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TUTYNABHBIN IUCT



KirouyeBpbie cjioBa

CUHIPOM TUIIOTIa3WY JIEBBIX OTIEIOB CEpPAIIa;
OOGCTPYKIVS BBIBOTHOTO OTAEJIA JIEBOTO SKETYIOUKA;
OmHOXKeTyI0YKOBast TeMOIMHAMMKA;

KoMIiekc rumnormniasuy JeBbIX OTAEI0B Cepalia.



CIMcoK coKpalleHUMn

Ao - aopra

AK - aopTrasibHblii KJIaniaH

AKT - aHrmokapauorpadmst

BOJIXK - BBIBOHOJ OT/e/T JIEBOTO XKeayg0uKa

JKIIA — nByHanpaB/leHHbII KaBOITyJIbMOHAIbHbIN aHaCTOMO3
IOMKII - nedeKT MeKKeTyI0UYKOBOI ITeperopoaKn

IMIIIT — nedekT MeXXIpencepaHoi eperopoaku

VBJI — nckyccTBeHHAsI BEHTUIISILMSL JIETKUX

KOO - MHAEKC KOHEYHO-IUACTOIMYECKOTO 06beMa

KA - xoapkranus aopTsl

KT- kommbioTepHast Tomorpadust

JDK — neBblii XXenygo4yek

MK — MUTpaIbHBIIi K/1allaH

MIIC — MeXTIpencepaHOe COOOIIeHMe

MPT - MarHMTHO-pe30HaHCHAs ToMorpadus

HK - HerocTaTouHOCTh KPOBOOOpAIeHNST

00O - oTKpBITOE OBaTbHOE OKHO

OPUTH - oTzeneHne peaHMMal UM M MHTEHCUBHON Tepany HOBOPOXKIEHHbIX
CITIC — cMHOPOM IMIIOIUIa3MM JIEBBIX OTHEI0B CepALia

CITIOH - cuHaApOM MOJIMOPraHHO HeIOCTATOUHOCTU

9x0KT - sxokapauorpadust



TepMI/IHbI n orpene/JieHus

Timorurasus - TepMuH, O3HAUYaAIOMINI HeJOPa3BUTHME TKaHMU, OpraHa MM IIeJIOTO OpPraHu3Ma,
00yC/I0BIEeHHOE HAPYIIEHWSIMI B TIpOLiecce 3MOpuoreHe3a.

CTeHOo3 - aHOMaJIbHOe CY;KeHMe KaKoro-I160 IMpoCcBeTa Ui OTBEPCTHS, HallpyuMep, KPOBEHOCHOTO
coCy/ia W CepheuyHoro KiaraHa.

ATpeBI/IH - BpO)KHéHHOE OTCYTCTBUE UJIN HpI/I06p6TEHHOE 3apalieHue eCTeCTBEHHbIX OTBepCTI/Iﬁ )41
KaHaJIOB B OpraHu3Me.

Ka’re’repusaum{ IIOJIOCTeN cepooa m anrmoxap,z:morpadma — MHBa3MBHHBIII MeTO[,
JAVNATrHOCTUKNU M OLEHKU HEHTpaHbHOﬁ reMOJMHaMMKUA, npeunonaralomm}i HEemnmocpeacTBeHHOE
n3MepeHne nqaBJIe€eHMA B IIOJOCTAX cepaliia, IMoJIydeHne 1'[]306 KPOBM M3 HUX IJIsI OOEHKM ra30BOTr0
COCTaBa N X KOHTPACTMPOBAaHME.

I'mopupsbnit 1 3sram xupyprudyeckoin kKoppermmm CIJIC - BapuaHT I1epBOTO 3Tara
XUPYPruueckoin remoguHaMmuueckoii koppekuumu CIJIC, 3akmouyaromuiics B pa3feibHOM
CY>KMBAHMM JIETOYHBIX apTePUil M CTEHTUPOBAHMM OTKPBITOrO apTepuaabHOr0 IIPOTOKA.

KoMIUIeKC rumoruiasmu JIEBBIX OTHE/OB CEpAla — IPeICTaB/seT COBOKYITHOCTb CJIETYIONIMX
IIeCTV KPUTepMeB: TUIIOIUIa3ysl MUTPAJbHOTO KjallaHa 0e3 CTeHO3a, TUIIOIUIa3us JIEBOTO
SKeJTyIOUKa, CY’KeHMe BBIBOIHOTO OTHEIA JIEBOTO JKeTyIouKa, TUITOIIa3usl aOpTaIbHOTO KiIaraHa
6e3 CTeHO03a, TUITOTIa3KsI AYTY aOPThl M HAJIMUMe aHTerpaJHOro TOKAa KPOBYM Uepes JieBble OT/IEesIbl
cepraia ¥ BOCXOASIIYIO a0OPTy.



1. KpaTkas uHpopmanus

1.1 Onpenenenuie

CuHapom runormuiasum JjieBbix otaenosB cepana (CIVTIC) — TepMMH, UCIIO/NIb3YeMblii /IS OTIMCAHUS
BapMaHTa BPOXIEHHOTO TOPOKa CepAlla, KOTOpbIii MpeAcTaBjieH IIMPOKUM CIeKTpOM
HeIopasBUTHUS CTPYKTYP J€BOT0 cepaiia. OCHOBHOM aHATOMMWYECKOI 4epToii, 00beIVHSIONIEN BeCh
CITIEeKTP IaTOJIOTUIi JIEeBOTO Cepfilia B €IMHbIV CMHAPOM TUIOIIA3UM JIeBOTO cepAlla, SIBJISeTCsS —
MaToMOTUSl AOPTAJIBHOTO U/WIM MUTPAJbHOTO KjalaHa, (Jallle aTpesus) U KakK ClIefCcTBUe —
HeJ0pa3BuUTHE (TUITOTLIA31sT) CTPYKTYP JIEBOTO CE€P/ilia, BOCXO/SINEl aOPThI U IyTU aopThI [1-5].

Mopdonorndeckue KpUTepUN mopoxka [5]:

CIJIC Bk/ItOYaeT B ceOsl pa3IvMuHble KOMOVHALIMY LIECTU CIeAYIOMIVX TIOPaXkeHU 1 Helopa3BUTHUIA
CTPYKTYP CEPAEYHO-COCYOMUCTON CUCTEMBI B COUETAHMM C TUIIOIIIa31eil 1IeBOTO KeMygouKa cepaa:

. IOPOK MUTPAIbHOTO KJalaHa (BbIpakeHHas TUIIOIIa3Msl; CTEHO3; aTpesusl);
. GUOPO3IACTO3 CTPYKTYP JIEBIX OT/IEJIOB;

. IOPOK a0pTaJIbHOIO KjanaHa (BbIpakeHHas IUIIONIasMsl; CTeHO3; aTpesus);
. TUIIOILIa31s BOCXOSIIEN aOPThI;

. TUTIOTL/IA3Vsl/TIepEePhIB OYTHM a0PThI;

N Ul R TN

. KOApKTAaIlMsI AOPThI;

YacTtoTa COIyTCTBYIOUIMX TOPOKOB cepana Ha ¢oue CIJIC cocraBasier okonmo 25% [1,6].
ComyTCTByIOIIYE aHOMAJIMK Cepplla BapuabeNbHbl M WUTPalOT BaKHYIO POJb B OINpeaeneHUM
TakTUKU JedyeHysi. COMyTCTBYIOLAs BHYTpUCEPIEeUHAsl MaTOMOTHUSI MOXKeT, KaK OCIIOKHSThb, TakK U
«obneruatb» TeueHue CIJIC. K mopokam, yaydmiaromyum IPOTHO3, MOXET OTHOCUTCST HedeKT
MesxKenyqoukoBoil meperopoakyu (JMIKII, IMIIII, yacTUUHBI WA TOTAJIbHBI aHOMAaJIbHbIN
IpeHaxk JerouHbix BeH). K dakTopaM, 3HAUMTENBbHO YXYAIIAOUIVM ITPOTHO3 TEYEHUS U JIeUeHUsI
CITVIC, oTHOCATCSI CTPYKTYpHble OTKJIOHEHMSI MpPaBbIX OTAENOB CepAld, a MMEHHO Iopa)keHue
TPEeXCTBOPYATOrO KjalaHa U KiaraHa JIeTOYHOV apTepuu; pectpuktuBHoe MIIC.

OcTrajibHbIe COITYTCTBYIOIIVE AHOMAJIMM BCTPEUAIOTCS 3HAUMTEIbHO pEXe U IIPenCcTaBIeHbI
CJIeTYIOIIVIMM TTaTOJIOTUSIMMA:

e OOIIMIT OTKPBITHIN aTPUO-BEHTPUKY/ISIPHBIN KaHa (HecOasaHCMpoBaHHas opma);
® TOTaJbHbBII aHOMAaJbHbIN IpeHasK IETOUHBIX BEH;

* NMCKOPIaHTHOE BEHTPUKYI0-apTepualibHOe CoeIMHEeHE;

® aTpes3ust KOPOHAPHOTO CUHYCA;

® aTpes3usi JIETOUHbIX BEH;

® YeThIPEXCTBOPYATHIN KiIaTlaH JIETOUHOI apTepun;

e IBOIIHOE OTBEpCTHE JIETOUHOTrOo KiamaHa u ap. [1,5-7]

1.2 THoJorus ¥ naToreHes

Ha cerogusimiamii geHb stuomnartoreHe3 CIJIC mo koHIla He M3ydeH. HesicHO oauHaKoBa Ju
STUOJIOTUSI AJIs BCeX CAydyaeB NAaHHOM MaTOJIOTMM MM HeT. YacTo OoTMevaeTcsl aHOMaJlbHOe
dbopmupoBaHue 1 cMeleHKe TEPBUYHOI MTEPETOPOAKM BJIEBO, YTO MOXKET ObITh OHO U3 IPUUNH
pasButus CIJIC. OgHako HaubGosee BepoOsITHONM NpuumHoit pas3Butus CIJIC sBsieTcs MaToMoTHs
A0PTaJIbHOIO ¥ MUTPAJIBHOTO KIanaHoB [7]. CornacHo MaToa0r0aHaTOMUYeCKUM MCCIeLOBaHMIM,
MpakTuuecku BO Bcex oiydasix pasputusi CIJIC uMeeTcs TOpaskeHMe aopTaJIbHOTO W/UIU
MUTpanabHOro kiamnaHa. CTerneHb X MOpaKeHMSI MOXKeT 3HAaUMTeIbHO BapbMPOBATh OT Caydas K
aryyaro [5,7].

1.3 OnmuaeMuoaorus




CIJIC saBnsteTcs 4eTBEPTHIM IO YaCTOTE€ BCTPEUAEMOCTM Cpefy BPOKAEHHBIX MOPOKOB CEpAlla,
BBISIBISIEMBIX B MEPUOJe HOBOPOXIEHHOCTM M CaMbIM YacCThIM MOPOKOM C OJHOXKeTyLO0UYKOBOI
reMoAHaMMKOMi. YacToTa ero B CTPYKType BCeX BPOXKIEHHBIX MOPOKOB cocTaBisieT OT 4 o 9%.
PacnipocTpaneHHoCTh gaHHOro cuHapoma Ha 1000 sxmBopoxzeHHbIX cocrasisieT 0,162-0,163 [8-
11].

TeueHMe MOpPoOKa BO MHOTOM 3aBUCUT OT CTeMeHU TUIIOIJIa3uM CTPYKTYP JIEBBIX OTHEI0B cepalia.
Bes xupypruueckoro BmeImiatenabcTBa 25-30% meteir ¢ CIJIC rmorunbarmT Ha IepBoii Hemesle KU3HMA.
B nepuopme HOBOPOKIEHHOCTHM IIPM €CTeCTBEHHOM TeUYeHMM ITOpoKa rnorubaert emie 30-35% meteii.
CymMapHasi CMepPTHOCTb K KOHIIY TIep1oia HOBOPOXKIEHHOCTH COCTaBiIsieT okoso 60-65% [10].

1.4 Konuposanue no MKbB-10

Q23.4 - CuHIpOM JIeBOCTOPOHHEN IMIIONIa3UM CepaLa.

1.5 Knaccudukanus

O61IenpusHaHHO KiaccuPuKalmMy CUHAPOMA TUIIOIIa3MM JIEBBIX OTHENIOB Cephalla He
CYILIeCTBYeT. B MpakTuKe UCIIONb3yeTcs KaaccuuKaiysi, OCHOBaHHAasI Ha MOP(GOIOrUM KIallaHOB
JIEBBIX OT/I€JIOB CcepAlia. BbiaenstoT msiTh aHaToMmuuyeckux noarumnos CITIC:

® A0pTaJbHBIV M MUTPAIbHBIN CTEHO3;

e aopTajbHas U MUTPaAIbHAS aTpe3us;

e aopTajbHas aTpe3usi U MUTPaIbHbI CTEHO3;

® aopTajbHbINM CTEHO3 ¥ MUTpaabHas aTpe3ust

* KOMIUIEKC TUITOTIIa3UY JIEBbIX OTIEN0B cepata [5,33].



2. lnarHoCTMUKa

BaicHoe 3HaueHue umeem npeHamansHoe IXokapouozpaguueckoe ucciedosatue, KOmopoe no3goJisem
3anodo3pums CIJIC Ha 16-18-ii Hedene GepemeHHocmu [12]. Cpa3y nocne poxcdeHuss nodasnstoujee
OONBUUHCINBO HOBOPOHOEHHBIX HAXOOAMCS 8 KPUMUUECKOM COCMOSTHUU, Ym0 mpebyem MAakcuManbHO
0bICMP020 Nepesoda NayueHma 8 CNeYuaIU3Upo8aHHoe yupexoeHue.

2.1 JKasno6sl M aHaMHe3

e Ha orame yTOuHeHMSI [MarHO3a PeKOMEH[IyeTCsi cOOp aHamMHe3a M Kaylob y BCeX MalyieHTOB
(pomuteneit manueHToB) ¢ mopo3penuem Ha CITIC [5,7].

VpoBeHb yoeauTeIbHOCTY peKoMeHganmii I (ypoBeHb JOCTOBEPHOCTH oKa3aTeabcTB C)

2.2 ®usukajbHOE 00CIeoBaHMe

e Bcem mainuentam c¢ CIJIC mpu dusukanbHOM 06C/IeHOBaHMM PEKOMEHAO0BAaHO 0OOpamaTh
BHMMaHMe Ha HaJuyye OABILIKY, IMaHO3a M IOMHUTb O BBICOKOJ YaCTOTE AbIXaTeIbHbIX
paccTpoiiCTB Y JAHHOH TPYIIIBI MALMEHTOB B TEUeHMe MepPBbIX JHei Xu3uu [5,7].

VpoBeHb yoeauTeTbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTHM [oKa3aTeabCTB C)

KomMmeHTapum: BaxcHO NOHUMAMb, 4mo KJAUHUYeCKAas KapmuHda nocjie poxoeHust pebeHKa Moxicem
3HAUUENbHO 8apbUP08AMd 6 3a8UCUMOCMU 0om Kadacca u aHamomuueckozo nodmuna CIJIC. 'V
nayueHmos ¢ OAHHbIM OUAZHO30M NOuUMU 8cez0d NPUCYMCmMeYIm NpusHAakKu HeooCmamouHocmu
KpogoobpauwjeHus u/unu dvixamensHoli HedocmamouHocmu (maxuxapous; 00blKd; XPUnosl 8 JieeKux;
yuaHos; yeeauueHue zpaHuy neuexu). B GonvuiuHcmee ciyuaes ommeuaemcs CHuxceHue nepgysuu
mkaMeli U 0peaHos, UMo CONPoBONaemcs nepugeputeckum CnA3MOM U HUSKUM apmepudanbHbiM
oasnenuem. IlIpu ebipaxceHHOU cepdeuHoli OdesmenvHocmu Obicmpo paszeusaemcsi CUHOPOM
nonuopzaxHoli HedocmamounHocmu (CIIOH). Hem npsmoli koppensyuu mexcdy cmeneHvto msxiecmu
COCMOsIHUSL U CIMENeHbl0  BbIPANEHHOCIU YUaHo3d. BeipaxcenHwili yuano3 uacmo 00ycn061eH
pecmpuxkyueti kposomoka uepez 00O, qubo conymcmeayouweti cepoeuHoli/eHecepdeuHoti namonozueti
(momansHwlli AHOMANBHBILE OPEHANC JIe20UHDBIX 8EH CO CIEH030M KOJLIEKIopd, OudppazmansHole 2Pl

uop.).

¢ Bcem maimeHnTam c romospenvem CIJIC mpu aycKy/ibTaluuy cepiila peKOMeHI0BaHO 00paliaTh
BHM/MaHJe Ha HaJinuye yMoB cepaua [7].

VpoBeHb yoeauTeIbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTHM [oKa3aTeabcTB C)

KommenTtapun: npu CIJTIC xapakmepeH yMepeHHbITI CUCMONUUecKULll WymM no 1e8omy Kparw 2pyouHsl
(8mopoti moH Had aopmotii 00HOKOMNOHEeHMHbLIL, uacmo ocnabneH unu omcymcmayem) [5,7,10].

2.3 JlaGopaTopHasi AMATHOCTUKA

e Bcem maumentam ¢ CIJIC pekoMmeHAyeTCsS BbINIOJHEHME aHalaM3a Tra30BOrO COCTaBa
KaWIISIPHOV KPOBU C LEJNbI0 OLEHKU TSDKeCTM TUIIOKCEMMM U CTeleHM BbIPaKeHHOCTU
MeTaboMMuecKUx HapyIIeHui (MpeAroYTUTebHBI OFHOMOMEHTHbIE TIPOObI KPOBU M3 BEpXHEN
Y HYKHEN KOHeUHOCTel).

VpoBeHb yoeauTeIbHOCT peKoMeHganuii I (ypoBeHb OCTOBEPHOCTH JoKa3aTeabCTB C)

e Bcem manyentam c¢ CIJIC pekoMeHIyeTCs BbBIMIOJIHEHNWE OOIEro aHaau3a KpOoBU ISt
orpeneeHs UCXOIHOTO YPOBHSI TeMOITIO0MHA, KOJIMUECTBA JIEMKOI[MTOB ¥ TPOMOOIUTOB.

VpoBeHBb yoeauTeIbHOCTU peKoMeHaanuii I (ypoBeHb TOCTOBEPHOCTHM ToKa3aTeabcTB C)

¢ [lepen BbITIOTHEHMEM OIEPaTUBHOTO BMelIaTeNbCTBa BeceM maryeHTam ¢ CITIC pekomeHayeTcst
BBITIOJIHEHNME KOaryJiorpaMMbl [IIi  TIPOrHO3a pHUCKa WHTpPA- U IOCTOIEPAIMOHHBIX



KpPOBOTEUEeHUIA.
VpoBeHb yoeauTeIbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTM ToKa3aTeabcTB C)

e Bcem mnaumentam c¢ CIJIC B wiyyae HapylleHUs] Auype3a PEeKOMEHIYeTCsI BbIIIOJHEHNe
OGMOXMMMUYECKOTO MUCCIeIOBAHMS IJIST OTIPeeNIeHNs] YPOBHSI MOUEBUHBI 1 KpeaTUHMHA TIa3Mbl
IIJIST OII@HKM 3KCKPETOPHOM PYHKIMM 1oUeK [43,44].

VpoBeHBb yoeauTeIbHOCTU peKoMeHaanuii I (ypoBeHb TOCTOBEPHOCTHM [oKa3aTeabcTB C)

2.4 ucTpyMeHTaNlbHasA AUArHOCTUKA

e Bcem manmenTam c nogospenrem Ha CIJTIC peKOMEeHIOBAaHO BBITIONIHEHVE 3XOKapayuorpadpum
IS OTIpeflelieHus] aHATOMUYEeCKMX OCOOEHHOCTeli TOpoKa ¥ BbBIOOpA OMTUMAJIbHOM
XUPYPrUveckoii TakTuky geuenws [7,10,13-15].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb TO0CTOBEPHOCTHM TOKA3aTeabCTB B)

KommeHTapuu: danHoe uccnedosaHue no3eosem 8buiaeums éce HeoOX00UMble NPU3HAKU NOPOKA:
2UNONA3UI0 U AHOMAJIbHOE CIMPOEHUEe MUMPAIbHO20 KAANAHA; 2UNONAA3UI UWIU  ampe3uro
aopmanvHO20 KJIANAHA; 2UNONAA3UN B0CX00AUlell AOPMbl; 6blABUMb UAU UCKIIOUUMb HAJIUUUE
anmezpaoHo20 NOMOKA Hepe3 MUMPAIbHbIL U AOPMATbHBII KAANAHBI, onpedenums JIUHELiHble
pasmepol J1e8020 }ceJy0ouKd U CIeneHs 8bipaXceHHOCMuU (ubponacmo3sa.

¢ HoBoposkmeHHbiM namyeHTam ¢ CITIC He peKOMeH0BaHO BbITIOJTHEHME aHTMoKapauorpadum.
VYpoBeHb yoenuTelbHOCTU pekomeHaanuii III (ypoBeHb TOCTOBEPHOCTH TOKa3aTeabCTB C)

KommenTapum: Crnedyem nomHums, 4mo égedeHue 0ax;e He3HauumensHoz0 00sema KOHMpacmHuozo
seujecmsa nayuewmam ¢ CITIC npusodum K ycyeybneHuto u 6e3 moz0 cyujecmsywujeti noueuHot
Hedocmamounocmu. Hosopoxcdennsim ¢ CITIC svinonHenue AKI moxcem Oblimb NOKA3AHO 8 CYUdsix,
koz2da no davHsiM DxoKI u/unu KOMNvromepHoli momozpaguu 803HUKAIOM N0003PEHU HA AHOMANUU
paszeumust KOPOHAPHBIX apmeputi Ulu AHOMAIUU PACNoNoXeHUs OpaxuoyedansHuix cocyoos [10].

e B rex aryuasx, korga gaHHbix JxoKI' HemocTaTOuHO 151 BepudMKalMM OMarHosa MM OHU
MPOTUBOpEUNBHI, nanyeHTam c nogo3penmem Ha CIJIC pekomeHayeTtcs npoBeneHue KT wmmun
MPT wuccnenoBanus [16-17].

VpoBeHb yoeaquTeabHOCTU pekomMmeHganuii Ila (YpoBeHb JOCTOBEPHOCTY OKA3aTeNbCTB B)

KommenTapum: MPT u KT nomozawom YmoOuHuUms MoOp@QOJ02ui0 Nopoka, onpeodeaums
npocmMpaHcmeeHHoe 83auMO0MHOUIeHUe CIMPYKmMyp cepoud U KpynHuix cocy0os, a makxice 8axcHol 075
OJuazHOCMUKU  Conymcmeyluwux eHympucepoeuHsix/eHecepoeuHsix aHomanuti pazeumus. Taxxie
momozpaguueckue mMemoouKku NPUMEHSIIMCS NpU NO2PAHUUHbIX PA3Mepax Jiegblx 0maenos cepoyd,
umo no3eosnsem YmouHUmMs 803MOXCHOCMb 6bINONHEHUS. onepayuli 08yxiesnyo0ouKoeoli Koppekyuu u
Xupypeuueckylo makmuky y 0aHHoLl 2pynnst nayueHmos.

2.5 ViHas iyarHocTuKa

¢ Bcem HOBOpOkAeHHBbIM manyeHTaM ¢ CIJIC peKOMEeHJO0BaHO BbITIOJHEHME HelipocoHOorpadumn
IUTSI UCKITIOUeHVST aHOMAaNii pa3BUTHSI TOJIOBHOTO Mo3Ta [45].

VpoBeHBb yoeauTeIbHOCTY peKoMeHganuii I (ypoBeHb I0CTOBEpHOCTM TOKa3aTenbCTB C)

Kommenrapun: CIJIC uacmo couemaemcs ¢ 2eHemuueckoll namonozueti U aHOMaIUSMu paseumus
ueHmpanwvHoli HepaHoll cucmemsl. Helipoconozpagus y daHHbIX NAYUEHNMO08 MOXem 8bia8Ums 2pyobie
CIpYKMypHble HApYwieHus, 4imo no3eosisem onpedenums ONMUMAILHYI0 MAKMuKy Xupypeuueckoli
KoppeKyull.



3. Jleuenue

TakTuKa BeaeHus Npu npeHaranbHoi 3.1 KoHcepBaTUBHOE

Bcem manuenrtam ¢ CIJIC pekomMeHJOBaHA IOCTAHOBKA [IBYX DasfelbHBIX Iepudepuieckux
BEHO3HbIX JTUHU B CTyYae CTabUIbHOTO COCTOSTHUS.

VpoBeHb yOeAUTENbHOCTY PeKoOMeHaanmii I (YpoBeHb JOCTOBEPHOCTH TOKA3aTeNbCTB C)

KOMMEHTapMI/I: 8 cyude cmabunbHO20 COCMOSAHUS MONCHO 000LIMUCs NOCIMAHOBKOL 00HOU Uu aByl
HEDMdJ_EDMLIECKMX B8EHO3HbIX IUHULL. B ciyuae )Q(V()LMGHMH WU _UCXOOHOU msecmu cocmosHus (Huskue

UEeHMpanbHol 66HO3HOU IUHUU.

e Bcem manyeHtam ¢ CIJIC cpa3y mociae TOCTaHOBKM BEHO3HOTO AOCTYIA PEeKOMEeHIYeTCs
npoBeneHue nHdy3um npocrornanauuoB E1 u3 pacuera 0,005-0,02 Mkr/kr/muH [48,49].

VpoBeHb y6eauTeIbHOCTY peKoMeHaanuii I (ypoBeHb T0CTOBEPHOCTHM 10KA3aTeabCTB C).

pexomeHd068aHo ysenuyeHue do3sl npocmaananduros E1.

e Bcem manyentam ¢ CIJIC mpu coxpaHeHUM IIOKasaTeseil caTypauyuy B Ipenenax 75-85% He
PEKOMEH/TyeTCs TONOMHUTeNbHAsS UHCYDAAIUS KUcaopona [5].

VpoBeHs yoenurensHOCTU pekoMmeHnganuii 111 (YpoBeHb JOCTOBEPHOCTY JOKA3aTeNbCTB C)

KommenTapumu: peweHue 0 Heob6xodumocmu yeeaudeHus Gpakyuu kuciopodd 80 8dblxaemoti cmecu
Heo0X00uMOo PACCMAMpUBAms 8 cyuae CHuxcenus camypayuu mevee 70%.

VpoBeHs yoenutensHOCTU pekoMmenganuii 111 (YpoBeHb JOCTOBEPHOCTY JOKA3aTeNbCTB C)

e V manuenToB ¢ CIVIC npu catypauuu > 90% B coueTaHUM C JIAKTAT-allUI030M, apTEePUATbHO

CUIIOTEH3MeN ¥ ONUTypUeil peKoMeHAyeTcs MpoBefieHMe MHTyOaluu ¥ mepeBon_Ha WBJI
BO3ayX0M ¢ dpakiueit kucaopona 21%.

VpoBeHb y6eaquTeIbHOCTU PeKoMeHsanuii I (ypoBeHb I0CTOBEPHOCTH 10Ka3aTeNbCTB C)

KoMMeHTapum: 8 ciyude COXPAHeHUS 2UNepoKCUU U 2UNOKANHUU 8 2d3080M COCMadee KpPosu 8
JblxameJibHOU _cMecu KOHYyeHmpayus Kuciopoda 0o/Ha 6bimb cHuyceHd 0o 17-19% 3a cuem
ygsenuyeHus @pakyuu aszoma. HBJI Heob6x0dumo npodoiams 00 cmabunu3ayuu cocmosiHus

nayuenma.

e KonHcepBaTuBHOe seuveHue Bcex manueHTOB ¢ CIJIC co cHuskeHHOV (yHKUMeN IpaBoro

JKeIYyOOUYKd PEKOMEHAYETCA TMPOBOAUTHL I10 CJIEAYIOIIEMY aJITOPUTMY: B IIEPBYIO 0OYE€PEIb
UCKJIIOUUTDH M30bITOYHbBIN JIETOUHBIN KPOBOTOK, BTOPLIM IIMAroM MCKJIOYUTb CUCTEMHYIO
TUINIOBOJEMMUIO, TPETbMM IIIAlOM PEKOMEHJIO0BAHO Ha3HAYEHNMEe I/IHCIJVBI/II/I apTepraIbHBbIX

Ba30aMJIaTATOPOB ITIOJ KOHTPOJIEM aPTEPMUATBbHOIO IdBJI€HM.

YpoBeHb y0eauUTeIbHOCTY pekoMeHaanuii Ila (YpoBeHb TOCTOBEPHOCTY TOKA3aTenbCTB C)

HasHaueHKe aHTMUOaKTepPUaIbHbIX IIPEnapaToB B POAAOME ¥ IPOJO/IKEHME UX BBEIEeHUS B
TeueHue 48—-72 4.



VpoBeHs yoenuTeasHOCTU pekoMeHnaanuii ITb (ypoBeHb noCcTOBEPHOCTY TOKa3aTenbcTB C)

KommeHTapum: Kk ¢pakmopam pucka peanusayuu uHgekyuu y H080pox0eHH020 A67s1emcs: 0cmpblii
UH(eKyUOHHbII npoyecc y mamepu Ha no3dHUX cpokax OepeMeHHOCMU (HenocpedcneeHHO neped
podamuy); (emonnayenmapHas HedocmamouHoCms; 8blsi8JIeHuUe ) H080P0}#0eHH020
nepuxapouanbHo20, NAe8pPAanbHO20 8b1N0MA WU ACYUMd, HALUYUe KUCM U nempudukanmos é 20106HOM

Mo32e;_Jnielikoyumos 6 obulem aHanuse Kposu HoB80poxdeHH020 (6onee 20 X IOQM): N0B8bILUEHHBLI

YPOB€EHbL C-peakmugHozo _beaxka u/unu YPOBHA NpPOKAJIbUUMOHUHAB Cbl8OPOMKE KPOBU. B ayuae
B8bli8JieHUA 3036y6umeﬂ,q uH(pEKUUOHHOZO npouecca Heo0X00UMOo amuonamozeHemuueckoe Ha3HayeHue

NEeHUYUILIUH08020 PA0d 8 803PACMHbIX J03UPOBKAX C nomef)ymueﬁ Koppexyueti aHmubakmepuaibHou
mepanuu 8 cryudae HeobxoduMocmu.

e Bcem manuentam ¢ CIVIC ¢ monTBepKAEHHBIM YIbTPa3BYKOBBIMU METONAMMU [UATHOCTUKU
DPECTPUKTUBHBIM __ MEKIPEICENIHbIM _ COOOIIeHMEM,  BbIPaKEHHBIMU __ MeTab0IMYeCKUMU

nepeBon_Ha VBJI, yBenuueHue no3bl npocrarnavauHoB E1 no 0,02-0,1 MKr/Kr/MuH, BBeleHUE

MMODENIaKCAHTOB B PACUETHBIX /I03aX Y HAyaJ0 OMOMHUTENbHOV MHCYMOAIIUU KUCIOPOaa BO
BIbIXaeMOI CMeCH.

VpoBeHb y6eauTeIbHOCTU PeKoMeHsanuii I (ypoBeHb I0CTOBEPHOCTH I0Ka3aTeNbCTB C)

KoMMeHTapum: uHas uHmeHcusHas mepanus 00b6i4Ho He dhhekmugHa 8 daHHoL cumyayuu. 3%%

3.2 Xupypruueckoe JjieyeHue

¢ Bcem mauyenTtam c¢ CIJVIC ¢ rpafyeHTOM JaBjieHus Ha MeKIIpeacepaHoM coobiieHnm 6oblie 10
MM DT. CT. ¥ BBID@&KEHHbIX MeTabONIMUYeCKMX HapyLIEHUSIX DPEeKOMEeHZYeTCs BbIIIOTHEeHNe
6aJITIOHHOIT ATPUOCENITOCTOMMUM C LIeTbI0 CTAOMIM3ALIUN COCTOSTHUS [46,47].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii I (ypoBeHb TOCTOBEPHOCTHM 10Ka3aTeabCTB C)

KommenTapuu: npu pecmpuxmusHom MIIC 8 Kauecmee nepsuuH0oz0 8Mewamenscmaa 803MOMCHO
8bINOIHEHUe onepayuu 2emoduHamuueckoli xoppexyuu no Norwood unu eubpuduozo I smana c
ampuocenmocmomueii. Ecnu 6vinoiHeHA U30AUPOBAHHAS AMPUOCENINOCMOMUS, MO0 8blNOJIHEHUE
nepeozo amana o0Hoxcesydoukosoli koppekuuu CITIC onmumanvHee omao# UMb HA HECKONBKO OHell
nocne 8vinosHeHus danHoti npoyedypsl. Takas makmuxa o00ycnogaeHa Heo6X00UMOCMbI0 CHUMEHUS
€OCyOUCMO020 CONPOMUBTIEHUS 8 CUCIMEME MAJI020 Kpy2d KP0800oOpaleHusl.

e Bcem manmeHtam c CIJIC peKOMeHAOBAaHO 3TallHOe XMPypruyeckoe jedyeHyue C CO3TaHMEM
OJTHOXKEJTY[TOUKOBOJ reMOJMHAMMUKY U COCTOsIIee 13 Tpex 3TamnoB: 1) omepanuu Norwood; 2)
onepauuu JKIIA (Glenn anastomosis); 3) onepaiuu Fontan [18-22].

VpoBeHBb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb TOCTOBEPHOCTH I0KA3aTeabCTB B)

e Bcem maruenTtam c CIJIC B KauecTBe IepPBOTO 3Taria XUPYPTUUECKOTO JIeUeHNST PeKOMEeHIYeTCst
BhIMOTHEeHNe omnepanyy Norwood — Sano mimu Norwood — Blalock B Teuenme mepBoit Hemenu
SKM3HU TToCIe poxaenus [18-22].

VpoBeHb yoequTeIbHOCTY peKoMeHganuii I (ypoBeHb TOCTOBEPHOCTHM TOKA3aTeabCTB B)

KommeHTapum: npu 6b/noJHEHUU XUpypzuueckoeo nocobust 8 Gosee no3dHue Cpoku ommeuaemcs
3HauUUMesbHOe Y8eIUUeHUD NOCIeoNepayuoHHOl JemanbHocmu U 4acmomsl NOCAeonepayuoHHbIX
0CJIOXHCHEHUL.

e [laumentam c CIJIC mnepepn BBIIOJHEHMEM BTOpPOTO 3Tamna XUPYPrU4eCKOTO JiedeHUs
PEKOMEH/TyeTCsI BBITTOJTHEHNE AMAarHOCTUYeCKOi aHrnokapauorpaduu ¢ m3MmepeHureMm JaBieHUsI
B JIETOUHOI1 apTepun [18-22].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb TOCTOBEPHOCTH [OKA3aTeabCTB B)

KoMMeHTapuu: npu CHUMEHUU CUCMOIUUECK020 0a8eHUs 8 1e20UHOLl apmepuu MmeHee 25 MM pm.cn.
wiu cpedHezo 0asneHusi 8 Je204HOUl apmepuu MeHee 15 MM pm.cm. NpuUHUMAemcsi peleHue o



8bINOJIHEHUU 8MOP020 3mana xupypzuueckoti koppexkyuu CIJTIC.

e Bcem nauyenTam ¢ CIJIC B kauecTBe BTOPOIO 3Tara XUPYPruuecKoro jeueHusi peKOMeHIyeTCst
BBITIOJTHEHNE ABYHAIIPaBJIEHHOTO KaBOMyJIbMOHA/IbHOTO aHacTOMO3a B Bo3pacre 2—10 mec. [18-
22].

VpoBeHb yoeaquTeIbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTM I0KA3aTeabCTB B)

KommeHTapum: 803pacm 6bvinojHeHUss 8mopozo 3mana st Kaidoeo pebeHKa uHousudyaieH u
3asucum om moeo, Kozda 'y paccmMampueaemozo nayueHma HOpMaiusyemcsi cocyoucmoe
conpomueJieHue 8 cucmeme Majiozo Kpyza KposooopaujeHusl.

e Bcem nmanyenTtaMm ¢ CIVTIC B KauecTBe TpeThero srara XMpyprudeckoro JieueHs: peKOMeHIyeTC s
BBITNIOJIHEHMe onlepauyuy Fontan B Bo3pacrte 18-36 mecsines [18-22].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTHM TOKA3aTeIbCTB B)

e Bcem manumentam c CIJIC BbimosmHeHue omepanyyu Fontan pekoMeHIyeTcss B MOOM(UKAIUU
9KCTpaKapauaabHOIO KOHAYUTA.

YpoBeHb YOeauUTeIbHOCTY peKoMeHaanuii Ila (YpoBeHb 1OCTOBEPHOCTH TOKa3aTeabCTB C)

¢ BbironHeHMe TMOpUIHOrO [ aTana reMoIMHaMIUeCKOo KoppeKiyy repen onepanyeir Norwood
B KauecTBe IIepBOTrO 3Talla XMPYyPruueckoro jgedeHus: pekoMmeHpayetcs nauueHtam ¢ CIJIC B
clenyolmyx caydasx: 1) mpy NoCTyIUIEHMM B CTalMOHAP B KpaiiHe TSHKeJIOM COCTOSIHUM. 2) TIPU
TOCTYTUIEHNY B CTAI[MOHAP B BO3pacTe crapiue 1 Hemenu sku3Hu [23-25].

VpoBeHb yoequTeIbHOCTU pekoMeHganuii Ila (YypoBeHb JOCTOBEPHOCTY JOKA3aTeNbCTB B).

KOMMEHTapMI/I! 8blNOJIHEHUE 2Ll5pl,laH020 nepeo2o samana makxice s18Jis1emcs npe@noqmumeﬂbeIM ons
nayueHmoe ¢ 0CJI0X}HEHHbIM UHdJEKUMOHHblM u/unu HespoJioZuuecKumM daHAmMHe30M, npu mscenot
conymcmeyromeﬂ comamuueckoll namosiozuu.

e [locne tmbpumHoro I srama TreMOmMHAMMYECKOl) Koppekiuu Bcem mamyeHtam ¢ CIJIC B
KayecTBe BTOPOTO 3Tala XUPYPrUYeCKOro JieueHUs] PEKOMEHAYEeTCS BBIIOTHEHME Omepanumn
Norwood — [mByHarpaBJeHHbI KaBOMYJIbMOHAJIbHbIN aHacToMO3, 1160 Norwood — Sano mian
Norwood - Blalock B Bo3pacte 3-5 mecsiues [5,7,19-22].

VpoBeHb yoeauTeIbHOCTH pekoMmenaanyii Ila (YypoBeHb JOCTOBEPHOCTH AoKa3aTenbCTB C)

KoMmmeHTapumu: peulerue o mune onepauuu NpuHumMaemcsi Ha OCHO8AHUU AHANU3A pe3y/ibimaimos
aOOYlep(ZHLIOHHOZO 06cn1ed08aHUS U UCX00S1 U3 ONbIMA KAUHUKU.

e Tlocne rubpugHoro I sTama remomuHaMMUueckoi koppekunu Bcem mauueHTam c¢ CITIC mepep,
BBIMIMCKOM M3 CTAl[MOHApa PEKOMEH[YeTCs BbBINIOJIHEHVE Oa/UIOHHOM aTpUOCENTOCTOMUMN
OTKPBITOTO OBAJIbHOTO OKHA (HE3aBUCUMO OT ero pasmepa) [25-27].

VYpoBeHb yoeauTeIbHOCTY peKoMeHaanuii Ila (ypoBeHb TOCTOBEPHOCTH TOKA3aTETbCTB B)

e BanjoHHAas aTpMoCenTocTomMmusi He pekomeHayetcs namnueHtam ¢ CIJIC ¢ HepeCTPUKTUBHBIM
IederToM MeXIIpescepaHOii TeperopoaKi.

VpoBeHsb yoenuTersHOCTU pekoMmeHganuii 111 (ypoBeHb JOCTOBEPHOCTY JO0Ka3aTenbCTB C)

3.3 Hoe neuyeHnue

e [Manuyentam c CIJIC c BbIpaXe€HHBIM HapylleHMeM QYHKIUU TPABOTO SKeJyIoYKa /MU
BBIDOKEHHO!M  AUCHYHKIMEN TPeXCTBOPYATOro KjIallaHa B  KauyecTBe eIMHCTBEHHO
JIbTEPHATUBBI 3TAITHONM KOPPeKU UM PEKOMEHAYeTCs BhIIIOJIHEHMe repecasku cepaua [28-31].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHanuii I (YypoBeHb JOCTOBEPHOCTM J0Ka3aTe/lbCTB B)

KoMmMmeHTapuu: npu HeoOX00UMOCMuU 0xUOaHUs OOHOPCKO20 Cepoud, NPOMENCYMOUHbIM IManom
JieueHus: Moxcem cmame 2ubpudHstii I sman.



e IMamuenTtam c¢ opmamu CIJIC ¢ ocoboit aHaTOMMel (coueTaHre aTpe3uu KiarmaHa aopThl, TPU
OTCYTCTBUM BBIPDXKEHHOI TMATOJOTMM MUTPATBHOTO KjIarmaHa ¢ OGombmuM  J1edeKToM
MESCKETYOUYKOBOI Teperopojiku ¥ HOPMalIbHbIM BHYTPUYTPOOHBIM pa3BUTHEM TIOJIOCTU
neBoro xenymouka — MKIO 6Gomee 20 MH/MZ) WM CYLIECTBOBAHUM KOMILJIeKCa TUIIOILIa3umn
JIEBbIX OTHENOB CepAla pPeKOMEeHAYeTCS BbIIIOJIHEHMEe Olepaluii, HalpaBJIeHHbIX Ha
COXpaHeHMe IBYXKe/lyJ0uKOBOJ reMogMHaMuUKy [32-37].

YpoBeHb YoeauTeIbHOCTY peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTM J0Ka3aTeNlbCTB B)

KoMMeHTapum: mak, Kak 08yxieny0oukosdst KOppeKyus 803MOXCHA TUUb 8 ONpedeseHHbIX CIyuasx u
uacmo pucKko8amHda, 8v160p MAKMUKU XUPYPeUuecKozo JieueHus OCHOB8bl8Aemcs HA MuamenbHOM
amanuse doonepayuoHHslx OavHslx IxoKI, npu Heobxodumocmu evinonusemcs KT uccnedosaHue.
ITonyuenHvie Mopgomempuueckue pesyapmamsl Ons Kax0020 nayueHma 6 Couemauu ¢
MopeosozuueckumMu 0COOeHHOCMAMU MUMPANIbHO20 U AOPMALILHOZ0 KIANAHO8, J1e8020 Mely0ouKd u
2eMOOUHAMUYECKUMU 0COOEHHOCMSAMU ONPedesisiiom Umozogyt Xupypauueckyr makmuky.



4. PeaOunuranus

e Bcem manmenTtam c CIJIC mocie KaskAOro 3Tama XMPYyPrUuecKoro JevueHWs] PeKOMeHIyeTcst
BBITIOJTHEHVE PeabIUTAIIVIOHHBIX MePOTIPUSITHI INIUTETbHOCTBIO He MeHee 6 HeJleb.

VpoBeHb yoeaquTeTbHOCTY peKoMeHganuii I (ypoBeHb TOCTOBEPHOCTHM [0Ka3aTeabCTB C)

KommeHTapuu: npoxoxcdeHue peadbunumayuu 6 OGOJbUUHCIMEE CYyUae8 803MOMCHO HA 0OMY npu
ycno8uu nepuoduueckozo KOHMposi COCMOSIHUSL nayueHma neouampom no mecmy xcumenscmaa (1 pas
8 2-3 Hedenu). OnmumansHas OAUMeENbHOCM® peabuIUmMayuoHHo20 hepuoda cocmasnsem 10-12
Hedens. Ecnu peabunumayus HespgexkmusHa, mpedyemcss no060p uHOUBUIYANbHOLI NPOZPAMMbL WU
uacmetli KOHMPONL NPOPUNBLHO20 CheYUAIUCmd, Mo Heo6Xo0UMO paccmompems 60npoc 06 omnpasxe
nayueHma 8 cCNeyuanu3upo8aHHslli peadunumayuoHHsLl yeHmp.

e Bcem manmentam c¢ CIJIC mowie Kaxkooro srara XMpPypruyeckoro JieueHusl peKOMeHIYeTCst
1Mof6op MHAMBUIYAJBHOTO OINTMMAJbHOTO peXuma QGU3NYEecKoii aKTMBHOCTM Ha 3Tare
aMOy/IaTOpHOTO HAOTIOIEHMSI.

VpoBeHBb yoeauTeIbHOCTY peKoMeHganuii I (ypoBeHb TOCTOBepHOCTHM ToKa3aTeabcTB C)

e Bcem manmentam c CIJIC mocie BbINOJHEHMSI TPETbEro 3Tamna XUPYPruyeckoro JedeHus
PEeKOMEHIyeTCsT  MCIIONIb30BaHMe  ONPOCHUMKOB  KauecTBa JKM3HM [T pa3paboTKu
VHAVBUAYATbHBIX CXEM IICUXOJIOTMYECKON PeadbInTalm.

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii I (ypoBeHb T0CTOBEPHOCTHM [0Ka3aTeabCTB C)

KoMMeHTapum: onmumansHoiM A68A9emcsl UCNO0Nb308aHUe ONPOCHUKO8, COCMOAWUX u3 Oonee 50
80NPOCO8, UMO N0360JIIeM BbISBUMb PA3JIUUHbIE ACNEKMbl Kauecmea XU3Hu pebeHKka (usuueckue,
ncuxosiozuveckue, coyuansHsie u m.d.). Huxce 8 npunoxenuu (I'l) npueedeH npumep makozo
onpocHuKa. JJaHHsle onpoCHUKU UCNOIb3YIOMCA HA amOya1amopHOM 3mane npu nJaaHo80M NoceueHuu
NoNUKAUHUYUECKUX omoeneHuil. ITepuoduuHocms N0BMOPHO20 3aN0JIHEeHUs: ONPOCHUKO8 cociasnsem 1
200.



5. IIpodunakruka

e Bcem maiyenTam ¢ CIJVIC 1ocie BBITIOTHEHMS] KaXKIOTO ITara reMoAMHAMUYECKO KOppeKIun
HeOOXOAVMO [NCIIAHCepHOe HaOIIoleHre C IeJMbl0  BBISIBIEHNSI TeMOOMHAMUYeCKuX
HapylIeHuit, KOTOpbIe MOTYT OTPeO60BATh XUPYPTUUECKOTO JIeUeHMUSI.

VpoBeHBb yoeauTeIsHOCTY pekoMeHganuii I (ypoBeHb JOCTOBEPHOCTH JOKa3aTenbCTB C)

KommenTapum: k Haubosnee uacmoti namonozuu, mpeodyowel 8binoaHeHUs 00NONHUMENbHOL
KoppeKkyuu, omuocumcsi: paseumue HedoCMamouHoCmu CUCMEeMHO020 ampuo-8eHmMpuKyJsIPHO20
Kaanaia (mpexcmeopuamozo Kaanaua),HedocmamouHocmes HeoaopmasibHo20 KAanavd, paseumue
obcmpykyuu 8ocxodsujeli aopmeol u/unu dyeu aopmeol nocje paHee 8bINOJIHEHHOU PeKOHCMPYKYUL,
passumue cmeH0308 JIez0UHbIX apmepuli, He06X00UMOCmMb 3ameHsl KoHOyuma u op. Ilpu pazsumuu
OaHHBIX ~ OCTIOXCHEHULl  HeoOXodumo  npogecmu  OUEHKY  B03MOMCHOCMU  YCMPAHeHUs
passusweticas namonozuu. Eciu 603MOMHO 6bINOJIHEHUE DPEKOHCMPYKMUBHBIX 6MEULamenscms,
mo  oHU  senAmcs  memodom  6vl6opa,  O0OHAKO, 8  Clyude  HEeB03MOMHOCMU
8bINOJIHEHUSI  PEKOHCMPYKMUBHbIX ~ 8Meulamenscme  e0UHCMBEHHO — B03MOMCHBIM — peuleHUeM
ocmaemcst mpavcnaaHmayust cepoya.

e Bcem mnammeHtam ¢ CIJIC mexkny sTanamMy XUPYPrUUeCKOro JieueHMs peKOMEeHIyeTCs
HaboieHe B aMOyJIaTOPHBIX YCJIOBUSX [0 MECTY KUTEIbCTBA Y Bpava-meauarpa (He pexe 1
pasa B 2 Hefienu) U Bpaua-Kapayuosora (B TedeHue IepBbixX 2 MecsieB - He pexke 1 pa3a B 7 fHel,
naynee — He pexxe 1 pasa B mecs).

VpoBeHBb yoeauTeIbHOCTY peKoMeHganuii I (ypoBeHb T0CTOBEpHOCTM TOKa3aTenbCTB C)

e Jlammentam c¢ CIJIC mocie KaxkAoOro I3Tana XUPYpruyeckoro JieueHUs pPeKOMeHAYeTCs
obcemoBaHMe B CITEIMaIM3MPOBAHHOM CTAI[MOHAPEe C YacTOTOl He MeHee 1 pas3a B 3 mecsiia B
MeXITaITHOM Teprofe M Ha MPOTSHKeHY TTepBOTOo Tofa Ioc/ie BhIMIOJIHEHUS orepatuyu Fontan.

VpoBeHb yoeaquTeIbHOCTY peKoMeHganuii I (ypoBeHb TOCTOBEPHOCTHM 0Ka3aTeabCTB C)

e Uepe3 rop rnocwie BbioaHeHus: onepauun Fontan Bcem manmeHtam ¢ CITIC pekomeHZOBaHO
HaOMIOAAThCS B CIENMAJIM3UPOBAHHOM CTal[MOHApe C YacTOTOil He MeHee 1 pasza B roj
(onTMMaJIbHO 2 pa3a B rop).

YpoBeHb YOeauUTeIbHOCTY peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTH J0Ka3aTenbCTB C)

e Bcem manmentam ¢ CIJIC mpyu KaskgoMm 00C/iIemIOBaHMM B CIELMANIM3MPOBAHHOM CTallllOHape
peKomMeHI0BaHO BhIMoMHeHEe IXOKI' ¢ KOHTPOIeM COKpaTUTENbHOM (GYHKIMM eIMHCTBEHHOTO
(DYHKIIMOHAIBHOTO KEeyIoYKa Cepflla, KOHTPOJIb HEIOCTATOYHOCTM KiIallaHa HeoaopThl U
TPUKYCIMIATIBHOTO KIaraHa.

VpoBeHb YOeAUTETbHOCTY peKoMeHaanmii I (ypoBeHb JOCTOBEPHOCTH ToKa3aTenbCeTB C)

e Bcem nanmentam c¢ CITIC peKoMeHAOBaHO AyCIIaHCEPHOE HAGIIOeHMe Y Bpaya-HeBPoJIora 1o
MeCTY XKUTeIbCTBa [40-41].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii I (ypoBeHb T0CTOBEpHOCTHM I0Ka3aTeabCTB C)

KommenTapum: Rogers et al. onybnukosanu daxHsie 0 mom, umo y 73% demeti ¢ CIJIC uepe3 38
Mecsyes nocjie xupypeuieckoll Koppekyuu ommeuandacs mukpoyedanus, y 45% coxpausncsa depuyum
maccel mena. Y 649% demeii ommeuanace pasiuuHas cmeneHs 3a0eprHcku YMCmMeeHH020 paseumus u 'y
73% ommeuanacy cyujecmeeHHas (pyHkyuoHansHas uHeanudHocms [38]. Ilo damHuim Kern et al.
cpedHuti pesynvmam IQ (demeii 8 omdaneHHom nepuode ¢ CIJIC) cocmasun 88, y 8.3% nayuenmos
ommeuanacy 3Hauumas 3adepicka ymcmeeHHozo pazeumus [39]. Bonee no3dHue ucciedosamust
nokasasnu, umo demu ¢ CIJIC omcmaiom 8 ncuxoamoyuoHansHom (I0=89) u gpuszuueckom passumuu, HO
omJIUYUs He 3HAYUMENbHbl N0 CPABHEHUI ¢ 0embMU, Y KOMOPbIX omMeuarmcs opyaue 8poxcoeHHble
nopoku cepoya [40-41].

e Bcem mammentaMm c¢ CIVIC mocie KakAOTO 3Tarna XMPYyPrUUeckoi KOpPpeKIUM peKOMeHJIOBaH
Mombop WMHIOMBUAYATIbHOV Tepamuy, HAIPaBAeHHbII Ha KOPPEeKUIMI0 HeJOCTaTOYHOCTYU
KPOBOOOpAIIEHNST ¥ CHUKEHUSI COCYOMCTOTO COTMPOTMBJIEHMSI B COCYZAaX Maloro Kpyra
KPOBOOOpAIeHMS.



VpoBeHBb yoeauTeIbHOCTY peKoMeHganuii I (ypoBeHb T0CTOBEpHOCTM T0Ka3aTenbCTB C)

KommeHTapum: nod6op mepanuu ocyujecmensiemcs 6 Kapouoxupypeuueckom cmayuoHape nepeo
8bINUCKOLI nayueHma. B ciyuae Heobxodumocmu Koppekyuio mepanuu ocyujecmensem kapouonoz no
Mecmy wumenvcmea nayueHma. 9%%



6. JonmoHuTenbHass MHGOpManys, BAUIIONIas Ha
TeyeHye U VICXO0M 3a00/IeBaHus

e Bcem mammentam c CIJIC pekOMeHAyeTCSI BbBIMIOJHEHME HelipocoHorpadumu wu/mwinm KT
MUCC/IeOBaHMS TOJIOBHOTO MO3ra M MPOBEAEHME KOHCYIbTAllMM HEBPOJOTa mepef, KaKIbIM
aranoM xupyprudeckoit koppexuyy CIJIC ¢ Uenbio BbISIBJIeHMS [ATOIOTMUYECKUX M3MEHEeHU,
KOTOpble BAMSIIOT HAa PEe3ylIbTaT XUPYPTUUECKON KOPPEKIMU UM MOTYT IOBIUSATH Ha BBHIOOD
aHeCTe3MOoIOrNYeCcKOoro 1 nepQy3nMoHHOr0 MOCOOMsI.

VYpoBeHb YOeauUTeILHOCTY peKoMeHanuii I (YypoBeHb JOCTOBEPHOCTH J0Ka3aTenbCTB C)

e Bcem nanmentam c¢ CIJIC npu rnepBUMYHOM MOCTYIUIEHMM B CHELMAIM3MPOBAHHBIN CTaLlMOHAD
rnepen IMEPBBIM 3TAllOM XMPYPTMUECKOM KOPPEeKUMM PeKOMEeHIyeTCsl IpOBeleHMe OLeHKU
(byHKUIMOHATBPHOTO COCTOSIHMSI TeUeHM ¥ ToYek (OMOXMMMYecKye MapKepbl M KIMHUYecKue
TIPOSIBJIEHMS).

VpoBeHb yOeAUTETbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTH ToKa3aTenbCTB C)

KoMmeHTapum: npu Hanuuuu BbIpajeHHOlU noueuHol U neueHOUHOl HedocmamouHocmu
nposodumcsi mepanusi, HanpasieHHAas HA Hopmanusayuio ux @yHkyuu. ITocne Hopmanuzayuu
nokasameJeti cmasumcst 60npoc 0 20MOGHOCMU NAYUeHma K onepayuul.

e CraumoHapHoe JjieueHue Bcex manyeHTOB ¢ CIJIC peKOMeHIyeTCsI MPOBOAUTH B JIEUEOHBIX
MeIUIVHCKUX YUPEXKIEeHMUSIX C OONBIIMM OIBITOM BBITIONIHEHNSI [JAHHBIX OINepanuit u
COOTBETCTBYIOLIMM OIBITOM MOC/IEONIePAIMIOHHOTO BeJleHNsI Mal[ieHTOB.

VpoBeHb yoeauTeIbHOCT pekoMmenaanuii Ila (YpoBeHb JOCTOBEPHOCTH Aoka3aTenbCTB C)

KommeHTapum: 0/ KJIUHUK ¢ 6osuiumM 00semom onepayuli y nayuenmos ¢ CIJIC Gonee xapakmepHa
meHOeHYUsl K CHUXceHUto iemansHocmu [5,7,10].



KpMTepMI/I OL€HKM KauyeCTBa Me,Z[I/IIJ,I/IHCKOf;I

IIOMOIIM

Kputepuun kavectsa

Knacc gokasatenbHoctu

YpoBeHb
AOKa3aTenbHOCTUN

MOCTaHOBKM AMarHosa

BbinonHeHa axokapaunorpacdus

BbinonHeHa KOMMNbOTEPHAA TOMOI'paCbl/IH nnn MarHUTHO-pe3OoHaHCHaA
TOMOI’panVIﬂ, ecnum 3XOKap,CLl/IOI'paCbI/IHeCKOI'O uccneagoBsaHua
HEeAOoCTaTo4YHO Anga BepVId)MKaLlI/IVI AvarHosa

ITa

3rtan

KOHCepBaTUBHOIO Jie4eHUs

BbinonHeH nepesoj B OTAENIEHNE peaHuMaunum n WHTEHCUBHOMN Tepanuun
ANa MOHUTOPUHra >XWU3HEHHO BaXHbIX beHKLLI/Iljl n CTaGVI}'IMBaLlVIl/I
COCTOSAHMSA NaUMEeHTOB C NpeHaTasibHO YCTAHOBJ/IEHHbIM ANArHO30M crnc
cpasy nocne poAopaspeLeHns

Mocne CTasMJ‘IVISaLLI/IVI COCTOAHUA B oTaeneHun peaHnmMauunn n
WHTEHCUBHOW Tepanun HOBOPOXAEHHbIX BbIMOTHEH nepesoj B
6nmxanwnii KapaANoXMpypruyeckunii ctaumoHap

B TeueHue MepPBbIX YaCOB XWU3HW NOCAE POXAEHUA HOBOPOXAEHHOMY C
CMHAPOMOM runonsasnn neBblX OTAEN0OB cepaua  YCTaHOBJIEHbI ABe
pasaenbHble nepmpepwqe(:lme BEHO3HblE JIMHUM WU LUEeHTpasbHasa
BEHO3Hasi NMHWS C /[BYMs MpocBeTaMu W Hayata WHdy3us
npocrornanavHa E1

He Ha3Ha4eHa AononHuTenbHasa VIHCdeﬂﬂLI,I/IH Kucnopoga npu
COXpaHeHWn nokasaTtenein caTypaumu B npeaenax 75-85%

111

BbinonHeHa MHTybauuMs naumMeHTa N HayaTa UCKYCCTBEHHas BEHTUNALMS
nerkux (dpakums kucnopoaa 21%) npu catypauun > 90% B coyeTaHun
C nakTaT-aunao3oM, apTepuanbHON rMNoTEH3MEeNn n onurypuen

HasHaueHb! aHTl/IﬁaKTepl/Ia}'leble npenapatbl B poaaoMe npu Haauduun
haKTopoB pucka nHbekunm

IIb

BBeseHbl  MMOpenakcaHTbl B pacyeTHbIX  J03ax M HadaTa
[OMOSIHUTENbHAsA WHCYdNSLUMS KUCIopoaa BO B/blxaeMol cMecu npu
PECTPUKTUBHOM MeXNpeAcepAHOM cOoobLleHnn BbIMONHEHa WHTybauns
rnauueHTa, yBenuyeHbl A03bl npocTtornaHavHos E1 go 0,02-0,1 mkr/kr/
MWH,

3rtan

XUPYPruvecKoro ieyeHuns

BbinonHeHo onepaTuBHOE BMellaTenbCcTBo no Metoamke Norwood — Sano
vnn Norwood - Blalock B TeuyeHue nepBON Heaenu XW3HW nocne
POX/JEeHVSA B KayecTBe MepBOro 3tana Xnpypruyeckoro feveHms

BbinonHeH rmbpuaHblil I 3Tan remMoAMHaMUYecKol Koppekuuu nepes
onepauuveir Norwood B KayecTBe MepBOro 3Tana XWpPypruyeckoro
neyvyeHns npu NoCTynjieHUn nauneHTa B CTauuoHap B KpaﬁHe TSXEenom
COCTOAHUM UM NpyU NOCTYyNJ€HUU B CTauMOHap B BO3pacTte cTapue 1
Heaenn Xu3sHu

ITa

BbinonHeHa onepauusa Norwood - ABYHanpasBfieHHbIl
KaBoMy/bMOHanbHbIM aHactomo3, 6o Norwood - Sano unn Norwood —
Blalock B BO3pacTe 3-5 MecsueB B Clyyae, €CiM paHee BbINOMHANCS
rMbpuAaHblil I 3Tana reMoAMHaMUYecKkon Koppekuum

ITa

BbInosHeH ,ElByHaI'IpaBJ'IeHHbIVI KaBOI‘IyJ‘IbMOHa}'IbeIVI aHactomMo3 B
Bo3pacTte pebeHka 2-10 MecAueB creayloWwMM 3TanoM Mocne paHee
BbIMO/THEHHOIrO0 BMewWaTenbCTBa NO METoAUKE Norwood-Sano wunm
Norwood-Blalock

3aBepLuatoLMM 3TanoM BbiNosHeHa onepauns Fontan, B Bo3pacte 18-36
mec.

3rtan

nocsieonepaumMoHHOro KoOHTponsa

I'Iposeu.eHo MOCTOSAAHHOE HaGHPO,EleHl/Ie neanaTtpa v Kapauonora no Mecty
XUTenbCTBa C OCMOTpaMun Kapauosora 1 pa3 B 7 ,ClHeﬁ Ha MpOTsXeHUn
nepsbiX 1,5-2 mec.

BbinonHeHo o6criefoBaHve B CneLmanMsMpoBaHHOM cTaunoHape 1 pas B
3 MecAua B MEX3TanHOM NEepuoAe M Ha MPOTSXEHUM MepBoro roaa
rocne BbIMOSIHEHHOM onepauuy Fontan

BbiNONHEHO — 3xokapavorpaduueckoe WCCiefoBaHWe Npu  KaxzaoM
obcnefoBaHUmM B CneumanmsMpoBaHHOM CTaumnoHape

Mocne kaxpaoro sTana KOPpPeKuUWUW BbIMNOSHEH MoA60p WHAWBUAYaNbHOW
Tepanuu, HanpaBfeHHbIV Ha KOppeKLuno HeA0CTaTOYHOCTU
Kp05006paLLlEHVIﬂ U CHUXEHMA COCyAMCTOro COMpOTUBIIEHUA B COoCydaxX
Manoro Kpyra KDOBOOGDBLLLEHVIFI N OCyuwecCcTBNEH KOHTPONb MpueMa
Ha3Ha4yeHHoW Tepanumn
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IIpunoskeune Al. CocTaB padboueri rpyIinbI

IpencenaTtens [TpodMIbHON KOMUCCUY TIO0 CEPIEUHO-COCYIMCTONM XUPYPTrUM DKCIIEPTHOTO COBETA

Mwun3sgpasa P®: bokepus JI.A., akamemnuk PAH

DKcIepTHas IpyIIna o MOATOTOBKe peKOMEeH Ialuii:

OTBeTCTBeHHbIN UCIIOTHNUTEb: A.M.H. CB060I0B A.A., He aBisgeTcs uieHoM ACCX

YsieHBI SKCIIEPTHOU TPYIIIIBI:

Bokepus JI. A., n.M.H., ipod., akagemuxk PAH. Jlaypeat JlennHckoit npemun (1976), 3acaykeHHbI

gesitesib HayKu PD (1994), oppen «3a 3acnyru niepen, Oteyectsom» 111 crenenu (1999), menans «3a

3aCJTyTH Tlepe]; OTeueCTBEHHBIM 31paBooxpaHeHneM» (2002), JlaypeaT I'ocymapcTBeHHO mpeMum
PO (2002), opmen «3a 3aciyru nepen OtedectBom» II cremenm (2004) JlaypeaT mnpemmn
[TpaBuTenbcTBa PO B obmactu Hayky U TexHUKM (2004) u ap. PykoBomnutenb ACCX (accommaiimm

CepIevHO-COCYOUCTBIX XUPYyPros Poccun);

Bepumsunu 1.0., n.M.H., He sBiisieTcs uieHoM ACCX (MockBa);
Kanawnukos C.B., He gBisiercst uneHoM ACCX (Mocksa);

T'op6aueBckuii C.B., g.M.H., mpod., He saBisieTcs wieHoM ACCX (MockBa);
IOuneix B.I1., He siBnsieTcs wieHom ACCX (Mocksa);

3eneHUMKUH M.M., I.M.H., Ipod., sBiseTcs wieHoM ACCX (MocKkBa);

Kum A.U., n.M.H., ipod., He gBisteTcs uwieHoM ACCX (MockBa);
Kokmienes U.B., 1.M.H., mpod., He siBisieTcss wieHoM ACCX (MockBa);
Kpymsinko C.M., i.M.H., He sBisgeTcs uieHom ACCX (MockBa);

MetnuH C.H., K.M.H., He gBisieTcs wieHoM ACCX (MockBa);

MogcecsiH P.P. n.m.H., ipod., siBnsiercst wieHoM ACCX (CaHkT-IleTep6ypr);
Ca6upos b.H., 1.M.H., He siBiisteTcst wieHoM ACCX (MocCKBa);

TymanstH M.P., 1.M.H., ipod., He siBiisieTcst wieHoM ACCX (Mockga);

IMatamoB K.B., nm.m.H., mpod., JaypeaT IpemMuu akameMuka B.M. BypakoBckoro,

EBporteickoro o6ImecTBa cepaeuHo-CoCyaIUCThIX XUPYpro (MockBa);
[Mmanbiy A.A., 1.M.H., He sgBiseTcs yieHom ACCX (Mocksa);

Opnos U.A., K.M.H., He gBisieTcs wieHOM ACCX (Mocksa).

YJIeH

Bce wiensr Paboueii TIpymIlbl MOATBEPOMIM OTCYTCTBME (DMHAHCOBON ITOMAIEePsKKI/KOHGIMKTA

MHTEpPeCOB, O KOTOPbIX HEO6XO£LI/IMO COO6IJ.H/ITB.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMX peKOMeHaauumn

LeneBas AYAUTOPNS OAHHBIX KIMHNYECKUX DEKOMEH,ZLaLlMVIZ

e Bpauy-HEOHATOJIOT;
e Bpau-neguaTp;

e Bpau-TeparesT;

¢ Bpau-7eTCKUI KapAMoJIoT;

e Bpau-cepaeuHO-COCYIVCTRI XUPYPT;
¢ Bpay-aHeCTe3MOoJIOT-PeaHNMAaTOJOr.

MeTo/bl, MCIIOTb3yeMble IJis COOpa/ceNeKkiMy A0Ka3aTeNbCTB: IMOUCK B 3JEKTPOHHBIX 6a3ax
TAHHBIX.

Omucanue MeTOHOB, MWCIIONb30BAHHBIX [IJI1 OIEHKM KadyecTBa M CUJIbl [TOKA3aTeIbCTB:
JlOKa3aTeabHON 6a30ii IJs1 peKOMEeHAAIVI SBISIOTCS MyOGaMKalum, BolleAie B 6a3bl JAHHBIX
PubMed, Scopus. I'ty6uHa mowucka cocTtasisiia 15 yier.

METO,ZLBI, MCIIOJIb30BAaHHBIE IS OE€HKM KaueCTBa M CUJIbl JOKA3aTe/JIbCTB!

® KOHCEHCYC 9KCIEPTOB;
e OlleHKa KauecTBa PeKOMEHIAIVii B COOTBETCTBUM C PEMTUHIOBOI cxemoii (Tabmuia I11).
® OlleHKAa CUJIbI JOKA3aTe/IbCTB B COOTBETCTBUM C PETUHIOBOI cxeMoit (Tabnuiia I12).

Ta6auiia IT1.PeiiTHroBas cxema [jis OLeHKM KauecTBa PeKOMEeHaIlMiA.

YpoBeHb y6eanTeIbHOCTH OnucaHue

Knacc I Mpoueaypa WM feYeHWe SBASIOTCS  MONE3HbIMU/3(PMEKTUBHBIMU, OHWU  AO/MKHbI  BbiTh
BbIMOHEHbI/Ha3HaYeHbI.

Knacc Ila Mpoueaypa wnn neveHne ¢ 6ONbLWIOK AONE BEPOSATHOCTM  ABAAIOTCA  MONE3HbIMKU/
3(PDEKTUBHBIMU, UX Pa3yMHO 6b110 6bl BbIMOMHWUTL/HAa3HAYNTD.

Knacc IIb MpoTvBOpeynBbie foKasaTenbCTBa O MoNb3e/3PdEKTUBHOCTU MpoLeAypbl WKW JIeYeHUs, UxX
BbIMONIHEHNE/Ha3HaYeHne MOXeT BbITb pacCMOTPEHO.

Knacc III Mpoueaypa unn nevyeHve SBNSIOTCS  BPeAHbIMU/HEIMDDEKTUBHBIMU, OHU HEe  LOSIKHbI
BblﬂOnHHTbCﬂ/HaSHaHaTbCH.

Tao6auna I12.PeiiTuHroBas cxemMa Aj1s1 OLIeHKM CUJIbI JOKA3aTeIbCTB.

YpoBeHb AO0Ka3aTeNbHOCTHU OnucaHue

YDOBeHb AOKa3aTeNnbHOCTU A MeTa-aHa]‘IM3bI, cucreMaTnyeckune 0630pbl, pPaHAOMU3UPOBaHHbIE KOHTpOAnpyemble
nccnefoBaHus

YpoBeHb AoKasaTenbHoCTH B KoropTHble — MCCNefoBaHUs,  WCCNENOBaHWS  «CNyYai-KOHTPONb»,  UCCNeAoOBaHUS  C

NCTOPNYECKNM KOHTPOJIEM, PETPOCNEKTUBHbIE UCC/1eA0BaHUSA, NCCNef0BaHNA CeEpUN Cny4daes.

YDOBeHb AokasaTtenbHocTn C MHeHne 3KCnepToB

st MMHMMM3ALIUM TIOTEHIMAIbHBIX OMIMOOK KaskIoe MCCIeoBaHNe OlleHUBAIOCh He3aBUCUMO.
Jlio6ble pasinuust B OLlEHKax OOCYKOaMMCh BCEi TPYIIOM aBTOPOB B IIOJHOM coctaBe. Ilpu
HEBO3MOXXHOCTH IOCTVDKEHMSI KOHCEHCYCa TIPUBIeKasCsl He3aBUCUMbIN SKCIIepT.

METO,HI)I, MCITI0JIb30BaHHbIE IJIA d)OpMYI[I/IpOBaHI/IH peKOMEH,HaHMfII KOHCEHCYC 9KCIIepTOB.

Knuandeckue pekomeHZauy OOHOBJISIOTCS paboyelt TPYIION Kaxkable 3 rofa M yTBepKIaloTCst
podMIbHOI KOoMUCCHein Tpu [7aBHOM BHEIITAaTHOM CIELMAINCTE — CePIeYHO-COCYIMCTOM
xupypre M3 Poccun.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

1. O6 ocHOBax OXpaHbI 3I0POBbS IpaskaaH B Poccuiickoit ®emeparym (O3 N2323 or 21.11.2011).

2.Tlopsimok ~ oKazaHMsl  MEOUUVMHCKON  MOMOIIM  OOMBHBIM C  CepIeYHO-COCYIUCTBIMU
3aboneBanusamu (IIpukas Munsnpasa Poccunm N2918H ot 15.11.2012).

3. «0 wmaccuduKrauuyM U KPUTEPUSIX, UCIOAb3YEMbIX MPU OCYIIECTBIEHUM MeIUKO-COIVATbHOI
9KCMEPTU3bl TIpakaaH  ¢efepaJbHbIMKU  TOCYAAPCTBEHHBIMU  YUPEKIEHUSIMU  MEOUKO-
coumanbHoIt akcnepTu3sbl» (ITpukas Munsapasa Poccuu N21024H ot 17 mekabpst 2015 1.).

KP337. bonesoii cunnpom (BC) y nerelt, HyXAAOWINUXCS B MA/UVIMATUBHON MeIULIIMHCKONM ITOMOIIY
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IIpunoxxenne B. UHGopmanius ajis1 alMeHTOB

VBakaeMblii MTarMeHT (POAUTEN MallieHTa), pe3yIbTaThl 00C/IeJOBaHMS BbISIBMIM Y Bac (Barero
pebeHKa) CJIOKHBIN BPOKAEHHBIN MOPOK CepAIa — CMHIPOM TUIIOTIA3MH JIEBbIX OTJENOB CepAlla.
Jo6pOBOTBHO COMIANIASICH HA OTIEPAIMI0, BbI JOKHBI TIOHMMATD 11€J1b ¥ OMIACHOCTHU OTepaluu, o
KOTOpBIX BaM pacckaskeT jievaiinuii Bpad.

CIJIC BO3HMKAaeT Ha paHHMX ITarmax pasBUTMS IUIoma. IIpMUMHBI HapylIeHuit sMOpuoreHesa
MHOTOYMCIeHHbI: MH(EKUMOHHbIe 3a00/leBaHMs MaTepy Ha PaHHUX CPOKax OepeMeHHOCTH,
XpPOHMYECKMEe 3ab0ieBaHUs pOJMTeNeli, BpedHble TPUBBIYKM POJUTENEN, IKOJIOTUYeCKNe WU
reHetuyeckue GakTopsl U T.A. B 3aBucuMOCTM OT pa3zmepa deTaabHbIX KOMMYHUKAIINI (OTKPBITOE
OBaJIbHOE OKHO, OTKPBITBII apTepUa/IbHbI/ IPOTOK) KIMHMYECKMEe IIPOSIBJIEHMSI IIOPOKA MOLYT
CYIIeCTBEHHO BapbupoBaTh. OJHAKO B JIOO60M CJTyyae MpU CUHIPOME TUITOTIIA3VY JIEBBIX OT/IEIOB
cepAla COCTOSTHYE TIOCIE POXKIEHMS OYIeT TSHKeTbIM C ITPOTPEeCCUBHBIM YXYAIIEHKEM B TMHAMUKE.
[losTOMYy He CcjemyeT TPENSITCTBOBaTh CKOpeiflieMy IMepeBomy pebeHKa M3 poagomMa B
KapOuMOXUPYypruvyeckuii craimoHap. st crabuimMsaumyu COCTOSIHUSI UM 4uTOObI pPeGeHOK CMOor
TepeHecTy TPAHCIIOPTMPOBKY Cpasy Iocae POXIeHUs peOeHKy OymeT OpraHu30BaH BEHO3HbIN
JOCTyIl ¥ HauaTO BHYTPUMBEHHOe BBeleHMe Ipernaparta (mpocrornavaMH El) ¢ 1enbio
MpefOoTBPaleHNs] 3aKPBITUS OTKPBITOTO apTePUaIbHOIO MPOTOKA, MHAYe ero 3aKpbITHe IPUBeLeT
K He3aMe[JIuTeNnbHO rubeny miiageHa. HazHaueHne 3TOTO mperapaTa B OONBIIMHCTBE CTy4aeB
TIPUBOAUT K KPATKOBPEMEHHO CTabMIM3aiuu, 4YTO JaeT BO3MOXKHOCTh IepeBecTu pebeHKa B
KapOUOXUPYPrMYeckuii CTalyMoHap C IeJibl0 YTOUHEHWSI aHATOMMM IOpoka U Tombopa
OITMMAaJIbHOTO XVPYPTrUUeCKOro JIeUeHMsl.

[Moce mepeBoza pe6eHKa GyIeT yTOYHEHA CTENEHb TSKECTY COCTOSTHUS, HaTMUMe COMyTCTBYIOINIE
narosormu. B wIyyae CTAaOMJIBHOTO COCTOSIHMSI OINEpATMBHOE BMEIIATEIbCTBO OOBIYHO
BBITIOJIHSIETCS B TeueHne 24-48 4acoB ¢ MOMEHTA MepeBofa. B ciydae KpaiiHel TSHKeCTH COCTOSTHUS
TEepBUYHO OyAyT BBIMIOJNHATHCS peaHMMAIMOHHbIe MEepOTPUSITUS, HalpaB/eHHble Ha
CTAOUIM3AIMI0 COCTOSTHUSI, U JIVIIb TTOCJIe CTabuimM3anuy O6yIeT pemaThcsl BOIPOC O BBITTOTHEHUN
XUPYPrUUecKOoro BMelaTelbCTBa.

CuHAPOM TUIOIUIA3MM JIEBBIX OTHENOB CepAlla IOoApasyMeBaeT JTANHBbIM  TOAXON K
XUPYPIUYECKOMY JIEUeHUI0 U XapaKTepu3yeTcs HeBO3MOXKXHOCTbIO TIOJTHOTO aHATOMMWYECKOTro
MCTIpaBIeHMsT TIOPOKA. OJTaIHbIN IOAXO0H, COCTOUT U3 TPeX WIM YeThIpex OIlepPaTUBHBIX
BMEIIATeIbCTB M HAIPAaBJIEH JIUIIb HA CO3[aHMe IPUEeMJIEMbIX YCJIOBUI XU3HU U Pa3BUTUSI
pebenka. OCHOBHAs IeJb PEKOHCTPYKTUBHBIX BMEIIATENIbCTB — PA300IeHNe apTepuaabHOTO U
BEHO3HOTO KPOBOTOKOB. ITOCKOJIbKY HAHHbIN BPOXKAEHHBIM MOPOK Cephiia SIBJSETCS OSHUM U3
HauboJsiee TSHKEIbIX TIOPOKOB, TO CIeAyeT IIOHUMATh M BHICOKME PUCKM HEOIarompusiTHOTO MUCX0Aa
Mpy JIeUeHWM [JaHHOW maromoruMu. Ilocje  KaXOoro JTarma KOPPeKUuK, B paHHEM
TOC/Ie0TIepaIlMOHHOM TTepUOo/ie MOTYT BO3HUMKATDb Pa3jIMUHbIe OCIOKHEHMSI: TI0C/Ie0IepaliOHHbIe
KPOBOTEUEHMSI; CEpIIeUHAs] HEeIOCTATOYHOCTb; IbIXaTeIbHasl HEOCTATOUHOCTh C HEO6XOAMMOCThIO
IJIUTENbHOM MCKYCCTBEHHOW BEHTWISIMM JIETKUX; OCTpasi IIOYevHasi HeJOCTAaTOUYHOCTh;
MHQEKIVOHHbIe OCTOKHEeHMSI U Ip. [[porpeccupoBaHMe JAHHBIX OCIOKHEHUIT MOKeT MPUBOAUTH K
HeoOpaTUMBIM ITOCTeACTBYSIM. Pa3BuTye 0C/IosKHEHMIT BO3MOKHO U B MEKITAITHbIX TIEPUOAAX.

B GOJBIIMHCTBE CyYaeB Kaxkaas MOCIeAYIOLIAsl STAlHas orepanus MPUBOAUT K YIYULIEHUIO
cocrosiHus. CeiyeT MOHMMATh, UTO KOJTMYECTBO 3TAIIOB HE OKOHYATETbHO ¥ MOTYT MOTPE6OBATHCS
JOTIOIHUATENIbHbIE OINEepaTVBHbIE BMEIIATENbCTBA (B CIydae ObICTPOrO YXYAIIEHUSI COCTOSTHUS
pebeHKa).

ANbTepHaTUBOI reMOAMHAMMUUECKMX KOPPEKIMii MOKET CTaTh OoIepaliys mepecagky cepalia Mian
KOMILIeKca cepple-jaerkue. JaHHasi IMpoleaypa MOXKeT ObITh BbIIIOJIHEHA Ha JIIOGOM IJTare
JIeUeHMS IIPY HAIMYMM SKU3HEHHO 3HAUMMBIX ITOKa3aHMUIA.

JleueHre mTaHHOTO BPOXXOEHHOIO ITOPOKa cepalia 3a4acCTylo Tpe6VET OJINTEJIbHOTO HaXOXXIEeHUS B
6GOIBHUYHBIX YCIOBUAX M 4aCTOTO Ha6)’[}O,ELeHI/I${ B MEXI3TAaITHOM IIepuoae, 4TO TaKKe Tpe6yeT
TMOHMMAaHMUS ¥ MaKCUMaJbHOV OTBETCTBEHHOCTU pO}lMTe]’Ieﬁ.

BaxkHo He IIPOMMyCKAaTb KOHTPOJIbHbIE OGCJ’IE,HOBB.HI/IH mocjie omnepauuu, st CBOEBPEMEHHOﬁ
OLOEHKM pPe3Yy/IbTaTOB KOPpPEKUMM W  BbIABIEHUA BO3MOXHBIX OCJ'[O)KHEHI/IVI, cj1egoBaThb
peKoMeHOalusIM Bpada 1 CBOeBPEMEHHO IIPMHMMATDL BC€ Ha3HAaUE€HHbIE ITperapaThl.



IIpunokenmne I.

ONpOCHMK JIJIsI OTpeneieHusl KauecTBa XU3HM y gereit.dopma n3 87 BOIPOCOB U (GOPMYIMPOBOK
[42]:

e Kak Bbl olieHMBaeTe COCTOSTHUE CBOEr0 3/I0POBbsI?

e Hackonbko TpymHO Bam BBIMOJMHSATH [O€ICTBMSI, KOTOPbIe TPe6GYIOT 6GOJBIIOr0 KOJIMYeCTBa
SHEpPruM — Takue, Kak urpa B (yT6oa mnu 6er; KataeTech i Bbl Ha BellOCKUIIeE, POIMKOBBIX
KOHbKAX; IMOJHMMAETeCh M BbI 1O JieCTHUIlE Cpa3y HAa HECKOJIBKO 3Taxkeil 6e3 OCTaHOBOK;
CITOCOOHBI JiM Bbl (pM3MUECKM) CAMOCTOSITENIBHO T'Y/ISITh, XOOUTh Ha JETCKYIO IIOMAKY MU B
IIIKOJTY; TIOAHYMAEeTeCh I BbI 10 JIeCTHUIIE HA OAMH 3TaXX 0€3 OCTAaHOBKM; BBIMIOMHSIETE U BbI
3aflaHus MaTepu «II0 JOMY»; IIpbiraeTe, IpucenaeTe Ju Bbl; CaMOCTOSTENbHO KyIlaeTe,
ofleBaeTech, MpUMHMMAaeTe BaHHY MM XOAUTE B TyaJIleTHYI0 KOMHATY; BCTaeTe i Bbl ¢ mmocTenn
MU GOJTBINYIO YaCTh BPEMEHU ITPOBOAUTE B ITOCTETN?

e BO3HMKAIOT JiM CJIOKHOCTY C BBIITOJIHEH €M OObIYHBIX JOMAIIHMX 3aJaHMii CO IKOJIbI MJIA UTP C
IPY3bSIMM TI0 TIPUYMHE IJIOXOTO CAaMOYYBCTBUSI; IIPOBOAMTE Ji Bbl B IIKOJIE MM 328 UTPOIL C
IpPY3bsIMM CTaHIAPTHOE KOJMUYECTBO BPEeMEeHM; XOAUTEe JiM Bbl B IIKOIY WIM UTrpaeTech CO
CBEpPCTHUKAMU?

¢ BO3HMKAIOT /M CJIOKHOCTY C BBITTOJIHEHMEM OOBIYHBIX JOMAITHMX 3aJaHMIA CO KO MJIU UTP C
IPY3bSIMM TI0 TIPUUMHE ITPO6JIEM C MOBEIEHMEM; IIPOBOIMUTE JIM Bbl B IIKOJIE MJIM 3@ UTPOIL C
IpY3bsIMU CTaHJapTHOE KOJMUECTBO BpeMeHM; XOAuTe Jiu Bbl B KONy WIM UrpaeTech CO
CBEPCTHUKAMMU?

¢ BO3HMKAIOT JIM CJIOKHOCTY C BBIITOJIHEHEM OOBIYHBIX JOMAIIHMX 3aJaHMii CO IKOJIbI MJIU UTP C
IpPY3bSIMM II0 TIpUUMHE MPOOGJIEM CO 3IOPOBbEM; IPOBOIMUTE JIM Bl B IIKOJIE WM 3a UTPOIL C
IPY3bSIMM CTaHIAPTHOE KOJMUYECTBO BPeMEeHU; XOAUTe Ju Bbl B IIKOAY WIM UTpaeTech CO
CBepCTHUKaMu?

e MHOTO JiM TeJIeCHBIX OOIEBBIX OIIYIIEHNMIT UV COCTOSTHUIA MucKoMdopTa Bbl mepeHecn?

¢ YacTo i1 BO3HMKAIOT TeJieCHbIe 6OJIeBbIE OLIYIIEHNS YJIM COCTOSTHUS JuicKoMdopTa?

e HacKo/iIbKO 4aCcTO BO3HUKAIOT CIeAYIOlMe CUTYalMM: TTIOCTYIIN CIUIIKOM MOJIOAO JIJIsI Balllero
BO3pacTa; CHOPWIM C KeM-TO; C TPYAOM YAessii BHUMAaHMe; He BBIMNOIHS/IM TO, YTO Bam
TOBOPWJI YUUTENTb VTV POAUTENIN; XOTEIM OCTAThCSI B OMMHOYECTBE; JITA/I/00MaHbIBAJIN ; TPYIHO
OBbLJIO HAMTM ITOHMMAaHME CO CTOPOHBI OPYIUX; UYBCTBOBAIM CeOSI HEYKIIOKMM; yoeramu u3
IoMa; BO3HUKAIM IIPOOIIEMBI C peublo; Kpaiv BEIy U3 JOMa WIM B IPYTUX MeCTaX; BeJu Ccebst
CIIOKOMHO WM KaIlpu3HO, e Bbl He MOAyYMIM TO, UTO XOTEJU; CTAaHOBWIMCH U Bbl
arpecCUBHBIMMU €CJIM He TIOYYWIN TO, UTO XOTEIN; TPYAHO i Bam 6bLJI0 HAXOAUTHCS C APYTUMU
JIIOIbMU, ETbMU; TPYOHO Jiv Bam 6GbUIO HAXOOUTHCS IIUTEIbHOE BPEMS C IPYTMMMU JIIOAbMU,
neTbMu?

e Eqiu cpaBHUBATD C IPYTMMM I€TbMU Balllero BO3pacTa, Kak 6b BbI O1IeHM/IM CBOE MTOBeIeH1e?

¢ Kakyio yacTb BpeMeHM Bbl: uyBCTByeTe cebst IPYCTHO; XOUeTCsI IIaKaTh; 60MUTeCh; 6eCOKOMUTECh
0 Kakux-nbo Bellax; 4YyBCTByeTe cebGsi OOMHOKMMM; UyBCTByeTe cebGsi HeCcuyaCTHBIMMU;
YyBCTBYeTe cebs pa3apakeHHbIMM; UYBCTByeTe Ce0sI 00eCIIOKOEHHBIMYU WJIM PACCTPOEHHBIMIU;
YyBCTBYeTe CeOsI CYACTIMBBIMM; OCTOPOKHMUAETE; HACAaKmaeTech TEMM BellaMM, KOTOpbIE
Iefaere; IPUSTHO MMPOBOAUTE BPeMs; UYBCTBYeTe HEPBO3HOCTb MM GECITOKOIICTBO; KAaK YacTo
BO3HMKAIOT ITPO6IEMBI CO CHOM; KaK YacTO ObIBAIOT T'OJIOBHBIE 0011 ; Bl HpaBUTECH Cebe?

¢ HacKo/IbKO XOPOIIIO WM IVIOXO Bl OTHOCKUTECH K: cebe; IIIKOJIe; CBOE CIIOCOOHOCT 3aHMMAThCSI
CIIOPTOM; Apysk6e; TeM BelllaM, KOTOpbie Bbl MOXKeTe clienaTh; TOMY, Kak Bbl JafuTe ¢ ApyruMu;
CBOEMY Tey UM TOMY, Kak BbI BBIISIAMTE; TOMY, Kak Bbl cebs 4yBCTByeTe OOJbINYI0 YaCTh
BpEMEHU; TOMY, KaK BbI jlaiuTe ¢ poguTtensMu u 6paTbsiMu, cecTpamu; Baiiemy o6pasy >KUsHU;
BO3MOXXHOCTH APY>XKUTb C KEM-TO; TOMY, YTO 0 Bac gymaroT apyrue; Baieii BO3SMOXKHOCTH T'YJISITh
C IPYTMMM CBEPCTHMKAMM; BallleMy 3J0POBbIO?

e Moe 3[10pOBbe MPEKPACHO; OJHAKIbI MHE ObUIO TaK ILJIOXO, UYTO S AyMaJl YTO YMpY; sI HU pasy
CUJIBHO He 60JIeN; S IyMalo MM MHe KaXKeTCsl, UTO Y MeHsI 6ojiee TIJIOX0e 3I0POBbe, YeM Y MOUX
CBEPCTHUKOB (IPYTMX HEeTei); ST HU pasy OueHb, OUeHb CUJIbHO He 0OJjIeN; S BCerma YyBCTBYIO
ceb6s1 60JIBHBIM; I TyMalo, UTO MHe OYIeT CTAHOBUTHCS Xy>Ke, KOrIa s OyIy CTaHOBUTbCS CTapIIle;
s1 IyMalo uTo $s1 6yIy ITOJIHOCTBIO 3[J0POBBIM, KOTAA S 6YAY B3POC/IBIM; S HUKOTIA HEe OeCITOKOMIICS
110 MOBOMAY CBOEro 3[I0POBbSI; S1 AyMalo, YTO ceityac s 3M0pOB; MHe KaykeTcsl, UTO S TOpasfio
6osbIlie 6eCTIOKOI0CH O COCTOSTHMM CBOETO 3/I0POBBS UEM IPYTYE JETU MOET0 BO3pacTa.

e B cpaBHeHUM C TIPOLILJIBIM T'O0OM, KaK BbI olleHMBaeTe cejiuac cBoe 3/10pOBbe?



e Kak yacTto coctosiHue Baiiiero 300POBbS MJIN Bame moBenmeHne MNPEnATCTBYIOT BBIITOTHEHUIO
0OBIYHOI OesaTeJIbHOCTM B paMKaxX Bameii cembu: IPEersTCTBYeT €XeOHEBHO; 3HAUUTE/IbHO
OrpaHMYMBaeT Bamm BO3MOJXHOCTHU; IPUBOOUT K HAIIPSKEHUIO U KOHCl)J'II/IKTaM; SABJISAIETCA
VICTOYHMKOM pa3HOI/Iacus B Bameit cemMbe; NMpUBOAUT K OTMEHEe WM M3MEHEHMUIO IIJIAHOB B

MOCIeAHIO MUHYTY?

¢ B o6iem, Kak 6b1 Bbl olieHMIM Cr1I0COGHOCTD Balieit ceMbu JIafUTh APYT C IPYromM?

VHTepripeTanyis MOSy4YeHHbIX Pe3y/lbTaToB [42]:

OnwucaHve NJoxux rnokasartenei

OnucaHne XopoLmx nokasaTenei

Ob6Lee camouyBCTBME

Pe6eHOK CUMTaeT, YTo ero 340pPOBbE MIOX0E
1, BEPOSITHO, YXYALINTCS

PebeHok CYUTAET, YTO €ero 340poBbe OTSINYHOE
v Tak 6ynet nanee

dusmnyeckoe 340poBbe

PebeHOK pe3ko oOrpaHuyeH B BbIMOIHEHUM
BCEX pursnyeckmx ynpa>xHeHun, n3-3a
COCTOSAAHMSA 340P0OBbS

PebeHOK BbIMOMHSET BCe BMAbl (uU3nyeckon
aKTUBHOCTW, BK/OYas Haubonee 3sHepruyHble
3aHsATUS, 6e3 orpaHu4YeHuii Mo  COCTOSIHUIO
3A0pOBbS

BnusHue ¢pusnueckoro 340poBbsi Ha
coumanbHble acnekTbl

PebeHok OrpaHu4yeH B NMOCELEHUN WKOIbHbIX
3aHATUIA nnn OrpaHu4yeH B urpax c Apysbsmu
Mo NpuYMHE NI0Xoro GU3nYeckoro 340poBbs

PebeHok HeorpaHm4yeH B NoCeleHn WKONbHbIX
3aHATUA nnn urpax c ApysbsaMu no npuyuHe
XxopoLlero husnM4yeckoro 340poBbs

TenecHas 6onb

PebeHok >xanyeTcs Ha TsXenyl, 4YacTyio wu
orpaHuMyMBalLLyl0  ero B aKTMBHOCTU
TenecHyto 6onb

PebeHok He MMeeT orpaHuYeHuii B aKTUBHOCTH,
TaK KakK He UCNbITbiBAaeT 3HAYMMYHK TeJIeCHYH
6onb

ObLiee noBeaeHne

Pe6eHOK OYeHb 4acTo MPOSIBSIET arpeccuio,
ero MoBeAeHWe He3penoe (He COOTBETCTBYET
BO3PacTy UW AENMHKBEHTHOE)

Pe6eHKy peAKO XxapaKkTepHa arpeccusi U
HexapaKTepHO Ae/IMHKBEHTHOE NOBEAEHUE

CoumnanbHoe noseaeHne

PebeHOK OrpaHuyeH B LWKOMbHbIX 3aHATUAX
nnn 3aHATUAX c Apy3bsiMun n3-3a
noBefeHYecknx npobnem

PebeHoK HeorpaHuMyeH B LIKOJbHbLIX 3aHATUSAX
wnn 3aHATUAX C  ApY3bsAMU no npuynHe
rnoBeAEeHYECKNX np06neM

SMOUMOHasbHbIN CTaTyC

Pe6eHOK OrpaHvyeH B LIKOMbHbIX 3aHATUSX
wnun 3aHATUAX Cc  Apy3bsimu n3-3a
SMOUMOHaNbHbIX peakunn

PebeHok HeorpaHuWyeH B LUKOJIbHbIX 3aHATUSX
VAW 3aHATMAX  C  ApYy3baMWM N0 MNpuynHe
SMOUMOHaNbHbIX peakunn

[lyweBHoe 340poBbe

PebeHok Bce BpeMA UCNbITbIBAE€T 4YYBCTBO
TpeBoOrn n genpeccuu

PebeHok 6onbllyldo 4YacTb BpeMEHM YyBCTBYeT
cebs CNMOKOMHO, CHaCTINBO U MUPONO6MB

CamooueHka

PebeHok oyeHb He/0BONEH CBOMMMU
CMNOCOBGHOCTSMM, BHELWHOCTbIO, OTHOLIEHUSMU
MeXAy POACTBEHHWKAMW / CBEPCTHUKAMMU

1 CBOEW XW3HbIO B LIeSIOM

PebeHok AoBONEH CNocobHOCTAMM,
BHELIHOCTbIO, OTHOLLEHNSIMU Mexay
POACTBEHHUKAMMK / CBEPCTHUKAMMN

1 CBOEW XW3HbIO B LIeIOM

CBOUMMU

CeMeliHas CnnoYeHHOCTb

CemMeliHaa cnocobHOCTb NaauTb OLleHWBaeTCs
pebeHkoM kak "nnoxasn"

CemeiiHasi CcnocobHOCTb NlaAWTb OLeHUBaeTcs
pebeHKkoM kak "oTnnyHas"




