C IMIYHTUPOBAHMEM KpPOBH, TaK W MPU CTEHOTHYECKUX IOPOKaAX) M
acconuanuio Mexxay HannuneM MJIC 1 CKIOHHOCTBIO K MH(EKIIMOHHBIM 3200JIEBAaHUSIM
y HCCIEeNyeMOW TpyIMIbl JI€Te, aBTOPbl AKIICHTUPYIOT BHUMAHUE HAa BaXKHOCTH
BKJIFOUEHHUS U3MEPEHMI noIKinaccoB IgG B KOMILIEKC TMATHOCTUYECKUX MEPOIIPUITHI Y
nerent ¢ BIIC.

[To3xe, B uccnenoBannu D.J. Radford et al. (1990) [207] 6but0 ycTaHOBIIEHO, YTO
u3 66 nereit ¢ BIIC B 53% ciydaeB nedekThl TyMOPabHOTO 3B€HA XapaKTePU30BAIIMCH
nedururom moaknaccoB 1gG. BrisBieHHass aBTOpaMH Ba)KHas OCOOCHHOCTh B BHJC
OoJIbIIeH BRIPAXKEHHOCTH MATOJIOTUU UMMYHHUTETA ¢ HapylieHueM QyHKIUU T-KIeTOK U
U3MEHEHUsIMU ToAkiaccoB [gG y nMaHOTHMYECKHX JeTel € KOHOTPYHKaJIbHBIMU
aHOMAJIMSIMH, TaKUMU Kak Terpama daiuto, IBOMHOE OTXO0XKICHUE COCYO0B OT MPaBOro
xemynouka, TMA u o01mumii apTepuanbHblil CTBOJ, YYUTHIBAIACh HAMU MPU JaJIbHEUIIIEM
aHaJu3e, XOTA MaToJOTHs B-KIeTOYHOro MMyHHUTETa 10 CHUKEHUIO ypoBHA KREC B
Halel BHIOOPKE MalMeHTOB MPAKTUUECKU HE HAOJI01a1acCh.

Ucnons3zoBanne ckpunuara TREC u KREC B eauHuuHbIX 3apyOesKHBIX
UCCIIEIOBAHUSIX IOCTaTOYHO MpoTUBOpeunBhl. Tak, uccnenoanue M.C. Van Zelm et al.
(2011) [189] moarBepamno, yro Huskue ypoBHH TREC m KREC koppemupyioT c
MOBBIIEHHONM CMEPTHOCThIO y B3pocibiXx mnauueHToB ¢ BIIC, uyto mnoarBepkmaeT
WH(POPMATUBHOCTD U MPOTHOCTHYECKOE 3HAUCHUE ATUX MAPKEPOB JJIsi CKPUHHUHTA.

Uccnenosanue T. Jiang et al. (2016) moka3zano, uro Huzkue ypoBau TREC u KREC
KOPPEIUPYIOT ¢ MOBBIIEHHBIM pruckoM uHpeknui y aereit ¢ BITIC [140].

PerpocnextuBnbiii ananu3 K. Kennedy et al. (2020) cogepxxanus TREC B
MEIUIMHCKUX KapTax 441 HoBopoxaeHHbIX ¢ BIIC u comocTaBieHHHU C JTaHHBIMHU
HEOHATaJIbHOTO CKpuHUHra, Bujgamu BIIC, reHeTMdyeckuMu aMarHo3aMud W BUJAMHU

KapaAuOXUPYPIUICCKOIo BMCHIATCIILCTBA, TaK KC IMMOATBCPANII BBICOKYIO JOCTOBCPHOCTD
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pesyapTatoB TREC st CKpUHMHIa TEPBUYHOTO TSKEIOT0 KOMOMHUPOBAHHOIO
ummyHoaeduimra [238].

B uccnenoBannu B.T. Davey et al. (2019) [227] 6110 yCTaHOBIICHO, YTO B CPETHEM
ypoBedb TREC y nHoBopoxnennsix ¢ BIIC noctoBepHO HIKE, YeM B 0O1el TOMyJIsIUN
(180,1 xonmit/mkn potuB 312,5 kommit/mir; p<0,001). detn ¢ BIIC u nHbeKkmoHHBIM
BOCITaJICHHEM HUMen Oojiee Hu3kue Meamannble 3HadeHnss TREC, yem netm 6e3 BIIC
(143,0 konuii/mxn npotus 186,7 konuii/mkin; p<0,001). Coueranre HETOHOIIEHHOCTH U
Hu3Kkoro ypoBHs TREC npu BIIC 3HauMMoO yBEeIMYMBANIO 4aCTOTY FOCHUTAIA3ALUH 110
noBoay wuHpeknun (ROC-AUS = 0,89). OrpanumdyeHueM wuccieAoBaHUS OblIa €ro
peTpociiekTuBHOCTh. Pesynbratel uccienosanus B.T. Davey et al. (2019) noka3anu
BO3MOYKHOCTh HCIIOJIB30BaHUSI CKPUHHWHTA IS BBIIBICHUS HOBOpOXACHHBIX ¢ BIIC,
MOJIBEP>KEHHBIX HAWOOJBIIEMY PHUCKY 3apa)K€HUs, YTO OTKPBHIBACT MOTEHIIMAJIbHBIE
BO3MOXKHOCTH JIJISL KapIMOXUPYPTHYSCKOT0 BMeIIaTeabcTBa [227].

AHanu3 TOJMYyYEeHHBIX HAMHU PE3yJIbTaTOB IOKa3aj, YTO W3 YHCIa JeTeH Co
cHKeHHBIM cojiepskanueM TREC 6bu10 6osbiie nereii ¢ nnanoruueckumu BITC (n=29;
62%), yem paererd ¢ OnmeaHbIMu mopokamu (N=18; 38%), uro mocroBepHo (P<0,001)
OTJIMYAJIOCh OT PacHpeAesieHusl B TpyIIe JeTeld ¢ HopMalbHbIMU noka3zaTtesnsiMu TREC

(pucyHok 14).

Buaet BIIC y nereii co Bunst BIIC y nereii ¢
camwkeHHbIM TREC (n=47) HopmansHbIM TREC (n=150)

62% (n=29) 40% (n=49)

-

38% (n=18) 60% (n=101)

bnaennsie = [{lmaHOTHYECKHE = BiienHple IMuanoTnyeckue

Pucynok 14 — BIIC (n=197) y neteii co cHmkeHHbIM (n=47) u HopMaibHbIM (n=150)
ypoBaem TREC, p=0,00004
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B cBowo ouepenp, HmaNpbHEMIIWM aHAIW3 I[IOKa3aj, 4YTO CpEeaAu JETEeu C
nrnanotudeckuMu BIIC Ob110 3HauMMO Gosbiie aeteit (39%) co camxkennem TREC, yem

cpenu aeteit ¢ 6neaapiMu mopokamu (15%) (pucynox 15).

NMMyHOJTIOTHYECKUN CKPUHHHT Y NMMyHOJIOTUYECKUN CKPUHUHT Y
nereil ¢ nuanornyeckumu BIIC nereit ¢ onexusiMu BIIC (n=123)
(n=74)

85% (n=105)
61% (n=45)

Q. O

39% (n=29) 15% (n=18)

= Camwxkennbiiit TREC = TREC B HopMme = Cuwxkennbii TREC = TREC B HOpME

Pucynok 15 — IMMyHOJIOTHYECKU CKPUHHHT Y JeTel ¢ maHotndeckumu (N=74) u
oneaasiMu (N=123) BIIC (p<0,001)

Bunet BIIC y gereit co CHIKEHHBIMH W HOpMalibHbIMU ypoBHsiMH [REC

npeacTaBiieHbl B Tabnuie 13.

Tabmuma 13 — BcerpedaeMocTh HOPMaNbHOTO U CHIDKEHHOTO ypoBHS TREC
B 3aBucuMocTH oT Buaa BIIC, n (%)

Hopmanbnslii CHuKeHHbIN
[TapameTpsl p
YpOBEHBb YpPOBEHb

I{nanoruueckuii BIIC 101 (60%) 18 (38%) <0001

Bt BIIC baenusie BIIC 49 (40%) 29 (62%) ’
Konorpynkanbnsie BIIC 8 (19%) 34 (81%) 0.001

Hexonorpyskanbabie BIIC 142 (91,6%) 13 (8,4%) '
CocrosiHue TIpH Kputnueckoe 15 (9,8%) 41 (87,2%) 0.001

MOCTYTICHUN Hexputnyeckoe 138 (90,2%) 6 (12,8%) ’

Bunpt 6nenapix u mumanotnueckux BIIC y nmerelt co CHUKEHHBIMH ypPOBHSIMH
TREC npencrasiensl Ha pucyHke 16. B crpykrype unanotuunsix BIIC npeoGnananu

Takue nopoku, kak TMA (21,3%) u arpe3us nerounoit aprepuu (17%).



[Muanoruueckue BIIC, n=29 (61,7%)

JIOC + KOA

JOC ot mpaBoro xemynouka+.

JOC ot mpaBoro kenynoyka

TMA + cTeHo3 JIerouHOl apTepun

TMA + 10C ot npasoro..

TMA
ATpe3sus IEroyHoi apTepun

Enuncreennsiit xxenynouek + KOA

CHHIpOM TUIONIIa3HUH JIEBOTO. .

Atpe3sus TpEXCTBOPYATOro KilanaHa
Terpana Pamio

OO01uit apTepuanbHbIi CTBOJ

Pucynok 16 — [{uanoruueckue (N=29) u 6meansie (N=18) BIIC y neteii co camkennsiM TREC (n=47), p<0,001

I S (17%)
2 (4,3%)

B 1(2,1%)
m 1(2,1%)
m 1(2,1%)
. 1(21%)
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baenusie BIIC, n=18 (38,3%)

l 1(2,1%

(2,1%) O6umii aprepuansueii creon I 2 (4,3%)
Il 1 (2,1%) YacTHuHbIN aHOMAaJIBHBII

L[peHanc JICTOYHBIX BCH _ 3 (6’4%)
B 1(21%) KOA +/IMIIIT 1M 1 (2,1%)
0 KOA +

. 1(2,1%) MHOKCCTICHI 2 (4,3%)
B 1(2,1%) JIVDKIT + IMIIIT [ 2 (4,3%)
=10 (21,3%)) JMir 1 (2,1%)

JAIMXKII muoskectsennpie I 2 (4,3%)

JIMOKITI + KnaEIaHHLH‘/'I CTEHO3 ™1 (2,1% )
JIETOYHON apTepuu

JMXKIT 1 (2,1%)

Kimananssiii cTeHO3 IEroyHOM
o 1(2,1%)
apTepun

Kpurnueckuit crenos aoprer Ml 1 (2,1%)

Bousuoit OAII 1l 1 (2,1%)
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AHanu3upys MoJIydeHHbIE JTAHHBIE, CIIElyeT OTMETUTh, YTO POJIb TUIIOKCEMUU B
HapyIlIeHHH UMMyHuTeTa u3ydanack A. A. Kiani et al. (2021) [223], koTopbie BBIABUIH
ycuinenne akcnpeccun  ¢akropa HIF-1  (aumepHoro 06eiakoBOro KoMILIEKca,
BBITIOJIHAIONIETO MHOTO BaXKHBIX (DPYHKIIMHA B UMMYHHUTETE) MpPU CHUIXKEHUU YPOBHS
KHUCTIOpOJIa M TKaHEBOM THMOKcUU. [loydeHHble AaHHBIE BO MHOTOM OOBSCHSIOT
CHIDKCHHE PAa3JIMYHBIX MEXAaHM3MOB HMMYHHOH 3alllUThl, BBIPAKEHHOE B OOJbIIEH
crenenu npu nuaHotudeckux BIIC. Okcnpeccus HIF moxkeT ObITh BbI3BaHA Kak camMoi
TUIMOKCHEN, TaK ¥ JPYTUMH (paKTOpaMu, CBA3aHHBIMU C MaTtoornyeckuM crpeccoM. HIF-
1 sxcnpeccupyeTcss 1 0OHApPYKUBAETCA B MOMYJISIIUIX UIMMYHHBIX KJIETOK: Makpodaru,
HEUTPOMIIBI, NEHIPUTHBIE KIETKH, - U B-mumdountsl 1 uMMyHHBIE TUMGOHUIHBIC
knetku. Jkcnpeccust HIF-2 oOHapyxuBaercs B S3HAOTEIMAIBHBIX KIETKaX, HEKOTOPBIX
UMMYHHBIX KJI€TKaX U MHIYLHUPYETCS HUTOKMHAMM B OTBET Ha rumnokcuto. [lo Hamemy
MHEHHUIO, TOHMMaHUE MOJEKYJSApHBIX MexaHu3MoB skcnpeccun HIF B oTBer Ha
TUIIOKCHIO 00BACHAET MHOTUE HapylieHus: ummyHurera npu BIIC.

E. Krzywinska, C. Stockmann (2018) moka3and, YTO THIIOKCHS SIBISICTCS
OTJIMYUTEIBHON YEepPTOW OTEUHBIX, MHPUIUPOBAHHBIX WM MOBPEXKICHHBIX TKAaHEH, a
alanTanys K HeJIOCTaTOYHOM OKCUTCHAITUY TKaHeH perynupyercs ¢pakropamu HIF [147].
JlaHHBIE MOJEKYJbl SBISIOTCS KIIOYEBBIMH MEIMATOPAMM KJIETOYHOTO OTBETa Ha
TUIOKCUIO, HO OHH, KPOME TOro, MPOBOLMPYIOTCS TICUXOJOTUYECKUM CTPECCOM,
npolieccaMi BocHalieHus, OakTepuainbHOM MHGeKnuel u onkosoruei. Kpome toro,
mousiekysibl HIF sBAstOTCA 1LEHTpalbHBIMU PETryJIsTOPaMH MHOTHUX BpOXIECHHBIX U
aJlaliTUBHBIX WMMYHOJIOTMUECKUX (DYHKIMM, BKIIOYas MUTPALUIO, TMPE3CHTALUIO
AHTUTEHA, BHIPAOOTKY IIUTOKMHOB M aHTUMHUKPOOHBIX MENTHAOB, (harolmros3, a TaKKe
KJIETOYHOE METab0JIMYeCcKOe MepenporpaMMHpOBaHUE. XapaKTEpHOH OCOOEHHOCTBIO
UMMYHHBIX KJIETOK SIBJIIETCSI MX CHOCOOHOCTH MMPOHUKATh U ()YHKIITMOHUPOBATH B TKAHSX
C HM3KMM YPOBHEM IIMTATEJbHBIX BEIIECTB MW KucIopoaa. B wmcciaepoBaHuu
noauepkuBasiach posib HIF B pyHKIIMOHMpPOBaHNY KIIETOK BPOKJIEHHOTO U aJJallTUBHOTO
UMMYHUTETAa TpPU TUIOKCHUHM, C AaKLUEHTOM Ha MOIYJSLHUI0 HMMYHOMETaboJIu3Ma
TUIIOKCUEH.

Y. Chen u T. Gaber (2021) monarator, yro runokcust 1 HIF-oTBeT oka3miBaroT
pa3IMyHOE BIIMSHHE HA UMMYHHYIO aKTUBHOCTh B HOPME M B MaTO(U3HOJOTHYECKOM

KOHTCKCTC, BJIMAA Ha HWHUIOHAOHWIO W PaACIpPOCTPAHCHUC HWMMYHHOI'O OTBCTa H
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CHOCOOCTBYSl Pa3BUTUI0O HMMMYHHOW JUCQYHKUUMU @pU ayTOUMMYyHHUTETE. Takum
o0pa3oM, BIOJHE BEPOSITHO, YTO IIyTH PEearupoBaHusl Ha Trunokcuio, Bkiarouas HIF,
3HAYUTEIIBHO BIMSIONIME HA BOCHAJICHHE U UMMYHOOIIOCPEIOBAHHBIE BOCIIAIUTEIIBHBIE
3a0o0yieBaHusA,  BKJIOYas ~ ayTOMMMYHHble  3a00JIeBaHMs,  MOTYT  CIYXKUTh
MHOTOOOCIIAIOIIMMHY  TEPANlEBTUYECKUMHU  MUIICHSAMU Ui TE€pPaneBTUYECKHUX
(bapMaKoIOTHYECKUX BMEIIATEIBCTB B OBICTPO pa3BUBAIOLICIiCS 00JacTH TOWCKa
JekapcTB [64].

bonpmyro yacte nmanotuueckux BIIC cocTaBisiim KOHOTpYHKaJbHBIE IOPOKH,
T.c. aHOMAJIUU IIyTE€Hd OTTOKA M3 XKEIyNOuKoB cepaua. IIopoku kKOHOTpyHKycCa, T.€.
rpynna CTPyKTYPHBIX BPOXIAEHHBIX aHOMAJIMA BBIBOJHOI'O TPakTa CepAla U COCYOB,
OCYIIECTBISIOIIMX OTTOK KpOBM M3 cepAla B OoJbIIOW M Maibli  Kpyru
KpoBooOparieHus. Takue MOPOKH SIBJISIFOTCS OCHOBHOM MPUYMHON CHUMITOMATUYECKUX
UAHOTUYHBIX 3a0oneBaHuil cepaua: TMA, aTpesus JerodyHoil apTepuu U TeTpaja
®anno. [loaTomy ¢akTop apTeprasbHONW THIOKCEMHUM MPU 3TUX MOPOKAX UTPAET 3/ECh,
[0-BUJIMMOMY, BaXXHYIO POJIb B BBISIBJICHHBIX HAMHU HapyIICHUSAX UMMYyHOAe(ULINTA.

Tak, B HameM HMCCIENOBAaHUU CPEAM JETE€H C HEKOHOTPYHKAJIbHBIMU IOpPKaMU
ObL10 b 8,4% neteil ¢ HapyleHUsIMU T-KJIIETOYHOTO UMMYHUTETA, ONPEIEIsIEMBIE 110
cHmwkennto ypoHs TREC, B To BpeMsl Kak cpeau AETEN C MOPOKaMU KOHOTPYHKYycCa

takux jaereit 0buto 81% (p=0,01) (pucynox 17).

MMMyHOIOrNYECKHiT CKPHHUHT NMMyHOTOTHYECKHIT CKPUHUHT
JIeTel ¢ KOHOTPYHKAIbHBIMH JeTEN C HEKOHOTPYHKAJIbHBIMU
BIIC (n=42) _ BIIC (n=155)
19% (n=8) 91.6% (n=142)

/’l

81% (n=34) 8.4% (n=13)
C nopmansueiM TREC
C nopmansabM TREC
= Co cumiennem TREC = Co cumkenneM TREC

Pucynok 17 — IMMyHOJIOTHYECKUI CKPUHHHT Y JIeTeH ¢ KOHOTpYHKaIbHbIMU (N=42) u
HEKOHOTpYHKabHBIMU (N=155) BIIC
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Bcecenenosanuu D. Radford et al. (1990) [207] Obuto mpoaeMOHCTpHUPOBAHO, YTO
JICTH C KOHOTPYHKAJIbHBIMH aHOMadusMH (TeTpaga Paio, JBOHHOE OTXOXKICHHUE
COCYIOB OT TMpaBOTO Xkemyjaouka, TMA wu oOmwuid apTepuadbHBIA CTBOJI) OOJIBIIE
IPEPAcIIONONKEeHbl K MMMYHOIC(HUIIUTHBIM COCTOSIHUAM, U JaKe Y HECHHAPOMABHBIX

narueHToB ¢ BIIC Ob11 BeIsIBICH HePUITUT IMMYHOTJIOOYJIMHOB U T-KJIETOK.

4.2. I/IMMYHOJIOI‘I/I‘ICCKI/Iﬁ CKPUHMHT I[eTEi/i C BPOKCHHBIMM IOPOKaMMU Ce€paAlA,

MNOCTYIIUBIIMNX B KPUTHIECCKOM COCTOSAHUMA

[Ipu ananuze 3aBucuMocTH cHIkeHHs ypoBHS TREC ot o6mieit Tsbkectu
COCTOSIHUSL IETEH MPU MOCTYIJICHUU B KAapAUOXUPYPTrUUECKUMN CTAIIMOHAP 0KA3aJI0Ch, UYTO
Cpelu JieTei, MOCTYNMUBIINX B KPUTUUECKHUX COCTOSHUAX (n=56; 28,4%) ObLI0 3HAUUMO
oonpmmie nmereir co cHmwkeHnnemM TREC (n=41;73.2%), yem nereli ¢ HOpMaabHBIMHU

3HavyeHusAMHU T-kiaerounoro ummynuteta (n=15;26,8%) (p<0,001) (pucyHoxk 18).

26.8% (n=15)

73.2% (n=41)

Jletn ¢ HopManbHBIM 3HaueHusiMHA T REC, mocTynuBIme B KpUTHYECKUX COCTOSTHUSIX

= Jletn co camkeHHbIM T REC, moctynuBime B KpUTHUECKUX COCTOSTHUSIX

Pucynok 18 — IMMyHOIIOTUYECKUI CKPUHUHT JI€TeH, IMOCTYMUBIIUX B KPUTUIECKOM
cocTostHUH, N=56
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Cpenuee 3naueHue TREC B mepudepudeckoil KpoBH y JI€TE€H, MOCTYNUBIINUX B
KPUTHYECKHUX COCTOSHUX, cocTaBmiio 399 (Q1-Q2: 259-500), uTo ObUTO CTATHCTUYCCKH
3HaunMo Huxe (p=0,001), yem y nmerei, NOCTYNUBIINX B HEKPUTUUECKUX COCTOSHUSX,
rae cpeanee 3uadenue a1 TREC cocraBumo 1215 (Q1-Q2: 886,5-1905). Yposuu KREC
B 3TUX TPYTIAX OCTaBAIKCh B paMkax HOpMbI — 1375 (Q1-Q2: 790-455) u 1320 (Q1-Q2:
692-2490) COOTBETCTBEHHO M CTATUCTHUYECKH 3HAYUMO HE pa3Invalnch. AHaIu3
MoKa3all, 4YTO Cpelly AETei, MOCTYNUBIINX B CTAIMOHAP B TSHKEIIOM U CPETHETSKEIOM,
HO HE B KPUTUYECKOM COCTOSIHMM ObUIO Jmmb 9,8% nereld ¢ HapyumeHusmu T-
KJIETOYHOTO UMMyHHUTETa 110 ypoBHIO TREC. B TO %€ Bpems cpenu AeTei, NOCTYNHBIINX

B KPUTHYECKOM COCTOSTHHMH, C TAKUMHU HapylmIeHHSMU ObLIO 3Ha4mMo Oosbiie (87,2%,

p=0,001) (pucynok 19).

Kputnueckue u HekpuTuueckue
BIIC y nanueHToB co
cHkeHneM ypoBHs TREC

(n=47)
12.8%(n=6)

_— N\

e’

87.2%(n=41)

Kputnueckue u HeKpuTHUeCKUE
BIIC y namueHnToB ¢
HOpMalibHBIM ypoBHeM TREC

(n=153)
90.2% (n=138)

—_—

9.8% (n=15)

Kpurrueckue (N=15) Kpurnueckue (N=41)

= Hexpurnueckue (N=138) = Hexpurnueckue (N=6)

Pucynok 19 — Kputnueckue BIIC cpenu nereld ¢ HOpMaabHBIM U CHUKEHHBIM YPOBHEM
TREC (p=0,00013)

[To MHEeHUIO MHOTUX aBTOPOB, JeTu ¢ Kputnueckumu BIIC, nmuanotnueckumu
MOpOKaMU M TOPOKaMHU KOHOTPYHOTPYHKyCa dYallle MPeApacroiokXeHbl K Pa3BUTHIO
uMMyHonepuiuta ¢ HapymieHueM — GyHkmum  T-kIeTok  u aedunmurom

UMMYHOTJI00yIMHOB (0co0eHHo noarpynnoi IgG, B ocHoBHoM 1g(G4), uem nareHTsl ¢
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IIYHTaMH U CTEHOTMYECKUMHM MOPOKAMH, y KOTOPBIX Yallle BCEro OTMEYAeTCs MEHEee
BBIPOKEHHBIN 1epuiuT UMMyHOTTIO0YIIHOB [120; 222].

L.M. Wienecke et al. (2022) npennomnararor, 4to HapylieHne GyHKIUHA THMYCA,
aHoMalibHasi U(QepeHIpoBKa JTUM(POLUUTOB U XPOHUYECKOE BOCMAJIEHUE HIPAIOT
KIIOYEBYIO pOJIb B TOYHBIX MEXaHU3Max, JIEKAIIMX B OCHOBE CBS3HM MEXIY
ummyHoedurrom u BIIC [126]. [Ipaktudeckuii HHTEpEC MPEACTABISICT TOUCK CBSI3H
MEXIY CaMUM XUPYPTUYECKHUM BMEIIATENIbCTBOM U pPa3BUTUEM HUMMYyHoOHAeUIUTA Y
neteit ¢ BIIC. I1o maennto A. Ahmed et al. (2022) xupypruueckas xoppekuus BIIC,
BKJIFOYAIOIIAsl YaCTMYHOE WM TIOJHOE YJAJIEHHE THUMYcCa, CIHOCOOCTBYET Pa3BUTHUIO
BPOKJCHHBIX U aJalITUBHBIX UMMYyHOIehUIIUTOB [45].

AHaIIN3 [TaHHBIX CKPUHHUHIA B HAIIEM MCCJIEAOBAaHUU IOKa3aj, YTO CHIKECHUE
ypoBHst TREC nabmonanocs y Bcex 10 gereit ¢ cunapomansubiMu opmamu BIIC: 5
(2,5%) nereit ¢ curmpomom Jlayna, 3 (1,5%) — cuampom du JIxopmku, 1 (0,5%) —
cuapoM Bumesimca m y 1 (0,5%) pebGeHka ¢ MHOKECTBEHHBIMH CTHTMaMH
nu33MOpHroreHesa Ha (poHe (peTanbHOTO aNKOT0JIBHOTO CHHIPOMA, a TAKXKE Y BCEX JIeTel
(n=4) ¢ mHOXecTBeHHBbIMU BIIP B BHae SHTEPOreHHONW KHCTHI OPIONIHOW IMOJIOCTH C
BHYTPUYTPOOHBIM TIEPEKPYTOM, BPOXKICHHOW THUIOMIIA3UEH MBIIIIBI, OIMYyCKaIOIIEh
NpaBbI YTOJ pTa; IBYCTOPOHHUM ypereporuaponedpo3om 2-3 cranuu, BIIP mo3ra B
BU/JIC ar€HE3UH MO30JHUCTOrO TEJIa, PACIICIMHBI TBEPOTO U MATKOTO HeOa (Tabmiuima 14).

Paznuuus cratucTruecky 3Ha4uMBbI y Jieteld co cHukeHHbIM TREC cpenu nereii ¢
cugapoManbHeiMu - popmamu  BIIC 10 (5%) (p<0,001) wu cpeam nerelr c
MHOKECTBEHHBIMH TTOpokamu pazButus 4 (2%) (p<0,001) mo cpaBHEHHIO C YHCIOM
TakoBbIX B 0011el BiOOpKe aereit ¢ BIIC. [TU/] (p=0,0003) y aereii ¢ cuHIpoManbHbIMU
dbopmamu BIIC u MmHO)KecTBeHHBIMU TTOpokamu pa3Butus (p=0,00017).

Hamm nannbpie BHonaHe moO3BOMISIOT Npeanoyioxkuts Hanmuuue [IMJ] y nanHou
kareropun naunueHtoB ¢ BIIC, mockompky B 100% ciiywaeB y STHX HauMEHTOB
HaOMoAaNIoCh cHIKeHue adcomoTHbIX 3HaueHnii TREC. B MemunuHckoii nurepaTtype
co00MIAIOCh MPUMEPHO O 13 cunapomMax, npu Kotopbix uMmmyHoaeduuut u BITIC moryt

COCylI€CTBOBATh. HCKOTOpHe IFCHCTUYCCKNC CUHAPOMBI 0COOEHHO YacTO COYETAIOTCS C
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BIIC, B Tom uncne cunapom JlayHa, BpoKA€HHAs acrjieHus, cuaapom Ju Jxopaxu

(curmpom aeneruun 22011.2), cuaapom Kadyku [143; 223].

Tabnuna 14 - TREC y nmauuenToB ¢ cunapomanbHbeiMu popmamu BIIC

Cungpom Jedexto TREC
(1a 10°)
Cunnpowm Jlayna , n=5 MuosxectBennbie JJMXKII, n=1 44
Hedext mexnepacepaHON meperopoaku + 177
OAII n=1
OOt OTKPBITHIN aTPUOBEHTPUKYJISIPHBIA KaHa, N=2 152
189
['mnonasus cucTeMsl JIESTOYHOM apTepuu + TeTpana 197
dao, n=1
Cungpom Jlu JIxopmxw, JIMXITI, n=3 39
n=3 140
245
Cungpom Bumbsimca, n=1 | KomOuHMpOBaHHBIN CTEHO3 JIETOYHON apTepUu 150
(moaxyamaHHbIM, KJIallaHHBIA, HAAKJIANaHHBIH) (n=1)
@deTanbHBIM aTKOTOJIBHBIN | MHOMXeCTBEHHBIE AePEKThI MEAOKETYT0UKOBOM 74
cuHapom, n=1 neperopojky, n=1
[Taumentst ¢ BIIC 6e3
MMMYHHBIX HapyIICHUH
(n=137) 250-450

HexoTopbie nccnenoBanus moKas3aiM, 4YTO TeHEeTUYeCKre (DakTOpbl CIIOCOOCTBYIOT
couetaHHOMY Bo3HUKHOBeHHI0O BIIC u wmMMmyHoaeduiuTa, MOCKOJBKY TpPH O000UX
COCTOSIHUSIX ~MOTYT OOHapy>KUBaTbCS WJICHTHUYHBbIC TI'E€HETUYECKHE aHOMAJIUHU.
[Ipennaraercss nanbHEUMIINE WCCICTOBAHUS JJIsl JyYIIETO MOHUMAaHUS MEXaHU3MOB U
YCTaHOBJICHUSI TEHETUYECKUX (DaKTOPOB, JICKAIINX B OCHOBE M CIIOCOOCTBYIOIINE ITOM
acconmaruu [143; 223]. B uccinenopannu J[.A. Uepemoxuna (2022) ObLIO BBISBHIO B
37% cnyuaeB Il y nereii ¢ BIIC, npu cunapome u Ixopaxu B 72% ciydaeB
Habmoganmucey BIIC, B 58% — runomnasus tumyca u B 49% ciayyaeB — CHIKEHUE
ypoBHsi TREC. ABTOp KOHCTaTUPYET BAXKHOCTh M3YUCHHS MOJICKYJISIPHO-TEHETHUECKUX
aciektoB IIM]J[ B Xome moonepaniMOHHOW JWArHOCTUKH C MOMEHTAa POXKICHUS IS
yMEHbIIICHU JieTaabHoCcTH [35].

[Ipu orieHKE TOOMEPAIIMOHHOTO YPOBHS JTUMQOIIUTOB B 00IIel BEIOOPKE JIETEH ¢

BIIC, opuentupyscs Ha HopMaTHBbl F. Tosato et al. (2015) [157], Obuto 0OHapykeHO,



yro y OonbpimmHcTBa geted ¢ BIIC ux ypoBeHb ObLI HOpPMajdbHBIM M 3HAYUMO HE

paszimyaics npu «oneaasrx» u muaHorndeckux BIIC (Tabmiwmbr 15-16).

Tabnuna 15 — A6comoTHoe KonmuyecTBO JuMdonnutoB U Bua BIIC

Bun BIIC KosnyectBo Me (Q1-Q3), x10°
neTren
Brennsrit BIIC 123 5,1 (Q1-Q3: 4,2-6,4)
Cunnii BIIC 74 5,1 (Q1-Q3: 3,7-6,3)

Tabnuna 16 — Cogeprxanue aumdorutoB u Bug BIIC

«bnegusrii» BIIC «Cuunii» BIIC KonnuectBo nerent
Jlumponenus . .
KonunuectBo nereit KomnnyectBo nereit BCEro
Her 116 67 183
Ha P 7* 14
Bcero 123 74 197

* Paznuuusi CTaTUCTUYECKU HEe 3HaUuMBI (p=0,32).

st ouleHKH (YHKIHUOHATIBHOTO COCTOSIHUSA JUM(OUMUTOB WX KOJIHMYECTBEHHOE
cojiepkanue conoctaBisuioch ¢ ypoBHeM TREC. M3BecTHo, uTo muMdorneHus: He Bceraa
coueraercs co cHwkeHueM ypoBHs TREC wu, HampoTuB, mpu HOpMaIbHOM YPOBHE
TUMQOIIUTOB MOXKET HAOMIONAThCS WX CHIDKEHHE, 4YTO CBUACTEIBCTBYET O
(GYHKIIMOHATBFHON HE3PEIOCTH psifa TUM(POUIHBIX KIETOK.

Cpenu 47 mammenTtoB co cHmwkeHnuem ypoBHsiMu TREC y 23,4% (n=11) nereit
HaO0JII0AJIOCH 3HAYUTENIbHOE CHI)KEHHUE YPOBHS JIMMQOLMTOB, B TO BpeMs Kak y 76,5%
(n=36) KOJMYECTBEHHOE COepKaHHEe JTUMOOIMTOB ObLIO HOpMalbHBIM. CHHXECHHE
TREC Ha oHe HOpMaTBLHOTO YPOBHSI TMMQPOIMTOB MOATBEPKAACT UX (YHKIIMOHATIBHYIO
HEJOCTATOYHOCTh W HEOOXOJUMOCTh TMPOBEIEHUSI HOBOTO CKPUHUHTA T-KJIETOYHOTO

ummynutera aetsam ¢ BIIC (tabmurpsr 17-18, pucynok 20).

Tabnuua 17 — AbcomoTHoe KonrmuecTBo JuMporuToB 1 ypoBeHb TREC

TREC KonuuecTBo Me (Q1-Q3), x103
nereit
Hopma 153 5,3 (Q1-Q3: 4,2-6,4)
CHMXEH 47 4,3 (Q1-Q3: 3,6-6,1)




Tabmuna 18 — Coneprkanne mumdonutoB u ypoBeHb TREC

Jlumponennst TREC B HOpMme TREC cHmxeH Bcero nereit
Her 150 36 186
Ja 3* 11* 14
Bcero 153 47 200

* Pagnuuums cratuctiuecku 3Haunmbl (P<0,001).

JIuMpouUTH UTPalOT LEHTPATBHYI0 pPOJb KAaK BO BPOXKIECHHOM, TaK U B
ananTuBHOM uMMyHHUTeTe. CHUXEHHE aOCOJIOTHOTO KOJIMYECTBa JIMM(OIUTOB,
BTOPUYHOE IO OTHOLICHMIO K BpOXJIE€HHOMY wiM mnpuodperenHomy WNJIC, 3Haunmo

BJIMSCT HA MMOBLIIICHHYIO BOCIIPUUMYHNBOCTD K I/IH(beKI_II/IHM.

HaLII/ICHTBI C HOpMAJIbHBIM
ypoBHe TREC

[TanmeHTsl CO CHUKEHHBIM
ypoBaeM TREC

23.4% (n=11) 2.0% (n =3)

‘ _—

76.5% (n=36) 98.0% (n=150)

= quMdoneHus = JlIumponenus

® HOpMaJIbHBIC J'II/IMq)OI_[I/ITLI = KonnuecTBo J'II/IM(l)OHI/ITOB B HOPpME

Pucynox 20 — Conepxanue mumdoruToB u yposeHb TREC

B nccnenoanuu A.G. Cabrera et al. (2009) 65110 BhICKa3aHO MPEAMOI0KEHUE, YTO
npejonepaoHHas adcooTHas JuM@oneHus (a0COMIOTHOE KOIUYECTBO JIUM(OIIUTOB
Menee 3000 kiIeTok/MJI) CBsi3aHa C HEOJArONMPHUATHBIMHU IOCIIECONEPallMOHHBIMU
ucxogaMu kKapauoxupypruu y gereil ¢ BIIC, mepeHecmMxX KOPPUTHMPYIOLIYIO WU
NaJUIMATUBHYIO OINEpalri0 C UCKYCCTBEHHBIM KPOBOOOPAILIEHUEM B TEUEHHUE MEPBBIX 2
JIeT )Ku3HU. AHam3 ObuT poBezieH y 280 marueHToB, U3 KOTOPBIX 124 ObutH JeBOYKAMU

u 156 Mmanpunkamu, u3 HUX — /1 HOBOpoOXIeHHBIH (110 30 qHEI) HAa MOMEHT oneparuu. Y



85

90 narueHTOB a0COMIOTHOE KOJUYECTBO JTUM(MOIUMTOB /10 ONEPAMU COCTABIISIIO MEHEe
3000 xnetok/miu. PerpeccMoHHble MOJENM TOKa3aldW, 4YTO Karteropun 5 u 6
RACHS-1 (Risk Adjustment for Congenital Heart Surgery, koppekTupoBka pucka mpu
xupypruueckoit koppekuuu BIIC), Bo3pacT u npenonepannonHas JuM@ornenust ObLUIu
JIOCTOBEPHO CBSA3aHBI C MOCIEONEPALMOHHON cMepTHOCThiO (p<0,0006). B rpynmax
RACHS - 1, 3 u 4 numdonenus ocTaBajach 3HAYMMBIM MPEIUKTOPOM CMEPTHOCTH. Bo
Bcex rpymmnax RACHS 1-4 numdonenus 1 BO3pacT KOppeIrupoBaiu ¢ 0oJiee IIUTeIbHBIM
npeObIBaHNEM Ha MCKYCCTBEHHOW BeHTW iU Jierkux (p<0,05). [Ipemomepannonnas
auMQorieHns Oblla €IUHCTBEHHBIM MPEAUKTOPOM IIPUMEHEHHS OKCHAa a3zoTa B
nocieorneparronaom repuoe (p<0,05) [199].

ConocraBineHne ypoBHA JUMQPOLUTOB Yy TMALUUEHTOB C KPUTHUYECKUMH U
HekpuTnueckumu BIIC nokaszano 3HaunMo OOJNBIIYIO YacTOTY JIMM(ONEHUH y JIeTel C

kputnaeckumu BIIC (Pearson Chi-square p<0.001) (ta6mmmer 19-20).

Tabnuna 19 - AGCom0THOE KOTUYECTBO JIUMQOIMTOB Y MallUEHTOB C KPUTHUYECKUM U
HekpuTnueckum BITC

Bun BIIC KonuyectBo nereit Me (Q1-Q3), x10°
Kputnueckue 56 4,8 (Q1-Q3: 3,65-6,45)
Hekputnyeckue 144 5,1 (Q1-Q3: 4,1-6,35)

Tabmuna 20 — Ananu3 coxepxaHus JTUMGOIMTOB y TAIMEHTOB C KPUTUYECKUM H
HekpuTnueckum BITC

Jlumonenus Kpurnueckue Hexputnueckue Bcero nereit
Her 46 140 186
Ha 10* 4* 14
Bcero 56 144 200

* Pasnuuus cratuctiuecku 3Haunumbl (P<0,001).

AHaNoruuHble pe3yabTaThl ObUIM MOJTYYEHBI MPU aHATU3€ YaCTOThI TUMQOTICHUN
y JeTeil ¢ KOHOTPYHKaJIbHBIMU U HEKOHOTpYHKainbHbIMU BIIC. YactoTta numdonenuun y

nereii ¢ konotpyHkaabHbIME BIIC Obuta 3naunmo Beiie. (p<0,001) (tabumist 21-22).



86

Ta6nuna 21 — AGconroTHOe KosmyecTBO JuM@oruToB u Buj BIIC

Bun BIIC KonunuectBo nereit Me (Q1-Q3), x10°
KoHoTpyHKYC 42 5,3 (Q1-Q3: 4,2-6,4)
HekoHOTpyKCYC 158 4,3 (Q1-Q3: 3,6-6,1)

Tabnuua 22 — Ananu3 cojaepkKaHus JMMQOILUTOB y MalUEHTOB ¢ KOHOTPYHKOBBIMHU U

HEKOHOTpyHKanbHbIMU BIIC

Jimadponenis KOHOTIBIII_{;(CaJIbHHH HeKOHOTé)l}_/IHCKaanHH Beero sieteit
Her 30 156 186
Jla 12* 2* 14
Bcero 42 158 200

* Pasznuuns cratuctryecku 3sHaunMsel (P<0,001).

[Ipu aHanu3e 4aCTOTHI COYETAHUS JTOONEPALMOHHON JUMQONEHUN U CHUKEHUS
ypoBass TREC ¢ HamuuumeM mOCIEONEPALMOHHBIX WH(MEKIIMOHHBIX OCJIOXHEHUN
KApJUOXUPYPrUU OKA3aJIOCh, YTO y JETEW C MOJOOHBIM COYETaHHEM HH(EKIIMOHHBIE

OCJIOXKHEHMSI HAaOJIFOAAIMCh 3HAYUMO dYallle, YeM TOJIbKO IMpHu cCHUKeHuu ypoBHs TREC

(p=0,03) (Tabmuma 23, 24).

Tabnuna 23 — AOGCONIOTHOE KOJMYECTBO JUM(MOIUMTOB y MAIMEHTOB CO CHUYKEHHBIM
TREC u uH(peKIIMOHHBIE OCIOKHEHUS

WudpexknnonHbIe Komaecto Me (Q1-Q3), x10°
OCJIO)KHEHUSI JeTen
Her 30 4,35 (Q1-Q3: 3,7-6,1)
Jla 17 3,6 (Q1-Q3: 1,6-5,8)

Tabmuma 24 - Copepanue JUMQOIMTOB y MaMeHTOB co CcHMKEHHBIM TREC wu

I/IH(I)GKI_[HOHHI)IMI/I OCJIOKHCHUAMU

WH}eKIMOHHbIE OCT0KHEHUS
JInmbonenus Her Jla Bcero
Her 26 10 36
Ja 4* 7 11
Bcero 30* 17 47

* Paznuums cratructudecku 3Haunmbl (p=0,03).

Takum oOpa3oM, pe3yabTaThl HAIIETO UCCIEAOBAHUS MOATBEPIAUIN, UYTO JIETH C

kputnueckumu BIIC, nuaHoTHYeCKUMH NOpPOKaMU M MOPOKaMH KOHOTPYHOTPYHKYcCa
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3HAYMMO Yallle [TPEIPACIOIOKEHBI K PA3BUTUIO0 UMMYHOJIOTUYECKON HEJOCTATOYHOCTH C
HapymeHueM (GyHKIUA T-KIETOK, YeM TaIMeHThl C CENTAIbHBIMUA AcheKTaMu |

CTCHOTUYCCKUMHU ITOPOKaAMHU.

4.3. UuekIIuOHHbIE 0CI0KHEHUS Y OTIEPUPOBAHHBIX JIeTell ¢ BPOKIeHHBIMH

MOPOKaMH cepana

JlanbHEHIIMI aHalu3 MPOBOJAWICS B IENAX HM3YUYCHHMS 3HAUYMMOCTH CHHKCHMS
ypoBHss TREC kak mnokazarenss T-kierounoro gedumura s pa3BUTHS
MOCJICONEPAITMOHHBIX HH(PEKITHOHHBIX OCIOKHEHHH.

B nammx HaOmoAeHUAX HWHQPEKIIMOHHBIC OCIOXHEHHS B IOCIICONEPAlIMOHHOM
nepuojie (Cerncuc, MHEBMOHUM, TPaXECOOPOHXUTHI, pUHOMAPUHTUTHI, OTUTHI, HATHOEHUE
MIOCJICONEPAIIMOHHON paHbl) HaOmomanvuch 3Haummo yanie (p<0,001) y 47 nereii co
CHIDKCHHbIMH 3HaueHusAsMu TREC mno cpaBHeHWIO C JAETBMH C HOPMaJbHBIMHU

nokazarensmu TREC, coorBercTBeHHO, B 36% U 3,6% HabmoaeHuii (pucyHok 21).

KonmuecTBo HHPEKITMOHHBIX
OCTOKHEHHUI cpesH OCJIOXKHEHUH Cpenn

. OINIEPUPOBAHHBIX JIETEN C
ONEPUPOBAHHBIX JETEH CO
cawkeHHbIM TREC (n=47) nopmanbrbivM TREC (137)

3.60% (n=5)

KommuecTBo MH(EKIIMOHHBIX

36% (n=17)

64% (n=30) 96.40% (n=132)

B /leT ¢ MHPEKIIMOHHBIMH = Jletn ¢ MHGEKITMOHHBIMHU
OCJIOKHEHUSIMU OCJIOKHEHUSIMU
B JleTu 6e3 MHPEKITUOHHBIX OCIOKHEHHUN = Jletn 6e3 MHPEKITMOHHBIX OCIOKHEHUN

Pucynox 21 — HdeKknroHHbIE OCIOKHEHHS Y ONIEPUPOBAHHBIX feTei, N=154
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C.S. Woodward (2011) cBs3piBaeT yBenuueHnue pucka undexuuit y aerei ¢ BIIC
C HapylIEHUSMH MMMYHHOIO OTBETa M T'€MOJMHAMHUYECKHMMH HapyleHusMu B ero
HAOMIOJICHUSAX BBISBICHO, YTO TSKEJIOE TEUEHUE OpPOHXUOIUTOB M IHEBMOHUM,
BBI3BAaHHBIX  PECIHPATOPHO-CUHIUTUATILHON  BUPYCHOM  uMHGeEKIHUed, B  pasbl
MpEBbIIAIONIEE IO 4YacToTe TakoBoe y jaeredt 0e3 BIIC, yBenuuuBaeT 4acToTy
rocrnuTanu3anuii B 3 pa3za 1 HEOOXOJUMOCTh JIeUeHHsI B 0JI0KaX MHTEHCUBHOMN Tepanui,
JeTaIbHOCTD [247].

Puck pazsutus D y nereit ¢ BIIC B 15-140 pa3 Bbliie, 4eM y 3I0pOBBIX AETEMH,
0coOeHHO mpu 1uaHotudeckux M cioxHbix BIIC. Takue neTu sBISAIOTCS OCHOBHOU
rpynno pucka MO 1o m mocine KapauOXUpyprudecKoro JEYEHUs HaXe B IEPUOJC
HOBOPOXX/ICHHOCTHU U B paHHEM Bo3pacTe. JKU3HeyrpoKaroIMM OCIIOKHEHUEM IS IeTEN
c BIIC sBnsercsa cencuc — cucTeMHass UHPEKIUSA C MOJUOPTaHHBIM MOBPEKICHUEM.
[Ipy 5TOM PUCKH pa3BUTHS CETICUCA U YPOBEHb CMEPTHOCTH OT HEro y MiuazaeHues ¢ BIIC
3HAYUTENIbHO BB, YeM y miancHineB 0e3 BIIC [217]. IMeHHO MOATOMY BasKHOE
3HAYEHUE HMMEIOT METOJbl OLEHKHM HMMMYHOJOTHYECKUX HAPYIICHHH, MO3BOJISIONINE
OLICHUTh U YMEHBIIUTh PUCKU MH(DEKIIMOHHBIX OCIO0KHEHUHN KapIUOXUPYPIHUH.

N3 47 mauveHTOB €O CIIOXKHBIMU TOpOKaMHu cepAaua u cHukeHHbIM TREC
MH(EKIMOHHbIE TOCIICONEPALIMOHHBIE OCTIOKHEHUSI ObUIN BBISIBICHBI y 17 nerei: cencuc
(n=3), maeBmonus (N=10), rueBponHeBMonus (N=1), 6pouxur (N=1), puHOHAPHUHTHUT
(n=1), otut (n=1) (p=0,00001) (prcyHok 22).

UccnenoBanus E.A. JlertapeBoir (1996) mpoaeMoHCTpHUpOBaiu 3aBHCUMOCTD
TskecTd BTopuyHbIX JIC OT BBIpaK€HHOCTH HEIOCTATOYHOCTH KPOBOOOpAILEHUs PU
onenubix BIIC u crenenu aprepualibHOM runokcemuu npu nuaHotuyeckux BIIC, yto
JaXke yCyryOIsioch Mocie Xupypruueckux BMeaTeslbcTB. ABTOpOM Obljia 000CHOBaHA
npeyiokKeHa cXeMa KOPPEKLUHWH HMMMYHOJOTHYECKOro craTyca peOeHka, Omaromaps
KOTOPOH YMEHBUIMINCH YacTOTa MOCIEONEPALMOHHBIX MECTHBIX U T€HEPATU30BaAHHBIX

OCJIOXKHEHHUH, IMOCICONEPAMOHHOTO KapAMOTOMHOTO cuHapoma B 2—10 pa3s [7].
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10
3
1 1 1 1
Cericuc ITneBMoHus Bponxut Otur Punodapunrut Cungpom

CUCTCMHOTI'O
BOCHAJIXUTCIIBHOTO
OTBE€Ta

Pucynoxk 22 — Bunsl uadexnnii y narueHToB co cHmxeHHBIM TREC

Uccnenosanus D.J. Radford, Y.H. Thong (1988) [208] u T. Jiang et al. (2016)
[140] Tax >xe mpogemoHcTprpoBaiu BeICOKY0 yacToTy UJIC u Hu3kue ypoBan TREC u
KREC y pgereii ¢ BIIC wu mnoarBepauiau KOPPEISIUIO MEXKAY HaJudueM
UMMYHOA€(QUITA U CKJIOHHOCTHIO K MH(EKIMOHHBIM 3a0o0seBaHusM y nerei ¢ BIIC u
NOJYEPKHYJIM BaXXHOCTh BKJIIOYEHHS H3MEpeHuil mnoxaknaccoB IgG B KOMIUIEKC
JUArHOCTUYECKUX MEPONPUATHH.

B namewm nccienoBanuu 30 (63,8%) n3 47 manMeHTOB CO CHUKCHHBIM YPOBHEM
TREC ne uMenu uHMEKIIMOHHBIX OCIOXHEHUN KapAUOXUPYPIHH, HO aHAU3 MoKa3ad,
YTO 3TUM JETsM ObUIM MpPOBEIAEHBI 0oJiee MPOCThle, MEHEe WHBA3HBHBIE, MEHEE
JUIMTENIbHbIE onepaluu. B gaHHOW rpynmne ObUIM MallMeHThl, HE ONEPUpPOBAHHBIE Ha
OTKpPBITOM CEpJIEe B YCIOBUSX MCKYCCTBEHHOTO KpOBOOOpalleHusi (aHacTOMO3bI
bnenoka), netu, mnepeHecliMe KpaTKOCPOUHBIE HEOCIOKHEHHBIE HSHIOBACKYJISIPHbBIE
npouenypsl, Aetu ¢ npocteiMu BIIC (centanpabie nedexTsi). Takux MalveHTOB MBI
OTHECJIM K TpyIIe pucka MHQEKIHOHHBIX OCJIOKHEHUH NMpHU MOCIETYIOMIMX 3TAIHbBIX
BMEIIATEIbCTBAX W/WIM TIpM HMHTEPKYPPEHTHBIX 3a00JeBaHUAX (PUCYHOK 23,

[Mpunoxenue A).



36.2% (n=17)

63.8% (n=30)

Her undexnmonnpix ocnoxxaeHuit  ® EcTh MHMEKIIMOHHBIE OCIOKHEHUS

Pucynok 23 — YactoTa nmocieonepannoHHbIX HH(PEKITMOHHBIX OCTIOKHEHUH Y AeTel COo
cHkeHHBIM ynciioM TREC, n=47

[TomyuyeHHBIE pe3yJbTaThl OATBEPKAAIOT HEOOXOAUMOCTh UMMYHOPEaO MU TALIH
neteit ¢ BIIC ¢ nmoBbIlIeHHBIM PUCKOM HH(EKIIMOHHBIX OCJIOKHEHUN KapUOXUPYPTUU.
HamomMHuM, d4ro wuMMyHOpeaOWJIMTauMs — OSTO HaykKa O BOCCTAHOBJIEHUU
(GyHKIIMOHATBFHOM CIOCOOHOCTH MMMYHHOU CUCTEMBI 10 (PM3HOJIOTUYECKON HOPMBI TTOJT
BO3/ICIICTBHEM KOMILIEKCA JIeYeOHO-TIPOPUIAKTUYECKUX CUCTEMHBIX MEPOTIPUATUHN TS
JOCTHKEHHSI TIOJTHOTO BBI3JOPOBJIEHUSI OOJBHOTO (MPU OCTPOM TE€YEHUU OOJIE3HM) WIIU
CTOMKOM pEMHUCCHUU C HCYE3HOBEHHMEM WM MHUHHMM3AIUe penuauBoB (Tpu
XpoHHYeckoM TeueHun). B Poccum »3Ta koHuenmus Obuta pa3paboTaHa TMOJ
pykoBoactBoM E.A. Jlertsaperoii (1996) [7] v Ha MpOTSHKEHUN HECKOJIBKUX JECATHIICTHI
HEOJHOKPATHO JT0Ka3bIBajia CBOIO A3(PPEKTUBHOCTH (PUCYHOK 24).

Jl1s1 BEIOOpA ONTUMAIBLHON TAKTUKYA UMMYHOPEAOMIUTAIIMH 11e71Iec000pa3Ho 3HATh
IPUYHMHY BOSHUKHOBEHUS HIMMYHOJIOTHYECKON HEAOCTATOYHOCTU U €€ XapaKTEPUCTUKH,
OPHUEHTUPOBATHCA HA BeNylMi KIMHUYEeCKU cuHApoM. [loatomy nern ¢ BIIC «rpynm
PHUCKa» HY>KIAIOTCA B IPEONEPALIMOHHOM 00CIIeI0BAaHNHU U ITOATOTOBKE, 000CHOBAHHOM

IMOCJICOIICPpAaIMOHHOM BCACHHH.
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v" JloomepalnoHHas MOATOTORKA I BHYTPHKIETOYHOIT I
XpOHIYecKoil BIpycHoiI 04aroBoli HHpeKIII.
v" PalnoHATEHAS 100TIEPAINOHHAS AHTHOHOTHKONPO(IITAKTIIKA,

KOppPeKITIs O11011eHOIOT YeCKIIX HapyIIeH I

HoomnepanoHHas IMMYHOMOIYIALIS ANIIeHTOR ITPYII PHCKA

HMMMYHOTTIOOYIIHEL, [IFOKQ3aMIHILIMYPAMINLIIINEIITILL,
HHTephePOHEI

ITII-cnenngideckas 100NepaloHHAS IMMYHOKOPPeKIIS B

Koomnepanid ¢ IMMyHOIOTaMH

HOCJIE{}HEPEII[IIOHHB.H NMMYHOKOPPEKIIHA IIPII HHTPAOIIEPAITHOEHBIX 1T

XHPYPITHECKIIX OCIIONRHEHHAX

E.A. [lerTsipéea (1997-2003)

Pucynoxk 24 — Konuenuusi UMMYyHOPEaOUIUTAIIMU B KapAUOXUPYPIUH

[IpoBeneHHbIE HAMHM  MCCIECAOBAHWSA  TOATBEPAWIM  BBICOKYK)  4acCTOTY
MMMYHOJIOTHYECKOW HEAOCTATOYHOCTU T-KJIETOYHOrO 3B€HA MMMYHUTETA y JETEH C
BIIC nHa ocHOBaHMM JaHHBIX HOBOro MMMyHoJornueckoro ckpunnara TREC 1 KREC.
T-ximerounsie IMMYHOAC(HUIIUTHBIC COCTOSHUS, BBISBICHHBIC 1O JAaHHBIM CHHUKCHUS
TREC, 3nauumo yamie HaOmogamuch y aeret ¢ kpurnueckumu BIIC, y nmereit ¢
nranotnueckumu BIIC, Bkirouass ¢ MopokaMH KOHOTPYHKYCa, YTO MOATBEPKAAET
naryoHoe BJIMSHUE apTepUaIbHON TMIOKCEeMUH HAa UMMYHOKOMIIETEHTHBIE OPTaHBbI.

[TpakTuyecku B 100% HabmroneHuii cHmkenue nokazareneid TREC nabmroganoch
y aeteit ¢ cuaapomanbabiMu popmamu BIIC (cunnpom Jlayna, cuaapom du Txopmxw,

cunapoM BunbsimMca, ¢eranbHbll ankoroiabHbiil cuHiapoMm) Uy 4 (100%) nmereit c
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MHOKE€CTBEHHBIMU IIOPOKAMH Pa3BUTHS, YTO MTO3BOJIIET OJA03PEBATh Y HUX BPOXKICHHBIE
dbopmer ITU/I.

Bnepseie B Poccun ycranosieno, uro y aeteit ¢ BIIC u Hu3kuMu nokaszarensiMu
TREC (36%) B mocneonepalliOHHOM TEpUO/Ie KapIUOXUPYPTUUECKUX BMEIIATEIbCTB
WH(DEKITMOHHBIX OCJIOKHEHUN 3HauMMo Oosbine, mo cpaBHeHHIO ¢ aethMu ¢ BIIC u
HOpMaJIbHBIMHU TIOKa3aTeIIMH HMMYHOJI0THYeckoro ckpununra (3,6%) (p<0,001).

Takum oOpazoM, pa3pabOTaHHBIM U anmpOOUPOBAHHBIA HamMH BrepBbie B Poccun
ckpunrHT TREC u KREC y neteit ¢ BIIC nponeMoHCTprpOBal CBOIO TPOTHOCTHYECKYIO
3HAYMMOCTh B OIIEHKE pHUCKa MH(EKIHUOHHBIX OCIOKHEHMHM Kapauoxupypruu. Hamm
JlaHHbIe ToATBEPxkAatoT, 4To AeTr ¢ BIIC n cHmkennem TREC B mIIaHOBBIX CUTyanusx
HYXXIAIOTCSd B JIOONEPALMOHHBIX WMMYHOKOPEKLIHMOHHBIX MEPOIPUATUIX IS
YMEHBIICHUSI PUCKa WHOEKIIMOHHBIX MOCICONEPAIMOHHBIX OCJIOXHEHUN. B ciyuasx
kputndeckux BIIC u HEOOXOAMMOCTH IKCTPEHHON KapAUOXUPYPTHH UMMYHOTPOITHBIC
CpEeIICTBA JTOJKHBI ObITh BKIIFOUEHBI B KOMILJIEKCHYIO MOCIICONEPAIMOHHYIO MOIEPKKY.

Peanm3oBaHHBII HAMM HOBBIM CKPUHUHIOBBIM NOAXOJ K JOOINEPALMOHHOMY
BbisiBIIeHUIO MJIC y nereii ¢ BIIC mo3BoauT NpoOBOANUTS LENEHATIPABIEHHYI0 KOPPEKLINH
NAC, 4uro MoXeT yaydmuTh (GYHKIMOHAIBHBIE HUCXOJbl KapIUOXUPYPTHUECKOTO
JICYEHUS.

Ha ocHOBaHWMM TOJy4YEHHBIX JAHHBIX HaMH  pa3paboTaH  MPOTOKOI
MPEIONEPAIMOHHON OIEHKH PUCKAa MH(PEKIMOHHBIX OCJIOKHEHHUHA B KapIUOXHPYpPTryu

(pucyHok 25).
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CrEIpoMarsERe BIIC
ITanment (momospenme [TH]T)
BOFET I T B KoHoTpyERaTEERE BIIC
CrasgaptHOE
LHapoTEHeckHe.
KIHHHKQ-HHCTPYMEHTAIEHOE
00CIIEJOEAHHE BIIC
[ N
CenTanesnie gedexTsl, [ pvnna EEICOKOTO PHCEA
H20MHPOBAHHEIH CTEHOZ HMMyHHEIX HAPVIIEHEH H
A0PTATEHOTO H JIETOIHOTO HHPEKITHOHHEIX OCTIOAHEHHH
l L y
e ™y
[ pynina He:HATHTETEHOTO PHCKA
EMMVYHHEX HapyIIeHHH H
HHQEKITHOHHEIY OCTIOXHEHHEH
b l A
CraszaprHEe 1a00paTOPHEIE HCCIEIOBAHHA, IO
nokazaanaM — cEpHHEHET TREC/KREC
Y
[ ObazaTensHo EMMyHOTOTHIecKkHH cEpHHEEHET TREC/KREC ]
Hpﬂﬂﬁnﬂpmﬂm HBC.IE!JHEP:I.TJ;EGHHE.H
EMMYHOKOPpPEKITHA B CIyHas HMMYHOKOPPEKIHA E COCTAEE
INTAaHOBOH TOCTIHTATHIAMHE KOMITTEKCHOH TEpaNHHA

Pucynoxk 25 — ITpoTokot npeaonepamoHHON OLIEHKH prUcKa HH(DPEKIIMOHHBIX
OCJIOKHEHHUU B KApJAUOXUPYPIUU
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3AKJIIOYEHUE

Hacrosiiee  umcciemoBanne 10 JW3aiiHy TPEACTABISET COOOM  OTKPHITOE
npocnektuBHoe uccaenosanue 200 aereii ¢ BIIC B Bo3pacte 23 ( Q1-Q2; 9-134,5) nueit
— HOBOPOXKIICHHBIX W JETEH MEepBOTO TOJa >KU3HU, MOCTYNUBIINX SKCTPEHHO WIIA
IUIAHOBO B Kapauoxupypruueckue oraenenuss HMULL cepnedno-cocy1iMcTon Xupypruu
uMmenu A.H. bakyneBa Munznpasa Poccun B nepuos ¢ 2020 o 2022 ro BKIFOYUTEIBHO.
W3 ducna rocnutanusupoBaHHBIX nered Obuto 112 (56%) mambuukoB m 88 (44%)
neBouek, 186 (93%) HOBOPOXKIECHHBIX MIIQJCHIICB ObUIM JOHOIICHHBIMU U 14 (7%) -
HEJIOHONICHHBIMU. B  KPUTHYECKOM COCTOSHUM, B TOM 4YHCJI€ Ha WH(PY3UU
NPOCTOTJIAHJMHOB,  OBUIM  TocnuTaiau3upoBanbl 56  muagenneB  (48,5%)
NPEeUMYIIECTBEHHO ¢ IyKTyc-3aBucuMbiMu BIIC (n=41; 20,5%). ¥V 126 (63%) nereii
BIIC 6b11 nuarHocTUpOBaH NpeHaTaiabHO. M3 ganpHelero aHaanu3a ObUTd UCKITIOUEHBI
3 mammenta (1,5%), y xoTopeix He mnoarBepawinch auarHodsl BIIC u Obuia
JTUAarHOCTHPOBAHA Apyras MaToJOTHs (HeoHATaJIbHAs BOJTYAHKA C IMOJHOW MOTEPEUHOMN
OJIoKaI0M MPOBOIAIIMX MyTeH cepirla, padbaomuoma, quBepTukya Kommepens (lusoria
diverticulum). ¥V ocraneubix 197 (98,5%) neteit ObLIM yCTaHOBIICHBI PA3JIMYHBIC BH/IBI
«onemnapix» (N=123; 62,4%) u nuanotuueckux (N=74; 37,5%) BIIC. Llear u 3amauu
uccienoBaHusl ObUTM  CPOPMYNIMPOBAHBI HA OCHOBAaHWM aHAM3a POCCUMCKUX U
3apyOeKHBIX NyOJHMKAlMMd O dYacTOTe W TSHDKECTH MH(PEKIIMOHHBIX 3a00JIeBaHMMA
(MTHEBMOHMH, Cercuca M Jp.), OCIOKHEHUN KapIUOXUPYPTHU U CMEPTHOCTH OT HUX.
YBenuuenue pucka nHOEKIIMOHHBIX 3a00JI€BaHUI U UX TspKeNoe TedeHue y nereit ¢ BIIC
WCCJICIOBATEIN CBA3BIBAIOT C HAPYIICHUSIMHA UMMYHHOTO OTBETA ¥ TeMOIMHAMHYCCKIUMHU
HapYIICHUSIMH.

MBI peanoIoKuInd, YTO CYIIECTBYET MEePCIEKTUBHOCTh MCIOJIb30BAHUS METO/Ia
OLIEHKH KJIETOYHOro wuMmyHuTeTra y Jgered ¢ BIIC npum nomomm ckpuHuHTa
TREC/KREC, 3apexomeHaoBaBIiero ce0s B MHUPOBOW MpaKTUKE [JISI THUArHOCTHKHU
UMMYHOJC(PUITUTHBIX COCTOSSHHHA NMPU Pa3IUIHOM IMATOJIOTHH, OJAHAKO MyOJUKAIMHA O
HeoHatanbHOM ckpunuHre WJC y nperer ¢ BIIC gocTatodHO OrpaHUYEHBI.

TREC u KREC o6pa3yroTcs npu panxupoBke reHoB T- u B- KJIeTOUHBIX perenTopoB u
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ABJISIFOTCS. BaKHBIMHU TIOKA3aTEJSIMU Pa3BUTHUSI OCHOBHBIX KOMIIOHEHTOB KJIETOYHOTO
uMMyHuTeTa. B ennHnuHbIX myOnukanuax Obuio yctaHoBieHo, yTo TREC u KREC
y nereii ¢ BIIC OputM 3HaYMTENBHO HWXKE MO cpaBHeHHIO ¢ aetbmu 0Oe3 BIIC,
npu kputnaeckux BIIC no cpaBHenuto ¢ nerbmu ¢ Hekputnaeckumu BIIC, a Taxxe npu
NOpPOKax KOHOTpyHKyca [169].

[ToHumMaHue BaXKHOCTH U aKTYyaJIbHOCTH COMOCTABIICHUS YaCTOThI MH(EKITMOHHBIX
OCJIOKHEHHN KapAUOXHPYPrUM OT MPEIONEPAUOHHOIO H3YyYEHUsl I[OKa3aTeen
KJIETOYHOTO HMMMYHUTETa W pa3paboTka MPOCTOro OBICTPOrO TOOIMEPALIMOHHOTO
CKpUHUHIA, WUMEIOIIEr0 IPOTHOCTUYECKOE 3HAYEHUE, OINPENENIMIM LEId WU 3aJa4u
HAILIEr0 UCCIIEN0BaHUS.

L{enpro nccmeqoBaHus cTaja OLEHKa 3HAYMMOCTH JOONEPANMOHHON JUArHOCTUKH
UMMYHOJIOTHYECKOM  HEJAOCTaTOYHOCTM  HOBBIM  CKPUHUHIOBBIM  METOJIOM ¥y
HOBOPOXKJICHHBIX M JeTell mnepBbIX MecsueB ku3Hu ¢ BIIC nna  pa3paboTku
pexoMeHaauui o NpopuIaKTUKE HHPEKIUOHHBIX MOCIEONEPAI[MOHHBIX OCJI0KHEHUI B
rpyIIax pyUckKa.

B 3amaun uccrnenoBaHus BOILLIM KOMIUIEKCHOTO KIMHUKO-(YHKUHOHAIBHOE H
MMMYHOJIOTHYECKOE 00CIIeTIOBaHHsI HOBOPOKJIEHHBIX U JIeTEH MEePBbIX MECSLEB )KU3HU C
BIIC, rocnuTtaiM3npoOBaHHBIX B KapAHOXUPYPTrUYECKHUE OTAEIICHMS, AHAINA3 YaCTOTHI
UMMYHOIATOJOrud Ha ocHoBanuu wucciaenoBanusi 1REC/KREK B mepudepuueckoii
KpPOBH y JIeTel ¢ HECUHAPOMAIbLHBIMU U cuHApoManbHbiMU popmamu BIIC, uto panee B
MHUPOBOM MPaKTUKE MPOBOJMUIIOCH JIMIIb B €IMHUYHBIX CIyyasix, a B Poccun nomoOHbIe
UCCJIEIOBAHNUSI HE BBINONHUINCh. Kpome TOro, mpeanojgarajoch CONOCTABUTH
IIOJTyYEHHBIEC JTAHHBIE C XapaKTEpPOM OCJIOKHEHUH B PAaHHEM ITOCIEONEPALTMOHHOMY
NEePHUOJIE U IPEIJIOKUTh PEKOMEH IallMHU 110 J0- U MOCJIEONEPAIMIOHHOMY 00CIEA0BAHUIO
u mnocieaywomemy Habmomenuro gered ¢ BIIC B ciyyae  BBISBICHHOUN
UMMYHONATOJIOTUH.

[Ipy mocTymieHu B CTAllMOHAp 10 XUPYPTrUYECKOTO BMEIIATENBCTBA BCE JETH
KOMILJIEKCHO O0OCIEOBAIMCH C MCIOJIb30BAHMEM COBPEMEHHBIX METOJOB KIMHUKO-
naboparopHoit u mHcTpyMeHTanbHOM auarHoctuku (DKI', 3XO-KI', anruorpadus u

MPT B cioxHbeix ciay4asx). Kpome Toro, a0 omepandd BCeM MalMeHTaM
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MPOBOJUIICS UMMYHOJIOTUYECKUM CKPUHUHT JJ1s1 OLEHKU cocTosiHus T- u B-kneTounoro
ummyHutera MeroaoM P nmns ompenenenus TREC u KREC, ucnonb3ys Habop
pearentoB «buT-tect» (Generium), coorBercTBytommii ctangapram TY 21.20.23-001-
17608775-2017. OuenuBasi moka3aTeid, HUCIOJIb30BaIUCh BO3PACTHBIE HOPMATHUBHbBIC
3HAUCHUsA, pa3paboTaHHbIE HAa OCHOBAaHWUU CKPUHUHTA B OOJBIION MOMYJISAIINH,
HOPMAJIbHBIMU YPOBHSIMHU 171 HOBOPOKJEHHBIX U JIeTel OT 3 qHel 1o 12 mecsieB KU3HU
cuntainn 450 xommit/105 kimerox miga TREC m 250 xommii/105 kimerox mig KREC u
MIPE/ICTAaBJICHHBIE B O(PHUITMAIPHOM MPUJIOKEHUH K Habopy. B manmpHelmem myist aHanm3a
MPOBOJUIIOCH CpPaBHEHHWE MApaMETPOB CKPUHUHTA VY TMAIMEHTOB C OJEAHBIMH U
nnanotndeckumu BIIC, nererr ¢ mopokamu KOHOTpYHKyca U apyrumu Bugamu BIIC, a
TaK)Ke JIETeH, MOCTYMHUBIIMX B KPUTUYECKUX U HEKPUTHUUYECKUX COCTOSHUAX. bbuin
MIPOAHATIM3UPOBAHBI TTOCJIEONEPAIIMOHHBIE NH(PEKIIMOHHBIE OCIOKHEHUS B 3aBUCUMOCTHU
OT pe3yJIbTATOB CKPUHUHIA W XapakTepa MPOBEACHHOTO KapAUOXUPYPrHUYECKOTO
BMeEIIIATEIhCTRA.

Craructuueckas o0paboTka  pe3yibTaToOB IPOBOIUIACH METOAaMH
HEMapaMeTPUUECKON CTAaTUCTUKH, TaK Kak B COOTBETCTBUM C KpUTEpUEM
[[Tammpo-Ywuiika naHHbIE TIOKA3aTeNy HAIIEro MCCIEIOBAHUS HE WMEIU HOPMAaJbHOTO
pactipenenenusi. PaccunthiBaIMCh MeIMaHa U MEXKBapTHIILHBIX pazMax (Me, Q1-Q3),
KOJIMYECTBEHHBIC MPU3HAKY MPU CPaBHEHUU TPy olleHuBanuch U-kpurepueM MaHHa-
YUTHHU, KaueCTBEHHBIC MPU3HAKH, TOMUMO a0COJIOTHON YaCTOThI, aHAJTM3UPOBAIHUCH 110
Ta0auIaM CONPSHKEHHOCTH U KpuTeputo 2 Ilupcona. Ilpu manom uucie HaOII0ICHUIM
(Menee 10) ypoBeHb 3HAYMMOCTH Pa3IMYUi ONPEACIIAICS TOUHBIM KpuTepreM Duiiepa.
CTaTHCTUYECKH 3HAYMMBIMU Pa3TUIMAMU pu3HaBanuch 3HaueHus npu p<0,05.

B mpomecce  0000mmieHHsT  MOJYYEHHBIX  JaHHBIX  ObUIM  TOAPOOHO
npoananusupoBanbl Buabl BIIC, ocobGeHHOocTH TOocmuTanu3anuu (MOTPeOHOCTh B
SKCTPEHHOM  BMENIATEIhCTBE), XapakTep MPOBEACHHBIX KapJAUOXUPYPTrUUECKUX
Manumyssinuii, ganHele  ckpuamHra TREC/KREK, xapaktep u  dyacrora
MOCJICONEPAITMOHHBIX NHPEKIIMOHHBIX OCIOKHEHU.

VY 123 neteit ¢ «onenusiMuy BIIC nHanbonee yacto quarHoctupoBanuck JIMIKII

u/vmn ux komounHarms ¢ JIMIIIT u KOA, OAII Gonpiioro aumameTpa U KpUTHYECKas
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KOA, penxo 4acTHUUHBIA aHOMAJbHBIM APEHAXK JIETOYHBIX BEH U TSDKENBIM CTEHO3
nerouHout aprepuu. Y 74 pereit ¢ mmanotudeckumu BIIC mambosee gacTeiMu ObLTH
TMC, arpe3us nerounoi aprepuu, terpana damno u apyrue cnoxusie BIIC co creHo3om
JIETOYHOM apTepuu, aTpe3usi TPEXCTBOPUATOTO KjlamaHa, peXe —CHUHIPOM THIOIIa3uu
JICBOTO JKENMyJOoYKa, TMojHas ¢opMa aTpUO-BEHTPUKYISAPHOW KOMMYHHUKAIIUA B
COUETAaHWU C OOIIMM TMpeAcepIueM, TshKenas aHoMaius OOIITelHa, TOTaJlbHbIN
aHOMAJIbHBIN JIpEHaX JIETOYHBIX BeH. B maHHOU rpymnme aeredt HaOM0Jaluch MOPOKU
KOHOTPYHKYCa, CTPYKTYpPHbIE aHOMAaJMU BBIBOJHOTO TpakTa cepaua M COCYJOB B
OOJBIION 1 MaJIbIA KPYTH KpoBooOpalieHus. B Hammx HaOI0ieHUsIX HanboJiee 4aCThIMU
koHoTpyHKalbHbIMU BIIC 66t TMA (31%) u atpesus nerounoit aprepuu (19%).

Y 10 pereét (5% ot oOmero uWcina TMalMEHTOB) ObUTM  OOHApPYKEHBI
cunapomaibabie popmbl BIIC: cunnpom Jlayna B 5 (2,5%), cunapom u Jxopaxu B 3
(1,5%), cunapom Bumssimca B 1 (0,5%). V 1 (0,5%) pedenka nadmonancs BIIC B coctaBe
(eTanbHOro amKoroasHoro cunapoma. Y 4 (2,0%) nereii HaOIOJATNCH MHOYKECTBCHHBIC
nopoku pasputusi (BIIC B coueranuu ¢ BIIP xeirymodHO-KHIIEUHOTO TpakTa, MOYEK,
[HHC, KOCTHO- MBIIIICYHON CHUCTEMBI).

Ha ocHoBaHMU KOMIUIEKCHOTO 00CIeIOBaHUS, KaK YKa3bIBAJIOCh BBIIIE, U3 aHATIN3a
ObuH BcKTroUeHbl narueHTbl 0e3 BIIC (¢ apyrumu nuarnozamu) u 13 (7%) namueHToB
¢ BIIC 6e3 nokazanuii K KapJAMOXUPYPTUUECKOMY JICUCHUIO.

beitn  mpoomnepupoBansl 184 (93%) pebGenka. Vm Obuin  TpOBEIEHBI
B 137 (75%) cnywasx paaukanbHas Koppekmnus, B 28 (15%) — mnamiuaTuBHBIC
omeparuu, y 11 (6%) Obuia mpoBeneHa remMoaumHamMuueckas koppeknus BIIC,
y 8 (4%) — DSKCTpeHHBIE SHIOBACKYJISIPHbIC BMEIIATEIILCTBA B BHUJE MPOLETYpPHI
Pamikuna nnu 6ajsioHHON JUISTAIMA a0PTaIbHOTO WJIU JIETOYHOTO KJIalaHoB.

VY 45 (22,5%) nereit Obut0 BhIsIBICHO cHKeHUE YpoBHS TREC ¢ aGcomoTHRIME
sHaueHussMu — 352 (Q1-Q2: 183-410), uro OBUIO CTATHCTUYCCKH 3HAYUMO HIDKE
(p=0,001), uem y nmereit ¢ HOpManbHBIMHU MokasaTesiMu — 1310 (Q1-Q2: 904-1985).
Tonbko y 2 (1%) nanureHToB ObLTIO OOHAPYKEHO CHUXKEHUE coneprkanus kak T REC, tak

u KREC, torna xkak y 153 (76,5%) nereit ypoBenb TREC Ob111 HOpMaTbHBIM.
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brina ycranoBsieHa TeHAEHIIUS K O0JIbIIeH YacToTe CHIKEeHUs coaeprkanus TREC
y nereii ¢ nuanotrueckumu BIIC (62%) 1Mo cpaBHEHHIO ¢ ACTBMH C ITUAHOTHYCCKUMHU
BIIC u HopmameHbiM ypoBHeM TREC (40%). M3 umcnma jgeredd, MOCTYNHMBIIAX B
KPUTHYECKHX COCTOSHHUSAX (n=56), y OombimucTBa (N=41; 73,2%) ObUIO BBIIBICHO
camwkenne ypoBHs TREC (399; Q1-Q2: 259-500), u mumb y 15 (27%) nereii ObLim
HopMasbHble mokazarenu TREC (1215; Q1-Q2: 886,5-1905), pasmuumst ObLIu
craructryecku 3HaunMbl (P=0,001). Ypoau KREC B 3THX rpymnmax ocTaBajuch B
pamkax Hopmbl — 1375 (Q1-Q2: 790-2455) n 1320 (Q1-Q2: 692-2490) cOOTBETCTBEHHO
0€3 CTaTUCTUYECKU 3HAYUMBIX pa3iuuuid. bputo 00HApYKEHO CTATUCTUYECKH 3HAUNMOE
camwkenne ypoBus TREC (390; Q1-Q2: 221-421) y paereld ¢ IIMAHOTHYCCKUMH
koHOTpyHKabHbIMU BIIC 1o cpaBHEHMIO C JI€TbMH C JPYTUMU aHATOMHYECKUMHU
Bapuantamu BIIC, rne TREC B nepudepuueckoit kporu coctapuiau 1190 (Q1-Q2: 806-
1835), p=0,001. Yporau KREC Takxe octaBaimch B pamkax Hopmb (1090; Q1-Q2: 511-
2190) u 1400 (Q1-Q2: 838,5-2680) cOOTBETCTBCHHO 0€3 CTATUCTHYCCKU 3HAYMMBIX
pa3InYui.

V¥ Beex 10 gereit ¢ cunapomanbabiMu popmamu BIIC, Takux kak cunapom [Jayna
(n=5; 2,5%), cunapom du Jixopmxu (n=3; 1,5%), curapom Bunbsmca (N=1; 0,5%) u y
1 (0,5%) c pebeHka C MHOXECTBEHHBIMH CTHUIMaMH Ju33MOpuoreHe3a Ha (oHe
deTarpbHOro ANKOTOJIBHOTO CHHAPOMA, a TAKXKE Y BeeX JeTel (n=4) ¢ MHOXECTBEHHBIMU
MOPOKaMH pa3BUTHS ObLII0 00HapyxkeHO cHKeHue ypoBHs TREC.

B 23,4% (n=11) cnyuaes cHmwkenue ypoBHs TREC coderanock ¢ mumdorneHue,
T.€. CO CHIDKCHHUEM COJIEp>KaHUsI JIUMQOIIMTOB HIKE CPEIHUX BO3PACTHBIX HOPMATHBOB.
Jlnst  oleHKW  (PYHKIITMOHAJIBHOTO COCTOSIHHS JIMM(OIIMUTOB WX KOJWYECTBEHHOE
coaepkaHue conoctaBisuiock ¢ ypoBHeM TREC. M3 47 nmauueHTOB CO CHUKEHHBIMU
ypoBasiMu TREC y 23,4% (n=11) nereit HaGir0a10Ch 3HAYNTEIHLHOE CHUYKEHNE YPOBHS
auMpouuToB, B TO Bpemsi Kak y 76,9% (n=36) KOJMYECTBEHHOE COJEp’KaHUE
mumorutoB Obut0 HOpMabHBIM. CHmkeHnne TREC Ha ¢doHe HOpMambHOTO YPOBHS
JUM(OITUTOB TTOATBEPKAACT X (PYHKITMOHAIBHYIO HEIOCTATOYHOCTh M HEOOXOIUMOCTh
JOTIOJTHUTENBHBIX HMCCIIEIOBAaHUM T-KJIETOYHOTO WMMYHHUTETA Yy JaHHOW KaTeropuu

nerei ¢ BIIC.
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JanpHelmuii  aHanuM3 MOpPOBOAWIICS JUJIi  OIEHKA 3aBUCMMOCTH  YaCTOTHI
MIOCJICOTIEPAIIMOHHBIX WH(EKIIMOHHBIX OCIIO)KHEHUU OT BBISBJICHHBIX JIOOMEPALIMOHHO
UMMYHHBIX HapymieHuit mo ckpunuary TREC/ KREC.

bb10 ycTaHOBIIEHO, UYTO MH(EKIIMOHHBIE OCJOKHEHHUS B IOCJIEONEPAMOHHOM
nepuoze (Cencuc, MHEBMOHUH, TPaXeOOPOHXUTHI, pUHOPAPUHTHUTHI, OTUTHI, HATHOCHHE
TIOCJICONICPAIIMIOHHON PaHbl) HAOIIOJAIMCh CTATUCTHYCCKU 3HaYMMO 4aie y 47 (23,5%)
nereid co cHwKeHHbIMH 3HaueHusMu TREC wu3 oOmielt BBHIOOpPKH TAIUEHTOB IO
CPaBHEHUIO C JIETbMU ¢ HOpMainbHbIMK NoKa3atensiMu TREC, coorBeTcTBeHHO, B 36,0%
(n=17) u 3.6% (n=5) nabGmromenuit (p<0,001). NMH(peKINOHHBIC OCIOKHCHHS YaIlle
HaOJIIOAAIMCh IPU coYeTaHuu JTuMdorieHnu U cHuxeHHoro yposHs TREC. B wactHocTH,
u3 17 nanueHToB ¢ MociIeonepanuoHHbIMI HH()EKIIMOHHBIME OCIIOKHEHUIMU y 14 (82%)
ObUIM TUarHOCTUPOBaHbl KOHOTpYHKasIbHbIE BIIC.

Kpome Toro, Obuto BhIsBICHO, uTO 30 (64%) manuenToB u3 47 cO CHUYKCHHBIM
ypoBHeM TREC He mmenu MH(EKIIMOHHBIX OCIOKHEHUN KapAMOXUPYPIHH, HO aHAJIU3
MOKa3aJl, YTO 3TUM JETSAM ObLIN MPOBEAECHBI O0JIee MPOCThIE, MEHEE NHBA3UBHBIE, MEHEE
JuiTenbHble onepauuu npu npocteix BIIC (wame npu centanbHbIX JedexTax),
3aKpbIThlE  MAJVIMATUBHBIE  KPAaTKOCPOYHBIE  omepauuMd  0e3  HCKYCCTBEHHOTrO
KpoBooOpalieHusi (MOJKIIOYMYHO-JIETOYHbIE aHAacTOMO3bl  bienoka, mpouexypbl
Mromniepa), 1eTu, nepeHecine HeoCI0KHEHHbIE YHI0BACKYISIpHbIE TIPOLEAYyphl. Takux
NAlMeHTOB Mbl OTHECIM K TpyNmne pucka HWHQEKIMOHHBIX OCIOKHEHUH NpU
MOCIIEAYIONIUX dTATHBIX BMEIIATEIbCTBAX W/WIIN TIPU UHTEPKYPPEHTHBIX 3a00JIEBAHUSX.

Takum 00pa3oM, OCHOBHBIMU pe3yibTaTaMu padOThl, ONPEAENAIONMMU €€
HAy4YHYI0 HOBHU3HY, TEOPETUUYECKYIO M MPAKTUYECKYI0 3HAYUMOCTb, CTaJU CIEAYIOIINe
(baKTBhl.

Briepsrie B Poccuu ncnosip3oBana HoBasi ckpuauHroBas meroauka (TREC/KREC)
TUTSE U3y4eHUSI IMMYHOJIOTHYECKON HEIOCTATOYHOCTH B OOJIBIIION MOIMYJISIIIH TTAIIMEHTOB
c BIIC.

B xonme wuccnenoBanus Oblna MOATBEpXKIeHa Bbicokas uactora WIC c

HapyleHussMu T-knerouHoro 3BeHa y nauueHToB ¢ BIIC, ocoOeHHO npu KpUTHUECKUX,
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LMAHOTUYECKUX U KOHOTpYHKaIbHbIX BIIC no cpaBHeHUto ¢ netbmu ¢ npoctbiMu BIIC
u BIIC Ge3 apTepuanbHOi THITOKCEMUH.

PesynbTaTel mccienoBaHMs TOKAa3ajdyd HEAOCTATOYHOCTH T-KIETOYHOrO 3BEHA
UMMyHUTETa y fetedt ¢ cuaapomanbabiMu popmamu BIIC u npu BIIC B coueranum c
mHOkecTBeHHBIME  BIIP B 100% HaOmrogeHuii, d9TO, BEPOSATHO, OOYCIOBICHO
NEePBUYHBIMM HMMYHOAC(PUIIUTAMU Yy OTOM KaTEropuud MaIlMEHTOB U TpeOyeT
L[EJICHAIIPABJICHHON MOATOTOBKH.

BBIABIEHO CTAaTHUCTUYECKH 3HAYMMOE YBEIMYEHHE YacTOThl HH(EKIIMOHHBIX
OCJIO’)KHEHMH B ITOcieonepaquoHHoM nepuojie y aereit ¢ BIIC u Hu3kuMu nokasaressiMu
TREC (34%), ocoOeHHO B COYCTaHHHU C JTUMQOIICHUEH, 110 cpaBHEHHMIO ¢ teTbMu ¢ BIIC
¥ HOpMaJIbHBIMH [TOKAa3aTeIIMU KIMMYHOJIOTHYECKOTO CKprHUHTA (3,6%0);

[Io pesynbraram wuccineAoBaHusA pPa3pabOTaH MPOTOKOJ MPEIONEepariOHHOM
OLICHKM pUCKa MH(EKIIMOHHBIX OCIOXHEHUH B KapAauoxupypruu y mamueHto ¢ BIIC c
ucrnonbzoBanueM Tmokazatesnier TREC/KREC ¢ menbio  KOppekIuu pHcka Ha

JOOTICPAIMOHHOM JTarle.
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BbIBO/IbI

1. TIpoBenennoe BmepBble B PD kommiekcHOE KIMHUKO-(PYHKIIMOHAIBHOE U
UMMYHoOJIOrHYecKoe oocnenoBanue T- 1 B- Kl1eTOUHOr0 UMMYHHUTETA METOJIOM U3YUCHUS
TREC u KREC y 200 HOBOpPOXIEHHBIX M J€T€d MNEpPBBIX MECSLEB JKU3HU C
BPOXKIAEHHBIMU TOPOKaMHU CEpAla, TOCNUTAIM3UPOBAHHBIX B KAPIAUOXUPYPrUUYECKHE
OTJZIEJICHHS], UMEET BaXKHOE 3HAYCHHUE I OLICHKU PUCKA PA3BUTHS MMOCIECONEPAMOHHBIX
WH()EKITMOHHBIX OCIIOKHCHHM.

2. HWmmynonoruudeckas HepoctatouHocTh (110 ckpununry TREC/ KREC) y nereit
¢ BIIC natmonaercs nocratrouno yacto (B 22,5% nadmoaenuii) u Bceraa (100%) — mpu
curapomanbHbix (opmax BIIC (cumapom Jlayna, cuuapom Jlu JIKOpIKH, CHHIPOM
Busbsimca, eTanbHbIi aIKOTOIBHBIH CHHIPOM), a TAKKE TP MHOYKECTBCHHBIX MIOPOKaX
pa3BUTHSL.

3. Hapymenue T-knerounoro ummyHnuteta no yposHio TREC y gerteit ¢ BIIC
BCTPEYAIOTCS 3HAYMMO Yallle, YEM HapylleHus B-KIeTOYHOro MMMYHHTETA MO YPOBHIO
KREC (22,5% u 1% natitoieHui COOTBETCTBEHHO).

4. W3 47 nanuentoB ¢ nonmwkeHHsiMu ypoBHsAMU TREC y 23,4% (n=11) nereit
BBISIBIICHO 3HAYUTEIILHOE CHW)KCHUE YPOBHS JMMQOUHUTOB, Toraa Kak y 76,5% (n=36)
KOJIMYECTBEHHOE conepxkanue muMdonutoB Obu10 B HOpMe. CHmkenne TREC Ha done
HOPMAJILHOTO  YPOBHS ~ JTUM(OUUTOB  MOATBEPKAAET HMX  (YyHKIUOHATHHYIO
HEJOCTATOYHOCTh M HEOOXOAMMOCTh MPOBEACHUS JOMOIHUTENbHBIX HcclieqoBaHul T-
KJIETOYHOTO nMMYyHHTeTa y nereit ¢ BIIC.

5. HudeknuoHHbIE OCIOXKHEHUS B IOCIEONEpPAllMOHHOM TNepuoje (Cerncuc,
MTHEBMOHUHU, TPaxeoOpPOHXUTHI, PUHO(DAPUHTUTHI, OTHTBHI, HarHoeHUe
MOCJICONECPAIIMOHHON PaHbl) HAOIIOJAIMCh CTATHCTUYECKH 3HauMMO vare y 47 (23,5%)
Jererd co CHKEeHHbIMHU 3HaueHUsIMH TREC mo cpaBHEHHIO ¢ AETbMH C HOPMAJIbHBIMU
nokazarenssMu TREC, coorBerctBerHO B 36,2% (n=17) u 3,6% (n=5) HaOI0aSHMIA
(p<0,001).

6. IlammeHTaM C BBISIBJICHHOM MMMYHOJIOTHYECKOW HEIOCTATOYHOCTHIO (n=47),

HO HE HMMEBIIMM IOCJCOINEpallMOHHbIe UH(EKIHOoHHbIe ociokHenus (N=30; 63,8%)
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ObLIH IMPOBCACHBI Oounee IMPOCTBIC, MCHCC MHBA3HMBHLIC, MCHCC AJIMTCIBHLIC OIICpaluu,
OIHAKO IIpHU HaJJIMaTHUBHBIX W/MIN DTAITHBIX KapaANOXUPYPTIUICCKUX BMCIIATCIBCTBAX
OHM HPCACTABIIAAIOT TPYHIy pPHUCKaA I/IH(l)eKI_[I/IOHHBIX OCJIOKHECHUM nocjacayromumx

orepanuii 1 UHTEPKYPPEHTHBIX 3a001€BaHUM.
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ITPAKTUYECKHE PEKOMEHJALIMN

1. PexoMeHayeM NpOBOAWTH MMMYHOJOTMYECKUW CKPUHHUHI C OIpPEAECICHHEM
JHK TREC u KREC MetonoM nonumepa3zHol HEMHOW PEaKIUU B PEKUME PEATBHOIO
BPEMEHHU JOIMOJIHUTEIBHO K CTaHAAPTHBIM T'€MAaTOJOTMYECKHMM H OHOXHMHYECKUM
aHaJgu3aM KpPOBHU Y HOBOPOXKIEHHBIX U JIETEH MEPBBIX MECALIEB )KU3HU C BPOKICHHBIMU
MOPOKaMH Cepaua.

2. Pexomenmyem UICIIOJIb30BaTh pa3pabOTaHHbBIN HamMu IIPOTOKOJI
JOONIEPALIMOHHOTO  CKPUHUHTOBOTO  HMMMYHOJIOTHYECKOrO  OOCJEeNOBaHUS  C
ucnons3oBanueM Tnokazateraeii TREC/KREC B c¢Bsi3um ¢ yCTaHOBJIEHHOM e€ro
3HaYMMOCTBIO B Pa3BUTHHU NOCIICONEPAIIMOHHBIX NHPEKIMOHHBIX OCI0KHEHUH.

3. Pexomenayem caenath crienuaibHbIM OObEKTOM BHUMAaHUS NEAUATPOB AETEH
¢ BIIC u BBISBIIECHHOW UMMYHOJIOTUYECKOW HEAOCTATOYHOCTHIO AK€ IIPU OTCYTCTBUU
NOCJICOTIEPAIMOHHBIX HMH(EKIIMOHHBIX OCJIOXHEHUH TOcCie NaJIMaTUBHBIX W/WIH
ATAITHBIX KapAHUOXUPYPTrAUYECKUX BMEMIATENBCTBAX, TAK KaK OHU NPEACTABISIOT IPYIIILY
pHUCKa MOCIENYIOUX Olepaluii 1 HHTEPKYPPEHTHBIX 3a00JIEBAHUIA.

4. Jauusie wummyHosorundeckoro ckpunuHra TREC/KREC woryt ObITh
MCITIOJI30BaHbI JJI1 MPOTHO3UPOBAHUS U MPOPUIAKTUKN WH(OEKIIMOHHBIX OCIOXKHEHUN
KapAMOXUPYPrHUH BPOXKICHHBIX IOPOKOB ceplua, OOOCHOBAHHO OCYIIECTBIATH

IIOATOTOBKY K OIICpalriAM Ha CCPpAIC U ITOCICOIICPAIIMOHHOC Ha6J'IIOI[eHI/Ie.
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CIIMCOK COKPAIIIEHUM W YCJIOBHBIX OBO3HAUEHUM

ABK — aTPUOBEHTPUKYIISIPHBIC KOMMYHUKALUY;
BHNY — BUPYC UMMYHOJIe(pUITUTA YETIOBEKA;

BIIB — BEPXH: 10J1as1 BEHA;

BIIP — BPOXICHHBIE MIOPOKU PA3BUTHS;

BIIC — BPOXKICHHBIN MOPOK CEPALA;

JIMOKII — neeKT MEXKIKETYJOUKOBOU MEPETOPOJIKH;
JMIIIIT — nedeKT MEKIIpeCepAHON IEPETOPOIKY;
ns — UH(EKIIMOHHBIN YHIOKAPIUT;

KOA — KOApKTaIus aopThl;

KT — KOMIIbIOTEpHAst TOMOrpadus;

MPT — MarHUTHO-PE30HAHCHOM ToMorpadus;
HIIB — HWJKHSS [10J1as BEHA;

OAII — OTKPBITBIA apTepUATIbHBIN MTPOTOK;

13140 — NEPBUYHBIA UMMYHOAEPUIINT;

I1LP — NOJIMMEPA3HO-LICITHAS PEAKIHS;

PCB — pECIMpPaTOPHO-CUHIIUTUATIBHBINA BUPYC;
CImng — CUHPOM MIPHOOPETEHHOTO UMMYHOEDHUIINTA;
TMA — TPAHCHIO3UIMS MAaruCTPaJIbHbIX apTEPUN;
TMC — TPAHCIO3UIMsl MaruCTPaJbHBIX COCY/I0B;
OKT — IIeKTpOoKapauorpadus;

Ig — UMMYHOTJIO0YJINH;

KREC — kappa deleting recombination excision circle, smucomanbHas KoJbleBas

mostekyna JIHK, obpasyromasicst mpu peapaH>kupoBKe reHOB B-kiieTouHoro perenTopa,;

SCID —severe  combined immunodeficiency, Tspkenblit KOMOMHUPOBAHHBIH
UMMYHOIC(PUITHUT,;
TREC — T-cell receptor excision circle, smucomainbHast KOJIbLIeBast MOJICKYJia

JIHK, o6pa3yromiasics npu peapaH>kKUpOBKe reHOB T-KJIE€TOYHOT0 pelenTopa.



105
CIIMCOK JIMTEPATYPbI

1. AJITOPATM CBOEBPEMEHHOM TMATHOCTUKU KPUTHYECKOW KOAPKTALIMU a0PTHI
y HoBOopoxkeHHbIX / E.I'. JleBuenko, A.A. CBob6onoB, M.P. Tymansin, A.I'. AunepcoH //
Jletckue 6one3nn cepama u cocyao. — 2020. — T. 17, Ne3. — C. 198-204.

2. babusuu, A.S1. MopdodyHKimoHambHbIE OCOOCHHOCTH PECIHUPaTOPHO-
reéMOJIMHAMUYECKOT0 B3aMMOOTHOILIEHUS B AaHTCHATAJIbHBIA TEPUOJ pa3BUTHUS /
A M. babusuHn, A.A. Adonun // Kypnan QpynaameHTaaIbHOW MEIUIIUHBI M OMOJIOTHH. —
2018. — Nel. — C. 37-47.

3. bacos, O.A. CoBpeMenHbie MeTo/Abl B Kapauoxupypruu / O.A. bacos //
Colloquium-journal. — 2022. — Ne29 (152). — C. 7-13.

4, bokepus, E.JI. OTKpbITHIN apTeprabHBINA MPOTOK — «JI00PO U 3JI0 B OJTHOM
cocyne» (0030p nmureparypsl) / E.JI. bokepus, E.A. [ertsapesa // Bectanuk Poccuiickoro
yHUBepcuTeTa Jpy>k0b1 Hapo10B. Cepusi: Meaunmna. — 2017. — T. 21, Ne2. — C. 163-170.

5. BpoxneHHbIE IOPOKHM CepAla y MauueHToB crapue 60 jer: cTpykTypa u
HEeTMoCpeACTBeHHbIE pe3yibTaThl koppekiuu / B. I1.Ilogzonkos, A. B. Munaes, M. P.
Umnaypenu, 1. B. Koanes [u np.] // KpeatuBnas kapauonorus. — 2022; — T 16. —Ne 1. —
C 92-101.

6. lansasuu, A.C. Metonpl OIEHKM (DYHKIIMM TIPABOro Keilyjouka /
A.C. T'ansBuy, A.1O. Padukos // Kapauonorus. — 2015. — T. 55, Ne9. — C. 91-97.

7. HertspeBa, E.A. 3HaueHne HeXUpPypruyeckux (PakTopoB B YIyUyHICHUU
pPE3yNbTATOB XUPYPTUUECKOTO JICUCHUSI BPOXKICHHBIX MTOPOKOB CEp/Iia: CIEeIHAIbHOCTh
14.00.06 «Kapmmonorus», 14.00.09 «Ilemmarpus». aBTOpedepar auccepTariyd Ha
COMCKAaHHWE YUYEHOH CTemneHHu JToKTopa MeauinHckux Hayk / E.A. JlertsapeBa. — Mockaa,
1996. — 45 c.

8. HertspeBa, E.A. OcoOeHHOCTH TeYeHHs THEBMOHHMHU Yy MIIQJICHIEB C
BpokieHHbIMU opokamu cepania / E.A. Jlertsapesa, E.C. I1aBnoga, [I.FO. OBcsaaMKOB //
EctectBennbie u Texunueckue Hayku. — 2011, — Ne5 (55). — C. 194-195.

Q. JluHamuka 0O0BEMOB MEAMIIMHCKOM MOMOIIU MO MPOPUITI0 «CEepaeUHO-

COCYAMCTAasl XUPYPrush» NalMEeHTaM C BPOXICHHBIMU IOpOKaMu cepauna B Poccuiickoi



106

®deneparuu / JILA. bokepus, E.b. Munuesckas, B.B. IlpsuumnukoB [u ap.] // I'pyanas
u cepaeuHo-cocyauctas xupyprus. — 2019. — T. 61, Nel. — C. 5-13.

10. 3HavyeHWe WMMYHOJIOTHYECKOTO CKPHUHMHTa B  IPOTHO3WPOBAHUH
WH(PEKIMOHHBIX OclokHeHur Kapauoxupypruun / E.A. [ertspeBa, b.M. Magena,
J.A. Kynnaii [u np.] // llennatpus. XKypnaar mm. I'.H. Cnepanckoro. — 2024. — T. 103,
Nel. - C. 87-94.

11. HmmyHOmedUIIMTHBIC COCTOSHUS ITPU BPOXKISHHBIX MMOPOKax cep/iia (0030p
muteparypsl) / E.A. JlertapeBa, b.M. Meena A.Il. [Iponeyc [u np.] // Ilennarpudeckas
dapmakonorus. — 2023. — T. 20, No5. — C. 507-514.

12.  HMMyHONOTHYECKUN CKPUHUHT U UMMYHOKOPPEKIHS B KapAHOXUPYPTHH
pannero Bo3pacta / E.A. llertsapesa, J1.111. CamyunoBa, M.K. Pasysaes, U,C. Xyprec //
bronnerens skcriepuMeHTanbHON Ononoruu u Mmeaunuubl. — 1993, — T. 115, Ned, —
C. 393-396.

13. KamamnukoBa, E.A. OTKpbITBI apTepUaNbHBIA TPOTOK: OCOOEHHOCTH
paHHEW HEOHATAJIbHOM, MOCTHATAJILHOW JUArHOCTHUKH, KIMHUYECKOW MaHH(ecTaluH,
neyenue u nporHo3 / E.A. KanamnukoBa, H.A. Huxkutuna // 3nopoBbe pebeHKa. —
2017.—T. 12, Ne2. — C. 171-176.

14. Mgena, b.M. 3HaueHre HOBBIX METOJOB JUATHOCTUKU UMMYHOJOTHUUECKOMN
HegoctaTouHocTH y Aeted ¢ BIIC miist mporHo3upoBaHusi HHEKIIMOHHBIX OCIIOKHEHUN
kapauoxupyprun / B.M. Msena // KiuHudyeckue © TEOPETHUECKHE AaCIEKThI
coBpeMeHHOW meaunHbl - 2022: COopuuk Tte3ucoB VII Bceepoccuiickoil HayuyHOI
koHpepenmu. — Mockpa: PY/JIH, 2023. — C. 117-118.

15. MHoxecTBeHHbIC Malb(opMaIiu cep/ilia y maiueHTa ¢ CMHHIApoMoM XoJITa-
Opama / U.A. Coitnos, JI.A. lynasuea, A.B. Jlefikexman, A.H. Apxunogs // Poccuiickuii
BeCTHUK niepunHarosioruu u neauarpun. — 2020. — T. 65, Ne5. — C. 83-86.

16. HepeBmaruueckue MHOKapIWTHl Yy JeTel. KIMHUYECKOe HaOmtojaeHue /
M.H. Ilorexuna, E.. Haymenxko, E.C. Camormkuna [u ap.] / CoBpeMeHHbIE TPOOIEMbI
HayKu U oOpa3zoBanus. — 2022. — Ned, — C. 157.

17. HoBele wMeTOABI TOOMEPIMOHHON JMATHOCTUKHA HMMYHOJOTHYECKON

HEJIOCTATOYHOCTH Y JIETEN C BPOXKIAECHHBIMU IMOPOKAMHU CEPALA I TPOTHO3UPOBAHUA U



107

npouiiakTUKU MHGEKIHMOHHBIX OclokHeHul kapauoxupypruu / E.A. [lertspesa,
A.Il TIpomeyc, B.M. Msena [u np.]// Btopoit BcepoCCHHCKHII Cbe3d IETCKHUX
KapAHMOXHPYProB M CHEIHAIUCTOB MO BPOXKIEHHBIM TopokaMm cepai: CcOopHUK
te3ucoB. — MockBa: M3nareasctBo PAMH, 2023. — C. 84-86.

18. HopmanbHble 3HaueHuss BpeMeHHbIX mapamerpoB OKI' y nmereit mo
pe3yabTaTaM KIMHUKO-3MHIEMHOJI0rnYeckoro uccienoBanus « IKI'-ckpununr aereit u
noapoctkoB Poccuiickort deneparuuy / .M. Muxknamesuu, M.A. IlIkoibHUKOBA,
JLLA. Kanunaus [u ap.] // Kapaunonorus. — 2009. — T. 49, Ne10. — C. 47-54.

19. HopmatuBueie mapamerpel OKIT 'y gerei u  moapocTkoB  /
M.A. llIkonsHukoBa, U.M. Muknamesuy, JI.A. Kanuaun [u np.]. — Mocksa: OOO
«ITPECC-APT», 2010. — 232 c.

20. OnTtumuzanus JUArHOCTUKHM U TE€paruu JeTel ¢ BPOXKICHHBIMU MTOPOKaMU
Cepllla W THEBMOHWEH: TMATHAAMATHICTHUN OMNBIT WHOEKIIMOHHOW KIMHUKA /
E.A. JlertsipeBa [u ap.] // Apxus [legunatpuu u nerckoit xupypruu. — 2024. — T. 2, Nol. —
C. 56-67.

21. IlannmaTUBHOE CTEHTHUPOBAHHWE KOAPKTAIMA aOPTHl Y HOBOPOXKICHHBIX B
kputraeckoM coctostaum / K.A. P3aeBa, M. A. CoitnoB, A.B. 'op6atsix [u np.] // JleTckue
6one3nu cepana u cocynon. — 2022. — T. 19, Ned, — C. 304-311.

22. Ilerpoma, T.B. CHARGE-cunapom: 0630p nurepatypsl / T.B. Ilerpona,
AM. Kapmunbipida, A.D. CynaranoBa // Annes Hayku. — 2023. — T. 1, Nel2 (87). — C.
414-418.

23. PerpocnekTuBHBIN aHAIINU3 CITy4YaeB MEPBUYHBIX HMMYHOIS(DUIIUTOB Y JeTei
¢ BpoxkaeHubiMu nopokamu cepana / C.C. [lepsaduna, [I.A. Uepemoxun, U.A. Ty3zankuHa
[u np.] // Poccuiickuii ummyHonorudyeckuit xypHai. — 2020. — T. 23, Ned. — C. 505-514.

24. Pedepencunie 3naueHus kouieHtparuu TREC u KREC y B3pocabix /
H.B. JlaBeinoBa, A.I1. IIpoaeyc, 1.B. O6pa3uos [u ap.] // Bpau. — 2021. — T. 32, Neb6. —
C.21-28.

25. CanepoBa, E.B. Bpoxnennsle TOpOKH  cepama y  JeTeu:
pacrpocTpaHeHHOCTb, (pakTopsl pucka, cMepTHOocTh / E.B. Caneposa, 1.B. Baxsosa //

Bormpocsl coBpemennoii nequatpun. — 2017. — T. 16, Ne2. — C. 126-133.



108

26. CepreBuun, B.I. Puck pa3BuTus THOMHO-CENTHUYECKUX UHPEKIUN y AeTel
Hocje onepanuii Ha OTKPBITOM Cepjlie IpU BpoxkaAeHHbIX nopokax / B.M. CepreBuun,
JLT'. KynpsBuesa, I1.B. JlazappkoB // Dnuaemuonoruss U MHPEKIUOHHbIE OOIE3HH.
AxTtyanbhbie Bonpockl. — 2022. — T. 12, Ned4. — C. 40-44.

27. Ceppeuno-cocymuctas xupyprus - 2021. bonesHu u BpOXIECHHBIC
aHoMajauu cHucTeMbl KpoBooOpamenuss / JILA. bokepus, E.b. MunueBckas,
B.B. [IpsuumnankoB [1 aAp.]. — MockBa: HauuvoHanbHBIH —~ MEIUUIMHCKUN
UCCIIEIOBATENbCKUN LEHTP cepAedHo-cocyaucTton xupyprun umenu A.H. Bakynesa,
2022. -322 c.

28. Cepneuno-cocyamcrass  xupyprusi:  PykoBoacteo /  ITlom  pen.
B.A. bypakosckoro, JI.A. bokepus. — MockBa: Meaununa, 1989. — 750 c.

29. CKpUHUHT HOBOPOXKJEHHBIX HAa MEPBUYHbICE UMMYHOJC(HUIIMTHI U TPYIITY
pPUCKAa UMMYHOPETYJISITOPHBIX PACCTPOMCTB, TPEOYIOINX AUCIIAHCEPHOTO HAOIIOACHUS /
M.JI. ®ununenko, A.I'. Pymsanues, A.IL. Ilpoaeyc [u ap.] // llenuatpus. XKXypnan um.
I'.H. Cnepanckoro. — 2019. — T. 98, Ne3. — C. 49-54.

30. CnoXHOCTH AMATHOCTUKH PEIKUX AaHOMaJIHi KOPOHAPHBIX apTepuil B
NeAUAaTPUUECKOM TMpaKTUKe: KIMHUYECKOEe HaONIOJIEHUE aTpe3uu YCTbi JIEBOU
kopoHnapHoil aprepun / E.A. Jlertapesa, E.C. IlaBnoBa, B.IO. Jlykauuna [u ap.] //
[Tenuarpus. Xypuan um. I'.H. Cnepanckoro. — 2022. — T. 101. — Ned., — C. 190-194.

31. Twurosa, O.H. Ponb runokcuitHOTO CUTHAIBHOTO MYTH B aJalTaIli KJIETOK
k runokcuu / O.H. Tutoa, H.A. Ky3sybosa, E.C. JlebeneBa // PMXK. Menuuunckoe
o6o3penue. — 2020. — T. 4, Ne4, — C. 207-213.

32. Tparemmm nerckoro sHmokapauta / E.A. JlertapeBa, O.M. JKmanosa,
M.A. Kyda [u np.] // StatusPraesens. Ilenuatpust u Heonarosnorus. — 2018, — Ne4 (52). —
C. 86-92.

33. llenokuna, A.B. I'eHeTuka BpOXIEHHBIX MOPOKOB CEp/illa: COBPEMEHHBIE
TEHJECHIIUN W3Y4YEHUSI MEXaHW3MOB (OPMHUPOBAHUS ¥ TIPOTHO3ZUPOBAHMS PUCKOB
pazButus / A.B. Llenokuna, A.B. Ilonacenko // KoMmmnekcHble mpo0OiieMbl cepedHO-

cocynucthix 3a0oneBanuii. — 2019. — T. 8, Ne3. — C. 149-150.



109

34. YactHas xupyprus OosiesHeir cepama u cocynoB / Ilom pen.
B.1. Bypakosckoro, C.A. KonecankoBa. — MockBa: Meaununa, 1967. — 656 c.

35. UYepemoxun, J.A. @DeHOTUNIUYECKHE U MOJICKYISPHO-TEHETHUYECKHE
ACIICKThI IICPBUYHLBIX I/IMMYHO,IIe(i)I/IHI/ITOB y I[GTCfI C BPOXKICHHBIMH ITOPOKaMHU CCpALa:
cneunansHocTh 14.03.09 «llenuatpusi»: nuccepranus Ha COMCKaHHE YYEHOW CTETEeHU
KaHauaara meauiuHckux Hayk / JI.A. Uepemoxun. — EkarepunOypr: ®I'BYH Uncturyr
HMMYHOJIOTUH H (1)I/ISI/IOJIOFI/II/I YPaJ'II)CKOFO OTIACIICHUA Poccuiickoi dKaJICMHHU HaVYK,
2022. - 149 c.

3.6 Ilapsikun, A. [IpuHIUIIBI TMATHOCTUKK BPOKJIEHHBIX MOPOKOB cepama /
A. apeikun // ConsiliumMedicum. [lequatpus. — 2012. — T. 4. — C. 15-20.

37. DHIOBACKyJSIpHOE 3aKpbITHE (EHEeCTpaluu MEXIy MpaBONpeICepAHBIM
TOHHCJICM H IIPAaBbBIM IIPCACCPANUCM Y pe6eHKa C COAUHBIM JKCIIYJOYKOM CCpAla II0CIC
oneparuu ®ontena / P.C. TapacoB, H.K. Corosn, M.B. Kynasckas [u ap.] //
Kapauonorus u cepaeuno-cocyaucras tepanusi. — 2022, — T. 15, Ne6. — C. 642.

38. A Comparison of Bidirectional Glenn vs. Hemi-Fontan Procedure: An
Analysis of the Single Ventricle Reconstruction Trial Public Use Dataset / J.B. Edelson,
C. Ravishankar, H. Griffis [et al.] // Pediatric Cardiology. — 2020. — Vol. 41, Ne6. —
P.1166-1172.

39. A Global Perspective on PDA Management in the Extremely Premature:
Shifting Trend Toward Transcatheter Closure / S. Sathanandam, P. McNamara,
C. McNamara [et al.] // Journal of the Society for Cardiovascular Angiography &
Interventions. — 2023. — Vol. 2, Ne4. — P. 100968.

40. A novel receptor involved in T-cell activation / B.G. Cocks, C.C. Chang,
J.M. Carballido [et al.] // Nature. — 1995. — Vol. 376, Ne6537. — P. 260-263.

41. A pilot study of assessing whole genome sequencing in newborn screening
in unselected children in China / M. Jian, X. Wang, Y. Sui [et al.] // Clinical and
Translational Medicine. — 2022. — Vol. 12, Ne6. — P. €843.

42. A whole-exome sequencing study of patent foramen ovale: investigating
genetic variants and their association with cardiovascular disorders / X. Li, L. Xiem,
J. Dai [et al.] // Frontiers in Genetics. — 2024. — Vol. 15. — P. 1405307



110

43. Abramczyk, U. Infective Endocarditis in Children as an Increasing Clinical
Problem-A Case Series / U. Abramczyk, P. Czesniewicz, J. Kusa // Children (Basel,
Switzerland). — 2024. — Vol. 11, Ne3. — P. 371.

44.  Adults With Congenital Heart Disease: Trends in Event-Free Survival Past
Middle Age / M. Dellborg, K.W. Giang, P. Eriksson [et al.] // Circulation. — 2023. —
Vol. 147, Nel12. — P. 930-938.

45.  Ahmed, A. Clinical Aspects of B Cell Immunodeficiencies: The Past, the
Present and the Future / A. Ahmed, E. Lippner, A. Khanolkar // Cells. — 2022. — Vol. 11,
Ne21. — P. 3353.

46. Alkashkari, W. Current practice in atrial septal defect occlusion in children
and adults / W. Alkashkari, S. Albugami, Z.M. Hijazi // Expert Review of Cardiovascular
Therapy. — 2020. — Vol. 18. — Ne6. — P. 315-329.

47. Alonso-Gonzalez, R. Skeletal system in adult congenital heart disease /
R. Alonso-Gonzalez, D. Massarella, L. Swan // International Journal of Cardiology
Congenital Heart Disease. — 2023. — Vol. 13. — P. 100460.

48. An Update on Pharmacologic Management of Neonatal Hypotension: When,
Why, and Which Medication / E. Agakidou, I. Chatziioannidism F. Kontou [et al.] //
Children. —2024. — Vol. 11, Ne4. — P. 490.

49.  Analysis of risk factors causing health deficiency and its indicators in
children with congenital heart diseases two years after radical surgery / L.N. lgisheva,
A.A. Rumyantseva, A.V. Shabaldin [et al.] // Health Risk Analysis. — 2022. — Ne2. —
P. 151-165.

50. Arvind, B. Timing of Interventions in Infants and Children with Congenital
Heart Defects / B. Arvind, A. Saxena // Indian Journal of Pediatrics. — 2020. — Vol. 87,
N4, — P. 289-294.

51. Association of Neutrophil-Lymphocyte Ratio and Red Blood Cell
Distribution Width with Poor Outcome in Pediatric Cardiac Surgery — A Retrospective
Observational Study / A. Kumar, M. Aggarwal, A. Mohapatra [et al.] / Annals of Cardiac
Anaesthesia. — 2024. — Vol. 2, Ne3. — P. 213-2109.



111

52. Balloon Atrial Septostomy: Does the Balloon Size Matter? / J. Al-Kassmy,
I. Navarro-Castellanos, F.G. Barlatay [et al.] // CJC Pediatric and Congenital Heart
Disease. — 2022. — Vol. 1, Ne6. — P. 253-259.

53. Balloon atrial septostomy for transposition of the great arteries: Safety and
experience with the Z-5 balloon catheter / J.A. Weeda, R. Bokenkamp-Gramann,
B.B. Straver [et al.] // Catheterization and Cardiovascular Interventions. — 2024. —
Vol. 103, Ne2, — P. 308-316.

54. Balloon Valvuloplasty in Congenital Critical Aortic Valve Stenosis in
Neonates and Infants: A Rescue Procedure for the Left Ventricle / J. Pfeifer, A. Rentzsch,
M. Poryo, H. Abdul-Khalig // Journal of Cardiovascular Development and Disease. —
2024. —Vol. 11, Ne5. — P, 156.

55. Bano, S. Pediatric congenital heart diseases: Patterns of presentation to the
emergency department of a tertiary care hospital / S. Bano, S. Akhtar, U. Khan // Pakistan
Journal of Medical Sciences. — 2020. — Vol. 36, Ne3. — P. 333-337.

56. Baspinar, O. Percutaneous Closure of Hemodynamically Significant
Postoperative Residual Ventricular Septal Defects / O. Baspinar, P. Kosger, D. Aydin
Sahin // Pediatric Cardiology. — 2024. — VVol. 45, Ne2. — P. 272-281.

57. Beyond Synthetics: Promising Outcomes With the Invengenx® Bovine
Pericardial Patch for Ventricular Septal Defect Repair in a Young Pediatric Population /
V.V. Bhende, T.S. Sharma, M. Krishnakumar [et al.] // Cureus. — 2024. — Vol. 16, Ne3. —
P. €55530.

58. Bidirectional Glenn Procedure in Patients Less Than 3 Months of Age: A
14-Year Experience / M. Viegas, C.E. Diaz-Castrillon, M. Castro-Medina [et al.] // The
Annals of Thoracic Surgery. — 2020. — Vol. 110, Ne2. — P. 622-629.

59. Bidirectional glenn surgery without palliative pulmonary artery banding in
univentricular heart with unrestricted pulmonary flow. Retrospective multicenter
experience / G.A. Abdelmohsen, H.A. Gabel, R.M. Alamri [et al.] // Journal of
Cardiothoracic Surgery. —2024. — Vol. 19. — P. 67.



112

60. Bravo-Valenzuela, N.J. Prenatal diagnosis of congenital heart disease:
A review of current knowledge / N.J. Bravo-Valenzuela, A.B. Peixoto, E. Araujo Janior //
Indian Heart Journal. — 2018. — Vol. 70, Nel. — P. 150-164.

61. Cardiovascular Outcomes in Fontan Patients With Right vs Left
Univentricular Morphology: A Multicenter Study / N. Dib, M.-A. Chaix, M. Samuel
[etal.] // JACC. Advances. — 2024. — Vol. 3, Ne4. — P. 100871.

62. Case series: surgery for complications following aortic coarctation repair /
A. Olayiwola, N. Hara, V.T. Yatesm, A. Lopez-Marco // Journal of Visualized Surgery. —
2023. - Vol. 9. — P. 50-50.

63. Characteristics of fetal conotruncal heart anomalies / A. Keles, M. Yilmaz,
O. Yicel Celik [et al.] // Gulhane Medical Journal. — 2022. — Vol. 64, Ne3. — P. 222-228.

64. Chen, Y. Hypoxia/HIF Modulates Immune Responses/ Y. Chen, T. Gaber //
Biomedicines. — 2021. — Vol. 9, Ne3. — P. 260.

65. Clinical and imaging considerations in primary immunodeficiency disorders:
an update / E.Y. Wu, L. Ehrlichm, B. Handly [et al.] // Pediatric Radiology. — 2016. —
Vol. 46, Nel12. — P. 1630-1644.

66. Clinical presentation, aetiology and outcome of infective endocarditis.
Results of the ESC-EORP EURO-ENDO (European infective endocarditis) registry: a
prospective cohort study / G. Habib, P.A. Erba, B. lung [et al.] // European Heart
Journal. — 2019. — Vol. 40, Ne39. — P. 3222-3232.

67. Clinical profile of congenital heart diseases detected in a tertiary hospital in
China: a retrospective analysis / L. Song, Y. Wang, H. Wang [et al.] // Frontiers in
Cardiovascular Medicine. — 2023. — Vol. 10. — P. 1131383.

68. Clinical update on the hybrid comprehensive stage Il operation / M. Farias,
C.E. Fleishman, D. Nykanen, W.M. DeCampli // JTCVS open. — 2021. — Vol. 7. —
P.327-335.

69. Cohen, M. Common Atrioventricular Canal Defects / M. Cohen;
Echocardiography in Pediatric and Congenital Heart Disease. — USA: Wiley-Blackwell,
2021. — P. 297-317.



113

70.  Comorbidities in congenital heart disease: different patterns in childhood and
adulthood / Z. Ding, j. Zhu, Y. Ding, C. Zhu // BMC cardiovascular disorders. — 2023. —
Vol. 23. — Comorbidities in congenital heart disease. — Nel. — P. 613.

71.  Complements and Their Role in Systemic Disorders/S.S.Y. Wang, H. Tang,
M.W. Loe [et al.] // Cureus. — 2024. — Vol. 6 (1). — P. €52991.

72.  Complete Transposition of the Great Arteries in the Pediatric Field: A
Multimodality Imaging Approach / S. Moscatelli, M. Avesani, N. Borrelli [et al.] //
Children. — 2024. — Vol. 11, Ne6. — P. 626.

73.  Congenital heart defects and fetal alcohol spectrum disorders / L. Burd,
E. Deal, R. Rios [et al.] // Congenital Heart Disease. — 2007. — Vol. 2, Ne4, — P. 250-255.

74. Congenital Heart Defects and Outcome in a Large Cohort of Down
Syndrome: A Single-Center Experience from Turkey / D. Uludag Alkaya, B. Ozturk, A.
Yuksel Ulker [et al.] // Turkish Archives of Pediatrics. — 2023. — Vol. 58 (5). — P. 473-
479.

75. Congenital Heart Disease: An Immunological Perspective /
K.L. Singampalli, E. Jui, K. Shani [et al.] // Frontiers in Cardiovascular Medicine. —
2021. - Vol. 8. — P. 701375.

76. Congenital heart disease detection by pediatric electrocardiogram based
deep learning integrated with human concepts / J. Chen, S. Huang, Y. Huang [et al.] //
Nature Communications. — 2024. — Vol. 15, Nel. — P. 976.

77. Congenital heart disease, prenatal diagnosis and management / C.H. Meller,
S. Grinenco, H. Aiello [et al.] // Archivos Argentinos De Pediatria. — 2020. — Vol. 118,
Ne2. — P. e149-e161.

78.  Congenital heart disease: types, pathophysiology, diagnosis, and treatment
options / X. Meng, M. Song, K. Zhang [et al.] / MedComm. — 2024. — Vol. 5, Ne7. —
P. e631.

79. Congenital heart diseases: genetics, non-inherited risk factors, and signaling
pathways / E. Suluba, L. Shuwei, Oro Xia [et al.] // Egyptian Journal of Medical Human
Genetics. — 2020. — Vol. 21, Nel. — P. 11.



114

80. Corno, A.F. Innovative treatments for congenital heart defects / A.F. Corno,
T.S. Koerner, J.D. Salazar // World journal of pediatrics: WJP. — 2023. — Vol. 19, Nel. —
P. 1-6.

81. Desai, K. Physiologic diagnosis of congenital heart disease in cyanotic
neonates / K. Desai, E.J. Rabinowitz, S. Epstein // Current Opinion in Pediatrics. — 2019. —
Vol. 31, Ne2. — P. 274-283.

82. Development of a Spectral Flow Cytometry Analysis Pipeline for High-
Dimensional Immune Cell Characterization / D. Vardaman, M.A. Ali, C. Bolding [et al.].
—2024. —P. ji2400370.

83. Different interventions for the treatment of patent ductus arteriosus in
children: a protocol for a network meta-analysis / X. Zhang, X.-D. Hou, W.-X. Wang [et
al.] // Systematic Reviews. — 2023. — Vol. 12, Nel. — P. 29.

84. Double outlet right ventricle / Y. Bell-Cheddar, W.A. Devine, C.-T. Diaz-
Castrillon [et al.] // Frontiers in Pediatrics. — 2023. — Vol. 11. — P. 1-18.

85. Down syndrome and associated atrioventricular septal defects in a
nationwide Norwegian cohort: Prevalence, time trends, and outcomes / C.B. Nordklev,
O. Gjesdal, N. Gunnes [et al.] / Acta Obstetricia et Gynecologica Scandinavica. — 2024. —
Vol. 103, Ne10. — P. 2024-2030.

86. Down syndrome and postoperative hemodynamics in patients undergoing
surgery for congenital cardiac communications / E.S. Carvalho, J.G. Penha, N.Y. Maeda
[et al.] // Scientific Reports. — 2024. — Vol. 14, Nel. — P. 16612.

87. Doyle, J. Infantile dilated cardiomyopathy due to congenital left main
coronary ostial stenosis / J. Doyle, T. Churchill, S.M. Chowdhury // Cardiology in the
Young. — 2021. — Vol. 31, Nel. — P. 130-131.

88. D-Transposition of the great arteries with restrictive foramen ovale in the
fetus: the dilemma of predicting the need for postnatal urgent balloon atrial septostomy /
I. Gottschalk, A. Walter, T. Menzel [et al.] // Archives of Gynecology and Obstetrics. —
2024. —Vol. 309, Ne4. — P. 1353-1367.

89. Duarte V.E. Genetic syndromes associated with congenital heart disease /
V.E. Duarte, M.N. Singh // Heart (British Cardiac Society). —2023. —Vol. 1. — P. 323126.



115

90. Early Neonatal Death Possibly From a Rare Congenital Coronary Artery
Anomaly / P.K. Velumula, E.N. Leclair , O.M. Shafi, S. Chandra // Cureus. — 2022.

91. Early predictors of bacterial pneumonia infection in children with congenital
heart disease after cardiopulmonary bypass: a single-centre retrospective study /
Q. Wang, H. Liu, L. Zou [et al.] // BMJ Open. — 2024. — Vol. 14, Ne3. — P. e076483.

92. Early Thymectomy Is Associated With Long-Term Impairment of the
Immune System: A Systematic Review / N.V. Cavalcanti, P. Palmeira, M.B. Jatene [et
al.] // Frontiers in Immunology. — 2021. — Vol. 12. — P. 774780.

93. Effectiveness of cardiac palliative surgery for trisomy 18 patients with
increased pulmonary blood flow / A. Takai, M. Yamagishi, K. Ikeda [et al.] // American
Journal of Medical Genetics Part A. — 2023. — Vol. 191, Nell. — P. 2703-2710.

94, Effects of hemodynamic alterations and oxygen saturation on cerebral
perfusion in congenital heart disease / A. De Silvestro, G. Natalucci, M. Feldmann [et
al.] // Pediatric Research. — 2024. — VVol. 96, Ne4. — P. 990-998.

95. Emergency Department Presentation and Outcome of Children With
Cyanotic Congenital Heart Diseases / S. llyas, Y. Rehman, I. Hussain [et al.] // Cureus. —
2021. —Vol. 13, Ne9. — P. €17960.

96. Establishing Simultaneous T Cell Receptor Excision Circles (TREC) and
K-Deleting Recombination Excision Circles (KREC) Quantification Assays and
Laboratory Reference Intervals in Healthy Individuals of Different Age Groups in Hong
Kong / J.S Kwok, S.K. Cheung, J.C. Ho [et al.] // Frontiers in Immunology. — 2020. —
Vol. 11. - P. 1411.

97. Evaluation and Management of Chronic Heart Failure in Children and
Adolescents With Congenital Heart Disease: A Scientific Statement From the American
Heart Association / S. Amdani, M. Conway, K. George [et al.] // Circulation. — 2024. —
Vol. 150, Ne2, — P. e33-e50.

98. Evaluation of critical congenital heart disease from 2018 to 2020 in Turkey:
a retrospective cohort study / N. Caylan, S.S. Yal¢in, B. Tezel [et al.] // BMC pregnancy
and childbirth. — 2023. — Vol. 23, Nel. — P. 871.



116

99. Expanding the phenotypic spectrum of NOTCH1 variants: clinical
manifestations in families with congenital heart disease / K.J. Stanley, K.J. Kalbfleisch,
O.M. Moran [et al.] // European Journal of Human Genetics. — 2024. — Vol. 32, Ne7. —
P. 795-803.

100. Farmer, J.R. Molecular Diagnosis of Inherited Immune Disorders /
J.R. Farmer, V.S. Mahajan // Clinics in Laboratory Medicine. — 2019. — Vol. 39, Ne4. —
P. 685-697.

101. Fetal CHD and perinatal outcomes / C.J. Ge, A.C. Mahle, I. Burd [et al.] //
Cardiology in the Young. — 2020. — Vol. 30, Ne5. — P. 686-691.

102. From Crafoord’s End-to-End Anastomosis Approach to Percutaneous
Interventions: Coarctation of the Aorta Management Strategies and Reinterventions /
C.M. Vasile, G. Laforest, C. Bulescu [et al.] // Journal of Clinical Medicine. — 2023. —
Vol. 12, Ne23. — P. 7350.

103. Functional genomics in inborn errors of immunity / C. Hurabielle,
T.N. LaFlam, M. Gearing, C.J. Ye // Immunological Reviews. — 2024. — Vol. 322, Nel. —
P. 53-70.

104. Genetic Basis for Congenital Heart Defects: Current Knowledge: A
Scientific Statement From the American Heart Association Congenital Cardiac Defects
Committee, Council on Cardiovascular Disease in the Young: Endorsed by the American
Academy of Pediatrics / M.E. Pierpont, C.T. Basson, D.W. Benson [et al.] //
Circulation. — 2007. — Vol. 115, Ne23. — P. 3015-3038.

105. Global birth prevalence of congenital heart defects 1970-2017: updated
systematic review and meta-analysis of 260 studies / Y. Liu, S. Chen, L. Zihlke [et al.] //
International Journal of Epidemiology. — 2019. — Vol. 48, Ne2. — P. 455-463.

106. Global disease burden of and risk factors for acute lower respiratory
infections caused by respiratory syncytial virus in preterm infants and young children in
2019: a systematic review and meta-analysis of aggregated and individual participant
data/ X. Wang, Y. Li, T. Shi [et al.] // The Lancet. — 2024. — Vol. 403, Ne10433. —
P. 1241-1253.



117

107. Global prevalence of congenital heart diseases in infants: A systematic
review and meta-analysis / N. Salari, F. Faryadras, S. Shohaimi [et al.] // Journal of
Neonatal Nursing. — 2024. — Vol. 30, Ne6. — P. 570-575.

108. Global, regional, and national burden of congenital heart disease, 1990
2017: a systematic analysis for the Global Burden of Disease Study 2017 /
M.S. Zimmerman, A.G. Smith, C.A. Sable [et al.] / The Lancet Child & Adolescent
Health. — 2020. — Vol. 4, Ne3. — P. 185-200.

109. Global, regional, and national time trends in mortality for congenital heart
disease, 1990-2019: An age-period-cohort analysis for the Global Burden of Disease
2019 study / Z. Su, Z. Zou, S.1. Hay [et al.] // eClinicalMedicine. — 2022. — Vol. 43. —
P. 101249.

110. Global report on primary immunodeficiencies: 2018 update from the Jeffrey
Modell Centers Network on disease classification, regional trends, treatment modalities,
and physician reported outcomes / V. Modell, J.S. Orange, J. Quinn, F. Modell //
Immunologic Research. — 2018. — Vol. 66, Ne3. — P. 367-380.

111. Guardians of Immunity: Advances in Primary Immunodeficiency Disorders
and Management / N.C. Peddi, S. Vuppalapati, H. Sreenivasulu [et al.] // Cureus. —
2023. - Vol. 15 (9). — P. e44865.

112. Hassan, A. Five decades of Fontan palliation: What have we learned? What
should we expect? / A. Hassan, M. Chegondi, P. Porayette // Journal of International
Medical Research. — 2023. — Vol. 51, Ne10. — P. 1-17.

113. Hayes-Lattin, M. Educational Case: Tetralogy of Fallot and a Review of the
Most Common Forms of Congenital Heart Disease / M. Hayes-Lattin, D. Salmi //
Academic Pathology. — 2020. — Vol. 7. — P. 1-8.

114. Hbibi, M. Autoimmune cytopenias in children: When to think of primary
immunodeficiency? / M. Hbibi, M. El Alaoui El Hanafi, Z. Kasmi et al. // La Tunisie
Medicale. — 2024. — Vol. 102, Nel. —P. 1-6.

115. Heart transplantation and biomarkers: a review about their usefulness in
clinical practice / L. Martini, G.E. Mandoli, M.C. Pastore [et al.] // Frontiers in
Cardiovascular Medicine. — 2024. — Vol. 11. — P. 1336011.



118

116. Heart transplantation surgery in children and young adults with congenital
heart disease / S. Martens, H. Tie, H.G. Kehl [et al.] // Journal of Cardiothoracic
Surgery. — 2023. — Vol. 18, Nel. — P. 342.

117. Helm, B.M. Clinical Decision Analysis of Genetic Evaluation and Testing
in 1013 Intensive Care Unit Infants with Congenital Heart Defects Supports Universal
Genetic Testing / B.M. Helm, S.M. Ware // Genes. — 2024. — Vol. 15, Ne4, — P. 505.

118. Hemostasis assessment in Fontan patients using the new thrombodynamics
test / A.V. Minaev, D.K. Gushchin, D.V. Kovalev, Mvela B.M. // The Egyptian Heart
Journal. — 2023. — Vol. 75. — Nel. — P. 39.

119. Hoffman, J.1. The global burden of congenital heart disease / J.I. Hoffman //
Cardiovascular Journal of Africa. — 2013. — Vol. 24, Ne4, — P. 141-145.

120. Hoffman, J.I. The incidence of congenital heart disease / J.I.E. Hoffman,
S. Kaplan // Journal of the American College of Cardiology. — 2002. — Vol. 39, Nel12. —
P. 1890-1900.

121. Holst, K.A. Ebstein’s Anomaly / K.A. Holst, H.M. Connolly, J.A. Dearani //
Methodist DeBakey Cardiovascular Journal. — 2019. — Vol. 15, Ne2. — P. 138-144.

122. Hong, J.Y. On developmental programming of the immune system /
J.Y.Hong, R. Medzhitov // Trends in Immunology. — 2023. — Vol. 44, Nell. —
P. 877-889.

123. Hospital Outcomes Among Children With Congenital Heart Disease and
Adenovirus Pneumonia / R. Crawford, C. Akmyradov, R. Dachepally, P. Prodhan // The
Pediatric Infectious Disease Journal. — 2024. — Vol. 43, Ne8. — P. 720-724.

124, Human Inborn Errors of Immunity: 2019 Update on the Classification from
the International Union of Immunological Societies Expert Committee / S.G. Tangye,
W. Al-Herz, A. Bousfiha [et al.] // Journal of Clinical Immunology. — 2020. — Vol. 40,
Nel. —P. 24-64.

125. Imaging Features of Primary Immunodeficiency Disorders / J.A. Rodriguez,
T.J. Bang, C.S. Restrepo [et al.] // Radiology: Cardiothoracic Imaging. — 2021. — Vol. 3,
No2. — P. e200418.



119

126. Immunity and inflammation: the neglected key players in congenital heart
disease? / L.M. Wienecke, S. Cohen, J. Bauersachs [et al.] // Heart Failure Reviews. —
2022. —Vol. 27, Ne5. — P, 1957-1971.

127. Immunodeficiency is prevalent in congenital heart disease and associated
with increased risk of emergency admissions and death / G.-P. Diller, A.E. Lammers,
A. Fischer [et al.] // European Heart Journal. — 2023. — VVol. 44, Ne34. — P. 3250-3260.

128. Immunological screening and immune correction in cardiosurgery of
infants / E.A. Degtyareva, D.S. Samuilova, M.K. Razuvaev, 1.S. Khurges // Bulletin of
Experimental Biology and Medicine. — 1993. — Vol. 115, Ne4, — P. 417-421.

129. Implementation of TREC/KREC detection protocol for newborn SCID
screening in Bulgaria: a pilot study / M. Marinova, A. Georgyeva, V. Yordanova [etal.] //
Central European Journal of Immunology. — 2022. — Vol. 47, Ne4. — P. 339-349.

130. Implications of Left Ventricular Dysfunction at Presentation for Infants with
Coarctation of the Aorta / C.A. McFarland, D.T. Truong, N.M. Pinto [et al.] / Pediatric
Cardiology. — 2021. — Vol. 42, Nel. — P. 72-77.

131. Importance of TREC and KREC as molecular markers for immunological
evaluation of down syndrome children / E. Eissa, H.H. Afifi, A.M. Abo-Shanab [et al.] //
Scientific Reports. — 2023. — Vol. 13, Nel. — P. 15445,

132. Improved Surgical Outcomes in Adults with Congenital Heart Disease and
Decompensated Heart Failure: The Role of Perioperative Medical Optimization / AV
Minaev, V. P. Podzolkov, T. Danilov, M. R. Chiaureli [et al.] // Am J Case Rep. — 2023.
—~Vol.24. —Ne 1. -P.1-8.

133. Incidence and types of congenital heart disease at a referral hospital in
Jordan: retrospective study from a tertiary center / A.A. Hasan, N.A. Abu Lehyah,
M.K. Al Tarawneh [et al.] // Frontiers in Pediatrics. — 2023. — Vol. 11. — P. 1261130.

134. Increased inflammatory markers in adult patients born with an atrial septal
defect / A.-S.L. Schram, A. Sellmer, C. Nyboe [et al.] // Frontiers in Cardiovascular
Medicine. — 2022. — Vol. 9. — P. 925314.



120

135. Individualized strategy of minimally invasive cardiac surgery in congenital
cardiac septal defects / J. Zhu, Y. Zhang, C. Bao [et al.] // Journal of Cardiothoracic
Surgery. —2022. — Vol. 17, Nel. — P. 5.

136. Infective endocarditis in pediatric patients: a decade of insights from a
leading Spanish heart surgery reference center / I. Marin-Cruz, R. Pedrero-Tomé, B. Toral
[et al.] // European Journal of Pediatrics. — 2024. — Vol. 183, Ne9. — P. 3905-3913.

137. Innate immune memory: An evolutionary perspective / B. Gourbal,
S. Pinaud, G.J. Beckers [et al.] // Immunological Reviews. — 2018. — Vol. 283, Nel. —
P. 21-40.

138. Interplay of the heart, spleen, and bone marrow in heart failure: the role of
splenic extramedullary hematopoiesis / H. Hiraiwa, Y. Yura, T. Okumura [et al.] // Heart
Failure Reviews. — 2024. — Vol. 29, Ne5. — P. 1049-1063.

139. Investigation of Genetic Alterations in Congenital Heart Diseases in Prenatal
Period / E.I. Atli, E. Atli, S. Yalcintepe [et al.] / Global Medical Genetics. — 2022. —
Vol. 9, Nel. — P. 29-33.

140. Jiang, T. Advances in neonatal screening for primary immune deficiencies /
T. Jiang, Z. Li, Q. Zhang // Experimental and Therapeutic Medicine. — 2016. — Vol. 11,
No5. — P. 1542-1544.

141. Jiang, Y. Improving the diagnosis and treatment of congenital heart disease
through the combination of three-dimensional echocardiography and image guided
surgery / Y. Jiang // BMC Medical Imaging. — 2024. — Vol. 24, Nel. — P. 61.

142. Justiz Vaillant, A.A. Immunodeficiency / A.A. Justiz Vaillant, A. Qurie;
Treasure Island (FL): StatPearls Publishing, 2024. — P. 1-8.

143. Kalisch-Smith, J.I. Environmental Risk Factors for Congenital Heart
Disease / J.1. Kalisch-Smith, N. Ved, D.B. Sparrow // Cold Spring Harbor Perspectives
in Biology. — 2020. — Vol. 12, Ne3. — P. a037234.

144, Kaneko, T. The Longest Reported Outcomes of the Ross Procedure /
T. Kaneko, M. Ouzounian // JAMA Cardiology. — 2024. — Vol. 9, Nel. — P. 14-15.



121

145. Kannan, B.R. Clinical Diagnostic Approach to Congenital Acyanotic
Congenital Heart Disease in Infants and Children / B.R. Kannan // Indian Journal of
Pediatrics. — 2020. — Vol. 87, Ne5. — P. 381-384.

146. Krishna, M.R. Diagnosis and Management of Critical Congenital Heart
Diseases in the Newborn / M.R. Krishna, R.K. Kumar // Indian Journal of Pediatrics. —
2020. — Vol. 87, Neb. — P. 365-371.

147. Krzywinska, E. Hypoxia, Metabolism and Immune Cell Function /
E. Krzywinska, C. Stockmann // Biomedicines. — 2018. — Vol. 6, Ne2. — P. 56.

148. Kumar, A. Spectrum of cyanotic congenital heart disease diagnosed by
echocardiographic evaluation in patients attending a tertiary cardiac care center of South
Rajasthan / A. Kumar, K. Bhargava // Annals of Pediatric Cardiology. — 2017. — Vol. 10,
Nel. —P. 97-98.

149. Larbi, A. From Genesis to Old Age: Exploring the Immune System One Cell
at a Time with Flow Cytometry / A. Larbi // Biomedicines. — 2024. — Vol. 12, Ne7. —
P. 1469.

150. Laussen, P.C. Neonates with congenital heart disease / P.C. Laussen //
Current Opinion in Pediatrics. — 2001. — Vol. 13, Ne3. — P. 220-226.

151. Lessons Learned From Newborn Screening for Critical Congenital Heart
Defects / M.E. Oster, S.W. Aucott, J. Glidewell [et al.] // Pediatrics. — 2016. — Vol. 137,
No5. — P. €20154573.

152. Lifetime risk of comorbidity in patients with simple congenital heart disease:
a Danish nationwide study / M. EI-Chouli, A. Meddis, D.M. Christensen [et al.] //
European Heart Journal. — 2023. — Vol. 44, Ne9. — P. 741-748.

153. Linglart, L. Congenital heart defects in Noonan syndrome: Diagnosis,
management, and treatment / L. Linglart, B.D. Gelb // American journal of medical
genetics. Part C, Seminars in medical genetics. — 2020. — Vol. 184, Nel. — P. 73-80.

154. Living with Congenital Aortic Stenosis: Exercise Restriction, Patterns of
Adherence, and Quality of Life / L.K. Mansfield. J.R. Reichman, D.l. Crowley [et al.] /
Pediatric Cardiology. — 2024. — Vol. 45, Ne7. — P. 1430-1439.



122

155. Long-term Effect of Enlargement of a Ventricular Septal Defect in the
Rastelli Procedure / Y. Toyoda [et al.] // Seminars in Thoracic and Cardiovascular
Surgery. —2017. — Vol. 29, Ne2. — P. 215-220.

156. Long-term surgical results of transposition of the great arteries with left
ventricular outflow tract obstruction / A. Furuta, M. Yamagishi, G. Matsumura [et al.] //
Journal of Cardiothoracic Surgery. — 2022. — Vol. 17, Nel. — P. 111.

157. Lymphocytes subsets reference values in childhood / F. Tosato, G. Bucciol,
G. Pantano [et al.] // Cytometry. — 2015. — Vol. 87, Nel. — P. 81-85.

158. Machine Learning Model for Predicting Risk of In-Hospital Mortality after
Surgery in Congenital Heart Disease Patients / X. Du, H. Wang, S. Wang [et al.] //
Reviews in Cardiovascular Medicine. — 2022. — Vol. 23, Nell. — P. 376.

159. Maddhesiya, J. Understanding the Genetic and Non-genetic Interconnections
in the Aetiology of Isolated Congenital Heart Disease: An Updated Review: Part 1 /
J. Maddhesiya, B. Mohapatra // Current Cardiology Reports. — 2024. — Vol. 26, Ne3. —
P. 147-165.

160. Major heart defects: the diagnostic evaluations of first-year-olds /
J. Pavlicek, E. Klaskova, S. Kapralova [et al.] // BMC Pediatrics. — 2021. —Vol. 21, Nel. —
P.528.

161. Martin, G.R. Surgery for Congenital Heart Disease: Improvements in
Outcomes / G.R. Martin, R.A. Jonas // American Journal of Perinatology. — 2018. —
Vol. 35, Ne6. — P. 557-560.

162. Martinez-Morillo, E. Challenges for Worldwide Harmonization of Newborn
Screening Programs / E. Martinez-Morillo, B. Prieto Garcia, F.V. Alvarez Menéndez //
Clinical Chemistry. — 2016. — Vol. 62, Ne5. — P. 689-698.

163. Martinez-Sellés, M. Incidence and clinical impact of infective endocarditis
after transcatheter aortic valve implantation / M. Martinez-Sellés, E. Bouza, P. Diez-
Villanueva et al. // Eurolntervention. — 2016. — Vol. 11, Ne10. — P. 1180-1187.

164. Meberg, A. Congenital heart defects--chromosomal anomalies, syndromes
and extracardiac malformations / A. Meberg, J. Hals, E. Thaulow // Acta Paediatrica. —
2007. —Vol. 96, Ne8. — P. 1142-1145.



123

165. Midterm prognosis following total correction of tetralogy of fallot in adult
patients / Z. Khajali, N. Mohammadi, Y. Toloueitabar [et al.] // Frontiers in
Cardiovascular Medicine. — 2023. — Vol. 10. — P. 1254022.

166. Minimal invasive approaches for pediatric & congenital heart surgery: safe,
reproducible, more cosmetic than through sternotomy, and here to stay / J. Dodge-
Khatami, A. Dodge-Khatami, T.D. Nguyen, A. Ruffer // Translational Pediatrics. —
2023. —Vol. 12, Ne9. — P. 1744-1752.

167. Mital, R. Genetic insights into Tetralogy of Fallot: Oh MYH(6) / R. Mital,
J.S. Lozier, T.J. Mead // Pediatric Research. — 2024. — VVol. 96, Ne2. — P. 297-298.

168. Moroi, M.K. The Ross procedure in children: a systematic review /
M.K. Moroi, E.A. Bacha, D.M. Kalfa // Annals of Cardiothoracic Surgery. —2021. — Vol.
10, Ned. — P. 420-432.

169. Mukhamedova. Sh.T. The prognostic significance of cytokines in the
diagnosis of pathology of newborns / Sh.T. Mukhamedova, D.R. Hamraeva,
F.A. Karomatova // Journal of Natural Remedies. — 2021. — Vol. 1, Nel. — P. 119.

170. Nappi, F. In-Depth Genomic Analysis: The New Challenge in Congenital
Heart Disease / F. Nappi // International Journal of Molecular Sciences. — 2024. — Vol. 25,
Ne3. — P. 1734.

171. Navigating Arrhythmias in Tetralogy of Fallot Throughout the Lifespan: A
Case-based Review / C. VO, N. Dib, S. Bartoletti [et al.] // CJC Pediatric and Congenital
Heart Disease. — 2023. — Vol. 2, Ne6. — P. 404-413.

172. Neonatal Heart Responds to Pressure Overload With Differential Alterations
in Various Cardiomyocyte Maturation Programs That Accommodate Simultaneous
Hypertrophy and Hyperplasia / X. Ding. S. Wang, Y. Wang [et al.] // Frontiers in Cell
and Developmental Biology. — 2020. — Vol. 8. — P. 596960.

173. Neonatal Screening in Europe Revisited: An ISNS Perspective on the
Current State and Developments Since 2010/ J.G. Loeber, D. Platis, R.H. Zetterstrom [et
al.] // International Journal of Neonatal Screening. — 2021. — Vol. 7, Nel. — P. 15.



124

174. Newborn Screening for Severe Primary Immunodeficiency Diseases in
Sweden — a 2-Year Pilot TREC and KREC Screening Study / M. Barbaro, A. Ohlsson,
S. Borte [et al.] // Journal of Clinical Immunology. —2017. — Vol. 37, Nel. — P. 51-60.

175. Newborn Screening through TREC, TREC/KREC System for Primary
Immunodeficiency with limitation of TREC/KREC. Comprehensive Review /
K. Shinwari, M. Bolkov, V.A. Tuzankina [et al.] // Anti-Inflammatory & Anti-Allergy
Agents in Medicinal Chemistry. — 2021. — Vol. 20, Ne2. — P. 132-149.

176. Noncardiac anomalies in children with congenital heart disease / X. Huang,
Y. Gao, W. Chen [et al.] // Frontiers in Cardiovascular Medicine. — 2023. — Vol. 10. - P.
1293210.

177. Norwood operation versus comprehensive stage Il after bilateral pulmonary
artery banding palliation for infants with critical left heart obstruction / M.B. Argo, D.J.
Barron, P. Eghtesady [et al.] // The Journal of Thoracic and Cardiovascular Surgery. —
2023. —Vol. 166, Ne3. — P. 943-954 el.

178. Nwafor, I.LA. Status of Congenital Heart Defects in Nigeria: The Role of
Cardiac Surgery / I.A. Nwafor, J.C. Eze // World Journal of Cardiovascular Surgery. —
2019. — Vol. 9, Ne07. — P. 63-72.

179. Outcomes After Bidirectional Glenn Shunt in a Tertiary-Care Pediatric
Hospital in South Africa / H.M. Meyer, D. Marange-Chikuni, M. Anaesthesia [et al.] //
Journal of Cardiothoracic and Vascular Anesthesia. — 2022. — Vol. 36, Ne6. —
P. 1573-1581.

180. Outcomes of Norwood procedure with hypoplastic left heart syndrome: Our
12-year single-center experience / F. Ozdemir, O. Korun, D. Dedemoglu [et al.] // Turkish
Journal of Thoracic and Cardiovascular Surgery. — 2022. — Vol. 30, Nel. — P. 26-35.

181. Owusu, I.K. Severe Pulmonary Hypertension From Combined Ventricular
Septal Defect and Rheumatic Mlitral Valve Disease: A Case Report and Literature
Review / I.K. Owusu, G.M. Amponsah, Y.A. Wiafe // Clinical Medicine Insights: Case
Reports. — 2024. — Vol. 17. — P. 11795476241231140.



125

182. Padron, G.T. Autoimmunity in Primary Immunodeficiencies (PID) /
G.T. Padron, V.P. Hernandez-Trujillo // Clinical Reviews in Allergy & Immunology. —
2023. - Vol. 65, Nel. — P. 1-18.

183. Pala, F. Inborn errors of immunity associated with defects of thymic
development / F. Pala, L.D. Notarangelo, M. Bosticardo // Pediatric allergy and
immunology : official publication of the European Society of Pediatric Allergy and
Immunology. — 2022. — Vol. 33, Ne8. — P. €13832.

184. Palliative Care Across the Life Span for Children With Heart Disease:
A Scientific Statement From the American Heart Association / E.D. Blume, R. Kirsch,
M.K. Cousino [et al.] // Circulation. Cardiovascular Quality and Outcomes. — 2023. —
Vol. 16, Ne2. — P. e000114.

185. Parents’ Perspectives and Societal Acceptance of Implementation of
Newborn Screening for SCID in the Netherlands / M. Blom, R.G. Bredius, M.E. Jansen
[et al.] // Journal of Clinical Immunology. — 2021. — Vol. 41, Nel. — P. 99-108.

186. Parvar, S.Y. Prevalence of congenital heart disease according to the
echocardiography findings in 8145 neonates, multicenter study in southern Iran /
S.Y. Parvar, R. Ghaderpanah, A. Naghshzan // Health Science Reports. — 2023. — Vol. 6,
Ned, — P, e1178.

187. Patterns, prevalence, risk factors, and survival of newborns with congenital
heart defects in a Saudi population: a three-year, cohort case-control study / M.A.
Majeed Saidan, M. Atiyah, A.N. Ammari [et al.] / Journal of Congenital Cardiology. —
2019. — Vol. 3, Nel. - P. 2,

188. Pediatric Heart Failure Inpatient Mortality: A Cross-Sectional Analysis /
E.O. Adebiyi, E. Edigin, H. Shaka [et al.] // Cureus. — 2022. — Vol. 14, Ne7. — P. e26721.

189. PID Comes Full Circle: Applications of V(D)J Recombination Excision
Circles in Research, Diagnostics and Newborn Screening of Primary Immunodeficiency
Disorders / M.C. Van Zelm, M. Van Der Burg, A.W. Langerak, J.M. Van Dongen //
Frontiers in Immunology. — 2011. — Vol. 2. — P. 12.



126

190. Population-based retrospective cohort study on community-acquired
pneumonia hospitalization in children with a ventricular septal defect / M. Sung,
J.H. Kim, E.K. Ha [et al.] // Scientific Reports. — 2024. — Vol. 14, Nel. — P. 9307.

191. Porstmann, W. Closure of persistent ductus arteriosus without thoracotomy /
W. Porstmann, L. Wierny, H. Warnke // German Medical Monthly. — 1967. — Vol. 12,
Ne6. — P. 259-261.

192. Postoperative Cardiac Arrhythmias in Pediatric and Neonatal Patients with
Congenital Heart Disease-A Narrative Review / G. Ganea, E.E. Cinteza, C. Filip [etal.] //
Life (Basel, Switzerland). — 2023. — Vol. 13, Nel12. — P. 2278.

193. Practice and Safety of Static Balloon Atrial Septostomy Based on a
Nationwide Registry Data / R. Inuzuka, H. Tachimori, S.-H. Kim [et al.] // Circulation
Journal: Official Journal of the Japanese Circulation Society. — 2022. — Vol. 86, Nel12. —
P. 1990-1997.

194. Praznik, A. Risk factors for bronchiolitis severity: A retrospective review of
patients admitted to the university hospital from central region of Slovenia / A. Praznik,
N. Vinsek, A. Prodan et al. // Influenza and Other Respiratory Viruses. — 2018. — Vol. 12,
Ne6. — P. 765-771.

195. Predicting Factors for Mortality in Patients After the Modified Blalock-
Taussig Shunt Procedure in Developing Countries: A Retrospective Study / P. Amelia,
N. Advani, A.B. Pulungan [et al.] / International Journal of General Medicine. — 2023. —
Vol. 16. — P. 5291.

196. Prenatal Alcohol Exposure and Metabolic Disorders in Pediatrics: The Role
of the Oxidative Stress - A Review of the Literature / M. Derme,M. Briante, M. Ceccanti
[et al.] // Children. —2024. — Vol. 11, Ne3. — P. 269.

197. Prenatal Detection of Coarctation of the Aorta in a Non-selected Population:
A Prospective Analysis of 10 Years of Experience / I. Durand, G. Deverriere, C. Thill [et
al.] // Pediatric Cardiology. — 2015. — VVol. 36, Ne6. — P. 1248-1254.

198. Prenatal genetic diagnosis of fetuses with dextrocardia using whole exome
sequencing in a tertiary center / H. Xue, A. Yu, L. Chen [et al.] // Scientific Reports. —
2024. —Vol. 14, Nel. — P. 16266.



127

199. Preoperative lymphopenia is a predictor of postoperative adverse outcomes
in children with congenital heart disease / A.G. Cabrera, U. Dyamenahalli, J. Gossett [et
al.] // The Journal of Thoracic and Cardiovascular Surgery. — 2009. — Vol. 138, Ne5. — P.
1172-1179.

200. Prevalence of Genetic Diagnoses in a Cohort With Valvar Pulmonary
Stenosis / K.N. Weaver, J. Chen, A. Shikany [etal.] // Circulation: Genomic and Precision
Medicine. — 2022. — Vol. 15, Ne4. — P. e003635.

201. Primary Immunodeficiencies: A Decade of Progress and a Promising
Future / I. Meyts, A. Bousfiha, C. Duff [et al.] // Frontiers in Immunology. — 2021. —
Vol. 11. — P. 625753.

202. Primary Immunodeficiencies in Russia: Data From the National Registry /
A.A. Mukhina, N.B. Kuzmenko, Y.A. Rodina [et al.] // Frontiers in Immunology. —
2020. — Vol. 11. — P. 1491.

203. Progresses in genetic testing in congenital heart disease / H. Gao, Y. Liu, W.
Sheng [et al.] // Medicine Plus. — 2024. — Vol. 1, Ne2. — P. 100028.

204. Prophylaxis protects infants with congenital heart disease from severe forms
of RSV infection: an Italian observational retrospective study: Palivizumab prophylaxis
in children with congenital heart disease / C. Ratti, A.D. Greca, D. Bertoncelli [et al.] //
Italian Journal of Pediatrics. — 2023. — Vol. 49, Nel. — P. 4,

205. Pulmonary artery banding: a 20-year experience at a tertiary care center in a
developing country / R. Ghoussaini, R. Zareef, A. Makarem [et al.] // Frontiers in
Cardiovascular Medicine. — 2024. — Vol. 11. — P. 1368921.

206. Pulmonary Artery Stump Thrombus in a Patient With Remote History of
Rastelli Procedure / W. Li, X. Guan, J. Nguyen, K. Lee // CASE. — 2024. —Vol. 8, Ne3. —
P.167-169.

207. Radford, D.J. 1gG subclass deficiency in children with congenital heart
disease / D.J. Radford, Y.H. Thong, L.J. Beard et al. // Pediatric Allergy and
Immunology. — 1990. — Vol. 1, Nel. — P. 41-45.



128

208. Radford, D.J. The association between immunodeficiency and congenital
heart disease / D.J. Radford, Y.H. Thong // Pediatric Cardiology. — 1988. — Vol. 9, Ne2. —
P. 103-108.

209. Rao, P.S. Recent advances in managing septal defects: ventricular septal
defects and atrioventricular septal defects / P.S. Rao, A.D. Harris // F1000Research. —
2018. - Vol. 7. — P. 498.

210. Recurrent Respiratory Infections in Children with Down Syndrome: A
Review / M. Ghezzi. N. Garancini, R. De Santis [et al.] // Children. — 2024. — Vol. 11,
No2. — P. 246.

211. Report of the Tennessee Task Force on Screening Newborn Infants for
Critical Congenital Heart Disease / M.R. Liske, C.S. Greeley, D.J. Law [et al.] //
Pediatrics. — 2006. — VVol. 118, Ne4. — P. e1250-e1256.

212. Risk Factors for Severe Respiratory Syncytial Virus Infection in
Hospitalized Children / H.-Y. Ma, |.-F. Lin, Y.-C. Liu [et al.] // Pediatric Infectious
Disease Journal. — 2024. — Vol. 43, Ne6. — P. 487-492.

213. Rohit, M. Approach to Cyanotic Congenital Heart Disease in Children /
M. Rohit, P. Rajan // Indian Journal of Pediatrics. — 2020. — VVol. 87, Ne5. — P. 372-380.

214. Role of Pulse Oximetry in Examining Newborns for Congenital Heart
Disease: A Scientific Statement From the American Heart Association and American
Academy of Pediatrics / W.T. Mahle, J.W. Newburger, G.P. Matherne [et al.] //
Circulation. — 2009. — Vol. 120, Ne5. — P. 447-458.

215. Ross Procedure in the era of Handmade-Valved Conduits for Right
Ventricular Outflow Tract Reconstruction in Children: Short-Term Surgical Outcomes /
W. Dong, S. Wang, Y. Wang [et al.] // Frontiers in Cardiovascular Medicine. — 2022. —
Vol. 9. — P. 924253.

216. Screening Newborns for Low T Cell Receptor Excision Circles (TRECS)
Fails to Detect Immunodeficiency, Centromeric Instability, and Facial Anomalies
Syndrome / O. Staudacher, J. Klein, S. Thee [et al.] // The Journal of Allergy and Clinical
Immunology: In Practice. — 2023. — Vol. 11, Ne9. — P. 2872-2883.



129

217. Sepsis in the Pediatric Cardiac Intensive Care Unit: An Updated Review /
S. Babu, R. Sreedhar, M. Munaf, S.V. Gadhinglajkar // Journal of Cardiothoracic and
Vascular Anesthesia. — 2023. — Vol. 37, Ne6. — P. 1000-1012.

218. Shmukler, A. Overview of Common Surgical Procedures in CHD /
A. Shmukler, A. Haramati, L.B. Haramati // Seminars in Roentgenology. — 2020. — Vol.
55, Ne3. — P. 264-278.

219. Short- and Long-term Outcome After Interventional VSD Closure: A Single-
Center Experience in Pediatric and Adult Patients / M. Bergmann,C.P. Germann,
J. Nordmeyer [et al.] // Pediatric Cardiology. — 2021. — VVol. 42, Nel. — P. 78-88.

220. Short and Mid-term Outcomes of Ductal Graft with Bilateral Pulmonary
Banding in Hypoplastic Left Heart Syndrome and Variants / A. Oktay, A. Arnaz,
C. Ayabakan [et al.] // Pediatric Cardiology. — 2024. [Online ahead of prin]

221. Stents in Congenital Heart Disease: State of the Art and Future Scenarios /
A. Brambilla, G. Pennati, L. Petrini, F. Berti // Applied Sciences. — 2023. — Vol. 13,
Nel7. - P. 9692.

222. Strategies for Implementing Screening for Critical Congenital Heart
Disease / A.R. Kemper, W.T. Mahle, G.R. Martin [et al.] // Pediatrics. —2011. — Vol. 128,
No5. — P. e1259-e1267.

223. Study on hypoxia-inducible factor and its roles in immune system /
A.A. Kiani, H. Elyasi, S. Ghoreyshi [et al.] // Immunological Medicine. — 2021. — Vol.
44, Ned, — P. 223-236.

224. Sumal, A.S. Tricuspid atresia: Where are we now? / A.S. Sumal,
H. Kyriacou, A. Mostafa // Journal of Cardiac Surgery. — 2020. — Vol. 35, Ne7. —
P. 1609-1617.

225. Survival in Children With Congenital Heart Disease: Have We Reached a
Peak at 97%7? / Z. Mandalenakis, K.W. Giang, P. Eriksson [et al.] // Journal of the
American Heart Association. — 2020. — Vol. 9, Ne22. — P. e017704.

226. Taksande, A. Critical Congenital Heart Disease in Neonates: A Review
Article / A. Taksande, P.Z. Jameel // Current Pediatric Reviews. — 2021. —Vol. 17, Ne2. —
P. 120-126.



130

227. T-Cell Receptor Excision Circles in Newborns with Congenital Heart
Disease / B.T. Davey, R.W. Elder, M.M. Cloutier [et al.] // The Journal of Pediatrics. —
2019. — Vol. 213. - P. 96-102.e2.

228. Textbook outcome for the Norwood operation—an informative quality
metric in congenital heart surgery / N.K. Prabhu, J.R. Nellis, M. Moya-Mendez [et al.] /
JTCVS Open. —2023. — Vol. 15. — P. 394-405.

229. The importance of defining the age-specific TREC/KREC levels for
detection of various inborn errors of immunity in pediatric and adult patients / V. Medova,
I. Hulinkova, N. Laiferova [et al.] // Clinical Immunology. — 2022. — Vol. 245. —
P. 109155.

230. The Kuwait National Primary Immunodeficiency Registry 2004-2018 /
W. Al-Herz, M. Al-Ahmad, A. Al-Khabaz [et al.] // Frontiers in Immunology. — 2019. —
Vol. 10. — P. 1754.

231. The Patent Ductus Arteriosus in Extremely Preterm Neonates Is More than
a Hemodynamic Challenge: New Molecular Insights / A. Sellmer, T.B. Henriksen,
J. Palmfeldt [et al.] // Biomolecules. — 2022. — Vol. 12, Ne9. — P. 1179.

232. The Prevalence and Spontaneous Closure of Ventricular Septal Defects the
First Year of Life / C. Pihl, A.-S. Sillesen, J.B. Norsk [et al.] // Neonatology. — 2024. —
P. 1-10.

233. The role of machine learning applications in diagnosing and assessing
critical and non-critical CHD: a scoping review / S.M. Helman, E.A. Herrup,
A.B. Christopher, S.S. Al-Zaiti // Cardiology in the Young. — 2021. — Vol. 31, Nell. —
P. 1770-1780.

234. The Ross Procedure in Children and Infants: A Systematic Review With
Pooled Analyses / N. Dib, W. Ben Ali, T, Ducruet [et al.] // CJC pediatric and congenital
heart disease. — 2024. — Vol. 3, Ne3. — P. 117-124.

235. Thymic and bone marrow output in individuals with 22q11.2 deletion
syndrome / N. Dar, D. Gothelf, D. Korn [et al.] // Pediatric Research. — 2015. — Vol. 77,
N4, — P. 579-585.



131

236. Transcatheter Patent Ductus Arteriosus Closure in Children With Different
Devices and Long-Term Results / K. Yildiz, M. Kir, P. Prencuva [et al.] / Cureus. —
2023. — Vol. 15 (10). — P. e46504

237. TREC and KREC Levels as a Predictors of Lymphocyte Subpopulations
Measured by Flow Cytometry / I. Korsunskiy, O. Blyuss, M. Gordukova [et al.] //
Frontiers in Physiology. — 2019. — Vol. 9. — P. 1877.

238. TREC screening in pediatric patients with congenital heart disease /
K. Kennedy, J. Rychik, J. Heimall, K. Dodds // Journal of Allergy and Clinical
Immunology. — 2020. — Vol. 145. — Ne2, — P. AB213.

239. Tsafaras, G.P. Advantages and Limitations of the Neonatal Immune System /
G.P. Tsafaras, P. Ntontsi, G. Xanthou // Frontiers in Pediatrics. — 2020. — Vol. 8. — P. 5.

240. Tsilifis, C. Too much of a good thing: a review of primary immune
regulatory disorders / C. Tsilifis, M.A. Slatter, A.R. Gennery // Frontiers in
Immunology. — 2023. — Vol. 14. — P. 1279201.

241. Uncovering the Genetic Basis of Congenital Heart Disease: Recent
Advancements and Implications for Clinical Management / K. Chhatwal, J.J. Smith,
H. Bola [et al.] // CJC pediatric and congenital heart disease. — 2023. — Vol. 2, Ne6. — P.
464-480.

242. Understanding the Variability of 22g11.2 Deletion Syndrome: The Role of
Epigenetic Factors / F. Cillo, E. Coppola, F. Habetswallner [et al.] // Genes. — 2024. —
Vol. 15, Ne3. — P. 321.

243. Updated Strategies for Pulse Oximetry Screening for Critical Congenital
Heart Disease / G.R. Martin, A.K. Ewer, A. Gaviglio [et al.] // Pediatrics. — 2020. — Vol.
146, Nel. — P. e20191650.

244. Van Praagh, R. Terminology of congenital heart disease. Glossary and
commentary / R. Van Praagh // Circulation. — 1977. — Vol. 56, Ne2. — P. 139-143.

245. Vasoactive-ventilation-renal score and outcomes in infants and children after
cardiac surgery / P. Abhay, R. Sharma, A. Bhan [et al.] // Frontiers in Pediatrics. — 2023. —
Vol. 11. — P. 1086626.



132

246. Willim, H. Critical Congenital Heart Disease in Newborn: Early Detection,
Diagnosis, and Management / H. Willim, Cristianto, A. Supit // Bioscientia Medicina:
Journal of Biomedicine and Translational Research. — 2020. — Vol. 5. — P. 107-116.

247. Woodward, C.S. Keeping children with congenital heart disease healthy /
C.S. Woodward // Journal of Pediatric Health Care: Official Publication of National
Association of Pediatric Nurse Associates & Practitioners. — 2011. — Vol. 25, Ne6. —
P. 373-378.

248. Zheng, S. Hemodynamic Melody of Postnatal Cardiac and Pulmonary
Development in Children with Congenital Heart Diseases / S. Zheng, L. Ye // Biology. —
2024. —Vol. 13, Ned. — P. 234.

249. Zhu, X. Immunophenotyping of canine T cell activation and proliferation by
combined protein and RNA flow cytometry / X. Zhu, K. Rogers, C. Bono // Veterinary
Immunology and Immunopathology. — 2024. — Vol. 270. — P. 110739.



133

Ipunoxenune A

Tabmuma A.l —Ilamuents! ¢ BIIC co cumxennsiM ypoBHeM TREC, He umeBIe nH(EKIIMOHHBIX OCIOKHEHUHN KapIMOXUPYPTrun

Jlnarsos Buabl kKapuoXupypruyeckux 3TalHbIX Olepanui T'pyrma pucxka
(30 marueHTOB)
Atpesus nerounoit aprepuu Il Tuna, JIMXKII OAII CrentupoBanue OAII cunumii ['pynma pucka ganbHeUero
(Cunuit) (mannuaTuBHASA Omepanus) KapAHOXUPYPTHIECKOTO
BMeEUIaTEIbCTBA
Situs viscerus inversus JleBocopmupoBanHOe Oneparyst HalnoXXeHUus: MOAU(PULIPOBAHHOTO I'pynna pucka panpHeero
npaBopacnoioxennoe cepaie. D-Tpancno3unus aopTel | HOIKIIOYMYHO-TIETOYHOT0 aHacTomo3a 1o Blalock KapAUOXUPYPTrUYECKOI0
U JIeroyHoi aprepun. KoMOMHMPOBAaHHBIN CTEHO3 cIpaBsa ¢ cuHTeTHYecKUM pore3om u3 PTFE, BMEULIATEIbCTBA
JerovYHOl aprepun,/ledexT Mex KeTyJ09KOBOI MEPEBA3KA OTKPBITOTO APTEPUAIIBHOTO MPOTOKA.
IIEPEropoIKM NoJapTepuaIbHblil, MexnpencepaHoe @OYHKIMOHUPYIOIUHI TOAKITIOYUYHO-JIETOYHbIN
coobuenue, Puck peanuzanuun BYU aHACTOMO3 CIpaBa (MaJJTMATUBHAS OIeparysl)
(Cunnit)
ATpe3us JeroyHoi apTepuu, 2-3 Tun + BOHOE Hanoxenue noaKIrOYAYHO-IETOYHOTO aHACTOMO3a I'pynna pucka panpHeHIero
OTXOXJEeHHE cocy10B . HekoH (0 HTHBIE JIErOYHbIE cneBa CrentupoBanue OAII cnpaa (maminaTuBHas KapIUOXUPYpPTruYECKOro
apTepHuH, OTX0KJICHUE TIPABOM U JIEBOU JIETOYHON orepanus) BMEIIATEIbCTBA
apTepuH OT MPABOCTOPOHHETO U JIEBOCTOPOHHETO
OTKPBITBIX apTEPUATBHBIX IPOTOKOB,MHOKECTBEHHBIE
Ne(pEeKThl MEXOKETYI0UKOBON NEPEropo Ik (IPUTOYHBIH,
MBIIIEYHBIN ), OTKPBITOE OBAJIbHOE OKHO. OTKPBITHIN
aprepuanbHblil npotok. (Henonomennocts 34 Hen)
(Cunwnit)
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Hwnarnos

Bubl KapInoXupypriuueckux STAIHbIX ONepariii
(30 manueHTOoB)

I'pynna pucka

MHoXecTBeHHBIE 1e()EKThI MEXIKETY TOUKOBOM
neperopoaku (60ibIIoN TepuMeMOpaHO3HBIH,
IIEICBUAHBIA MBITIICUHBIN TpaOeKysapHbIii) (biemHbrit)

[TnacTrka nedexra MexOKeTyA09KOBOM MeperopoIKu
KCEHOIIEpUKapAHaIbHOM 3a11aToi, B ycioBusax MK
(JIKOTOJIBHBIN CHHIPOM I1J10/1a) (paauKaibHas
oneparusi)

I'pynna pucka
UHTEPKYPPEHTHBIX
3a001eBaHU

YacTuuHbIN aHOMAJIBHBIA IPEHAX JIETOYHBIX BEH B
IIpaBoe Ipencepaue

ITepemerieHre npaBoro JIErOYHOrO BEHA B JIEBOE
npencepaue u 3akpoita JIMIII. Yactuunoro

I'pynma pucka gajbHEUIIEro
KapAMOXUPYPrU4E€CKOro

(bnemubrit) AHOMAJILHOTO JIPCHAXKa MIPABBIX JICTOYHBIX BEH. BMeEIIATEILCTBA
(maymmaTUBHAS OTIepaIs)

JIBa nedexTa MeXIKeIy 109KOBOM MEPEropoaKH, [Tnactuka nedexra MexIKeTyI0YKOBOM neperopoaku | ['pymma prucka

Mexmpencepanoe coobmenue (biemHplii) KCEHOIIEpUKApAUAIbHON 3aI1aToOl; II1acTUKA AeeKkTa | HHTEPKYPPEHTHBIX
MEXITPEACEPIHON MEePEeropoaku (paarKaIbHas 3a001eBaHU

onepanws)

Crnoxwubiit kputuueckuit BIIC aTpesust nerounoi
aprepuu, Tun-1 Jledext Mexokery104KoBOI

Hanoxenre MOaH(PHUIIMPOBAHHOTO MTOIKIFOUNIHO-
JIEroYyHOro asacromosa no Blalock cieBa ¢

['pynma pucka ganbHeUero
KapAMOXUPYPru4e€CKOro

neperoponaku. OAII CUHTETUYECKHUM MPOTE30M;IIEPEBA3KA OTKPBITOTO BMEIIATEIbCTBA
(Cunnit) apTepUaIbHOTO NPOTOKA (HaJUIMATUBHASL OIlepaliysl)

Kputnueckast koapkranusi aopTbl. OTKPBITHIH Pesexuys koapKTanuu aopThl C HAJIOKEHUEM I'pynma pucka
apTepHalIbHBIN MPOTOK. OTKPHITOE OBAJILHOE OKHO. aHacTOMO3a KOHEL-B-KOHeIl (paJuKanbHas onepauus) | 3abojeBaHue

Kpoccunr BeTBelt nerounoi aprepuu. Beicokas gerounas
runepren3us (brennsrii)

JIBOMHOE OTX0KJIEHUE COCYI0B OT IMPABOTO KETYI0UKa,
MOJ1 ApTEPHAIBHOTO Ae(PEKT MEXKKETyT0UKOBON

Panukanenas onepanus

I'pynma pucka gansHeUmero
KapAUOXUPYPruYeCcKoro

neperopoaku (Cunuii) BMEIIATEIbCTBA
BoIpaskeHHBIN KJIallaHHBIA CTEHO3 JIETOYHOW apTepHUH. TpaHcmoMuHabHas OaloOHHAs BaJbBYJIOMIACTHKA I'pynna pucka
OTKpBITOE OBAJILHOE OKHO. Y BEJTMYEHHUE ITPABOTO KJIAIaHHOTO CTE€HO3a JIETOYHOU apTepuu MHTEPKYPPEHTHBIX
npencepans. 'uneptpodust npaBoro xeryaouka. (pagvkanbHas,dHIOBACKYJISIPHAS ONIEpaLns) 3aboseBaHui

HenocraroyHOCTh TPUKYCHIUIATBLHOTO KJanaHa 2
crenienu (baenHebrit)

ATtpe3sus nerounon aprepun, 1,5 tun, [lomaopraneHbrit
nedext MexokennynoukoBoit neperopoaku,OAIl (Cunuii)

HanoxxeHue moJKII0YHMHO-IEr0YHOT0 aHACTOMO3a
crpasa
(mannuaTuBHASA Omeparus)

['pynma pucka ganbHeUero
KapAUOXUPYPru4eCKOro
BMEIIATEIbCTBA
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Hwnarnos

Bubl KapInoXupypriuueckux STAIHbIX ONepariii
(30 manueHTOoB)

I'pynna pucka

Kputnueckuii TpaHCO3UIMS A0PTHI U JIETOYHOM
aprepuu, JIMXKII, OAII (Cunwuii)

Omnepartysi apTepHaIbHOTO MEPEKITIOUSHIS, YITUBAHUE
nedeKTa MeXOKeTyJOYKOBOH MeperopoIKy, YITUBAaHUE
MEXITPEICEPAHOTO COOOIICHUs ¢ (heHecTpalmeH,
pas3JelieHre U yIIMBaHUE OTKPBITOTO apTepUaIbHOTO
npoToka. [IpoIoOHrupoBaHHAs OTKPHITAs] CTEPHOTOMHSI
(pagukanibHasl orieparusi)

I'pynna pucka
UHTEPKYPPEHTHBIX
3a001eBaHU

Terpana @amno. BeipakeHHBIN CTEHO3 U THIOILIA3UA
KJIanaHa jerounoi aprepun. (CuHwHiA)

['uOpunHOE CTEeHTUPOBAaHUE BBIBOJHOIO OT/IEA
IIPaBOTO JKEJIy104Ka U CTBOJIA JIETOYHOM apTepHH.
(mayymaTuBHAS MOJM(HUIMPOBAHHOTO OMIEPALIHSs)

['pynma pucka ganbHEUero
KapAMOXUPYPrU4e€CKOro
BMEILIATEIbCTBA

Situs viscerus inversus. HeompeaenenHo
chopMUPOBAHHOE, JICBOPACIIONIOKEHHOE cepate, Oomuit
OTKPBITBIN aTPUOBEHTPUKYJISIPHBIN KaHa, €IUHOE
npeacepaue, EqMHCTBEHHBIN MPaBbIii )KEITyJOUEK C
OJTHUM OOIINM aTPHUOBEHTPHUKYJISIPHBIM KIIAIAHOM,
JIBOWMHOE OTX0KJAEHUE COCYA0B OT MPABOTO KETYA0UKa C
MaJIbIIO3HIMeH MarucTpaibHbIX aprepuii (CuHuii)

HaioxxeHue moakIItoYMyHO-JIETOYHOTO aHACTOMO3a T10
Blalock cneBa ¢ cuarernueckum nporezom u3 PTFE.
(mayTMaTUBHAS OTIepaIs)

I'pynna pucka nampHEHIEro
KapJAHUOXHUPYPIHUYECKOTO
BMeEIIATEIbCTBA

CuHAPOM TUIIOIIIA3UH JIEBBIX OTIEIIOB Cepa
(runorutasust MUTPAIbHOT0, AOPTAIBHOTO KJIANaHOB,
JIeBOTO JKemyaouka). Koapkrarust aOpThl ¢ THITOTUIA3HEH
Oyru aopThl. JlegexT MexmnpencepIHoi NeperopoIiku.
I'unononnasusa GubGpo3HOTo KOJIblia MUTPATIBLHOTO U
aopTasibHOTO KianaHoB. (bienHsiii)

Orneparus pa3ieIbHOTO CY>KUBaHUS JIETOYHBIX
apTepuil; BTOPBIM TallOM XUPYPrUUECKOTO JICUEHUS
BIIC uepe3 1 Henemnto mociie nepBoro Tamna
BBINOJIHUTH onepannto Jamyca-Kesa-Crencena ¢
HaJIO’)KEHUEM CUCTEMHO-JIETOYHOI0 aHaCTOMO3a B
ycaoBusx MK (nmannuatuBHas oneparusi)

I'pynma pucka gansHeUmero
KapAUOXUPYpPruyeCcKoro
BMEIIATEIbCTBA

KoMOnHMpOBaHHBIN CTEHO3 JIETOYHOM apTepUH
(mpenMy1IeCTBEHHO MHQYHIUOYISpHBIN). Y MepeHHas
THITOTIIA3Ms KJTallaHa JISTOYHOW apTepuH, CO371aHne
nedexTa MeXIpecepAHON eperopoIKu;Hal0KEHHE
MOAKJIIOYMYHO-JIETOYHOr0 aHactomo3sa 1mo Blalock ciesa,
B ycnoBusix UK, D-TpaHcno3utiyst MarucTpaibHbBIX
apTepuii, HHTAaKTHAs MEXIIPEICepIHAsT TEPErOpOaKa
(Cunmit)

Coznanne nedexra MexmpeacepaIHoun
NEPEropoAKH;HAJIOKEHNUE MOAKITIOUNYHO-JIETOYHOTO
anactomo3a 1o Blalock cnea, B ycnosusax UK.
(maymmaTUBHAS OINepanus)

I'pynma pucka gansHeUmero
KapAUOXUPYPru4eCcKoro
BMEIIATEIbCTBA
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Hwnarnos

Bubl KapInoXupypriuueckux STAIHbIX ONepariii
(30 manueHTOoB)

I'pynna pucka

KoMmOuHMpOBaHHBIN CTEHO3 JICTOYHOU apTEPHH,
OTkpsITOC OBaNbHOE OKHO, [IpuTOoUHbIl nedekT
MEXOKETYTIOUKOBOM Meperopoaku. Y MepeHHas
TUIOIUIa3Usl aHATOMUYECKH IPABOTo (apTepUaIbHOIO
x)enmynouka). KomOMHHpoBaHHBIHN (IPEUMYIIIECTBEHHO
IIO/IKJIAIIAaHHBIN) CTEHO3 JIETOYHOM apTepHUH C
runoruiazueii ¢pudposzoro kombla, [[BoitHOE OTXOXKACHHE
MarucTpaJIbHbIX apTEPUU OT AaHATOMUYECKHU MTPABOTO
xenyaouka. (CHHuUi)

Hanoxenue nmogxIr0YMyHO-JIETOYHOTO aHACTOMO3a
Ne4 cneBa (mayinaTuBHas onepanus)

I'pynna pucka nanpHeIero
KapJIMOXUPYPTUYECKOTO
BMeEIIATEIbCTBA

ATtpesus nerouHoi aprepuu, 2 tiun OOIMA OTKPHITHINA
aTPUOBEHTPUKYJIAPHBIN KaHaj, EnnHoe npencepaue.
OyYHKIMOHAIBHO €IMHCTBEHHBIN kKenyao4uek, YacTHuHBbIiHi
aHOMaJIbHBIN JPEHAaX MPaBbIX JIETOYHBIX BEH B BEPXHIOIO
noJyto Beny, JlesocopmupoBanHoe
JeBopacnosioxkenHoe cepaie. (Cunuii)

Hanoxenre MoaupuIpOBaHHOTO MOAKIIOUNYHO-
Jero4Horo anacromo3sa o Blalock cripasa ¢
cuHTeTnyeckuM npote3oM u3 PTFE (mamnmaTuBHas
oreparus)

I'pynna pucka nampHeEHero
KapJAHUOXHUPYPIHUYECKOTO
BMeEILIATEIbCTBA

BposxenHbie HapyIIeHUs pUTMa cepua:
aTPUOBEHTPUKYJIsApHas Onokana 3 creneHu OTKphITOE
OBaJIbHOE OKHO OTKPBITBIN apTepUAIIbHBII POTOK.
HeonaranpHas cucreMHas KpacHasi BosyaHka. (biegnsiit)

Mmvnnanranus ABYXKAMEPHOTI'O
SJICKTPOKAPAUOCTUMYJIATOPA, UMITIJIAHTAIU A
BHHKapHHaHBHOﬁ CUCTCMBbI KapJIMOCTUMYJISIIUN

I'pynna pucka nampHEHIero
KapJAHUOXHUPYPIHYECKOTO
BMENIATEIbCTBA

Situs ambiguous. Koapkraius aopTsl ¢ Tumnormiasuei
IyTH aopThIMBIIIEUHBIHN 1e(heKT MEeXOKeTyI0UKOBON
1eperopoAKMOTKPBITOE OBAIBHOE OKHOOTKPBITHIN
aprepuaibHbIi npotok. (bieaHbiit)

Pe3ekuus koapKTanuu aopThl C HAJI0KEHUEM
aHAaCTOMO3a KOHEI[-B-KOHEIL[;[TepeBsi3Ka OTKPHITOTO
apTepHalbHOTO TpoToKa;onepanus Muller, cy>xuBanue
JIETOYHOM apTepuu (paauKalibHasl oreparus)

I'pynma pucka
MOCJIEAYIOIIUM OIIepaLusIM

Tpexnpencepanoe cepaue. YaCTUHUHOTO aHOMaJIBHOIO
JpeHa)<a MpaBbIX JIETOYHBIX BeH. OTKPBITHIN
apTepHalbHbIN poToK. HenocrarouHocTh
TPUKYCIIAIAIBHOTO KJ1anaHa 2-3 cT. Jlerounas
runeprensus. HemocratouHocTs kpoBooOpaienus 2a-6
cT. (bnennsbrit)

Onepanust Warden, koppekius. Mcceuenne MeMOpaHbl
JIeBOro npeacepaus. (paIuKaabHas oreparys)

I'pynna pucka
NaJILHEHUIIIETO
3a00JIEBaH U
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Hwnarnos

Bubl KapInoXupypriuueckux STAIHbIX ONepariii
(30 manueHTOoB)

I'pynna pucka

(bnemnpiit)O0IIMI OTKPBITHIM aTPUOBEHTPUKYIISPHBIN
KaHal, TiI A no Pacremm,

OTKpBITOE OBATBHO OKHO

He6oub110#i OTKPBITHIN apTepHaIbHBINA MPOTOK,
YMepeHHbI CTEHO3 YCThs TPABOM JIETOYHOM apTepuu
Jlerounas runepreHs3us

HenocraTounocts kpoBoOOpaleHus 2-a cTeneHu
(Cunapom/layna);Muaronnueckuid cunapom, 3IIMP

PanukanbpHast KOppEKIKsA OTKPBITOTO OOIIETO
AHTPUOBEHTPUKYJISIPHOTO KaHayia OJHOM
KCEHOINEpUKapANaIbHOM 3aIIaTON C MIACTUKOU
MPaBOTr0 KOMITIOHEHTa OOIIEro KJiiarnaHa u JEBOTro
KOMITOHEHTa 00111ero Kiamnana, B yciaopusax MK,
runorepmun 1 @XKII (pagukanbHas onepanys)

I'pynna pucka
JaJIbHEHUIIIET O
3a00JIeBaHUs

(Cunwnit) Terpaga ®anio, KOMOMHUPOBAHHBIN CTCHO3
JIETOYHOU apTepuu

[M'unomasust cuctemsl JierouHou aprepuu, OTKpPBITOE
OBaJIbHOE OKHO, OIbIIIEYHO-IIMAHOTUYECKHUE TPUCTYIIBI,
apTepuajibHasi THIIOKCEMUs

PeBu3us u 3ameHa MoIH(PpUIIMPOBAHHOTO
MOJKIIOYMYHO-IErOYHOro aHacToMo3a no Blalock
cieBa ¢ cuHTeTndeckuM nporesom u3 PTFE; V nanenue
00bEeMHOT0 00pa30BaHUs B JICBOH IICBPAILHON
M0JIOCTH (NaJIJIMaTUBHASI ONIepaLis)

['pynma pucka ganbHEUero
3a00J1€eBaHUA

(Cunuit) ATpe3ust IeTOYHOM apTepUH C

[TepeBsizka KOpOHAPO-JIETOUHOAPTEPHATILHOM

I'pynna pucka

HEKOH(IIOPHTHBIMU JIETOYHBIMU apTEPUSIMHU ¢uctynsl;Yaudokamuzanus BAJIKA ot 1yru aopTsl K | JaibHeHIIero
Bosnbiias kopoHapHO-j1eroyHas (GucTyna (MeXay NpaBoil | JeBOMY JIETKOMY B IPaBYIO JETOYHYIO 3aboseBaHus
KOpPOHApHOM apTepuel U MpaBoil JISTOYHOW apTepueii) apTEPUIO; HAIIOKEHUE IEHTPAIIBHOTO a0PTO-JIETOYHOT'O

OTx0X1eHUE JIEBOM JIETOYHOU apTepUu OT OTKPBITOrO aHACTOMO3a C MPaBOil JIETOYHOU apTepueil ¢

apTepUaIbHOIO IIPOTOKA CUHTETHUYECKHUM IIPOTE30M. (MaJJIMaTUBHAS Ollepariysl)

JIMCKOpaHTHOE OTXO0XAECHHUE a0PTHI OT ITPaBOTrO

Kely0uKa

[TomaopTanbHbIi 1eEKT MEXOKETYA0UKOBOI

IIEPErOPOJIKH

Mexmnpeacepanoe coobmenue. OTKPBITHIN

apTepUaIbHbIN MPOTOK

(bniennsrit) J{BoitHOE OTXO0XIEHHE COCYIOB OT MPaBOrO Pe3exnus koapkranuy aopThl C HAJIOKEHUEM I'pynna pucka

xenyaouka, Koapkranus aopTsl, TUIIOIUIAa3Hsl TyTH aOPThI
JleekT MexKeny 104KOBOM MEPEropoaKu

aHacToMo3a KOoHell-B-KoHelr;onepaius Muller,
Cy>KMBaHUE JIETOYHOU apTepuH. (MauiMaTUBHAs
omieparms)

MOCTEAYIONX ONepanui
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Hwnarnos

Bubl KapInoXupypriuueckux STAIHbIX ONepariii
(30 manueHTOoB)

I'pynna pucka

(Cunniif) AnoManust D0mTeitHa. MexnpeacepaHoe
cooOmienne. OTKpBITHIN apTepuanbHbid mpoTok. HK 2A
CTENeHU. ApTepHaabHasi THIIOKCEMHUSI

CTeHTUpOBaHUE OTKPBITOTO apTEPUAIEHOTO IPOTOKA.
(mannuatuBHAsA onepanus)

I'pynna pucka
IIOCJIEIYIOIIUX ONEpaLUi

(Cunmit) I-TpaHCIIO3UIIUSA MarKCTPAIbHBIX
aprepuitMexmnpencepaaoe coo0meHneOTKPHITHIT
apTepHalIbHBIN MPOTOKAPTEpUAIbHAS TUITOKCEMHUS

AptepuanibHOTO niepexiroueHus B ycnopusax UK u
TUIIOTEPMUH (paJuKajbHas oreparys)

I'pynna pucka
UHTEPKYPPEHTHBIX
3a0071€BaHUHU

(Cunwuit) Atpesus serounoit aprepuu (2 tum) Jedexr
MEXOKETYJOUKOBOM neperopoku, OTKpBITHIN
apTepualbHbIA IPOTOK, JledekT MexnpeacepIHoM
[IEPETOPOIKH (BTOPUUYHBIA)ApTepuasibHas TUIIOKCEMHUS.

HaiosxeHue neHTpaJibHOTO a0PTO-JIETOYHOTO
aHACTOMO3a C MMOAUIMBAHUEM CTBOJIA JIETOYHOMH
apTepuu K BOCXOJsIei aopre, B ycioBusx UK.
(mayTmaTUBHAS OTepaIus)

I'pynmna pucka
IIOCJIEIYIOIINX ONEPALUH

(bnennpiit) Kputnueckuii KiianaHHbIA CTEHO3 aOPTHI,
Jlerounast runepTeH3Us

OTKpbITasi KOMUCCYPOTOMUS a0PTAJILHOTO KJIalaHa, B
yenoBusix UK, runorepmun u ®XKII. (pagukanbHas
oneparmsi)

['pynma pucka ganbHeUero
3a00J1€eBaHUA

(Cunwuit) Atpesus serounoit aprepuu 3 tun Jledekr
MEXOKETYTOUKOBOM neperopo k. OTKPBITHIN
apTepHaJIbHBIN IPOTOK AOPTO-JIETOYHBIE KOJUIATEPAIIN
(xonaTepaabHOE KPOBOCHA0XKEHHE TPABOTO
JIeTKoro)AGeppaHTHast IpaBast MOJIKIOYUYHAS apTEePHUs.

CreHTHpOBaHUE OTKPHITOIO apTEPUAILHOTO IPOTOKA.
(mannuatuBHAsA omepanus)

I'pynna pucka nampHEHIIEro
KapJAHUOXHUPYPIHUYECKOTO
BMENIATEIbCTBA
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Ipusnoxenue b

Tabnuna b.1 — Bunbl nocieonepannoHHbIX HHPEKIUH y TareHToB co cHukeHHbIM TREC

Hwnarnos

Buapl kapImoXupypruyecKux 3TAHbIX Olepalui
(16 marueHToB)

Bungsl ocioxxHeHni

Terpana ®amio, KOMOMHUPOBAHHBIN CTEHO3 JICTOYHON

Pepu3us u 3ameHa MOI[I/I(bI/ILII/IPOBaHHOFO ITOAKJIIFOYHUYHO-
JIeroyHoro anacrtomosa 1o Blalock cneBa ¢ cuHTETHUECKUM

IIaeBMOHUS C

KpoccuHr BeTBe JIero4yHoON apTepuun
OTxo0X/1eHre IpaBoi MOJKIIOYMYHON apTepun oT
[IPaBOM JIETOYHOU apTEPUH

KCEHOIIEpUKapAUaIbHOM 3aIJ1aTON;yCTpaHEHUE IIepephIBa
JIyTH a0PTHL;YAAICHUE MAHXKETHI C BETBEU JIETOYHON
aprepuy, B ycnoBusax MK, runorepmun u @XKII ninukanus
JIeBOTr0 Kymousia auadgparmsl (pagukaibHas Onepanusi)

IJIEBPaIbHBIMU
aprepuu npote3oM 3 PTFE; Hanoxxenrne MmoaupumupoBanHOTo HATOKOHHBIM
I'unonuiasus CUCTEMBI JIETOYHON apTepUHU HOJKIIOYNYHO-JIerouHoro anacromosa 1o Blalock cnesa ¢
(TUTEBPOITHEBMOHHS )
cuHTeTueckuM nporezom u3 PTFE. (mannuatuBHas
onepanws)
Pa3pnenbHOE Cy)KMBaHME BETBEU JIETOYHOM apTepuu;
ITepepriB 1yru aopTsl TUI B. BeipaxkeHHas runoruiasust | CTEHTUPOBAHUE OTKPBITOIO apTEPUAIIBHOTO MPOTOKA;
JIyTH a0PThI pEeUMILIaHTaLMs [TPABOM MOAKIFOYMYHON apTEPHUH B IIPABYIO
[TonaprepuanbHblii JeQEeKT MEXOKETy109KOBOM OOII1yI0 COHHYIO apTEpHIO.
IIEPETOPOJIKU I1acTuKa JeeKkTa MeXOKeTy JOYKOBOM MeperopoaKu Cerncuc

OAC, I Tun. YMepeHHbli CTE€HO3 BBIBOJHOTO OTIEa
JIEBOTO KEITYy0UKa, e(eKTa MK KEITyJOUKOBOU

PanukanpHast KOppeKIus 00IIero apTepruaibHOrO CTBOJIA C
PEKOHCTPYKIHEN MyTeil OTTOKA U3 MPABOTO KETyA0UKa

ITaeBMOHMS, OTUT

kjanaHa 1-2 crenenu. OTKpBITHII apTepUaIbHbIN
IPOTOK.

nporoka. HK 2A crenenu. (pagukanbHas onepanus)

KCEHOIEpUKapAUaJIbHOM 3a1u1aToil, B ycnosusax UK, PUHO(pAPUHTUT
NIEPETOPOJIKH
runorepmun 1 GXKII
. CyXuBaHHE JIETOYHON apTEPHUH, IEPEBI3KA OTKPBITOTO
Manbno3unust MarucTpainbHbix aprepuid, OAIL Y PTCPHH, TICp P ITneBMOHMS
apTepHaJIbHOTO NPOTOKa (paJluKajbHas oneparus)
Koapkranus aoptel. Y MepeHHasi TUTIOIIIA3HS
JUCTAJIBHOTO OT/ENa AyTH aopThl. MexnpeacepaHoe Pe3exius koapKkTanuy aopTsl C HAJIO)KEHUEM aHACTOMO3a
coobmienue. HenoctarouHOCTh TPUKYCIUAATIBEHOTO KOHEI[-B-KOHEII, TIepeBs3Ka OTKPHITOr0 apTepHAIIbLHOTO CCBO
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Hwnarnos

Buapl kapinoXupyprudeckux TamHbIX ONepalnui
(16 nanueHToB)

Bungsl ocioxxHeHni

D-Tpancno3unus MarucTpajibHbIX apTepuil

Onepanus apTepuanbHOro NePeKIF0UEHUS ;ITaCTUKA
nedexTa MeXIpeICcepIHON eperopoIKu

ayTollepuKapInajJbHON 3amiaTo, B ycnosusax MK, [THeBMOHUS
HepecTpuKTUBHOE OTKPBITOE OBAIBHOE OKHO
N N N runorepmun 1 @PXKII. Ha octaHoBIIEHHOM cepale U3 HHTEPCTULAAIbHAS
KpynHblil OTKpBITHIN apTepraIbHbId IPOTOK .
CPEIMHHON CTEPHOTOMHHU.
(pagukanibHasl orieparusi)
[TepumemMOpaHO3HBIN Ae)EKT MEKIKETYTOUKOBOM
NIEPETOPOJIKH [TnacTuka nedexra MeAOKeTy10UKOBOM eperopoaKu
HedexT mexnpencepAHON MeperopoaKu KCEHOIEpUKapAHaIbHOM 3amiaroi, B ycioBusax UK, [THeBMOHMS
HenocraToyHOCTH MUTpanbHOIO Kianasa 1-2 cr runorepmun U1 GXKII. (pagukanbHas oneparus)
Jlerounas runepreHsus
. Onepanus apTepuaibHOIO NEPEKIIOUEHUS; IIACTUKA
D-Tpancno3unus MarucTpajibHbIX apTepuil .
nedexTa MeXIpeICepaHON TTeperopoIKH
HepecTpuKTUBHOE OTKPBITOE OBAIBHOE OKHO . . bponxur
. 9 . ayTonepuKapIuaJIbHON 3a1u1aToil, B ycioBusax UK,
KpynHblil OTKpBITHII apTepuanbHbId IPOTOK
runorepmun 1 @XKII. (papukaipHas oneparus)
OTkpbITHIN apTepuanbHblid poTok. HK 2A crenenu. CreHTHpOBaHHE OTKPBITOro apTrepuanbHoro nporoka HK 2A TTHEBMOHS
ApTtepuanbHasi THIOKCEMHUSI CTEeNeHH (ITanHas oneparus)
Jedext mexnepicepaAHON Meperopoku [TnacTuka nedexra MexOKeTy104KOBOM eperopoKy, BposkienHas
OTKpBITHIN apTepraibHbIA IPOTOK [Tnactuka nedexra MexnpeacepIHiio NeperopoaKu. HI—I:I)CBMOHI/I}I
TpeXKOMIOHEHTHBIA MUTPAJIBHBINA KilallaH (panukanbHas onepanus)
eeKT MEeXIKETyJ0UK0BOM neperopoaku Jledexr .
fled Y perop VI[ ¢ [Tanctuka nedexra MexoKeIyJ0UKOBOM MEPEropoKu,
MeEXIepAcepaHON neperopoaku OTKPBITHIN .
. . [Tnactuka nedexra MexnpeacepIHiHO NeperopoakH. ITneBMOHMS
apTepHalIbHbIN NPOTOK TPEXKOMIOHEHTHBIH
. (paagukanbHas onepanus)
MUTpPAJIBHBINA KJ1anaH Beicokas JerouyHas runepTeH3usl.
MHoxecTBEHHBIE Je(PEKThl MEXKETyT0UKOBON [TnacTrka MHOKECTBEHHBIX JEPEKTOB MEKKEIYT0UKOBOM
neperopoky. [loaknananHelil CTEHO3 MUTPAIBHOTO [IEPETOPOJIKM KCEHOIIEPUKApINaIbHOM 3aIlJIaTON C CHATHEM Cericric
KJIaraHa. BpoxX1eHHbIN MOPOK pa3BUTHSA MO3ra- MaH’KEeThI CO CTBOJIA JIESTOYHOM apTepuu, B ycnosusax UK.
areHe3usi MO30JIMCTOrO Tela. (pagukanbHas onepanus)
Omneparus Muller, pa3aenbHoe Cy)KMBaHUE JTETOYHOM
CHHIIpOM T'HIIOIUIa3UH JIEBOTO CEpALIA aprepun. Ha paboratomem cepaue. 13 cpennnHoN Cenciic

CTCPHOTOMHHU. HaJ'IJ'II/IaTI/IBHaZ,BTaHHaH ornepanus




ITponomxenne tadmuusl 5.1

141

Hwnarnos

Buapl kapinoXupyprudeckux TamHbIX ONepalnui
(16 nanueHToB)

Bungsl ocioxxHeHni

Hano>xenune MOI[I/I(l)I/II_[I/IpOBaHHOFO IIOAKJIIOYHUYHO-

Terpaga @anno. MexnpeacepaHoe COOOIIeHUe. JIero4HOT0 aHactomo3sa 1o Blalock ciesa. [TaeBMOHMS

OTKpBITHIA apTepUAIBHBIN TPOTOK OYHKIIMOHUPYIOLIM aHACTOMO3 CJIEBa
(mannuatuBHAs onepanus)

OTkpaITHIN apTepuanbHbli IpoTok (OAIT) IlepeBsA3ka OTKpPBITOro apTEPUAIIBHOIO IPOTOKA ITHeBMOHUS
(paguKasbHasl onieparus)

e(hEeKT MEKIIEPICEPAHON MTEPETOPOJIKU N

Hled CHIICPIICCPITHOM TIEPErOpOA [Tanctuka nedexra MexoKeTyJ0YKOBOM MeperopoKu,

OTKpBITHIN apTepuaIbHbIA TPOTOK .
[TnacTuka nedexra MeXIpeacepIHON EPEropoIKH. [TaeBMOHMS

TpeXKOMIIOHEHTHBIN MUTPAJIBHBIN KJIAIIaH
(Cungpowm [layna)

(pamukanbHas oreparus)
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Ipusioxenue B

Tabnuna B.1 — MHOXeCTBEHHBIE BPOXK/IEHHBIE TOPOKU Pa3BUTHS

. MHOKEeCTBEHHbIE
Buibl KapIHOXUPYPriUUeCKUX STAMHBIX ONEpaIfid
Jlnarxos (4 nauuenta) BPOXKJCHHBIC TOPOKH
pa3BHUTHS
(Cunwui) Situs viscerus inversus. DHTEpOreHHast KHCTa

OPIOIIHOM MOJIOCTH C
BHYTPHYTPOOHBIM
nepekpyToM, Bpoxnennas

HeompenenennochopmMupoBaHHOE, JTE€BOPACIOIOKEHHOE
cep/ue, 00U OTKPBITHINA aTPUOBEHTPUKYJIISIPHBII
KaHaJ, €IMHOE NIPEACEPINE, €AMHCTBEHHBIN ITPaBbIi
KEITyA0UYEK C OJHUM OOIIMM aTPUOBEHTPUKYIISIPHBIM TUIOIUIA3UsI MBIIIILIBL,
KJIAIIaHOM, JABOMHOE OTXO0XACHUE COCYAO0B OT IIPaBOTO ONyCKAIOILIEH MPaBBIA YroJ
JKEIYJI0UKa C MAJIbIIO3ULIMEN MAaruCTPAJIbHBIX APTEPHil. pTa

Hanoxenre MoaH(PUIIMPOBAHHOTO MTOIKIFOUNIHO-
JleroyHoro anactomosa 1o Blalock ciesa ¢
cuHrernyeckum nporezom u3 PTFE. Ha
paboraromiem cepaie. M3 TopakoroMun

HedekT Mexokeny109KOBOM EPEropoIKu, AePEKT BIIP moueBbIBOASIIMX
MexmnepacepaHon neperopoaku, OAIL CUCTEMBI (JIBYCTOPOHHUMN
TPEXKOMIIOHEHTHBIM MUTPATBHBIN KJ1araH, CHHAPOM ypereporuaponedpos 2-3
Hayna CTaNN),

[TnacTuka nedexta MexOKeTyI09KOBOM
HEePEropoIKH, TIIACTHKA Te(eKTa MeKIIPEICEPIHIO
ePErOPOIKH

[TnacTka MHOXECTBEHHBIX J1Ie(DEKTOB
MEKIKEIyJOUKOBOM ITEPErOpOIKH
KCEHONEpUKapANAIbHOMN 3aIIaTON C CHATUEM
MaH>KEThI CO CTBOJIA JIETOYHOW apTepUH, B
yenoBusx UK, runnorepmun u ®XKII.;
JexopTukanus TpopuuecKoil sI3BbI HA MPEIIeube
CIIpasBa.

Ombommzanus BAJIKA cnpasa

BpoxneHHsIi Mopok
pa3BUTHA MO3ra-areHe3us
MO30JIMCTOTO TeNa

MHoxecTBEHHBIE Je(PEKThl MEXKETYT0UKOBON
neperopoaku. [loakiananHbii CTEHO3 MUTPAJIBHOTO
KJIallaHa

Jledext MexoKenyJ0uK0BOI eperopoaku, aedext

MEXIIPENCEPAHON IEPErOPOAKU Pacmenuna tBepaoro u
OTKpBITHIN apTEpUAIBHBIN TPOTOK, TUIIOTUIA3US Onepanuii He ObUIO MSATKOTO Heba, TyObl
nepereKa aopThl IIPaBOCTOPOHHEE

Henocrarounocts KpoBoOOpaIieHus 2a CTeneHn




