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KiaroueBnblie ciioBa

e BpoxnéHHble MOPOKH cepaLa



e TpaHCHOUMIMS MATUCTPAIIbHBIX apTEPU
Cnmcok cokpameHui
ABC — aTpHOBEHTPUKYJISPHOE COETUHEHUE
Ao —aopra
AK — aopTanibHbIN KJ1anaH
AKT — anrnokapauorpadus
BOJIX - BbIBOAHOI OTJIEN JIEBOTO JKEIYA0UYKa
I'CJl — rpaiveHT CUCTOIMYECKOTO TaBICHUS
JAMXII — nedext MexxKeTyJOUKOBOU IMePEropoaKU
JMIIII = nedekt MexKIpeacCepIHOM MePETOPOAKU
HNMXII — nHTaKTHAsE MEAKETYIOUKOBAs IIEPEropoIKa
UK — uckyccTBeHHOE KpOBOOOpaIlieHUE
KA — xoponapnas aprepus
KJIO — xoHeuHbIi 1uacTonndeckuii 00beM
KJIP — KOHEeUHbIl TUacCTOIMYECKUI pa3Mep
JDK — neBblIit xkenyno4ex
JIA(C) — nerounasi(plii) aprepus (CTBOI)
JIKA — neBast KOpoHapHasi apTepHs
MIKII — mexoxeny104KoBas eperopojiKa
MK — MuTtpanbHbIii K1anaH
MHO — MexnyHapoaHOE HOPMAJIU30BAHHOE OTHOLLIEHUE
MIIIT — mexnpencepaHas neperopoaka
MIIC — mexrmpeacepIHOe COOOIICHNE
MPT — MarHuTHO-pe30HaHCHas: ToMorpadus
HK — HepocTaTouHOCTh KpOBOOOpAILIEHHS
OAII — oTKpBITHIN apTepHATIbHBIN TPOTOK
OBTJIK — oO6¢cTpyK1usi BBIBOJIHOTO TPAKTa JIEBOIO
Kelly104Ka
IIKA — npaBast KOpoHapHast apTepus
CJIA — cuCTEMHO-JIErOYHBII aHACTOMO3
TMC — TpaHCTIO3UIIMS MaruCTPaJbHBIX COCYIOB
OB — ¢pakuus BerOpoca
Ox0KI" — sxokapauorpadus
ACC — AMmepukaHcKast KOJJIETUSI KapIUO0JIO0rOB

AHA — AMepukaHCKas accoIuanys KapInojaoroB



NYHA — HL}O-ﬁOpKCKaﬂ accormarus cepama



TepMuHbI U onpeaeIeHUs

Karerepu3zanusi moJiocreii cepaua u aHruokapauorpagus — MHBA3UOHHBIM METOJ
JUArHOCTUKU M OLICHKH LIEHTPAJIbHOM IeMOJUHAMHKH, MPEANOIaralolil HemoCpeICTBEHHOE
U3MEpEeHUE JaBICHHS B TOJOCTIX CEp/la, MoJlydeHHe MPoO KPOBU U3 HUX JJISl OLIEHKU ra30BOT0O
COCTaBa U UX KOHTPACTUPOBAHUE.

«Kputnyeckue» BpOXKACHHBIE IOPOKU CepAlla — COCTOSHUS, XapaKTEpU3YIOIIUECs
OCTPBIM  JACPHUIIMTOM CEpJEUYHOTO BBIOpPOCA, OBICTPHIM MPOTPECCUPOBAHUEM  CEpICUHOMN
HEAOCTATOYHOCTH, KUCIOPOAHBIM TI'OJIOJAHUCM TKaHEH C pPa3BUTUEM JACKOMIICHCUPOBAHHOTI'O

MeTabOIMYECKOTO alK/103a U HApyIIeHUEM (PYHKIIMH )K€3HEHHO BaKHBIX OPTraHoB [1]



1. KpaTkas nngopmanus

1.1 Onpeneaenune

Tpancnozunus MaructpaibHbiX aprepuii (TMA) — rpynmna BpoKI€HHBIX ITOPOKOB CEPILIA,
OTHOCSIIIMXCSA K AQHOMAJIHUSIM KOHOTPYHKYCa, OOIIMMHU TIPU3HAKAMH KOTOPBIX SIBJISIOTCS
IIpeICEPIHO-KENYOUKOBAs KOHKOPJIAHTHOCTb u YKEITYJJOUKOBO-apTepHaIbHast

JUCKOPJAaHTHOCTH [2].

MODd)OJIOFI/I‘-IeCKI/IC KPUTCPUHU ITOPOKA.

1. IlpeacepaHo-kKeny104KOBask KOHKOPJAHTHOCTb.

2. KenynoukoBo-aprepuanbHas JUCKOHKOPAAHTHOCTb.

3. Hanuuue noaaopTajbHOrO KOHYcCA.

4. OrcyTcTBHE WM TUIOIIIA3Us OIJIETOYHOT0 KOHYCA.

5. Hanmmame MUTpabHO-JIETOYHOTO (POPO3HOTO IPOIOIKEHHUS.

ConyTCcTBYIONINE ITIOPOKH .

1. ledexT MexnpeacepIHOM NeperopoaKH.

2. OTKpBITHIN apTepUATIBHBIA IPOTOK.

3. FOkcTano3unus npeicepAHbIxX yiek.

4. AHOMalIU KOPOHAPHBIX apTepuil.

5. JloGaBouHast 1€BOCTOPOHHSS BEPXHsS [10J1asi BEHA.
6. AHOMaNIMy aTPUOBEHTPUKYIISIPHBIX KIIAIlaHOB.

7. I'mnoruiasust npaBoro Kelrya04Ka.

1.2 DTHOJOrUSA U IATOreHe3

OcHOBHasi 4yepra paccMaTpUBacMOM NATOJOTMU  XapaTKEpPU3yeTcs TEM, 4YTO
KpoBOoOOpalieHne B MajgoM U OOJbIIOM Kpyrax OCYLIECTBIS€TCS NapajljiebHO, a He
NocJeI0BaTeNbHO, KaK B HOpMe. B aopTy mocTymnaer BeHO3Hasi KPOBb M3 MPABOT0 KEJyJ10YKa.
[Ipoiinst 60mbII0M KPYT KPOBOOOPAIIEHUS, OHA BO3BPAIIIAETCS B IIPaBbIe OTMEIBI cep/iia. JIeBbii
KEIIYL0YEeK IIOJy4aeT apTEepHUAIU3UPOBAHHYIO KPOBb M3 JIETOYHBIX BEH M HArHETaeT €€ B
JgeroyHyto apreputo. CMelieHne KpoBH JIBYX KPYIOB KPOBOOOpAIIEHUS BO3MOXKHO JIMIIbL INPH
HaJIMYUU COOOIICHUN Ha pa3InyHbIX ypoBHAX. CTeneHb apTepuanbHON TMIOKCEMHUH 3aBUCUT OT
pa3Mepa cooOIIEeHUH U, COOTBETCTBEHHO, OT 00beMa CMEIIMBAHMS JIETOYHOTO M CUCTEMHOIO
BEHO3HOTO BO3BpaTra KpoBU. COpPOC KpOBM OCYILECTBISICTCS B JIBYX HAalpaBJICHHUSX, TaK Kak
OJTHOCTOPOHHUI €ro Xapakrep MNpHuBel Obl K IOJHOMY ONOPOXHEHHIO OJIHOTO U3 KPYToB
KpoBooOpareHus. ( 3MHbKOBCKHIA)

Pasznuuarot nBe rpynns! 6oabHBIX. K nepBoit rpynmne otHocstes nauuentsl UMXII. Ipu

TaK Ha3bIBaeMoi HpOCTOfI TPAHCIIO3UIIUKN CMCIIHNBAHUC BEHO3HON H apTepHaHLHOﬁ KpOoBU



MPOUCXOAUT TOJBKO HAa MPEICEPAHOM YpPOBHE 4YEpe3 OBaJbHOE OKHO W Ha YPOBHE
MaructpanbHbeix aprepuil yepe3 OAIL. OObIYHO, 3TO CMEUIMBAaHWE MUHHMAJIBHOE, TO3TOMY
UMEET MECTO TsDKeNas TUIOKceMHus. BHyTpuyTpoOHOE KpOBOOOpaIleHUE HE CTPAAeT MPH ITOU
aHomanuu. OfHaKo, cpaszy MOCJIE POXKIEHUS OCTPO BO3HUKAET Yrpo3a U3HHM M3-32 HHU3KOIO
HACBIIICHUS] CUCTEMHOM apTepHaIbHOW KpoBU KuciopogoMm. CocrtossHue 60mpHBIX ¢ MMXKII
oonee Tsokenoe, yeM ¢ JIMXKII u OAIL. ¥V GonpHbIX ¢ mipocToit TMA mMeercss TeHISHIUS K
passututo OBJIC B Gonee paHHEM BO3pacTe, MOATOMY XHPYpPrHUecKas KOPpEKIHs TOoKa3aHa B
panHeM Bo3pacte. OHO  3aKiKOYaeTcss B YCTPAHEHMM  BEHTPUKYJIOAPTEPUAIBHOTO
HECOOTBETCTBUS. B mepuoae HOBOPOKIEHHOCTHM TaKUM IMAllMEHTaM 4YacTO BBIIOJIHSKOTCS
orepanuu: 6autoHHON aTpuocentocTomuu o Rashkind.

Bropas knuHmdeckas rpymnma npeacrasieHa nauuentamu ¢ JJMXKII. Cmemenue kpoBu
JIBYX KPYroB KpOBOOOpAIIEHUs MPOUCXOAUT Ha ypoBHE keinyaoukoB. [Ipu namumuun OO0 wiu
OAII, kpOBb CMEMIMBAETCA HA YPOBHE MPEACEPAUN U MATUCTPAIbHBIX aPTEPUIL COOTBETCTBEHHO.
CreneHb apTepuaibHOM TMIIOKCEMUU 3aBUCHUT OT pa3Mepa COOOIIEHUN M, COOTBETCTBEHHO, OT
00beMa CMEIIMBAHUS JIETOYHOTO U CHCTEMHOT'0 BEHO3HOTO BO3BpaTa KPOBH.

bonpubie ¢ JIMIKII mMeHee HMaHOTUYHBL, HO Y HUX MMEETCS CKIOHHOCTb K Pa3BUTHIO
3acTOMHOM cepaeuHoil HenoctaTouHocTy U OBJIC, koTopast Bo3HUKaeT yxe K 3—4 Mec KU3HMU.

BonpmmHCTBO OOJIBHBIX C TaHHBIM MMOPOKOM CEpJlla MOJBEPraloTCs B PAaHHEM BO3pacTe
AHATOMHUYECKON KOPPEKIMH.

1.3 DnuaeMuoJ10rust

Yactrora TMA cocraBnsier, mo pa3HbIM JaHHbIM, OT 4,5 no 7% Bcex BIIC, cpeamn
KPUTHYECKHUX TOPOKOB — 10 23%. Y MajabuMKOB aHOMaJIMs BCTpeyaeTcs B 2-3 pasa yaie.

1.4 Koquposanue no MKBE-10

Q20 - BpoxxieHHbIE aHOMAIMH (TOPOKU PA3BUTHUS) CEPIEUHBIX KaMep U COSIUHEHHIH:
Q20.3 — JluckopaHTHOE KEeTyI0YKOBO-apTepUAIbHOE COETUHEHNUE;
Q20.8 — [Ipyrue BpokJIeHHBIC aHOMAJTUU CEPJCUHBIX KaMep ¥ COSTHHCHHUM.

1.5 Knaccudpukanus

B Hacrosmiee BpeMsi dalle JpyruxX HCHOJB3YeTCs Cleayromas Kiaccu(uKaus
TpaHcro3unui MaructpanbsHbIx aptepuii (Congenital Heart Nomenclature, 2000):

- C MHTaKTHOM MexoKenmy10ukoBoi neperopoakoit (MMXKII);

- ¢ UMXII u o6ctpykiueit neBoro BeiBogHoro tpakta (OJIBT);

- ¢ JIMXII;

- ¢ JAIMXII u OJIBT.



JUia  cucTeMaTH3alMM MHOXKECTBA BapUAHTOB BETBJICHHA KOPOHApHBIX apTepuid
IIPEJIOKEHO HECKOJIBKO MpUEMOB. «JIeiiieHcKasi KOHBEHLUsS» SIBISETCS LIMPOKO HCIIOJIb3yEeMOM
CHCTEMOM KJIacCU(UKAIUH.

Jletioenckas knaccughuxayus KOpoHapHoUu aHAMOMUU.

e CuHychl (paccMaTpUBAIOTCS C MO3MLMHU, KOTAA CHadana MIET aopra, 3aTeM JIerouHas
apTepus)

- cuHyc | — mpuiexamuidi K JeroyHoW apTepuu C MPaBOW CTOPOHBI OT HAOIOJATENsS
(aHATOMMYECKH JICBBIN );

- CHHYC 2 — Ipuieallui K JIErOYHOM apTepuH C JIEBOM CTOPOHBI OT HaOJIOJaTes
(aHaTOMMYECKHU IIpaBbIii).

e KoponapHsle apTepun:

- IIpaBasi KOpOHapHas apTepus;

- IEPEHAS HUCXOA1Iast apTepus;

- orubaromias aprepus (OB).

Knaccugurayus M.H. Yacoub u R. Radley-Smith.

Tun A — oObruHas aHATOMUS KOPOHAPHBIX apTepuil. [IpaBoe u 1eBoe KOpOHAPHBIE YCThs
IIPY 3TOM THUIIE PACIIOJIOKEHBI B LIEHTPAaX IIPABOI0 U JIEBOTO 3aJHUX aOPTAJIbHBIX CUHYCOB.

Tun b — 06e KA oTxoasT ogHuM 00LIUM YCThEM, PACIOJIOKEHHBIM B HETIOCPEACTBEHHOM
0JIM30CTH OT 3aJJHEN KOMUCCYpBI a0PTaJIbHOTO KJIallaHa B OJJHOM U3 CHHYCOB.

Tun B — 1Ba ycThst KOPOHApHBIX apTEPHl PACIIONOKEHBI OYEHb OJIU3KO JPYT K JPYyry B
HEMOCPEACTBEHHON OJIM30CTH OT 3a/IHEH a0pTalIbHOM KOMHCCYPBHI.

Tun I' — nokanuzauus ycTeeB aHanorudia takoBoil npu tumne A. Kypc JIKA ananornuen
TaKOBOMY IIPH THUIIE A, 3a HCKIIFOUEHUEM OTCYTCTBUS OrHOaroIeii BETBU.

Tun JI — orubaromiast aprepust OepeT Hayalo OT MPAaBOrO 3aJHEr0 CHHYcCa, U ee
JalIbHENIINN KypC aHAJIOTMYEH ONMCAaHHOMY IpH TUIle ['. 1pyroil KOpOHapHBIM CTBOJ OTXOAUT
OT MepeaHe YacTu JeBOro 3aJHEro CUHyca, WIET BIIEpEl, MOCIE Yero JIEIUTCS Ha OCHOBHYIO
IIPaByK0 KOPOHAPHYIO M NEPENHIO HUCXOAAUTy0 apTepud. [IpaBas KA nponeraer no nepensein
MIOBEPXHOCTU BBIBOAHOIO TpakTa BIEPEOM JIEKALIEro XKelyaouka, AocTuras mnpasoil AB-
00pO3bI.

Tun E — npakrtuueckum anamormdeH Tunmy D, 3a HCKIIIOYEHHMEM MecTa OTXOXKJIECHUS
nepeHe HUCXOSIIEH apTepHH.

Knaccugpurayuss eocnumanss Marie Lannelongue ocHoBaHa TJIaBHBIM 00pa3oM Ha
MapLIpyTe KOPOHapHbIX apTEPUN U HE aKLEHTUPYET JOKAJIN3aLMI0 YCThEB. BBIAEISIOT YeThipe
BapHaHTa MaplIpyTa KOPOHAPHBIX apTepHil:

1) HopwmanbHslit Kypc (0ko0 60% Bcex ciaydaes);



2) Tlernesoii kypc (35%);
3) Buyrpumsbineunsiii kype (5%);
4) CMelaHHbI BapUaHT MPOXOXKICHUS, BKIIIOYAIONIME BHYTPUMBIIICYHBIA U METICBOM

kypc (0,1%).

Knaccugurkayus koponapuoii anamomuu no cmenenu pucka Xupypeuieckozo jieueHus
IpelycMaTpUBaeT TaKhe BapUaHThI paclpeieNieHUs] BEHEUHbIX apTepuil, KOTOPbIE CIIOCOOHBI
OINpPEAEIUTh IPOTHO3 aPTEPUAIIBHOTO IEPEKIIIOUEHHS], @ UMEHHO:

- BCE KOPOHAPHBIE apTEPUU OTXOJST OT OJIHOTO CUHYCA;

- HHTpaMypaJibHble KOPOHAPHbBIE apTEPUH;

- pETpONYJIbMOHAJILHBINA X0/ BCEH CUCTEMBI JIEBOI KOPOHAPHOU apTepUH;

- PETPONYIbMOHAIBHOE PACIIONOKEHHE TOJIKO OTMOAroIIel apTepuu;

- JIeBasi KOpOHapHas apTepus WK J100ast €€ BeTBb, HCXOASIIAs U3 CUHYcAa 2.

2. JlnarHocTuka

2.1.  Kanodbl m aHamMHe3.

e Ha »sTanme OuarHOoCTHMKU peKoMeHAyeTcss cOop aHamHe3a U kamo0 y BcCeX MalUueHTOB
(ponuTeneii manueHToOB) ¢ mojo3penrueM Ha TMA.

Kaace nokazareabHoctu I (ypoBens gokasarensaoctu C).

e [lpu cOope anamHe3a H >Kanod pPEKOMEHAYETCS pPAacCIpOCUTh MalMeHTa (poauTesei
MalydeHTa) O CYIIECTBOBAHMM OJBIIIKA B TIOKO€ WM Mpu (PU3MUECKOW HArpyske, o
MMOBBITIICHHOM YTOMJIAEMOCTH, 00 OTCTaBaHWU B (1)I/I3I/I‘-ICCKOM Pa3sBUTHH, O MOJABCPKCHHOCTH
OPOCTYAHBIM 3a00J€BaHUSIM, O HAIWYMM ¥ CTENEHU BBIPAKEHHOCTH IIMAaHO3a, O
CHUHKOIAJIbHBIX U MPECUHKOMAIBHBIX COCTOSTHUSX.

Kaace noxazareabHoctu I (ypoBens gokasarensaoctu C).

2.2. DusukajiabHoe 00CjaeI0BAHUE.,

e Bo Bpems (u3MKanbHOro 0O0CI€AOBaHUSA pEKOMEHAYyeTcsl oOpaTUTh BHUMaHHE Ha
AyCKyJNbTAIIMIO CepAma ¢ IMenpo oOHapyxkeHus pectpuktuBHOoro MIIC, Hamuuue
¢ynkunonupytoniero OAIL, a Takke OLIEHKY pa3MepoB MEUEHH KakK IOKa3aTells TSKECTH
CEepAEYHON HENOCTATOYHOCTH.

Kaacc nokazareasnocru | (ypoBens nokazarensaocti C).

Kommenrtapuu: Hanuuue cucmonuueckozo wyma 6 NV mescpebepve no neeomy kpaio
epyouHvl moxcem Ovimb obOycrosneno pecmpukmueuoiv  MIIC. Hanuuue cucmorno-
ouacmonuyeckoeo wiyma 6o 2=3 medxcpedepve NO 1€BOMY Kparo 2pYOUHbl MOdCem

ceuoemenbcmeosams o Haauyuu ynkyuornupyroweco OAIIL.



2.3 JIaGopaTopHasi AMAarHOCTHKA.

e Pexomenayercs aHaiu3 ra30BOr0 COCTAaBA KPOBU C LIENBIO OLUEHKH TSKECTU TMIIOKCEMUU U
CTETICHU BBIPAKCHHOCTH META0OIMYECKUX HAPYILICHHH.
Kaacc nokazareasnoctu | (ypoBens jokazarensHocti C).

e PexoMeHayeTcs BHIIIOJHEHNE KOATryJIOTPaMMBbl M TIOJICUET YHCIIa TPOMOOIIUTOB JIJIsl IPOTHO3a
pHUCKa IEpUONEPALMOHHBIX KPOBOTEUEHUH U BETMUYUHBI KPOBOIIOTEPH.
Kuaacc nokazareannoctu | (ypoBens nokasarenpaoctu C).

e PexoMmMeHAyeTCsl  BBINOJIHEHHE I'EMaTOJIOIMYECKOr0  HCCIIEJOBaHMSI /sl BbIBJICHMUS
JIOOTIEpALlMOHHON aHEMUU U €€ CBOEBPEMEHHOM Tepanuu.
Kuaacc nokazareasnoctu | (ypoBens nokazarensaoctu C).

2.4 UHCTpYMEHTAJbHAS IMATHOCTHKA

Pexomennau 1mo qoomnepanuoHHOMY NMpUMEHEHHUIo sxokapauorpaduu Kmace I (ypoBeHb
nokasarenabHocTH C)
TpaHcTopakanbHas sxoKapauorpapus ABJIAETCS IIPUOPUTETHBIM METOJIOM
WHCTPYMCHTAILHOW AHarHoCTUKH TMA, B OOJIBIIMHCTBE CITy9acB JOCTATOYHBIM IS OI[CHKH
MOpGOJOTHH TOpOKa W  OMNpeleNieHHs] TaKTUKH JiedeHusa. lcciemoBanue IOMKEH
IPOBOJUTH CIIELUAIUCT, UMEIOIIUI OONBIION ONMBIT 00cIe10BaHUs OOJIBHBIX C AHOMAIMAMHU
KOHOTPYHKYyCa, OOMIMpHBbIE 3HaHUS O MOPQOJIOrMM M  METOAAX XUPYPrHUECKOro
nedenus nanHoi natonoruu. TTOXxoKI cienyer BBINOIHATH B YCIOBUAX CEJAL[MH MALlMEHTA.
HccenenoBanue Hy»KHO IPOBOJWUTH B NPUCYTCTBUHM XHMpPypra M KapauoJiora, IOJIy4eHHBIE
JTaHHbIe 00CYKAaTh KOJIJIETHAIBHO.
[Tpumenenne 3D-pexuma MoXeT ObITH MOJIE3HBIM. B npolecce BBITIOJIHEHUS
TPaHCTOPAKAJIILHON HXOKapAuorpaduu cienyer:

® ONPEIEIUTH TUIl BHYTPUTPYIHOIO PACIIOIOKEHUS CEPALIA;

® OLECHUTH B3aUMOOTHOLICHUE MAaruCTPaIbHbIX COCYI0B;

® BBIIBUTH AHATOMHIO KOPOHAPHBIX apTEPUl;

® ONpPENEIUTh BAPUAHT aTPUOBEHTPUKYJISIPHOU CBS3H;

® OIICHUTh AHATOMUIO U QYHKIUIO KJIalaHOB Cep/IIa;

® YCTAaHOBUTh  HAJIM4YME€ WJIH  OTCYTCTBME W  BApPUAHT  MHTPAJIBHO-TIOJIYIYHHOTO
(GbubpPO3HOTrO KOHTAKTA,

® OIEHUTh JUCTAHIUIO MEXJY TPEXCTBOPYATHIM M JIETOYHBIM KJIAIlAHAMH, CPaBHUTH €€ ¢
JMaMEeTPOM aopTAJIBHOIO KJalaHa;

e OMNpeAenuTh pa3Mep U MO3ULUI0 JeheKTa MEXKEITYA0UKOBOM MeperopoaKu;
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YCTAaHOBUTh pa3Mep H TMO3ULKI0 HMHOYHAHOYISIPHOW MEepPeropoaKu, UCKIOYUThH WU
MOJATBEPAUTh HAJUYME HA €€ IOBEPXHOCTHU KpEIUICHUS XOpAabHO-TIANUIUISIPHOTO
arnrapara aTpUOBEHTPUKYJISPHBIX KJIAIIaHOB;

OLICHUTh AHATOMHIO BBIBOJHOIO TpaKTa JIEBOIO JKEIyJO4YKa, B CJly4yae BBISBICHUS €ro
W30JIMPOBAHHON TMOJKJIAMAaHHOW OOCTPYKIMHM -  BO3MOXHOCTH €€  XHUPYPIHUECKOTrO
YCTpaHECHHUS;

OTIpEeNIeNIUTh JHAaMEeTp KJalaHa JIETOYHOW apTepuH, MOp(OIOrHi0 €ro CTBOPOK U JaTh
3aKJIFOYCHHE OTHOCUTENIFHO €ro (PYHKIMOHATBHOCTH:

1) rozeH 1St BRIIOJTHEHUS! (PYHKIIMU CHCTEMHOT'O KJIallaHa,

2) TOJeH JUIs BBITTOJIHEHUST (DYHKITUH JITOYHOTO KIIalaHa;

3) byHKIIMOHATIBLHO HE TOJICH;

OLICHUTH (PYHKIIMOHATILHOE COCTOSHHE JIEBOTO JKENYyAOYKa M JaTh  3aKJIIOUYEHHE O  €ro
CHUCTEMHOM KOMIIETEHTHOCTH, OpPHUEHTHUPYSCh Ha CIEAYIOLIUE II0Ka3aTeJd: HHJIEKC
KOHEYHOT'O JINACTOJMYEeCKoro oObema, (hpakiuio BeIOpoca, HHIEKC MacChl MHOKapja, a
TaK)Ke HaIpaBJICHUE KPHUBU3HBI MEXKEIYI0YKOBON MEPETOPOIKH, COOTHOILICHUE 1aBICHUS
B JIEBOM U IPABOM Kenynoukax npu Hammuuu JJMOKIL.

PexoMengauuu mo /100NMePALMOHHOMY TIPUMEHEHUIO KaTeTepU3alMU cepAla H

anruoxapauorpapuu Kinacc Ila

1. Katerepuzauus M aHruokapauorpadus MOTYT NPHUMEHSTHCS:

- B ClyyasX, KoOI/la »XokapAuorpaguss He TO3BOJSET JlaTh OKOHYATEIbHOE
IpeJICTaBIeHUE 0 MOP(OJIOTUH TOPOKA;

- B Clly4asX, KOrJa €CTh HPEANOJOKEHHE O HaJu4uu JIONOJIHUTEIBHOIO
JedeKTa MeX KeNy104KOBOH MeperopoikH;

- y MAaIUEeHTOB CO CIIOKHBIMU (OpMaMHU MOpOKa C HEKOMMHUTHUPOBAHHBIM  W/MIIU
pectpuktuBHbIM  JIMXKII, anomanusmu AB-kianaHoB mJis OLEHKH COCTOSIHUSI JIETOYHO
apTepUAIBHOTO  JepeBa U BBIABICHUA  JOINOJHUTEIBHBIX HCTOYHUKOB JIETOYHOTO
KPOBOTOKA;

- Y IAIJUEHTOB C BBICOKOW JIETOYHOM TUIIEPTEH3UEH;

- ipu onepauuu Rashkind (ypoBensb nokazareasnoctu C).

2. Koponaporpaduio crienyer BBIIOJHATh MalME€HTaM, Yy KOTOpPBIX HMEeTcs
[IOZI03PEHUE HA HAJIW4YUE AaHOMAJIUN KOPOHApHBIX AapTepud M IalUeHTaM, KOTOPBIM
IUIAHUPYETCSA TPAHCIOKALMs  aopThl WM  Olepauus  TPYHKaJIbHOIO IEPEKIHOYCHUS

(ypoBenb nokazaresabHocTu C).

11



PexoMeHgauum 1o JA00ONMEpPallMOHHOMY NPHUMEHEHHMI) TOMOrpaMyecKuXx MeTOoA0B
uccaegoBanusa Kaacce I

Tomorpaduueckue METOINKHI MOTYT CIIY’)KUTh JIOTIOTHEHUEM K
9XOKapAuorpaguu WU aJbTEPHATUBONM WHBA3WBHBIM METOJIaM HCCJICOBAHMS IS
YTOYHEHHSI MOP(OJIOTUU TTOPOKA, OCOOCHHO MPU  €ro  CIOXKHBIX (QopMax, B TOM 4YHCIIE
IS TPEXMEPHOI'O0 MOJEIUPOBAHUS MPEACTOSALLEH onepauuu (ypoBeHb
noxazareabHoctu C).

2.5 UHast TMarHocTuka

Her
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3. Jleuenue

3.1 KoncepBaTuBHOeE JieueHHue

HeoOxomuMo mpoBecTH KOPpEKLHI0O METa0OJIMYecKOro aiuao3a, Hadarb HHQY3HUIO
npocrarnagania E1 i ynydiinenns HachIEHUs: apTepHaIbHOH KPOBH  KUCIOPOJOM ITyTEM
noguepxxkanus  npoxogumoctu OAIL Ona nomkHa ObITH MPOJOKEHA BO BpeMs KaTeTepu3aliui
BIUIOTh J0 omnepauuu. HWMHY3us mnpocrariiaHuHa SBISETCS JIHIIb KpPAaTKOBPEMEHHOM
anpTepHaTHBOM mporenype Rashkind, koropas B OOJBIIMHCTBE CIIy4acB IPEANICCTBYET
OTEPaTUBHOMY BMEMIATENLCTBY. Y  OONBHBIX 0e3 1e(eKTOB MEeXOKEeTyI04YKOBOH U
MEXKITPEICEPAHON TeperopoioK OaUIOHHAsE aTPHOCETITOCTOMHUS JIOJKHA OBITH BBIMIOJHEHA CPasy
nociie TMOCTYIUICHUS! B KapAuOXupyprudeckuil nentp. [loBblieHne aprepranbHOr0 HACHIIEHUS
JaeT cBoOOAy BBIOOpa cpoka omepauuud B mpenenax 1-3 Hemenb mocie poxaeHus. B
ciydasix, korma y OompHOro wumeercs JIMIIII mocraToO4HBIX — pa3MepoB, KOPPEKIUs
OpOKa  MOXKET  OBITh  BBIOJHEHAa  0€3  MPEOIIeCTBYIONICH — KaTeTepu3almud |

arpuocentocromud [31, 32, 87].

3.2 Xupypruueckoe Je4eHue

Kuaace I
«30JI0TBIM CTAaHAAPTOM»  IpH JiedeHMH HOBOpoxaAeHHbIX ¢ TMA u HWMXII sBnsercs
BBIMIOJTHEHUE OMEPAlU apTePHAIILHOTO MEPEKIIIOUEHUsI B TMEpBbIe 2 HENENH KU3HU (YPOBEHBb
JI0Ka3aTeNbHOCTH B).

Knacc I1a (ypoBens 1oka3areabHoOCTH B)
1. Ilpu ycrnoBUU «TOTOBHOCTH» JIEBOTO KEITyJ0ouka (COOTBETCTBYIOIIME Macca M O0BeM,
nasienue B JOK) aprepuanibHOe epekTioYeHre MoKa3aHo U B CPOKH OT 2 10 4 HelleNb.
2. Ecim  Bpemsi, OnarompusTHOE [UIsi BBIMOJIHEHHS  apTEPHABHOTO  MEPEKIIIOUEHUS,
VIOYIIEHO, MOKET OBITh MPEANPHUHATO ABYXAITanmHoe JieueHue. OHO MPEnoyiaraeT CyKHUBaHHE
JIETOYHOM apTepuu C MeXapTepUATBHBIM IIYHTOM WM O€3 HEro U 3aTeM oIepaluio Jatene.
3. Junamudeckass OOCTPYKIMSI BBIBOJAHOTO TpaKTa JIEBOTO JKEIYJOYKa HE MPEmsITCTBYET
BBIMIOTHEHUIO ~ apTEepPHAbHOTO  TMEpPEKITIoYeHHs.  DTOT  TUMN OOCTPYKIIMU pa3perraercs
CIOHTAHHO TocJe oneparuu [117].
4. HeBbIpaK€HHBIII AHATOMHUYECKUM KJIAMAHHBIM WM TMOAKJIAMAHHBIA  CTEHO3 JIETOYHOH
apTepuu  yCcTpaHseTcs BO  BpeMs  ONepaluud  apTepUAIbLHOTO MEpeKITIoueHus 0e3
YBEIUYEHUS] XUPYPTUUECKOTO PUCKA.

Kuaace IIb

B cnydae HeOnaronpusTHON aHAaTOMUU KOPOHApHBIX apTepuil MOXKET ObITh

BBITIOJIHCHA KaK OIllCpalus Jatene (HpI/I HaJIMYUHU JOCTATOYHOI'O OIIbITa I'IOIIO6HBIX
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BMEIIIATEILCTB), TaK U MEPEKITIOYCHUE Ha TIPEICepAHOM ypoBHE (B Bo3pacte 3-9 mec) (YpoBeHb
aokasareabHocTu B).
PexomeHnaanum mo Xupypru4eckoii KOppeKuu TPAHCIO3HIMU MATHCTPAJIbHBIX apTepuii ¢
nedeKToM MekIKeTyA09K0OBOM MeperopoaKu

Kuaace 1
[Tpu OTCYTCTBHUHU IIPOTUBOIIOKa3aHUI PEKOMEHAYETCSI BBINOJIHEHHE orepanuu
apTepUaIbHOTO TIEPEKIIOYEHUsT B BO3pacTe 2 Helelb - 3 Mec (YpOoBeHb JJoKazaTtelbHOCTU B).

Kunacc Ha (ypoBenb n1oka3zareibHoOCTH B)
l. ITauenTaMm ¢ MHOXeCTBEHHbIMH  MblmieyHbiMM  JIMOKII noka3zansl  BBIIOJHEHHE
CY’KUBaHUs JIero4oi apTepuu U OTCPOYEHHAs paJMKaJlbHasg KOPPEKLHS C ILEJIbI0
BO3MO>KHOTI'O 3aKPbITHSI MEHEE JJOCTYIHBIX JE(PEKTOB.
2. bonbubiM ¢ OompmuM  JIMXKII  u  comyTcTByHOIIMM  CyOaopTaldbHBIM  CTEHO30M
MoKa3aHa onepanus apTepUATILHOTO TEPEKIIFOUECHHS c pesekuuen 3JIEMEHTOB
MOJIKJIAIAHHOTO CY>KEHUS.
3. IIpu comyTCTBYIOLIMX TUIOIUIA3UM AYTH U KOAPKTALUU AOPThl MOKa3aHbl OJHOMOMEHTHAas
PEKOHCTPYKIMSI ~ aOpThl U apTEepUalbHOE  MEPEKIIOYEHHE  [pU  HAJIMYUM  OIbITA
BBIIIOJIHEHHS] TAKUX OllEepanui.

Kuaacce 2b
[Tpu conmyTCTBYIOLMX TUIOIUIA3UM AYTH M KOAPKTALlMU A0PThl MOXKET OBITh  HCIOJb30BaHa
JBYX3TalHasi KOPPEKIMs C yCTpaHEHHMEeM OOCTPYKLMHM Ha YypOBHE Jyrd aopThl U
CY)KMBaHUEM JIETOYHOM apTEpUHM HA IEPBOM JdTale M apTEPUAIbHBIM IMEPEKIIOYEHHEM - Ha
BTOpOM (ypoBeHb Joka3aTrejbHocTH C).

Kaace II1
Y  nmereii crapme 3 Mec IOpH  JIETOYHOM  apTEPUOJIIPHOM  CONPOTHUBIICHUH,
npeBblIatonieM 8  ea/M2, BBINOJHEHHME paJuKaibHBIX onepanuil ¢ 3akpeituem JAMIXKII
IIPOTUBOIIOKAa3aHO (YPOBEHb 10Ka3aTeJbHOCTH B).
TakuM manyMeHTaM MOTYT OBbITh BBINOJHEHbl MAJVIMATUBHBIE ONEpallMd  BEHO3HOIO  WJIU
apTepuanbHOTo nepexitouenus 6e3 3akportus JAMXKII.
Pexomenganum mo JedeHuio gereii crapme 1 Mec ¢ TpaHcmo3uMuMeil MarucTpajJbHBIX
aprepuii 0e3 00CTPYKIMH BbIBOJHOI'0 TPAKTA JIEBOI'0 JKeJyI04YKa

Kuaace I
1. Omnepauus IIPEJICEPIHOTO NEPEKIIIOUEHUS IIOKa3aHa MalueHTaMm, KOTOPBIM
apTepHaJIbHOE MEPEKIIIOUEHUE HE BBIIOJHEHO B IEPHOJE HOBOPOKIEHHOCTH IO IPHUYMHE

COMYTCTBYIOIIEH OKCTpaKapJAUaTbHONW TATOJIOTMH WJIM TIO3[HET0 OOpalleHHs B KIWHHUKY,
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KOTJla JICBBIM KEITYJOYEK YK€ HE CIOCOOCH BBINMOIHATH CHUCTEMHYIO (YHKIHIO (YypOBEHB
JI0Ka3zaTelbHOCTU B).
2. Omnepammsi MPEACEPAHOTO TMEPEKIIOYCHUS MOXET OBITh TIOKa3aHa TMAalMeHTaM C
HEONAronpusITHON i  OMBEHTPUKYISIPHOM  KOPpPEKIMM aHaToMued Tmopoka (YypoBeHb
noxazareabHoctu C).
3. Omepamus apTepUANBHOTO MEPEKIIOYCHUS MOXKET OBITh IOKa3aHa TAaleHTaM C
«TPEHUPOBAHHBIMY» JICBBIM JKETYIOYKOM, CIIOCOOHBIM BBINONHITh CHCTEMHYIO (DYHKITHIO
OpyU  YCIOBUM  OTCYTCTBUSL ~ MHBIX  INPOTHUBOINOKAa3aHWW K  omepanuu (ypoBeHb
noxkazareabHoctu C).
PexoMengauuu mo JeyeHUr0 aeteid crapume 1 Mec ¢ TpaHCHO3WIMeH MAarucTpajbHBIX
aprepuii, 1eeKTOM MekKKeJyI0YKOBOI Neperopoiku, 00CTpyKuMeii BbIBOAHOIO TPAKTAa
JIEBOI0 KeJIy/104Ka

Kuaace 1
1. Omepauus Rastelli B OonbmMHCTBE KIMHUK —SIBISIETCS  METOJOM  BBIOOpA KOPPEKIHH
TMA ¢ IMXII u OBTJDK. BcrieacrBue  CIOXKHOCTH — aJIbTEPHATUBHBIX METOJOB  OW-
BEHTPUKYJISIPHOH KOPPEKIMH WX BHEAPEHHWE B KIMHUYECKYIO MPAKTUKY JOJDKHO OBITh
KpaiiHe  OCTOpOXHBIM.  Pemenwe 0  Takoil  omepauuu AODKHO — NPHUHUMATHCS
KOJUIETHAJIbHO TOCJ€ TIIATEIbHOTO 0O0CiIeI0BaHMs NalleHTa (YPoBeHb 10KA3aTeJbHOCTH
C).
2. WpeanpHbIMM KaHAMJIATaMH Ha onepanuio Rastelli crnemyer cuuTaTh mNalUeHTOB C
(YHKLIMOHAJIBHO HEKOMIIETEHTHBIM  KJamaHoMm JierouHoil  aprepuu, JMXII, Bepxuuit
Kpall  KOTOpPOTO  HaxXOAWTCS B  HENOCPEJACTBEHHOM  OJM30CTH K  YCTbIO AOPTHI,
COOTHOILIEHHE AMaMETpa KOTOPOro K JUaMETpPy €€ HUCXOJSIIEH YacTH PaBHO WM MPEBbIIIAET
0,5, a mmomaas ceueHus AedexTa MeX KeTyJ0ukoBoi neperopoaku Oonee 0,8 cm2/mM2, npu
YCIIOBUU  OTCYTCTBHSI Ha  MOBEPXHOCTU MHOYHIUOYISPHOW  MEPErOpOAKH  KPEIUIeHUs
XOpAAIbHO-MAaNWUISIpHOTrO  anmapata AB-knamanoB. Hamnune aHOMaJIbHOTO — KpEIUICHHS
TPEXCTBOPYATOIO KJlanlaHa K HWHQYHIUOYISIPHON MEeperopojke He sBIsSeTCS aOCOJIIOTHBIM
MPOTUBONOKa3aHueM Kk ornepanuu Rastelli (ypoBens aoka3zaresabHocTu B).
3. Beibop TuIa KOHAYHUTa BO MHOTOM 3aBUCHUT OT XHPYpra, OJTHAKO y MaJCHbKUX JeTel CcleayeT
BO3JIEPKATHCS oT MIPUMEHEHUS KCEHOTIEpUKApINATbHBIX TMPOTE30B, A0pTaJIHLHOTO
ajorpagTa W OTHATh MPEANOYTEHHE JIETOUYHOMY auiorpadTy (YpoBeHb 10KA3aTeJIbHOCTH
B).
4. TlanpeHTaM ¢  UW30JHUPOBAHHOW  MOAKJIAMAHHOM  OOCTPYKIHEH, KOTOPYIO  MOKHO

YCTPaHUTh XUPYPTHUECKUM CIOCOOOM, C KJIAaMmaHOM JITOYHOM apTepuu, CIOCOOHBIM
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BBIMOJIHATh (DYHKIMIO CHUCTEMHOrO KJjalaHa, HPHU OTCYTCTBUM HHBIX IPOTHBOIIOKa3aHUN
IIPOBOAMTCA apTEpPUAIBHOE IEpEeKIoueHUE (YpOBeHb A0Ka3aTeJabHOCTH B).

Kaacc IIa
1. [Ipy BBINONHEHUM PEKOHCTPYKIMH BBIBOAHBIX TPAKTOB KEIyJOUYKOB ceplua cienyer
BbIOMpAaTh  METOAbl U TEXHUYECKHME  IPUEMbI,  IO3BOJIAIOLIME BOCCTAHOBUTh  MX
FEOMETPUUECKYIO bopmy, MaKCHMaJIbHO IPUOIMKEHHYIO K €CTECTBEHHOM
(pesekmus/MoOMIHM3as MHPYHIUOYISIPHON TEPEropoKU, TPAHCIOKAIMS MaruCTPaabHBIX
aprepuil ¢ HX IOCIEAYIOLIEH OpPTOTONMYECKOH peuMIUIaHTalued, OpTOTONMYEcKas
UMIUIAHTALUsl HCKYCCTBEHHOI'O JIETOYHOI'O CTBOJA U T. A.) (YPOBeHb Joka3aTenabHocTH C).
2. PeKOHCTpYKLMIO  BBIXOJA@ W3 IPaBOrO  JKEJIyJO4Yka B  JIETOYHBIE apTEpuUu 110
BO3MOXXHOCTH  CJIEyeT OCYIIECTBIATH 0€3 MNPUMEHEHHUs] MCKYCCTBEHHOI'O JIETOYHOI'O
CTBOJAa. B WMHBIX ciyyasX HCHOJB30BATh KOHJIYUT C HAAEKHBIM KianaHoM (YPOBeHb
nokaszareabHocTH C).
3. Ilpu BBIOOpE pa3mepa KOHAYHWTA y JIETEH paHHEH BO3PACTHOHN TPYMIIBI CICAYET YYHTHIBATH,
YTO TepepacTaHWe - HE OCHOBHasg mpuuMHa ero auchyHkuuu. [IpeBblmeHue ero
quaMmerpa Oosee 4YeM Ha 2 CTAHAAPTHBIX OTKJIOHEHUS OT CpPEeJHEro 3HAauyeHus B
HOpME HE sBIIseTCs IieJaecoo0pa3HbIM (YPOBEHb 10Ka3aTeIbHOCTH B).
4. PanHAg KOppeKUHus Mopoka xenarenpHa. s oneparun Rastelli ontumaneueiii Bo3pact 2-3
roja; JJig OCTaJbHBIX METO/OB, HE TpPeOYyIOIHUX NPUMEHEHUS HCKYCCTBEHHOI'O JIETOYHOI'O
CTBOJA, - 10 rojia (ypoBeHb AoKa3aTeabHOcTH C).
5. MaimenTaM ¢ JOUCIUIACTHYHBIM,  (YHKIMOHAJIBHO  HEKOMIIETEHTHBIM  KJIAIAHOM
JETOYHOM  apTepuu Kak ajbTepHaThBa omepanuu Rastelli MoxeT OBITh BBITIOJIHEHA
npoueaypa REV (yposenb gokazarenbnoctu C).
6. B cinywasx, korma uMmeercs — HeOlarompusTHas ~— aHaTOMHsSL S BBINOJHEHUS
BHyTpucepieuHoro »stamna onepanuii Rastelli u REV  (pectpuxtusnsiii (JJMXKII/A0<0,5)
u/unu  yaaneHHeld or aoptel JMXII; Hanuume Ha mnoBepxHOCTM HHOYHAUOYISIpHOU
MEPEropoJIKM  XOpAAIbHO-NAMWIIAPHOTO  ammapara AB kjanaHoB; Hamu4ue yYMEpPEHHOMN
TUIOIJIa3UU MIPABOTO JKEIyJ0YKa MPU YCIOBUM OTCYTCTBHS AHOMAJIUN KOPOHApHBIX apTEpHid,
B YaCTHOCTU €AMHCTBEHHON KOPOHApHOM apTepuu, THI I), MOXXET OBITh BBINOJIHEHA OIEpaIus
Bex-Nikaidoh nmu6o yHHMBeHTpUKYsIpHAs KOPPEKIMsS B 3aBUCHMOCTH OT OIBITa KIMHUKH
(ypoBenb noxkazaresabHocTu C).
7. ITatmenTam ¢ oOCTpyKLUEH, UMEIOIIUM KJIalaH JIETOYHOW apTepUH, CIIOCOOHBIN BBIMOIHATH
CBOI0O HATHUBHYIO (DYHKLHMIO, HO HE TOAHBIM B KauecTBE aOpTaJIbHOIO KIAaNaHa, MpU YCIOBUU
OTCYTCTBHSI TaKMX AHOMAJIMN KOPOHApHBIX apTEpHil, KaK OTXOXKIEHUE IMPaBOM KOpPOHAPHOMU

apTepuu OT 2-TO CHUHYCAa, OTXOXIACHHUE JIEBOW MEepeIHEN HUCXOMAIIEH apTepun OT 1-ro cunHyca,
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MOKHO BBIIOJHUTH ONEpAlMI0 TPYHKAIBHOTO  MepekioyeHus. B cioydae  Hanmuums
aHOMAaJINI KOpPOHApHBIX apTepuil cienyer otnars mpeamnoureHue omnepauuu REV ¢
TpaHCIIOKAIe KOPHS JIETOYHOH apTepuu (YpoBeHb J0Ka3aTejbHocTH C).

Kaace 111
1. Coxpanenue WHPYHIUOYISAPHON TEPETrOPOJAKH TPH BHITOJHEHUH orepanuu Rastelli He
peKOMEH/yeTcs, TaK Kak OHa SBIETCS CyOCcTparoM OOCTPYKIMHU BBIBOAHOTO TpakTa
JEBOTO IKeNmyJouyka Iocie omnepauuu (ypoBeHb Aoka3zaTejabHocTH C).
2. IlepeBsizka  jerouHoro crBoja mnpu omnepanuu Rastelli - HeHagekHBIH  CrOco0
YCTpAaHEHUS] E€CTECTBEHHOTO COOOIIEHUSI MEXIy JIEBBIM JKEIyJOYKOM U JIETOYHBIMU
apTepUsIMU M HE MOXKET OBITh PEKOMCHJIOBAH. Pa3beIMHSTH JIEBBI JKEIyJ0UeK U JIETOYHBIC
apTepud  clenyeT IyTeM IIepeceueHHsl W YIIMBaHUS JIETOYHOTO CTBOJA, TaK Kak 3Ta
METOJIMKA TO3BOJSET MOJTHOCTHIO HCKIIOUUTH €r0 PEeKaHAIM3AIUI0 B IOCIECONEPalliOHHOM
nepuozie (ypoBeHb aokazareabHocTH C).
3. BeImosHeHHE omepanuy MpeICcepaHOro MepeKITIOUeHHs] COMPOBOXKAACTCS BHICOKMM PHCKOM
(ypoBeHnn noka3zareabHoctu C).
3.3 UHoe JeyeHune

Her.

4. Peabusmmranus
1. [TarueHTsl MOCIIE AHATOMUYECKOW KOPPEKIUH JODKHBI HAaXOJUTHCS IO
JMCTIAaHCEpHBIM HAOJIOJIeHHEeM ¢ O0O0CIeJOBaHMEM B CHEIMAIU3MPOBAHHOM CTAIl[MOHAPE HE
pexe 1 pasza B rof.
2.Ilpu npoBeneHuM HsXxokapauorpaduyeckoro o0OCIeI0BaHUS MAlMEHTOB IIOCTe
AQHATOMUYECKOM KOppEeKLMH HEeoOXO0AMMO oOpallath BHUMaHHE Ha (QYHKIUIO
ATPUOBEHTPUKYISAPHBIX KJIAMAHOB, MOP(OPYHKIMOHATIbHbIE MapaMeTphl )KeTyA0UKOB,
HaJlnyue cOpoca Ha MEKKeITyJOUKOBOU Meperopoike, OOCTPYKIIMIO BBIX0/1A U3 JKEITY0UYKOB
(ypoBenn noka3areabnoctu C).
3. [TanueHTsl Mocie TeMOJMHAMUYECKOW KOPPEKIMU JOJIKHBI HAXOIUTHCS IOJ
JIMCTIAaHCEpHBIM HAOJIOJIeHHEeM ¢ 0O0C/eJOBaHHEM B CIHEIHATU3UPOBAHHOM CTAllMOHAPE HE
pexe | pa3a B rog (ypoBeHb qokasarejabnoctu C).

Kaacc IIa
[TarueHTHl MOCIIE TEeMOJMHAMUYECKOW KOPPEKUMU U Olepaluyd MpeAcepaHOro
NEPEKIIOUYEHUST HYXJAIOTCS B TOCTOSHHOM aHTUTPOMOOTHUYECKOW Tepanuu
aHTaronucramu ButamuHa K mnox monutopHbM KoHTpoiem MHO (ypoBeHsb
noka3zareabHocTH C).

PexoMeHganuu 1o BbINOJHEHUIO TOBTOPHbIX ONepanuii
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Kuaace I
[ToBTOpHAs oneparys NpH HATUYHH PE3UyaTIbHOr0 cOpoca Ha MEXKETyJOUKOBOI MEPEropoike
nokazaHa npu Qp:QS Oonee 2:1 M OTCYTCTBUM BBICOKOHM JIETOYHOM r'MIIEPTEH3UM.
[TprHuMast BO BHMMaHHE, 4TO HEPEIKO PE3UAYalIbHbIN COPOC MOCIE aHATOMUYECKON
Koppekiuu TMA BbI3BaH 00CTPYKLUEH JIEBOXKETYI0UKOBO-a0PTAIBLHOIO TOHHES, IPUMEHEHHUE
9HJIOBACKYIISIPHBIX MPOLIEAYP AJISl €T0 yCTpaHEHUs Herenecoo0pa3Ho, a 00beM peorepanuu
TpeOyeT BBIIOJHEHUS PAaCUIMPEHHOM CENTOIIACTUKU (YPOBeHb Joka3arejbHocTH C).

Kaacc I1a
1. IToBTOpHAas oneparysi IpU HAIMYUK OOCTPYKIIMU BBIXOJIa U3 JIEBOI'0 JKEIy104Ka [T0Ka3aHa IpH
IpajueHTe JaBICHUS MEXKAY JIEBBIM JKEIy104KOM U aopToi 6onee 30 mm pT. cT. Koppekuus
COCTOMT B pACIIMPEHHOW CENTOIUIACTUKE, IPEAINOoaralouie NpoioibHOe pacceueHue
TOHHENSI C TOBTOPHOM €ro IUIACTMKOW 3aIjiaToi momnepek ocu TOHHENS (YpOBeHb
nokaszareabHocTH C).
2. IloBropHas omepanusi MpH HATHMYUU TPOKCHUMAIBHONH OOCTPYKIIMHM BBIXOAA W3
IPaBOTO JKEITyI0UKa NoKa3aHa npu rpaaueHTe gapneHus Mexy [DK u aopToit 6omnee 55 Mmm pr.
cT. (YpoBeHb aoka3zarejbHocTH C).
3. IloBTOpHast omepanus IOKa3aHa IPU HEJOCTAaTOYHOCTH KJIAllaHa JIETOYHOM apTepuu
6oee Il crernenn, coueTaromIeiics: C TPEXCTBOPUYATON HEAOCTATOYHOCTHIO Oosiee Il crenenn wnm
JTUTaTaliedl MmpaBoro JKemymodka Oosiee 60 MI/M2 WM MPOJIOJDKUTEIIBHOCTHIO
komrmiekca QRS 6Gonee 150 mc (ypoBenb nokazatenbHoctH C).
4. Hannuue pe3uyanbHbBIX CTEHO30B JIETOYHON apTepHHM SBISETCS MOKAa3aHUEM K
TPaHCIIOMUHAJIBHOW OalJIOHHONW AaHTHOIJIACTUKE W CTEHTUPOBAHUIO JIETOYHBIX apTepHil
(ypoBenb nokazaresabHoctu C).
Pexomenpauyuu no Gpusn4ecKkol aKTHUBHOCTH

Kuacce I
OnTuManbHbIl peXuM peadbunuTanuu W (QU3NYECKONH AaKTHUBHOCTH LieJIecoo0pa3Ho
YCTaHaB/IMBaTh HA OCHOBAaHMM OOBEKTHBHON OIEHKM (PU3NUECKO
paboTOCTIOCOOHOCTH MTPU MOMOIIM HArPY304YHBIX IPOO (YPOBeHb J0Ka3aTeJbLHOCTH B).

IIporno3 xXupypru4eckoro Jie4eHus
BbpkuBaeMOCTh B paHHEM IOCJIEONEPAllMOHHOM TIEpUOoje TOCie apTepHallbHOTO
nepekitoueHus - 6onee 90%. OtnanenHas 25-1€THSA BBDKUBAEMOCTh U CBO00/1a OT ApUTMHUH
cocTaBysAoT 97%. Y OOJNBIIMHCTBA MALMEHTOB HOpPMAaJbHbIE CHUCTOJNIMYECKas (DYyHKIUSA
KENyJOYKOB U MEPEHOCUMOCTh (U3MUecKkoil Harpy3ku. OCHOBHBIE NPHYMHBI JIETAJIBHBIX
UCXOJIOB BHeE3aIHasi cMepTh, HHGapkT Muokapaa [120]. Haubonee gyactoe ocinoxHEHHE B

OTAAJICHHOM IIEPUOJAC - HEAOCTATOYHOCTE KilallaHa HEOAOPTHEI, CBsA3aHHAA C I[I/IJ'IaTaIII/Ief/'I €c
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KopHs [43], pa3BuBaercs y 7% nanueHToB dyepe3 10 set nocie onepanuu apTepuagibHOIO
nepeximoueHuss 1y 35% manueHToB uepe3 5 JeT 1ocie apTepHalIbHOTO
MEPEKIIOUEHUsS C YCTpaHEHUEM OOCTPYKILIMH BBIBOJHOTO TPAaKTa JIEBOTO Xkenyaouka [116,
181]. T'ocnuranbHast JI€TATBHOCTD MOCIIE MPEACEPAHOTO MePEKITIUEHHsI Bapbupyet ot 0 110
6%, OT/IaJIeHHbIN TOCIIEONEePALIMOHHBINA MEPUO XapaKTEPU3YETCsI TAXKEIBIMU OCTIOKHEHUSIMU
B BU/Ie AUC(HYHKIIMH MIPABOTO KEIMYI0UKa, HEJOCTATOYHOCTBIO TPEXCTBOPUYATOTO KJIaraHa u
HA/KEIYJOUYKOBBIMU apUTMUsIMU. BppkuBaemocts uvepe3 10 m 25 ner 90 um 74%
cootBercTBeHHO [103]. HemocpencTBennsle pe3ynbrarhl omneparuu Rastelli
XapaKTepU3YIOTCS HHU3KUM YPOBHEM rocnuTaibHOM setaabHocTH (0T 0 10 7%). OTnaneHHas
BBDKMBAEMOCTh HHXKE, YeM TI0cIie onepaunu Mustard 1 reMoAMHAMUYECKON KOPPEKITUH MTOPOKa
[52, 103] u uepes 10 u 20 et coctaBuseT 93 u 57% coorBercTBeHHO. OCHOBHAS MPHYKUHA
JIETaNbHBIX UCXO/OB CEpJIeYHass HEAOCTAaTOYHOCTh, apuTMuu. CB0oOOAa OT OOCTPYKIIUU
BBIBOJHOI'O TpakTa MPaBoro xemnyaoudka yepes 20 ser cocrasiusieT 32%.

[TosyueHnbl OOHAAEKMBAIOIIKME IPOMEKYTOUHbIE pe3ynbTaThl omnepanuiit REV, Bex-

Nikaidoh, TpynkampHOro mnepexmoueHus. TpeOyercss nanpHeillnee HakomieHHE onbita [48,

55, 129].

/. KpuTepum olleHKH KavyecTBa MeIMIMHCKOI MOMOIIH.

Ne Kpurepun xauectsa Knacce YpoBeHb
JIOKa3aTeIbHOCTHU | IOKA3aTeIbHOCTU
JTan NOCTAHOBKH IMATHO3a
1 | BeimosnHeHna sxokapauorpadus I C
2 | Bemonnena katerepmsarus cepama c | lla C
UM IJIA
3 | Beimonnena anruonyinsMoHoTpadus Ia C
ITan KOHCEPBATHBHOTO M XHPYPTrUY€ECKOTI0 JieYeHHsI
1 | Beimonnena aHaromuueckas | | C
koppekiust JJOCIDK
2 | BemmosiHeHa remoauHamuueckas | 11b B
koppekiust JJOCIDK
3 | Bemonneno »stamHoe xwupyprudeckoe | lla C
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JICYCHUC

4 | BeinoaHeHa NOBTOPHAs ONEPALIHS Ia C

JTan nocJieonepannoHHOro KOHTPOJIs

1 | BeimonHeHbl OCMOTpBI Kapauojora B | | C
TEUEHHE TMEpBBIX |2 Mecsnes mociue

OoIIcpannuu

2 | BeimosaeHo nuHaMmu4deckoe | | C

axokapauorpadudeckoe 0ocIeI0BaHNe

3 | bonpHBIM TIOCHIE TeMoauHamuyeckoii | lla B
KOPPEKIINH IIPOBOJIUTCS

aHTI/ITpOM60TI/I‘-ICCKa$I TCpaIrun;i

4 | BeinmoaHEeHbI HATPY304YHbIE MPOOBI I C
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Bce  unenst  PabGoueld  rpynmbel  HOATBEpPAMIM  OTCYTCTBHE  (DMHAHCOBOM

HOJIEP>KKH/KOH(IIMKTAa HHTEPECOB, O KOTOPHIX HEOOXOMMO COOOIINTS.

Ipuao:xkenne A2. Merogosorusi  pa3padoTKH  KJIMHUYECKHX
PeKOMEeHIALMH.

eseBast ayIMTOPUA JAHHBIX KIMHUYECKHUX PEKOMEHIAMUIM:

o neAnaTphl;
. Kap/IMoJIOTH;
. JETCKUE KapIAHOJIOTH
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. CepICYHO-COCYTUCTHIE XUPYPTH.

MeTobl, UCIONb3yeMble IS COOpa/CENEeKIMH JOKA3aTeIbCTB: MOUCK B 3JEKTPOHHBIX
0a3ax JaHHBIX.

Omnucanne METOJOB, WCIOIBb30BAHHBIX JJIS OLEHKH KAuyecTBa M CHIIBI JIOKA3aTENIbCTB:
JIOKa3aTeNIbHOM 0a30i ISl peKOMEHIAINI SBJISIOTCS MyOJMKAIMK, BOLIEANINE B 0a3bl JAHHBIX
PubMed, Scopus. I'nyouna noncka cocrasisiia 10 ser.

MGTOI[BI, HCIIOJB30BaHHBIC IJI1 OIICHKHM Ka4€CTBAa U CUJIbI 1OKa3aTCJILCTB

° KOHCEHCYC DKCIIEPTOB;

° OIICHKa KauecTBa PEKOMEHIAlMid B COOTBETCTBUM C PEUTHHIOBOM CXEMOM
(tabmura I11).

° OIICHKA CHJIbI JOKA3aTeJIbCTB B COOTBETCTBUHU C PEHTHMHIOBOW cXemoi (Tabymiia
I12).

Taoauma I11.
PeliTuHTOBas1 cxema Il OlIEHKH Ka4eCTBa PeKOMEeH Ialuii.
Kuaacc
Onucanue

JOKA3aTCJIBbHOCTH

[Ipouenypa nim JieueHUe ABISIOTCA
Knacc | MOJIE3HBIMU/3(P(HEKTUBHBIMH, OHU JOJKHBI OBITH
BBITIOJIHEHBI/Ha3HAYECHBI.

[Iponeaypa uinm aedeHue ¢ OOJIbIION J0JIEH BEPOSITHOCTH
Knacc Ila SABJISIFOTCS TTOJIE3HBIMU/3(P(HEKTUBHBIMU, UX PA3yMHO
OBLJI0 OBl BBIMOJTHUTH/HA3HAUUTD.

[IpoTuBOpeUnBHIC JOKa3aTEILCTBA O
Knacc 11b 110J163¢/2((HEKTUBHOCTH TIPOLICTYPHI HIIA JICUCHUS, UX
BBITIOJTHEHNE/HA3HAUYCHHUE MOXKET OBITh PACCMOTPEHO.

IIpouenypa niu JieueHue ABISIOTCA
Knacc |11 BpeAHBIMHU/HEIP(HEKTUBHBIMH, OHU HE JTOJHKHBI
BBITIOJIHATHCSI/HA3HAYAThCS.

Taoauna I12.
PeidiTuHroBas cxema OJIA OICHKHU CUJIBI J0KA3aTECJIbCTB.
Yposenn Onucanue
JA0KAa3aTeJbHOCTH
YpoBeHb Merta-aHain3el, CUCTEMaTUUECKHE 0030PHhl,
JI0Ka3aTeJILbHOCTH A PaHIOMU3UPOBAHHBIE KOHTPOJIUPYEMBIC UCCIEAOBAHUS
KoroptHbie uccinenoBanusi, UCCIEA0OBAHUS «CITydail-
YpoBeHb KOHTPOJIb», UCCIETOBAHUS C HICTOPUIECKUM
JloKa3zaTtejbHOCTH B KOHTPOJIEM, PETPOCIIEKTUBHBIC UCCIICIOBAHMS,
VICCIICIOBAHUSI CEPUU CITYYaEB.
YpoBeHb
MHeHue 3KCcnepToB

nokaszarenpHocTu C
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JUis MUHMMH3aLUU TOTEHLUAIbHBIX OHIMOOK KaXX[0€ HCCIEI0BaHUE OLIEHUBAIOChH
He3aBUCHMO. JI0Oble pasznuuusi B OLIEHKAaX OOCYXKIANIHUCh BCEW TPYyNIONW aBTOPOB B TOJIHOM
cocrase. 1Ipy HEBO3MOKHOCTH JOCTH>KEHUS! KOHCEHCYCa IPUBJICKAJICS HE3aBUCUMBIN IKCIIEPT.

Mertoabl, HCHONIB30BaHHBIE i1 (OPMYIMPOBAHHUSA PEKOMEHJALUI: KOHCEHCYC
JKCIIEPTOB.

Knuandeckue pexomMeHmanuu OOHOBISIFOTCS pabodeid Trpynmoil Kaxaele 3 roma u
YTBEPXKIAIOTCS MPOGMIBHON KOMHCCHel mpu [ TTaBHOM BHEHITATHOM CIIELUAJINCTE — CEPACYHO-

cocyauctom xupypre M3 Poccun

Ipunoxenne A3. CBsi3aHHBbIE JOKYMEHTBI

1. 006 ocHOBax oxpaHbl 37J0pOBbs rpaxkaad B Poccuiickoii @enepannn (O3 Ne323 ot
21.11.2011)
2. [Topsimok oka3zaHHS MEAMIUHCKOM IOMOIIM OOJIHBIM C CEepIeYHO-COCYIHCTHIMU

3aboneBanusmu (I[Ipuka3z Munsnpasa Poccuu Ne918n ot 15.11.2012)
3. «O xiaccuuKanuu U KPUTEPHUSIX, UCIIOIB3YEMbIX TP OCYIIECTBICHUNA MEIHKO-
COILMATILHOM IKCIIEPTH3BI TPaXIaH (heaepaaTbHbIMUA TOCYIaPCTBCHHBIMU YUPESIKICHUSIMHI MEIUKO-

conuanbHoi sxcneptuss» (I[Iprka3 Munzapasa Poccun Ne1024u ot 17 nekabps 2015 r.)
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Hpuioxenue B. Undopmanus 1 nanueHTa

VBa)kaeMblil MalMeHT (POAUTENHN MALMEHTa), pe3yJibTaThl 00CIeJ0BaHus BbIIBIIN Yy Bac
(Bamero peOeHka) CIO0XHBII BpPOXKAEHHBIH MOPOK CEepAlla — TPAHCHO3MLMS MarucTpalbHbIX
aprepuil. JJoOpoBOJIBHO coryamasch Ha ONepanno, Bel 10JKHBI MOHUMATh 1€JIb U ONACHOCTHU
omepanuu, 0 KOTOpbIX Bam pacckaxer Jiedamui Bpad.

TMA BO3HHMKaeT Ha paHHUX OJTamax pa3BuTusa I1oAa. I[lpuunHBl HapylieHUH
SMOpHOreHe3a MHOTOUYMCIIEHHBI: HH(EKLIHOHHBbIE 3a00J€BaHMA MaTepu Ha pPaHHUX CpPOKax
OepeMEHHOCTH, BPEIHbIC NMPUBBIYKK POAUTENICH, SKOJIOTMYECKHE U T'eHETHYeCKue (akTopsl U
T.A. B 3aBucumocTu OT BapuaHTa IOPOKA HApPYIIEHHUS TE€MOJAMHAMUKH U KJIMHUYECKUE
IPOSIBJIIEHUS] IIOPOKAa MOTYT CYILIECTBEHHO BapbupoBaTb. OJHAKO B JHOOOM cCllyyae OHHU
YXYIIAT (U3NYECKOE COCTOSTHUS U YMEHBIIAIOT MPOJIOJKUTEIHOCTD )KU3HU OOJIBHBIX.

B omnpenenéHHbIx ciydasx MOXET HOTpeOoBaThCsl 3TamHoe JiedeHne TMA, mpu sToM
IIEPBBIM 3TAIllOM BBINIOJIHAETCS MOAIOTOBHUTENbHAs onepauus. PanukanbHas koppexkuus TMA
BBINOJIHACTCS B YCJIOBUSIX HCKYCCTBEHHOI0 KpoBooOparieHus. OHa mpeamnosiaraer nepeMerieHue
aopThl B JICBBIM JKEIYJOYEK, a JIETOYHOM apTepuu B IMpaBbld. A Takke YCTpaHEHHE
CONYTCTBYIOIIMX  aHOMalIMM  pa3BuTus cepaua. Ilpy  HEBO3MOXHOCTU  BBINOJIHEHUS
AHATOMUYECKOM KOPPEKIMM NMPHUOEralT K omnepanuu o0Xoja MpaBbIX OTIENOB CepJla, MOCie
KOTOpPOM KpOBb W3 MOJIBIX BEH IOCTYNAET B JIETOYHYIO APTEPUI0 HENOCPEICTBEHHO, MUHYS
cepaue.

B oTnenpHBIX Cilydasx MOTYT BO3HUKATH OCJIOKHEHHUS:

cepieuHas HeJJ0CTaTOYHOCTb;

JUITUTEIbHAsI UCKYCCTBEHHAs! BEHTHIISILIUSL JIETKHX;

OCTpasi HoYeyHast HeZJOCTaTOYHOCTh, TPEOyIoIlasi HEPUTOHEATBHOTO MIIM TeMOINAIIN3A;

IIOCJIEOTIEPALITOHHBIE KPOBOTEUEHUS, KPYITHBIE TEMAaTOMBI;

MH()EKIMOHHBIE OCIIOKHEHUS;

peaKiuy TMIepUyBCTBUTENBHOCTH (QJUIEPIUM) HA MEIMKAaMEHTHI, CPEACTBA JJIs HapKo3a
U PEHTTEHOJIOTUYECKOTO HCCIIEOBaHMs, KOTOPBIE MOTYT MpPOSIBISTHCS, HAIpPUMEpP, 3YAOM.
KpaiiHe penko BCTpeuaroTCsi CHJIBHO BBIPAKEHHBIE PEAKIMM, TaKUE KaK KOJUIArC, CyJOpOTd H
HapylIeHWEe AbIXaHHs, KOTOpble TPeOYIOT CTAllMOHAPHOIO JIEYEHUS M MOTYT NPUBOAMUTH K
HEOOPaTUMBIM MOCIE/ICTBUSIM;

B OonbmmHCTBE ciay4yaeB oOmnepans MPUBOJUT K YAYYIIEHHIO COCTOSHUS U
HCUE3HOBEHMIO kano0. B  HekoTopbIXx ciydasx MOryT NOTpeOOBaThCs TMOBTOPHBIE
BMENIAaTEIbCTBA, Yallle BCETO CBSI3aHHBIE C POCTOM peOeHKa.

Oco0eHHO Ba)XXHBIMHU SIBIISIIOTCS KOHTPOJIbHBIE 00CJI€IOBaHMS TOCTE OINepanuu s

CBOGBpCMCHHOfI OIICHKHU PE3YJIbTATOB KOPPCKIHUHN 1 BBIABJICHUA BO3MOKHBIX OCJIO)KHEHHUH.
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