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PEJNEPAJIBHBIE KNIMHAYECKUE PEKOMEHJALIMA 11O OKA3AHHUIO
MEJUIHCKOHU TIOMOIIU AETAM C BPOXXJIEHHBIMH IIOPOKAMMU CEPALA

JlaHHbIe KJIMHUYECKHE PEKOMEHIAIUU MOAT0TOBJIEHbI NMPO(ecCHOHAIBLHOM accoluanue
nercknx Bpadedd Corw3 mnegumatpoB Poccum coBMecTHO ¢ Acconuanmeil JeTCKHX
kapanoJioroB Poccuu, akTyasaM3uMpoBaHbl, paccMOTpPeHbl M yTBep:kaeHbl Ha XVIII
Konrpecce nennarpos Poccnu «AktyasbHble npodiaembl nexuarpun» 14 ¢gpespas 2015r.

Cocras paboueii rpymmsl: akaa. PAH bapanos A.A., win.-kopp. PAH Hama3zoBa-bapanosa JI.C.,
n.m.H. bokepus E.JI., mpod., 1.m.H. bacapruna E.H.

ABTOpBI NOATBEPKAANT OTCYTCTBHE (PUHAHCOBON NOMNAEPKKH/KOHPJINMKTA HHTEPECOB,
KOTOPbIN HE00X0AUMO 00HAPOAOBATD.

METOAOJIOT'UA

MeToabl, MCNOJIb30BaHHbIE JUIA cOOpa/cesIeKIMH /I0KA3aTeIbCTB: MONUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTOAOB, HCHOJB30BAHHBIX /I cOopa /celeKIUM 10KA3aTeJbCTB:
JoKa3zaTeNnbHOM  0a3oi Il  peKOMEHJaUWi  SIBISIFOTCS  MyONWKallMW, BOIICAIIUE B
KoxpeitHoBckyto Oubmmorexy, 6a3pl namaeix EMBASE u MEDLINE. I'myOouna mnowucka
cocTaBwiIa 5 Jer.

MeToab1, HCIOJIB3YeMble AJ1 OLEHKU Ka4ecTBa H CHJIbI I0KA3aTeIbCTB

KonceHcyc axcnepTos.

[IpropuTEeTHl WCIONB30BAaHMUS JICKAPCTBEHHOM TepaliH YCTAaHABIMBAJINCH Ha OCHOBE
pe3yNbTaTOB JOKa3aTeNbHONW MEIUIUHBL. [Ipu OTCYyTCTBMM HAaHHBIX BBICOKON IOCTOBEPHOCTH
YYUTHIBAIOCH COTIIACOBAHHOE MHEHHUE IKCIIEPTOB.

Kaaccbl pekoMeHIalUii 1 YPOBHH J0KA3aTEJbHOCTH

Krnaccel pexkoMmeHmanuii ¥ YpOBHHM JIOKA3aTEIbHOCTH MO BEAEHUIO OOJBHBIX OCHOBaHBI Ha
nokymentax European Society of Cardiology (Espormeiickoe o6iectBo kapsauosoros, EOK),
2012 (Tabm. 1, 2).

Tabmauma 1.
Knacchl pekoMeHaanui.
Knacc | ITonp3a 1 3¢ (heKTUBHOCTH TMArHOCTUYECKOTO MITH JIeueOHOr0 BO3AeHCTBUS
JI0Ka3aHbl W/WJIN O0IIENPU3HAHBI.
Knace I1 [TpoTHBOpEeUYMBBIC TaHHBIEC H/UITH PACXOXKAECHNUE MHEHUI 110 TIOBOLY

0JTH3b1/9() (HEKTUBHOCTH JICUCHUS.

Knacc ITa | Mmeromuecs qaHHbIE CBUACTEIBCTBYIOT IPEUMYIIIECTBEHHO O
nostb3e/2(pGeKTUBHOCTH JI€4€OHOTO BO3ICHCTBUSI.

Knacc [Ib | [lonw3a/ahdexTrBHOCTS MEHEE YOS TUTENBHEI.

Knacc I[II* | Imeromuecs qaHHble WK 00l[ee MHEHUE YKCIIEPTOB CBUIECTENBCTBYIOT O TOM,
4TO JieueHue Oecrosie3Ho/Hed(h(HEKTUBHO U B HEKOTOPBIX CIIydasiX MOXKET ObITh
BPEIIHBIM.

Ipumeuanue: *Ilpumenenue xnacca |1l EOK ne pexomenoyemcsi.
Tabmuna 2.
YPpOBHM J0KA3aTEIHLHOCTH.

A Pe?)y.]'II:TaTBI MHOT'OYHCJIICHHBIX PAHAOMU3UPOBAHHBIX KIIMHUYCCKUX I/ICCJIGILOBaHI/Iﬁ N
METa-aHaJii3a.

B PeBy.]'II)TaTI)I OAHOI'0 PAHAOMHU3UPOBAHHOI'O KIIMHUYECKOT'O UCCICIOBAHUS UKW KPYITHBIX
HCPAaHAOMU3HUPOBAHHBIX HCCIICIOBAHUIA.




C | O61ee MHEHHE SKCTIEPTOB U/UITH PE3yJIbTaThl HEOOIBIINX UCCIIEIOBAHUM,
PETPOCICKTHBHBIX I/ICCJICIIOBaHHfI, PETUCTPOB.

OIIPEAEJIEHUE

Bpooicoennvie nopoxku cepoya - >T0 aHOMATUU MOP(OJIOrMUECKOTO Pa3BUTHUSL Cepllld, €ro
KJIAlaHHOTO ~ ammapaTa ¥ MarucTpalibHBIX —COCYJIOB, BO3HUKIIME Ha 2-8-if Hexene
BHYTPUYTPOOHOTO Pa3BUTHUS B PE3yJbTaTe HAPYIICHUs IIPOIECCOB IMOpHOreHe3a. DTu ae(eKTs
MOTYT BCTPEYATHCS U30JIMPOBAHHO WJIM B COUYETAHUU JIPYT C JPYTOM.

MKB-10

Bposk/ieHHbIC aHOMAJIMH [[TOPOKU PA3BUTHSA] CEPACUYHBIX Kamep U coeauneHwuii (Q20)
WckimroueHbl: TEKCTPOKapIus ¢ JIoKanu3anuonHo nuasepcueit (Q89.3), 3epkaibHO OTpaskeHHOE
pacIoIoKeHHe MPEACEPAMiA ¢ TIOKaIn3aluonHoi nasepcueii (Q89.3).
Q20.0 - OOmwmii apTepUanbHbIA CTBOI
He3zaparmiennsiil aprepraibHbIi CTBOJ
Q20.1 - YaBoeHHE BBIXOJHOTO OTBEPCTHS IIPABOTO KEITYT09YKA
Cunnpom Tayccura-bunra
Q20.2 - YaBoeHHE BBIXOJHOTO OTBEPCTHS JICBOTO KEITYyI09YKa
Q20.3 - JIuckopaHTHOE KeTyJOUKOBO-apTEpUAIbHOE COCTUHEHNE
JIeKCTpOTpaHCIIO3HIIUS A0PThI TPaHCIIO3HIINS KPYITHBIX COCYIOB (TIOTHAS)
Q20.4 - YaBoeHHe BXOJHOTO OTBEPCTHSI JKEITyA0UYKa
OO6mwmit sxemynodex
TpexkamepHoe IByXIpECEpAHOE CepLe
EnvHCTBEHHBIN KeTyA0ueK
Q20.5 - JIuckopJaHTHOE MPECEPAHO-KEITYI0UKOBOE COETMHEHNE
KoppurupoBaHHast TpaHCTIO3UIUS
JleBoTpaHCTIO3UIUS
KenynoukoBas HHBEpCHs
Q20.6 - N3omepus ymika npeacepaus
HN3omepusd ymika npeacepans ¢ aCljI€HUEN WM NOJUCIUICHUEN
Q20.8 - JIpyrue BpoxkIeHHbIE AHOMAJIMH CEPJCUHBIX KaMep U COeTUHEHUI
Q20.9 - BpokeHHast aHOMaJIHS CEPJICUYHBIX KaMep B COCTMHEHNH HeYyTOUHEHHAsI

BpokaeHHBIE aHOMAUINH [TIOPOKH pa3BHUTHsA] cepaeunoit neperopoaku (Q21)
HckimoveH: npruoOpeTeHHbIi gedekT cepaednoit neperopoaxu (151.0).
Q21.0 - ledexT MeXKKETYTOUKOBOH ITEPETOPOIKA
Q21.1 - [TedekT mpencepaHON MeperopoaKu

JledekT KopoHApHOTO CHHYCa

HesaparenHoe nim coxpaHUBIIEeCs:

- OBAJILHOE OTBEPCTHE;

- BropuyHoe otBepctue (tum Il).

JledekT BEeHO3HOTO CUHYyCa
Q21.2 - JledexT npeacepaHO-kKenyT0UYKOBON MepEeropoiKH

OOmwmit aTpUOBEHTPUKYIISIPHBIA KaHAT

JledexT au10Kapaa B 0071acT OCHOBAHUS CEpIIa

JlehekT mepBUYHOTO OTBEPCTHS MpeaAcepAHOM meperopoaku (turm 1)




Q21.3 - Terpana ®aino
JledeKT MEeXoKeTy1I09KOBOM IEPETOPOJIKH CO CTEHO30M HIIM aTPE3MEH JISTOUYHOM
apTepuu, IEKCTPOIIO3UIINEH a0PTHI M THIIepTpodreii mpaBoro Kemyaouka.
Q21.4 - [ledekT neperopoKu MKy aOPTOU U JISTOYHOU apTepuei
Jledekt aopTambHON eperopoIKu
A0opTO-TIero4HO-apTepHaTIbHOE OKHO
Q21.8 - JIpyrue BpOxI€HHbIC aHOMAJIUH CEPJICYHOM MEePErOpOIKU
Cunapom DiizeHMeHTepa
IIenrana ®amwio
Q21.9 - BpoxaeHHas aHOMaJIASI CEPICYHON MEPErOPOJIKH HEYyTOUYHEHHAs
Hedext neperopoaku (cepana) Y

BpoxkneHHbIE aHOMAINY [IOPOKY PA3BUTHs ] JIETOYHOT'O M TPEXCTBOPYATOro KianaHos (Q22)

Q22.0 - Atpesus Ki1anaHa JISTOYHON apTepUu

Q22.1 - BpokIeHHBI CTEHO3 KJIallaHa JISTOYHOH apTepuu

Q22.2 - BpoxaeHHast HEOCTaTOYHOCTD KJIarmaHa JISTOYHON apTepuu
BpoxneHnnas peryprutanus KiamnaHa JEro4HoM apTepun

Q22.3 - [Ipyrue BpokJeHHBIE TOPOKH KJIaraHa Jero4YHoi apTepun
Bpoxaennas anoManus Kiarnasa JIerouyHoi aprepuu bJ1Y

Q22.4 - BpoxxIeHHBII CTEHO3 TPEXCTBOPYATOrO KilaraHa
ATpe3ust TpeXCTBOPYATOTO KiIalmaHa

Q22.5 - AHomanus D0mTeiina

Q22.6 - CunapoM paBOCTOPOHHEN TUIIOIIIA3UH CEpIa

Q22.8 - [Ipyrue BpokJieHHbIE aHOMAJIUU TPEXCTBOPYATOTO KiIaraHa

Q22.9 - BpoxkieHHast aHOMaJIHs TPEXCTBOPYATOTO KJIarlaHa HeyTOYHEHHas

BpoxkneHHbBIE aHOMAINH [IOPOKM PA3BUTHsI] A0PTAILHOIO MU MUTPAIBLHOro KianaHos (Q23)
Q23.0 - Bpoxx1eHHBII CTEHO3 a0pTaIbHOTIO KJlarnaHa
AopTanbHOro KjanaHa BpoXKJIeHHasi(bIi): aTpe3us, CTEHO3.
W cknroueHbl: BPOXKICHHBII Cy0aopTabHblii cTeHo3 (Q24.4), cTeHO3 MpH CHHIPOME
JICBOCTOpPOHHEH rumnoruiazuu cepama (Q23.4).
Q23.1 - BpoxxieHHast HeAOCTATOYHOCTh A0PTAIBHOTO KJlaraHa
JIByCTBOpUATHI A0PTAIbHBIN KiIanaH
BpoxnenHas aopTajibHasi HEJOCTaTOYHOCTD
Q23.2 - Bpok1eHHBI! MUTPaJIbHBIN CTEHO3
BpoxnenHas MuTpaigbHas aTpe3us
Q23.3 - BpoxxeHHast MUTpaJIbHAsI HEIOCTATOYHOCTD
Q23.4 - CunpoM JIEBOCTOPOHHEN TUIIOIIJIA3UH cepaa
ATpe3suns WM BeIpaK€HHAsI THITOTUTA3Hs YCThS FITH KJIallaHa aOpTHI C THITOTUIA3HeH
BOCXOJISIIIIEN YaCTH aOpThI U Ie(EKTOM Pa3BUTHUS JIEBOTO XKeENy10UKa (CO CTEHO30M HIIU
aTpe3ueil MUTPaIBHOTO KIIATlaHa).
Q23.8 - JIpyrue BpoxkI€HHbIE aHOMAJIUH a0PTAJIIbHOTO U MUTPAJILHOTO KJIallaHOB
Q23.9 - BpoxkeHHast aHOMaJIHs A0PTAJTLHOTO M MUTPAIHHOTO KJIATTAaHOB HEYTOYHEHHAs

Jlpyrue BpoKIeHHbIC aHOMAIIUHU [[TOPOKH pa3BuTHsi] cepama (Q24)
HckimodeH: sHA0KapaAHanbHbIl Guopoanactos (142.4)

Q24.0 JlexcTpokapaus
HVckiroueHsl: AEKCTPOKApAUs C JoKamu3anuonHoi uaepcueii (Q89.3), usomepus yika
npeacepaus (¢ acruienuer win noaucmicHueii) (Q20.6), 3epkanibHO OTpakeHHOE
pacroioKeHHe MpecepAnii ¢ Tokanu3auonHon nasepcueit (Q89.3).

Q24.1 - JleBokapaust

Q24.2 - TpexmpeacepaHoe cepare




Q24.3 - BopoHKOOOpa3HbIil CTEHO3 KIIalaHa JISTOYHON apTepuu
Q24.4 - BpoxaeHHbIH cy0aopTaIbHBIA CTEHO3
Q24.5 - AHOManust pa3BUTUS KOPOHAPHBIX COCYIIOB
BpoxenHas kopoHapHasi (apTepuaibHasi) aHeBpU3Ma
Q24.6 - BpoxxneHnHas cepieuHas 0okaja
Q24.8 - [lpyrue yroYHEHHBIC BPOXKJICHHBIC aHOMAJINHU CEPIlia
BpoxxieHHbIN: AUBEPTHUKYII JICBOT'O JKeNya0uka (OPOK MUOKap/a, IepuKap/a).
HenpauibHOE MONI0KEHHE CepLa
bosesnp Y
Q24.9 - BpoxxieHHBIH MOPOK cep/iiia HeyTOYHESHHBIN
Bpoxnennas: anomanus cepana b1V, 6onesns cepama BJ1Y.

BpoxkneHasle aHOManuy [IOpOKHM pa3BUTHsI] KpynHbIX aprepuii (025)
Q25.0 - OTKpBITHII apTepHANBHBIN IPOTOK
OTKpBITHII OOTAIIIOB TPOTOK
CoxpaHuBiIMiics apTepuanbHbIA TPOTOK
Q25.1 - Koapkranust a0OpThI
Koapkrarus aopTsl (mpoayKTallbHas, MOCTIyKTalbHas)
Q25.2 - Atpesust aopThI
Q25.3 - CteHo3 aopThl
Hanknanansblii aOpTaabHbIA CTEHO3
HckiroueH: BpOKICHHBIN aopTanbHblii creno3 (Q23.0)
Q25.4 - JIpyrue BpoXKIeHHBIC aHOMAIIUH a0PTHI
OtcyrcrBue / Atutasus / Bpoxkaennoe(ast) aneBpu3Ma / paciimpeHue aopThl
AHeBpu3Ma cunyca BanbcanbBbl (pazopBaHHas)
JIBOitHast Tyra aopThl [COCYAMCTOE KOJIBLIO A0PTHI |
I'mnomiasus aopTel
CoxpaHnenue:
- BUTKOB JIyTH a0pPTHI
- IPaBOi TyTH a0pTHI
HckrodeHa: TUNOIUTa3Hus QOPTHI PH CHHAPOME JIEBOCTOPOHHEH THUTIOIIIA3HH CepIa
(Q23.4)
Q25.5 - Atpesust 1erouHoit aprepun
Q25.6 - CTeHO3 1eroyHoOi apTepuu
Q25.7 - JIpyrue BpokJIeHHBIC aHOMAJIUH JITOYHOU apTepuu
AGeppaHTHast IerouHasi apTepust
Arenesus / AneBpusma / Anomanst / ['Mnorias3ust 1eroYHo# apTepun
JlerouHast apTepHOBEHO3Hasl aHEBpU3MaA
Q25.8 - Jlpyrue BpoKIeHHBIE AHOMAJIMH KPYITHBIX apTepuit
Q25.9 - BpoxxieHHast aHOMaIus KPYITHBIX apTepHuil HEyTOUHEHHast

KIIACCUPUKALIUA

1) Boidenenue kpumuueckux nOpokos nepuodd HO80POHCOCHHOCU
[ToHsATHE «KPUTHYECKHHl TOPOK cepAua» mnpumensercs s oOo3Hauenus BIIC,
COTIPOBOXIAIOITUXCS PA3BUTUEM KPUTHUYECKUX COCTOSTHUIN B OJIMKAMIIIME Yachl HIIU CYTKH ITOCTIE
POXKICHHS.
a) TYKTYC-3aBUCUMBbIC KPUTHYECKHE MTOPOKH IEPHOaa HOBOPOXKIEHHOCTH:
- JIYKTyC-3aBHUCHMOE CHCTEMHOE KpoBooOpalmieHrne (KOoapKTamusi aopThl, KPUTUYCCKHIA
aoprtanbHbIil cteHo3, CI'JIC);




- JYKTYC-3aBUCHMOE JIETOYHOE KpOBOOOpaleHHe (aTpe3us JIETOYHOH apTepuu, KPUTHUYECKHM
creno3 jeroynoi aprepun, ATK, TD);
- TyKTYC-3aBUCUMOE CHCTEMHOE U JIerO4HOe KpoBooOpameHue (TMA);
- aHOMaJIbHOE OTXOX/ICHUE JIEBOW KOPOHAPHOM apTepUu OT JIETOYHON apTepuH;
- TOTAJIbHBIM aHOMAJIBHBIN JIpEHaX JIETOUYHBIX BeH (B citydae pectpuktuBHoro O0O0).
0) nykryc-He3aBucuMble mopoku cepana (JAMIXKII, JMIII, ABK, TAIJIB, JOC IDK, OAC,
nedeKT aopTo-IerouHoi neperopoaku, EXX, anomanus D0mreiina).

2) Paszdenenue no msicecmu NOPOKA ¢ MOYKU 3PEHUS NEPUHAMATLHOU CMEPIMHOCTI.
- oueHb Tspkenble BIIC (Bbicokasi mepuHarajabHasi CMEPTHOCTB): €IUHCTBEHHBIN JKEIyJOYeK,
CI'JIC, CT'TIC, anomanus Oo6mrerida, ATK;
- cpenHssl CTeNeHb TshKeCTH: aTtpesus jerounoi aprepun, OAC, ABK, aTpesusi/cTeHO3 aopTHl,
TMA, To, TAIJIB, KoA, HOC IDK, auckopmantHoe AB coenuHeHue, npencepaIHbi
U30MepHU3M, Ae(PEeKT aopTOJIErOYHOW NEepPErOpONKH, TPEXKaMEpHOE CepAlle, MEPephIB IyTrH
AOPTHI;
- JIeTKasi CTeNeHb (HW3Kas mepuHataibHass cMmepTHocTh): JIMXKII, JIMIIII, cteHo3 nerounoit
apTepHH.

4) Cucmemamuszayusi NOPoOKO8 NO GIUSHUIO HA NE20UHbLI KPOBOMOK.
|. [Topoku ¢ HeM3MEeHEeHHBIM (HJIK MaJIO0 U3MEHEHHBIM) JIETOYHBIM KPOBOTOKOM.
Il. Ilopoku ¢ runepBosieMue (aHOMaJIbHOE YBEJIUYCHUE 00beMa ITUPKYIUPYIOUIEH B OpraHu3Me
KpPOBH) Majoro Kpyra KpoBooOpalieHus.
I1l. Tlopoku c¢ rumoBoiemMuell (aHOMaTbHOE YMEHBIICHHE 00BeMa HUPKYIHPYIOUIEH KPOBH;
CHI)KeHHE 00beMa MI1a3Mbl KPOBH) MAJIOr0 Kpyra KpoBooOpalieHusl.
IV. KoMOWHUpOBAaHHBIC TMOPOKH C HAPYIICHHEM B3aUMOOTHOIICHUH MEXIy pa3IUIHBIMU
OTJIelIaMH Cep/ilia U KPYIHBIMH COCYaMHU.

5) Pazoenenue BIIC no xapakmepy napyuwieHusi 2eMOOUHAMUKU U HATUYUIO/OMCYMCTIBUIO
yuanosza (no S.N.Marder) npeacrasieso B Tabd. 3.

Tabmauma 3.
Knaccugukarus BIIC no xapakrepy HapylmieHHs TeMOJAUHAMHUKHA
HaIMYMI0/0TCyTCTBHIO naHo3a (o S.N.Marder)

I'emoagnHamMuka be3 nnanoza C mmaHo3om
Ob6oramenue wmamoro kpyra | JJMXII, JMIIII, ABK,OAII | TMA, OAC, EX
KpOoBOOOparieHus TAJIB Komrmnekc
Oli3eHMeHrepa
O6ennenne Maznoro kpyra | CTeHO3 JIErOYHON apTepuu T, ATK ,
KpPOBOOOpAIIeHUS TMA+CIIA, AJIA,

aHoMaiug DOmreina

HpCH}ITCTBI/IC KpPOBOTOKY B Creno3s A0pTAJIbHOTO KJariaHa, | -

BKK KOApPKTalKs aOpPThI

bes HapyuieHus | Jlekrpokapaus, aHomamnus | -

T€MOJUHAMUKHI MOJIO)KEHUST AOpThl U €€ BETBEHW,
HeOonmpmoi JIMXXIT B MbIieuHoi
4acTH

6) Dusuonoeuueckasn knaccuurayus (maon. 4).

Tabmumna 4.
Ousznonornyeckas kinaccudukanus BIIC.

«[Ipocteie» BIIC ¢ neBo-mpaBbeiM myntom | JIMIIIL, AMIXII, ABK, OAII, nedekr aopto-
(mpuBomaTr k oboramennto MKK). YpoBens | merounoit neperopoaku

cOpoca ompeaenseT ero 3HAYUMOCTh JUIS
IPaBoOro KEIy04Ka u JIETOYHOTO
KPOBOOOpAICHHUS

«IIpocteieyy BIIC ¢ mpaBo-neBbim mmyHToM | TD, AJIA, ATK, anomanus D0mreitHa




(o6egnenne MKK c pa3ButreM nipmanosa)

Cnoxnbie myHThl (cMmemmuBanue jeroudoro u | TMA, OAC, TAIAJIB, 1OC ITK, CTJIC
CHUCTEMHOTO KpoBOTOKa). Iluano3 sBisercs
CJIEACTBHEM  CJOXXHOTO  B3aWMOJICHCTBHUS

MEXY CUCTEMHBIM u JIETOYHBIM

CONPOTUBIICHUEM

O6cTpyktuBHBIe BIIC KoA, mnepepblB ayru aopThl, CTEHO3 aOpPTHI,
CJIA

7) Knaccupurayus Amepuxanckou kapouonocuueckou accoyuayuu (AHA - American
Heart Association).
I) Amumanoruunsie BIIC:
a) ¢ ooctpykuuei kpoBoToky (CJIA, crenos3 aoptsl, KoA);
0) c eBo-mpaBeM cOpocom ( JIMIIII, JIMXKII, OAII, ABK).
I1) Hnanoruunsie (TD, TMA, ATK, TAIJIB, OAC).

8) Kraccugurayus no anamomuyeckomy npuHyuny:

A) Kameppl M kjanaHbel cepjlia HaxoJsITCS B HOPMAJIbHON I0OCIIENOBATEIbHOCTU
COEJMHEHUS ¥ B3aUMOOTHOUICHHUSX.

1. ITopoku ¢ MpeuMyIIeCTBEHHBIM COPOCOM:

- neQeKTbl MEeXIPEeACEepAHON MeperopoaAKH (BTOPUUHBIN, IEPBUYHBIN, BEHO3HBIN CHHYC,
KOPOHApHbIN CHHYC);

- nedeKTbl MEeXIKeNylIOuYKOBOM meperopoiku (cyOapTrepuaibHbIil, MBIIICYHbIH,
nepuMeMOpaHO3HbIN);

- nedeKT mpecepaHo-Kenyq0ukoBoil meperopoaku (ABK);

- OTKPBITBIM apTEepUAIbHBINA ITPOTOK.

2. ITopoku ¢ perMyILeCTBEHHBIM CTEHO30M/00CTPYKIIHEH:

- OTCYTCTBHE€  aTPUOBEHTPUKYJSIPHOTO  COOOIIEHHsS  (aTpe3uss  MUTPAIBHOTO,
TPUKYCIHJIAIBHOTO KJIallaHa);

- OTCYTCTBHE WM OOCTPYKLHUS KEIYyA0UKO-apTEPUAIbHOTO COEAMHEHUs (aTpe3ust
JIETOYHOM apTepuu, aTpe3us KiarnaHa aopThl);

- 00CTPYKIIMS MarucTpajabHBIX apTepuil (KoapKTalus aOpThl, aTPE3Hs a0PThI);

- 06cTpykius BeHo3Horo Bo3Bpata (TALJIB).

3. AHOMaybHOE TIOJIO’KEHHUE KITarmana (aHoMaus DOITeiHa).

b) Kamepel u kmamaHbl cepAlla HaXOAATCS B HEHOPMAIBHBIX (IJUCKOPIAHTHBIX)
B3aMMOOTHOUICHUSIX U MOCJIEI0BATEIbHOCTH COSTUHEHNUS !

1. AHOManbHBIE OTHOUICHUS MEXIY IPEACEPIUSIMHU U KeTyJOUKaMHU:

- YIBO€HHE BXOJJHOTO OTBEPCTHUS KeJy10uKa UM €IMHCTBEHHBIH MPaBblii Key104eK;

- aTPUOBEHTPUKYIsIpHas nuckopaantHocTs (KTMO).

2. AHOMaIMU WM HapyIIeHHE COCIMHEHUS MEXIY JKEIyIOYKaMHA M MarucCTpagbHBIMH
apTepUsIMHU:

- retpana damwno;

- JOC IDK u JOC JIX;

- OAG;

- XKeIyJI0YKOBO-apTepuanbHas AuckopaanTHocts (TMA).

SIIUAEMHUOJIOIUA

O6mas pacnpoctpanenHocte BIIC cocraBmser 8§ na 1000 pomor (5,6 — 15,32 B
3aBUcUMOCTH OT crpaHbl) U 7,2 Ha 1000 xuBopoxneHHelx. B CIIIA wyacrota mnopokxos
koneonercs oT 4 g0 10 ma 1000 pomoB (okoso 8 cirydaeB Ha 1000 KUBBIX HOBOPOXKICHHBIX), B
Azun 9,3 ma 1000 pomoB u 6,9/1000 B EBpome. O6mas uyactota HexpomocoMmHbix BIIC
cocraisieT 7 Ha 1000 pomoB, u3 KOTOpbIX 3,6% COCTaBIAIOT NepuHaTaibHble notepu, 20%




JMarHOCTUPYIOTCS TpeHaTalbHo, 5,6% OepeMeHHOCTel MpephIBacTCs B CBSI3U C BBISBICHHOMN
aHomanuer 1uioga. ClokHBIE HEXPOMOCOMHBIE MOPOKU cepana (To ectb, uckimroyas JIMXKII,
JIMIIII, creno3 nmeroynoi aptepuu) cocrapisitor 2 Ha 1000 pomos. Mcxomom B 8,1% crmyuaes
CTaHOBUTCA TEepUHATaJIbHas cMepTh, 40% NUarHOCTUPYIOTCS BHYTpUYTpoOHO, 14% craHoBsATCS
npu4nHOM npepsiBanus 6epemeHHocTH (0T 0% 10 32% B 3aBHcuMOCTH OT cTpaHbl). Okomno 12%
BIIC accouuupyotcst ¢ xpomMocoMHbIMH aHoManusimMu (7% c cungpomom J[layna, 2% c
cunapomoM JaBapaaca u 1% c cungpomom Ilatay), cocrasnss 0,97 cnydaeB Ha 1000 pomos.
BIIC, accouuupoBaHHbIil ¢ cuHApoMoM JlayHa, BcTpeuaercs B 3-19% Bcex meauaTpuyeckux
BIIC B 3aBucumMoctu ot ctpansl (3-4% Uranus, @pannus, Lseitnapus, 15% - 19% Upnanaus u
Mansbta). Takum o6pazom, Hexpomocomubie BIIC cocraBistor 6,5 cinydaeB Ha 1000 >kMBBIX
HOBOPOJKJCHHBIX.

Haubonee uvactbie BpOXICHHBIE MOPOKU CEpAlla - 3TO Ne(EKT MEXIKEITYyA0UKOBOM
neperoponku (50% Bcex BIIC), nedext MexmnpencepaHol MeperopoiKky, KIanaHHBIA CTEHO3
JISTOYHOM apTepuy M OTKPBITHIA apTepUabHBI NPOTOK. llMaHOTHYHBIE TOPOKH cepana
cocraBisitoT 15% Beex BIIC u 1/3 kputnueckux BIIC. CaMbiM 4acTBIM IIHAHOTHYHBIM TIOPOKOM
cepaua ssnsercs terpana Pammo. Kputnueckue MOpPOKH TEpUOAa HOBOPOXKICHHOCTH
coctaBisitor 25% Bcex BIIC. OOCTpyKTHBHBIE TOpa)XE€HHS BBIBOJHOIO OTJENa JIEBOTO
Kenmyaoduka cocTaBistoT npumepHo 6% Bcex BIIC. Cpenu Hux Hambosee 4acTo BCTpedaeTcs
KJanaHHbId cTeHo3 aopThl (71-86% mnauuenToB). TpaHCoO3uLMS MAarucTpajibHBIX apTEpHid
cocrasmsieT npudnuzutensHo 3% Beex BIIC u 20% cpeayn 1MaHOTHYHBIX TOPOKOB.

Tabauua 5.
Omunemuosorus BIIC.

Buxa BIIC | Hoffman & Kaplan, 2002 | Reller, 2008 | Dolk & Loane, 2009 | Wu, 2010
Mean/Median (ua | (MACDP) (Eurocat) (Asian
1000000 (mexpomocomubie BIIC) | population)
’KHBOPOIK/ICHHBIX )
JIMOKTIT 3,57/2,83 4,18 3,06 4,01
OAIl 0,80/0,57 0,29 --- 2,01
JIMIIIT 0,94/0,56 1,31 2,05 3,23
ABK 0,35/0,34 0,41 0,19 0,20
AJIA 0,13/0,08 0,04 0,09 ---
CJIA 0,73/0,53 0,55 0,40 1,22
Ao crenos | 0,40/0,26 0,11 0,14 0,16
KoA 0,41/0,36 0,44 0,34 0,25
TD 0,42/0,36 0,47 0,28 0,63
TMA 0,32/0,30 0,23 0,35 0,21
CITIC 0,22/0,16 --- 0,04 ---
CI'JIC 0,27/0,27 0,23 0,26 0,06
ATK 0,08/0,09 0,05 0,08 0,05
AH. 0,11/0,04 0,06 0,05 0,05
D0mTeitHa
OAC 0,11/0,09 0,06 0,09 0,08
JOCIIK |0,16/0,13 --- --- 0,15
EX 0,11/0,09 0,10 0,07 ---
TAJIJIB 0,09/0,09 0,08 0,05 0,11

ITUOITATOI'EHE3




JTHoNI0THSA

1) IlepBuuHble TeHeTHYECKUE (AKTOPbI: GOPMUPOBAHHE MMOPOKA MOKET OBITH CICICTBHEM
CTPYKTYPHBIX M KOJIMYECTBEHHBIX XPOMOCOMHBIX aHOMAJIUI WM MYyTalllil e AMHUYHOTO
reHa.

2) TeparoreHHble ()aKTOPhI BHEITHEW CPEIIBL:
- BHYTpUYTpoOHble uHGpekIuu (BUpyc KpacHyxu, Kokcaku, LHTOMeEraioBUpYC,
BUPYCHBIE HH(EKIINU C MOTHEMOM TEMIIEPATyPhl B IIEPBOM TPHUMECTPE OEPEMEHHOCTH Y
MaTepH);
- TTpUeM JIeKapCTBEHHBIX TpenapaToB Ha paHHUX CpOKax OepeMEeHHOCTH
(MpOTUBOAMUIIETITUYECKUE CPEICTBA, JIUTUN, TATUIOMHJ, BUTAMUH A, H30TPETHHOUH,
cynbdazanazut, u0ynpodeH, TPUMETOIIPHM);
- IOCTOSIHHBIM KOHTAKT ¢ TOKCUYECKUMU BelleCTBaMHU (J1aKu, KPACKH).

3) matepuHCKUE (GaKTOPHI:
- MIPEALIECTBYIONINE JAHHON OEPEMEHHOCTH PENpOAYKTUBHbBIC MPOOIEMBbl (BBIKUIBIIIIH,
MEPTBOPOXKACHUS U T.1.);
- @KEITHEBHBIN MPUEM aJIKOT0JIsl OepeMEHHON KEHIIIUHOM;
- KypeHue MaTepH,
- caxapHblil uabder, GeHmIKeTOnypus (P OTCYTCTBHUHM JICUCHUSI) Y MaTepH;
- Bo3pact mMarepu (He accouuupyercs ¢ HexpomocoMubiMu BIIC);
- HHIYUHMPOBaHHAsA OEPEeMEHHOCTbD.

4) cemeiinbie PaKTOPHI:
- BO3pAacT OTIIa,;
- IpUeM KOKanHa U KypeHHEe MapuXyaHbl OTIIOM peOeHKa.

3) MynbrudakTopuanbHas Teopus BosHukHOBeHUs (90% Beex BIIC).

ITaTorenes

[TaTonoruueckue nsmenenus npu BIIC MHOrooOpa3Hbl U 00yCIOBIIEHBI:
1) XapakTepoM UMEIOLINXCsl aHATOMUYECKHX /1€(DeKTOB;

2) cTeneHblo HapyLIEHUsI TEMOAMHAMUKH;

3) BBIPaKEHHOCTBIO U TEMIIOM JUCTPO(YUUECKHUX MPOLIECCOB B OPraHU3MeE.
Benynmmu sBIMIOTCA ABAa MEXaHU3MA!

1. Hapymenue kapuaabHON reMOIMHAMUKH: TIEperpy3Ka OT/AeI0B cep/ia 00beMOM U
CONPOTUBIIEHUEM ITPUBOJUT K UCTOIICHUIO KOMIIEHCATOPHBIX MEXaHU3MOB, BBI3BIBAs CEPJICUHYIO
HEJ0CTATOYHOCTh Y HAPYIIEHUE CUCTEMHOU INeMOAMHAMUKH.

2. HapymeHnue cHCTEMHOM TIeMOJMHAaMUKH: MoOJIHOKpoBHe/ManokpoBue MKK,
manokposue bBKK mnpuBogur K pa3BUTHIO CUCTEMHOM TMIIOKCHM, 3allyCKas KacKaj
MIaTOJIOTMYECKUX PEAKIIHil.

Ilopoku ¢ JeBO-paBBIM COPOCOM  XapaKTEPU3YIOTCS YBEIUYEHHBIM BEHO3HBIM
BO3BPATOM M3 JIETKUX Y€PE3 JIETOYHBIE BEHBI K JIEBOMY IPEICEPAUIO U JIEBOMY KEIYJOUKY. ITO
co3/laeT Tmeperpy3ky ooObemoM JeBoro kenyaouka, MKK u mnpuBOogMT K yMEHBIIEHUIO
cepaeunoro BbeiOpoca B BKK. ®usmonmornueckwe u3MEHEHHWs, CBS3aHHBIE C JIEBO-TIPABBIM
cOpocoM, ONpenensioTcs MNPEUMYILECTBEHHO pa3MepoM JedekTa U  I[OCTHAaTaJbHBIMU
U3MEHEHUSIMA B CHUCTEMHOM M JIETOYHBIX COCYAMCTBIX CONpOTHBIECHUAX. IlocTteneHHoe
YMEHBIIEHUE JIETOYHOI'O COCYAUCTOrO CONPOTHUBIICHHUS C OJHOBPEMEHHBIM HapacTaHUEM
CHUCTEMHOI'O COINPOTHUBJIEHUS, MPOUCXOJAIIee MexAy 2-6 HelenssMH NOCTHATAIbHOW >KU3HHU,
BBI3BIBAET DPA3BUTHE 3aCTOMHOM CcepleyHONH HEIOCTaTOYHOCTH. DTOMY TaKXke CIIOCOOCTBYET
(U3NOTIOrMUECKOEe CHMXKEHME TeMOIVIoOOMHAa B IHepBble 3 Mecsua KU3HMU. JlnurenbHoe
CYIIECTBOBaHME JIEBO-IIPABOT0 cOpOCa MPUBOIUT K U3MEHEHHUIO COCYAMCTON CTEHKU B JIETKUX U
Pa3sBUTHIO JIETOYHOH runepTreH3uu. OOpaTUMOCTb JIETOYHOM THIEPTEH3UH B CIIydasiX 3aKpbITUS
JIEBO-TIPABOr0 ILIYHTa CBUIECTEIBLCTBYET O TOM, 4YTO IOBBIIICHHE JIETOYHOI'O COCYAUCTOIrO
CONPOTHBIICHUS SIBIISIETCS BTOPUYHBIM M CBSI3aHO C YBEIMYEHHBIM JIETOYHBIM KPOBOTOKOM.
CoxpaHeHue BBICOKOTO JIETOYHOTO COMPOTUBIICHUS TOCIE MpEKpalleHus: cOpoca MOXKET OBbITh




CJICZICTBHEM HEOOPATUMBIX U3MEHEHUH COCYAMCTON CTEHKH B JIETKUX.

IIpaBo-neBbIii COpOC NPUBOAUT K YMEHBIIEHHIO KPOBOTOKA B JIETKMX M Pa3BUTHIO
1[MaHo3a. XPOHUYECKUM IMaHO3 OOYyCIOBJIMBAET pA3BUTHE MOJIMLMTEMUU U HU3MEHEHHE
romeoctasza. llomunuremusi SBISETCS aZaNTHBHBIM OTBETOM HA THUIIOKCUIO M II03BOJISET
obecreunTh HOPMAJIBHYIO JOCTaBKY KHCJIOpOoJa 0e3 M3MEeHEHUs (hyHKIMOHAJIBHOTO COCTOSHHUS
cepaua. OgHaKo, MOBBIIIEHNE FEMAaTOKPUTA BBI3bIBACT PE3KOE YBEIUUYECHUE BS3KOCTU KPOBH, YTO
B CBOIO Ouepelb IMPUBOJUT K HAPACTAaHUIO CHCTEMHOTO U JIETOYHOI'O COCYIUCTOTO
COIIPOTHBIJIEHUSI U BBI3bIBACT OOKpaJbIBAHME KOPOHAPHOI'O KPOBOTOKA. Y MAlMEHTOB C
LIMAHOTUYHBIMU TOPOKAMM YBEJIMYEHHE BA3KOCTH KPOBM aCCOLMHUPYETCS C TpPOMOO30M
BHYTpUUYEPENHBIX BeH. JleTH paHHEro BO3pacTa SIBJISIFOTCS OCHOBHOM IPYNIION pucKa, 0COOEHHO
B Cllyyae 00€3BOXKHBAHUSA, JIMXOPAJKU U MTPU HATNYHH HKeTe30AePUIUTHON aHEMUH.

Ilopoku ¢ oOcCTpyKIMel KpPOBOTOKAa MNPUBOIAT K TUHEPTPOGUH  KeTyJouKa
POKCUMAaJIbHEE MECTa CYKEHHs. DTO B CBOIO OYepe/Ib BBI3BIBAET IMOBBIIICHHOE MOTpeOIeHnE
KHCJIOPO/a C MOCeNyroIuM pa3ButueM (pubdpo3a. Koneunoit ¢as3oil 1aHHOrO MOpoKa sIBJISETCS
BbIpaXCHHAsI TUJIaTalus KeEJIy109Ka.

JuchyHKIMS SHAOTENUS JIETOYHBIX COCYJIOB SIBJISIETCSl KJIIOUEBBIM MEXaHU3MOM
[IaTOT€HE3a JIETOYHOM TuIepTeH3MH. Pa3BuTue IOCIeNHEW BO3MOXKHO IIpU JBYX BapHaHTax
BIIC:

1) mopoku C JIEBO-TIPaBbIM COPOCOM KpPOBH, IMPHUBOMAIIAE K YBEIUYCHHIO JICTOYHOTO

KPOBOTOKA. PEakTUBHOCTb COCY/IOB JIETKUX Y TAKUX MALIUEHTOB 0OYCIOBIMBACT BHICOKUN

PHUCK I'MIIEPTEH3UOHHOIO KPU3a;

2) TOpPOKH C UTUTENbHON 00CTPYKIMEH AJIsl JIETOYHBIX BEH HJIM MPUBOASAIINE K MOBBIIICHHUIO

JIaBJICHUS B JIEBOM IIPEACEPAUH.

[Tpu onpenenennsix nopokax (ABK) nerounast runepTeH3us MOXET pa3BUBATHCS JOCTAaTOYHO
OBICTPO, TAK K€ KaK U Y HEKOTOPBIX T'PYII MAMEHTOB (A€TH ¢ CUHApOoMOoM JlayHa).

KIMHNYECKASA KAPTUHA

Knuanueckue nposinenust BIIC noauMopdHbI U onpeaesnstoTes: aHaTOMUEN IOpOKa, CTETIEHbI0
HapylIeHWs TEeMOJAMHAMUKH, aJalTallMOHHO-KOMIIEHCATOPHBIX MEXaHU3MOB, XapaKTepoOM
OCJIOXHEHUH. MHOTHE CUMIITOMBI IPUCYIIM OOJIBIIMHCTBY MOPOKOB M HA OCHOBAHUHU X MOXKHO
3aro03pUTh WIH JUArHOCTUPOBATh BPOXKIECHHYIO aHOMAJIMIO CEep/Lia.

Benymumu cumnromamu B kiinHuueckou kaptune BIIC aBnstores:

1) mmano3 (TMA, T®, ATK, TAJJIB, OAC);

2) KapaIHMOTeHHBIH IIOK (KPUTHYECKOE COCTOSHUE) HamOoJiee YacTO pa3BUBACTCS IPU
MOPOKaX, COMPOBOXAAIOIINXCS 00CTpyKIMe BbiBojHOTO oTBepctusa JIK, mpu gaykryc-
3aBucuMBbIX mopokax U TAJIJIB ¢ o6cTpykimeit BeHO3HOTO BO3BpaTa,

3) cepaeunas nexocrarounocts (JIMXKII, OAII, ABK, TAIJIB, nedekT aopTo-Ierodnoi
NIEpETOPOAKH U JIPYTHE).

Kpurnyeckoe cocrosiHMe XapaKTEepU3yeTCs OCTPBbIM JeDUIIUTOM CEeplIeYHOro BBIOpOCa,
OBICTPBIM TPOTPECCUPOBAHMEM CEpACYHON HEIOCTaTOYHOCTH, KHUCIOPOAHBIM TOJOAAHUEM
TKaHeW C pa3BUTHEM JEKOMIIEHCHPOBAHHOIO METabOJIMYECKOro anuao3a W HapylnieHHueM
(GyHKUIMH KU3HEHHO Ba)XXHBIX OpraHoB. B ocHOBHOM kputmueckue cocrostuus npu BIIC
BO3HUKAIOT B MEPHO] Mepexo/ia OT MPEeHAaTAIbHOTO K MOCTHATAIBHOMY THUITY KpOBOOOpaIleHus,
KOrJa  Mpekpamiaercss  (QyHKIMOHUpOBaHHE  (EeTaJbHBIX  KOMMYHHUKALUH:  OTKPBITOTO
aptepuanbHoro nmporoka (OAIl) 1 OTKPHITOro OBaJILHOTO OKHA.

K 0CHOBHBIM NpHUUMHAM Pa3BUTH KPUTHUECKOTO cOcTOsiHUS Y 60sbHOTO ¢ BIIC oTHOCATCS:

1) s3akpeitue OAII pu AyKTyC-3aBUCHMOM KPOBOOOpAIIICHHH;

2) pe3kas OOCTPYKIHMS KpPOBOTOKa (JISTOYHBIN CTEHO3, aOPTAJbHBIA CTEHO3, KOAPKTAIHSI
aopThl, CHHIPOM TUIOIIJIA3UH JIEBOTO CEP/Ia);



3) HeaJeKBaTHBIA BO3BpaT KPOBH K JIGBOMY CEpAlly (TOTaJbHBI aHOMAIBHBIA JPEHaX
JIETOYHBIX BEH, AaTpe3us JIETOYHOM apTepUud C MHTAKTHOM MEXKEIYJOYKOBOMI
MEPEropoIKOiL);

4) BbIpOKCHHAS TUIEPBOJIEMHsI MAJIOTO Kpyra KpoBOOOpaIIeHUs U O0bEeMHas Ieperpys3ka
cepaua (oOmmii  aprepuanbHbli  cTBOJN, Oodbmoi  JIMIXKII, HemocTtaTouHOCTH
aTPUOBEHTPUKYIISIPHBIX KIIAIIaHOB);

5) BbIpaXCHHasi apTepHalbHAas TUIOKCEMHs (TPAHCHO3MIMS MAaruCTPAIbHBIX apTEepHH,
aTpe3usi ISTOYHOU apTepHH );

6) wWIeMus WIM THUIOKCHS MHOKapaa (AaHOMAaJIbHOE OTXOXKICHHE JICBOH KOPOHApPHOM
apTepHH OT JIETOYHOU apTepuH, TPAHCIIO3ULIUA MAaruCTPAJIbHBIX apTepuil).

HekoTopeie 13 3TUX NPUYKH MOTYT COYETAThCS.

JAUAT'HOCTHUKA

I. AnamHe3 (reHeruueckue 3a0oJjieBaHMs, HaJIMYUe B ceMbe poAcTBeHHUKOB ¢ BIIC,
TEYEHHE  HacTosleld OepeMeHHOCTH  (BUPYCHblE HH(MEKIMHM, @PUEM  MaTepblo
ME/IMKaMEHTOB, 3a00JICBaHHsI MATEPH U T.1I.).

1. Kanob6bl (IWUIOXOW ammeTUT WIH BSUIOE COCAaHWE U3 TpyAu/OyTBUIOYKH, IUAHO3,

HeJl0cTaTOYHas pudaBKa Beca).
1. DusukajabHoe 00CIeI0BAHUE:

1) ocmoTp (UBET KOXHBIX TOKPOBOB, HAJIMYWE CTHTM IUCAIMOPHOTEHE3a, BUAMMBIX
[IOPOKOB Pa3BUTHUA);
2) onpezeneHne MyIbcalu Ha nepudepuyecknx aprepusx (00s3aTeIbHO MpaBas pykKa
u mobas Hora), uaMepenue A/l (o0s3aTenbHO MpaBas pyKa U Jr0as Hora);
3) ayckynpramms cepama (UCC, TOHBI cepila, HaIWYWE, XapakTep W JIOKATU3aIUs
ryma);
4) aycKynbTallMs JISTKHX (XapaKkTep ¥ YacTOTa JIbIXaHHsI, XPHITBI B JICTKUX);
5) pa3Mepsbl eYeH!, HaJTMuue nepuQepuuecKux 0TeKOB,;
6) MyIBCOKCUMETPHS C OTIPE/ICTICHNEM HACHIIIEHHS KPOBU KHCIOPOJIOM HEHMHBA3WBHBIM
IyTeM Ha IpaBoil pyke  JI1000i Hore;
7) onpenieneHue Auypesa.

V. Pentrenorpagusi opraHoB rpyaHoii KjieTKH (pa3Mepbl cepAla, COCTOSIHUE JIETOUHON
reMOJUHAMUKH, TAPEHXUMBI JIETKUX ).
V. IKTI (putm, yactora, HanpasieHue JOC, BoIbTax 3yO1I0B).
VI. Jxokapauorpadus.

CeemenmapHmulil (anamomudeckuii) nooxoo xk cucmemamusayuu BIIC

3HAYUTEIBHOE YHCIO CIOXHBIX TOPOKOB CEpAlla MOTYT OBITh OTHECEHBI K pPa3HBIM
KIIaCCU(UKAIMOHHBIM KaTeropusiM. CerMeHTapHBIM MOAXO0J TIO3BOJSET OXapaKTepU30BaTh
YPOBEHb HapyIICHUS CTPOCHHUS Cepala W TakuM o0Opa30oM OICHHTh CTEIEeHb W XapakTep
HapylIeHus remMoauHaMuku. OCHOBHOW MOCTYyNAT JAHHOTO MOAXOJa: JTr00as kamepa, KiIamaH U
COCYJlT MOXET OBITh M3MEHEHHBIM (HEHOPMaJIbHBIM). TO €CTh JIFOOOW CETMEHT cepiiia MOXKET
pa3BUBATHCA HE3aBUCUMO OT ApYyroro. J[00oil manueHT MOKeT UMEeTh pPa3iMyHbIe HApyIICHUS.
Brineneno 5 cermentoB: 1) mpeacepausi, 2) xelyao4ku, 3) MarucTpajibHble aprepuu, 4) AB
KaHaJl, 5) KOHyC.

[lar 1: ompenensieTcss BUCIIEPOIIPEICEPAHOE B3aNMOOTHOIIICHHE U TTO3UIIHSI CEPIIIa.

S (solitus) — HopmanbHoe, | (inversus) — 3epkanbHOe, A (ambigus) — mpu KoTOpOM

pacrojoKeHue OpPraHoB TPYIHOM KJIETKHM M OpIOIIHONW MOJIOCTH JPYr OTHOCHUTEIHHO

Jpyra He MOXET OBITh TOUHO ONPEIEIICHO.

[lar 2: ompenensiercs opueHTAMs OyITHOOBEHTPUKYSPOU METIU (BEPXYIIKH CEpIa),

MOP(}OJIOTHS KETYAOIKOB.



[Har 3: onpenensieTcs: pacnoJ0KEHUE U OPUEHTALUs MaruCTPaIbHbIX apTEPUil, a TaKKe

ux Mopdosorusi.

[ar 4: onpexaenseTcss aTpUOBEHPUKYIISIPHOE U BEHTPUKYJI0apTEPUAIIBHOE COEAMHEHHUS.

[Har 5: MOKyMEHTHUPYIOTCS COIYTCTBYIOIIME aHOMAalIWM pa3BUTUS cepAua (aedexTs

NIEPErOpPOJIOK, CTEHO3bl BBIBOJAHBIX OTIEJIOB >KEIYIOUYKOB, CTEHO3bl WJIM TMIIOIUIA3HU

MarucTpajbHbIX apTepuii, Hanuue OAIT).

VIl. Karerepusauus nmoJjiocreii cepaua.

BrinmonHenue HHBa3MBHOTO MCCIIEI0BaHUs (KaTeTepu3alus MojocTei cep/a) BO3MOKHA
TOJILKO TIOCJIE TIOJHOTO 3X0rpauyeckoro 00CieI0BaHMs UM aJbTEPHATUBHBIX HEWHBA3WBHBIX
metonoB obcnenoBanus - MPT, KT (ypoBeHb m0Ka3aTebHOCTH A).

Iloxazanua:

Kiace 1:

1. ManouHBa3uBHOE ONEPATUBHOE BMEUIATEIBLCTBO MOXKET OBITh BBIIIOJHEHO TOJBKO I1OCIIE
MOJIyYeHUsI BCEX JAHHBIX O T€MOAMHAMUYECKUX U aHaToMHuyecKux ocobenHoctsx BIIC,
IpY HEOOXOIMMOCTH - C MOMOIIbI0 aHTHorpadun (YpOBEHb JI0Ka3aTeIbHOCTH A);

2. Jlns OLEHKH JIETOYHOTO COCYIMCTOTO COMPOTHBICHHUS W OOPAaTUMOCTH JIETOYHOM
runepreH3uu y naurentos ¢ BIIC win nepBuYHON JIEro4YHON rUNepTEeH3UEN, Y KOTOPbIX
HeoOXOoauMa TOYHAs OLEHKA JIETOYHOTO COMPOTHBIICHUS /JIsi MPUHATHS PEIICHUS O
BO3MOXXHOCTH XUPYPrH4€CKOIO0 BMEUIATEIbCTBA M  MEJUKaMEHTO3HOIO JICUEHUS
(ypoBeHb qoKa3zaTeabHOCTH B);

3. VYV manueHToB €O CIOXHBIMH (hOpMaMH aTpe3WH JIETOYHOW apTepuyl JJs JETAIbHOU
OIICHKH CErMEHTapHOr0 KPOBOOOpAIIEHUSI JIErKUX, OCOOEHHO €ClIi HEWHBa3UBHbBIC
METOJIbl HE AT MOJHOrO TPEJICTAaBICHUS 00 aHATOMHHM JICTOYHOW apTepuu (YpOBEHb
JoKa3aTenbHOCTH B);

4. Jlna oueHKH KOPOHApHOIO KPOBOTOKA Yy MAIMEHTOB C aTpe3uell JIErOYHOM apTepuu U
MHTaKTHON MEOKENyJOYKOBOI Ieperopo kol (ypoBeHb J10Ka3aTelnbHOCTH B);

5. Ilpu HeoOXOOUMOCTH TpAHCIUIAHTAMM CEpAlla, €CIM PpUCK KaTeTepusaluu He
NPEBBIIIACT PUCK HEOIAronpHsITHOTO Mcxoaa (ypoBeHs mokazarensHocTu C);

6. Y mamweHToB MOCTe TPAHCIUIAHTAIIMM CepAla IS OUEHKH COCYAMCTOW MaTOJIOTHU
(ypoBeHb T0KazaTenbHOCTH B).

Knacc 2A:

1. Jlng OuEeHKH JEeroYyHOro COCYAUCTOrO CONPOTUBJICHMS/IABICHUS W TPAHCIETOYHOTO
rpaJueHTa Iepes BbIIOJHEHHEM omnepauud PoHTEHa y MAIMEHTOB C €IMHCTBEHHBIM
KemyoukoM cepana (YpoBeHb J0Ka3aTebHOCTH B);

2. Y mob6oro nanuenta ¢ BIIC mnpu HEBO3ZMOXXHOCTH TOYHOTO YCTAHOBJICHHUS IHArHO3a

NyTeM HEeWHBa3UBHBIX METOJIOB HccienoBanus (ypoBeHb nokazarensHocTh C);

B ciygae kapauomuonatiu U Muokapauta (ypoBeHb J0Ka3arenbHOCTH B);

Y nauMeHToOB MOCIE ONepalud Ha CEpALE B CIy4ae OCJIOKHEHHOTO paHHETO
MOCJICONEPAIIMIOHHOTO TIepruoia JUIsl OLIEHKM TeMOJMHAMUKM M aHAaTOMHUM, KOTAa
HEWHBA3UBHBIE METO/BI 00CIIEIOBAaHUS HE MO3BOJSIOT YCTAHOBUTH MPUYHHY, BHI3BABIIYIO
HeTpeIBUICHHBIC 0CIoKHEeHUs (YpoBeHb okazarenbHocTh C).

T'unepoxcuueckuti mecm: T103BOJIAET AUPPEpeHIMPOBATE MPUYUHY LEHTPAIBLHOTO
mano3a. YyBCTBUTENBHOCTH TecTa 76,5%; cnennduaaocTs - 99%.

[IpaBuna npoBeneHus TecTa:

® TEecT MPOBOJUTCS IO HCTEUEHMM TEPBBIX CYTOK JKM3HU. B mpoTuBHOM ciiydae
BEPOSITHOCTH JIOKHOTIOJIOKUTEILHOTO pe3ynbrara coctaBisier 0,5% (mocne 24 dvacos
»xu3nu - 0,05%);

® TECT JIOJUKEH NPOBOJUTHCS C HMCHOJIB30BAHUEM ITYJIbCOKCUMETPA, HE 3aBUCAILLEIO OT
JBUTATEIbHOM aKTUBHOCTH pebeHKa. BoO3MOXHO mNpuMeHeHHe OJIHOPa3OBbIX H
MHOT'OpPa30BbIX JIaTYUKOB;

e U3MEpPEeHHE TMPOBOAUTCS Ha MpPaBOW pyke H J000H Hore. MoKeT MTPOBOIUTHCS
OJIHOBPEMEHHO WJIU II0CJIEI0BATENBHO;

»ow



® TECT JIOJKEH MPOBOJUTHCS O0YUEHHBIM U KBATH(DULIMPOBAHHBIM I1EPCOHATIOM;
® II0JIOKUTEJIBHBIM CUATAETCS TECT, OTBEYAIOIINM OHOMY U3 TPEX KPUTEPUEB:

1) SaO; menee 90%;

2) SaO, menee 95% mpu TPEeXKpaTHOM IIOYACOBOM HM3MEPEHHHM HA BEPXHUX U
HW)KHUX KOHEYHOCTSIX B TCUEHHE 3-X YacoB;
3) pasnuua Mexay SaO; Ha BEpXHUX U HWKHUX KOHEYHOCTSIX COCTaBisieT Ooiee 3%
(SaO; mpagoii pyku > Sa0; m000i HOTH).
VIll. KoncyabTamusi reHeTuka (Tad. 6, 7).
TI'enemuueckoe KOHCYIbMUPOBAHUE TIOKA3aHO TIPH:
1) 3amepKke MHTEIUICKTYaIbHOTO Pa3BUTHS;
2) MHOXECTBEHHBIX BPOXKICHHBIX aHOMAJTHUSIX;

3) nuieBoM aucMopdusMe;

4) mpu MOJ03PEHUH HAa FeHETHYECKUE 3a00ICBaHUS TPU HOPMATBHOM KapuOTHIIE (B 3TOM
Clly4ae [OKa3aHOo MPOBEACHUE IUTOTEHETHUECKOI O UCCIIEIOBAHNUS).

Lumozcenemuueckoe ucciedosanue MOKa3aHo:

1) nro6oMy peOCHKY HE3aBHCHUMO OT BO3pacTa C «y3HAaBAGMbIM» XPOMOCOMHBIM CHHIPOMOM

(manpumep, Tpucomus o 21 mape, no 18 mape u T.1.);

2) nr00oMy peOCHKY ¢ BPOXKICHHBIM TOPOKOM CEp/Ilia B COYCTAHHH C:
a) JINLIEBBIM TUCMOP(PHU3MOM,
0) 3aJep>KKOM pocTa, KOTOpasi He MOXKET ObITh 00bsicHeHa HannmuueM BIIC,
C) 3aJICPKKON TICUXUIECKOTO U UHTEIUICKTYaIbHOTO Pa3BUTHS,
') MHOXXECTBEHHBIMHU BPOKJICHHBIMH aHOMAJIHSMU,
3) pebeHKy M3 CeMbH, B KOTOPOW MMEIOTCS MHOTOYMCIICHHBIC BBIKHJBIIIM /WA CHOCHI C
BPOXKIICHHBIMU JIe(hEKTaMH;
4) B ciyyae NpEHATAIBHOW IHArHOCTUKU IOPOKA PAa3BHTHs CEpAlla W/WUIH BHYTPEHHHX

OpraHoB.

Tabmuma 6.

OcHOBHBIE XPOMOCOMHBIC CUHAPOMBI, COYCTAOIIUCCS C BIIC.

Cungpom

Bepostrocts Hannuus BIIC

Bug BIIC

Henenwms 4p (cuaapom Bonbd-
XupuxopHa)

50-65%

JMIIII, IMXII, OAII,
JonojiHuTenbHas aeas BIIB,
aTpes3us aopThl, IEKCTPOKAPAHUS,
Td, ATK

Heneuus Sp (cunapom 30-60% JIMIIII, AMOKII, OAII

KOITAYheT0 KPUKa)

Henenus 7q11.23 (cunapom 53-85% Hanxnananuelil cTeHO3 a0pTHI U

Bunbsimca) JIA, cteno3s BetBeit JIA

Tpucomus 8 Mo3auIU3M 25% JAMIKII, OAII KoA, CJIA,
TAJIJIB, OAC

Henenus 8p cunapom 50-75% ABK, CJIA, IMXII, T®

Tpucomus 9 65-80% OAII, nononHUTENBHAS JEBAS
BIIB, JIMXKII, T®/CJIA, AOC
1K

Henenus 10p 50% JIBycTBOpUaTHIil AO KlamaH,
JIMIIII, AMOKII, OAIL, CJIA,
KoA, OAC

Henenus 11q (cuanpom 56% CTJIC, knanaHHbI cTeHO3 Ao,

Skobcona) JAMXKII, KoA, xommiekc [Hlona

Tpucomust o 13 nape (curapom | 80% JIMIIIT, JAMKII, OAII,CIJIC,

ITaray) M30MEpPHU3M

Tpucomust 18 (curmpom 90-100% JMIIIT, AMXKII, OAIIL, TO,

DnBapjca)

JOC ITXK, I-TMA, KoA,
JIBYCTBOPYATHIM A0 WIIH




JICTOYHBIN KJIaNaH

Henenus 20p12 (cuHapoM 85-94% I'unorutasus Betseit JIA, TO,

Anamxuia) CJIA, (mopaxeHue JIeBbIX
OTJEJNIOB Cep/lla U CeNTalbHbIC
nedeKTr — pexe)

Tpucomus mo 21 mape (cunapom | 40-50% ABK, JIMXXII, AMIIII (T, JI-

Hayna) TMA — pexe)

Henenus 22911 (cunapom du- 75% IlepepriB 1yru aopThl TUN B,

JIxopmxm) OAC, u3omupoBaHHBIC
MOPAKEHUA OyTH aopThl, TD,
KOHOBeTpuKyJspHbIN JJMOKIT

Monocomus X (cHHAPOM 25-35% KoA, nByctBOpuaTsiit Ao

Tepnepa) KJIamaH, KJIalaHHbIi CTeHO3 Ao,
CI'JIC, auccexkuust aOpThl

Cunnpom Knsitndenbtepa (45, 50% [IMK, BeHo3HBIC

XXY) TpoMO0IMOOIHIEeCKHEe
3aboneBanus, OAIL JIMIIII

Tabauua 7.
['eHeTHYECKUE alITOPUTMBI ISt coueTaHHbIX Gopm BIIC
Bun BIIC Cunapomsl

CTeHo3 eroyHou aprepun

Cunnpom Hynan, Anamxuna, Kocrenno, Jleonapa.
Henenms xpomocom 1p, 8p, 10p, 22q.
Jymnukaus xpomocom 64, 15¢, 190.

Tpucomus o 8 nape.

CTeHo03 BETBE JIETOYHOM apTepun

Cunnpom Anamxuna, Bunesmca, Onepca-lannoca, Hynan,
Jleomap, BpoXkJIeHHas! KpacHyXa.

CrteHo3 aopThl

Cungpom Hynan, Tepuepa.

XpomocomHubie anomanuu (penerus 11, 10q, ayrocomuas
tpucomus 13 u 18 xpomocom, nymmmkanus 1d, 2p, 24, 69, 119
XpOMOCOM).

HanknanaHHbIi CTEHO3 a0pTHI

Cunnpom Bunbsamca.

Koapkrauus aopTel

Cungpom Tepnepa.

Hpyrue xpomocoMmHbIe MyTanuu (nenenus 18p, myrmmkanus 4p,
4q, 69, 10p, ayrocomHas Tprcomus 8, 9).

Cemetinbie (hOpPMbI 00CTPYKIIUH JICBBIX OT/IEIIOB CEeP/Ilia.

Atpesus aoptel/CIJIC

XpomocoMHbIe aHOMauH (cuHIpoM SkoOcoHa, TepHepa,
Bonbs¢-Xupurxopha, tpucomust 13 u 18).
Cemetinbie (hOpMbI 0OCTPYKIIMH JIEBBIX OT/EIIOB CeP/ILia.

JBycTBOpuaThii Ao KITanaH

Ouenp yactoe 3aboneBanue (0,9-1,36% B nomynsaum).
Cemeitablie (opMBI OOCTPYKLMH JIEBBIX OTAEIOB cepaLa,
JIBYyCTBOPUYATOro A0 KJIamaHa.

Cunanpom Teprepa.

XpoMOCOMHBIE aHOMAJIMH (ayTocoMHast Tpucomust 13, 18,
nenenus 10p, nyrumkanus 60).

CUHIPOMBI TETEPOTAKCHH,
AcTUIeHNsI/ TIONTUCTIICHNS (JIEBBIN 1
NpaBbIid H30MEPU3M)

KnvHn4eckn 0CTyIHOE TECTUPOBAHUE OTCYTCTBYET.
JloxazaHHBIE XPOMOCOMHBIE aHOMAJIMH (2yTOCOMHBIE —
n3menenus 2 xpomocomsl (CFC1 ren, komupyronmit CRYPTIC
NpPOTEHH) U JIoKyca xpomocombl 60 (HTX3 ren).

X-cBsi3anHbIe: TOKyC X(26.2 (ZIC3 ren).

Bropuunstit IMIIIT

Cungpom Xonr-Opama.

Cewmetlinble cnydan JIMIIII u nporpeccupytomeit ABbB.
Cewmeitasie cxygaun JIMIIII 6e3 ABD.

Cunnpom Dnec Bad Kpesenbn, Hynas.

Hpyrue xpomocomusle aHomanuu (aeneuus 1, 4, 4p, 5p, 6, 10p,
11, 13,17, 18, 22; tpucomus 18, 21; curgpom Knsitadenbrepa).




Hpyrue cunnpomsl (KaObyku, Bunbsimca, Pyounmreitn-Taou,
I'ompaenxapa, TPOMOOIIUTOTICHHH ).

JIVMOKII

Cunanpom Xonr-Opama,
Cewmeitnbie ciryuan JIMXKII ¢ ABB u 6e3 ABB.
XPpOMOCOMHBIE 1 HEXPOMOCOMHBIE AHOMAJIHH.

ABK

Cunnpom [layna, Oasapnca, [aTay.

[pyrue xpomocomuble aHoManuu (aeneuus 3p25, 8p2, 22q,
nymmukanus 109, 11q, 229).

Cungpom Xont-Opama, Hynan.

OAC/niepepbIB IyTH a0PTHI Henermus 22911, tpucomus 8, menerus 10p.

TMA

Tpucomus 18, 21

JOC ITK AytocomHas Tpucomus 9, 13, 18.

Hymmkarms 2p, 12p.

ATK

BonpmuHCTBO citydaeB criopagndecKue.
Bo3MoskHa MyTalus reHa, Koaupyroiiero FOg-2 (uccinenoBanus
Ha MBIIIAX).

AHomanus D0mTeitHa BonpmMHCTBO cyyaeB criopaguyecKue.

BosMoxkHO mopaxkenue xpomocomsl 17q (cormacHo
HCCIICOBAHMSIM HA KUBOTHBIX ).

TAILJIB BosbIIMHCTBO CilyyaeB ciopainyecKue.

Tpucomus 8.

AnddepeHnuanbHasi IMATHOCTHKA MPHU MOSIBJICHNH AAH03A KOKHBIX TOKPOBOB:

1. 3aboneBaHus JIETKUX SIBISIOTCS HAWOOJee YacTOW MPUYMHON ITMAHO3a W BKIIFOYAIOT:
CTPYKTypHBbIE  HapyuieHus (IIOPOKM  pa3BUTHs), BEHTWISIHOHHO-TIEP(Y3UOHHbBIE
paccTpoiCTBa, CBSA3aHHBIE C PECIUPATOPHBIM IHCTPECC-CHHIPOMOM U APYTHMH
OPUYMHAMH, BPOXKJICHHYI0 WIH TNPUOOPETEHHYIO OOCTPYKIMIO BO3AYLIHBIX IYyTeH,
ITHEBMOTOPAKC, THIIOBEHTHJISIIHIO.

2. Tlaronoruueckue HOPMbI TeMOTIO0NHA (METTEMOTTIO0NH).

3. Tlonmumuremust (MOXKET JaBaTh MUAHOTUYHBIA OTTEHOK KOXH, HECMOTpS Ha a/IeKBaTHYIO
OKCHUTEHAIIHIO).

4. Cenicuc, TUIOTIIUKEMUS, JETUApATalusl, THUMIOAAPEHATN3M (BCICACTBHE HHU3KOU
nepugepudeckoit neppys3un).

5. AxpounaHo3 (CBsi3aH ¢ BA30MOTOPHBIMU U3MEHEHUSIMHU ).

JIJEHEHUE

JledeHne MOAABIISAIOIIETO OOJIBIIIMHCTBA IMOPOKOB cCepAua XUPYPTHUYCCKOC. CpOKI/I

(3KCTpEeHHOE, CPOYHOE WM TUTAHOBOE) W BHUJI OTNEPATHUBHOTO BMEMIATENhCTBA (paauKaibHas,

BCIIOMOTaTeNbHAsS WU TeMOJUHAMHUYECKass KOPPEKIHs) OMPENeNsIFOTCS aHAaTOMHUEW TMOopoKa
(Tabm. 8).

TepaHCBTI/IquKOC JICHCHHUC II0Ka3aHO IIPpU Pa3sBUTUHU KPUTHUYCCKOI'O COCTOAHUSA (I[J'ISI

CTaOWUIIM3allMu COCTOSIHMSI peOeHKa TMepe] ONEepaTUBHBIM IOCOOMEM) M MpH  CepAEeYHOU
HEZ0CTaTOYHOCTH.
Kpumuueckoe cocmosanue:

1) MOHHUTOPHUPOBAHUC C MOCTOAHHBIM JATUUKOM [JId OHPCACIICHUA CaTypalluu Ha npaBoﬁ

pyKe U JIF000i HoTE,;

2) uHTYOAIMs MOKa3aHa MPU MOBTOPSIOIIUXCS alTHOd, OCTPOW CepICYHON HEOCTATOYHOCTH

u moke. BeHTwnsanus mpoBoauTcs BozmyxoM! Bo3moxkHO mo0aBiieHHe HEOOJBIIOTO
KOJIMYECTBA KUCIOPOa TSl TOCTIKEHUs caTypanuu 75-85%;

3) Ilpu yuanose - mpoBeneHHE TMIEPOKCHYECKOTO TecTa: Babixanue 100% kucimopoaa B

tedueHne 10 muHyT. CoXpaHEHHE HHU3KOI'O YPOBHS CaTypaluud TOBOPUT O BBICOKOM




BepostHocTH BIIC;

4) karetepu3anus 2-X BeH (BO3MOYKHA KPAaTKOBPEMEHHAs KaTeTepU3allHs IMyIMOYHOW BEHBI
WM OJIHA U3 BEH JIOJDKHA OBITh ICHTPAIBbHOM);

5) s NedeHus cunomen3uu:
- U3otonuueckuii pactBop Hatpusi xsopuaa (koo ATX: BO5CBO1) B moze 10 mu/kr
00II0CHO, MakcUMaIbHO 30 MII/KT,
- Ipu coxpanstonieiics runorensuu: Jlomamus (k00 ATX: C01CA04) 0-20 MKr/Kr/MHuH.
Pacuem: gec (ko)  x 15me = (me).
Oto0 KoiaMuecTBO 100aBUTh B 50 M1 5% Jlekctpossl (Tiaroko3sl) (koo ATX: BOS5SBA03),
ckopocTh uHOQY3un Imi/d cooTBeTcTBYeT 5 MKI/Kr JlomamuHa B MHHYTY. Moer
BBOJIUTCS uepe3 nepudepuyecKyro BeHy.
- mpu  Heobxomumoctu - DnuHeppur (koo ATX: COLCA24, Anpenammn) 0-0,5
MKI/KT/MHAHYTY.
Pacuem: 6ec (ko) __x03me=__  (me),
nobasutb B 50 min 5% J[exctpos3sl. Ckopocts mH(Dy3uu 1mi/a coorBerctByer 0,1
MKI/Kr/MuH OnuHedpuHa. JlomkeH BBOJUTCS TOJIBKO Yepe3 LEHTPAbHYIO BeHY!

6) s nognepxkanust OAII (otkpbitus OAIT) HauaTh HHQY3UIO Tipenapara MPOCTarjiaHMHA

E2 u3 pacuera 5-10 HI/Kr/MUH.

Pacuem: gec (x2) x 15 mxe = (mKe),

n006aButTh B 50 M 5% TIIOKO3bI, CKOPOCTh MHGY3UU 1 Mil/u OyaeT COOTBETCTBOBATH S5
HaHorpamm/kr/munyTy [Ipocrarnanauaa E2. Tlo6ounsie ad ekt [Ipocrarmanauna E2
(TUTIOTEH3MSI, THITOTJIMKEMHSI, allHO?, JINXOpaJKa) Yalle CBS3aHbI C BBICOKHMMHU J[03aMHU

(Bbime 10 HI/KT).

7) peryispHbIi KOHTPOJIb YPOBHS TJIFOKO3bI B KPOBH.

Cepdetmaﬂ HeQOCmMAamo4YHOCHb. CM. KIMHUYSCKUE PEKOMCHAAIWH 110 JICHCHUTIO OCTpOI\/'I n
XpOHH‘IGCKOfI cepz[equfI HCOOCTATOYHOCTHU

Tab6muna 8.

Cpoxku oneparuBHoi koppekiuu BIIC.

Bun BIIC

Bun xoppekuuu (pagukanbHasi,
reMoarHaMHu4ecKas, BCIIOMO-
rateibHas oreparus, TpaHcKa-
TETePHOE MHTEPBEHIIMOHHOE

CpOKH OTepaTHBHOTO
BMEIIATEIbCTBA
(Bo3pacTt pebeHka)

BMEIIATENILCTBO)
JAMOKII (coxpanenue HK Ha pone | PagukanbHas 4-6 mecsieB
MeIMKaMEHTO3HOM Tepanuu mnocie
3-X MeCSIIeB KU3HH)
JAMXII (orcyrctBue HK na done | Paguxanbhas 1-2 rona
Tepanuu, MOCTENIeHHAasi OTMEHA
JICYCHMSI, COXpaHeHue copoca)
JAMOKII (pedpakrepHOCTD K PanukanbHas wim 1 mecsn
MeINKaMEHTO3HOH TepamnuH, BCIIOMOTaTeNbHas (Cy)KUBaHHE
6o0sb1110# cOpOC) JIETOYHOM apTepUH) €CITH
paauKalbHOE BMEIIATEIbCTBO
HEBO3MOXKHO
JAMIIIT PanukanpHas/TpaHckaTeTepHOe 2-5 net
(ompepensieTcst aHaTOMKEH )
ABK PamuxansHas 3-6 mecsreB
ABK (pedpaxTepHOCTb K BcenomorarenbHas 1 mecan (cyxuBaHue

MEJMKAMEHTO3HOM Teparin)

JIETOYHOM apTepHH)

TAJIJIB (oGCTpyKIMst BEHO3HOTO

PanukanbHas (BO3MOXKHO

DKCTpeHHas




BO3BpaTa)

BBITIOJTHEHHE MPOLIETYPHI
Pamkunaa nepes onepaTuBHBIM

BMEIIIATEIILCTBOM)
TAJIJIB ( 6e3 obcTpyKIwm) Panukanbnas 1-2 mecsma
TMA 6e3 IMXII 3asucum om anamomuu NOpoKa.
Panukansnas 7-10 mueit
I'emogunamuueckast koppekuus | I1no Bapuanty EX vnm
onepauus Pacrennu
TMA ¢ IMXII 3asucum om anamomuu NOpoKa.
PagukanpHas 1-2 mecsma
I'emonnuamuueckas koppekuuss | Ilo Bapuanty EX win
oneparus Pactemnu
CrJIC T'emoounamuueckas (3-x smanuas,
sapuanm xoppexyuu npu EJK)
onepauust Hopsyn 1 nenens
JKITA 4-6 Mecs1eB
oneparusi DoHTeHA 2-5 net
TO 3asucum om anamomuu NOPoKa:
BcnomorarensHas [lepuon
(SaO, menee 70%) HanmoXKeHUE HOBOPOXKICHHOCTH

NOAKIOYHUYHO-JICTOYHOI'O
aHaCcToMoO3a

PanukansHasa

4-6 Mecs1eB

KoA (xputnueckas)

PanukanbHas (MeTo BEIOOpA)
banonnas nunaranus y
HOBOPOXKJICHHBIX B KPUTUICCKOM
COCTOSTHUU

OKCTpeHHas

KoA (B3pocblit TiI) PanukanpHas [Tpu HapacTannm
rpaauenTa Boiue 60
MM PT CT

ITepepriB nyru aoptei+IMXKII PanukanbHas OKCTpeHHas

OAC (HenoCcTaTO4YHOCTh
TPYHKQJILHOTO KJlanaHa 3
CTETICHH)

Basucum om anamomuu nopoka

B Ommxaiiime nan
MOCJIE YCTAaHOBJICHUS
Mar’Losa

OAC (HeToCTaTOYHOCTh
TPYHKAJIBHOTO KJTaraHa 1-2
CTENEHU WJIM HET)

3asucum om anamomuu nopoka

B Teuenne 1-ro MECiALa
KHU3HHU

ATK (c BBIpaXX€HHBIM CTE€HO30M
JIA)

I'emoounamuyeckas (3-x smanuas,
sapuanm xoppexyuu npu EXK)

Hasosxenne moaKIroYndHO- 1 mecs1g
JIETOYHOT'0 aHACTOMO3a

JKITA 4-6 MecsI1eB
onepauuss PoHTEHA 2-5 et

ATK (6e3 crenosza JIA)

T'emoounamuueckas (3-x smanuas,
séapuanm koppexyuu npu EJK)

CyXHBaHHE JIETOYHOUN apTepuun 1 mecsn
JKIITA 4-6 mecs1eB
Onepanusa @onrteHa 2-5 et




AHoManusa DOnrreiina
(Sa0,< 60%)

BcniomorarensHas

Hanoxenue
IIOAKJIKOUYNUYIHO-

JIETOYHOI'0 aHaCcTOMO3a

B 3asucumocmu om anamomuu.
paaHKaanaﬁ/ TEMOJHMHaAMHNYCCKast

OT 6-TH MECSIIEB

Anomanus D0mreiiHa (6e3 PanuxansHas 10-20 zer
1[MaHO032)
AJIA ¢ nataktHOiT MOKII 3aBHUCHUT OT AaHATOMHUU MOPOKA B Omwxkaiiime nan

IMOCJIC YCTAaHOBJICHUA
Juardo3sa

Kputnueckuii Ao creHo3 banonnas qunsatanus - METOX OKCTpeHHas
BBIOOpaA
JIByxeiynoukoBas [Iepuon
XUpYyprudeckas KOpeKuus HOBOPOXKJICHHOCTH
(runomiazus Ao KiamnaHa ¢
«TYHHEJbHBIMY» Cy0a0pTalbHbIM
CTEHO30M

Kpurnyeckuii CTEHO3 JIETO4HOM banonnas qunsatanus OKCTpeHHas

apTepuu

Y ABOEHHE BXOTHOTO OTBEPCTHUS
€IMHCTBEHHOTO (JIEBOTO)
KEIy0uKa

['emognHamu4eckas B
3aBHCUMOCTH OT
HaJIMYUS/OTCYTCTBHS U
BBIPaXXEHHOCTHU cTeHo3a JIA nmmn
cy0aopTaibHOIO CTEHO3a

Haunnas ¢ nepuona
HOBOPOXICHHOCTH

AHOMaJIbHOE OTXOXIECHUE JIEBON
KOpPOHAapHOM aptepuu oT JIA

PanukannHasa

B Ommxaiiiue quu
MOCJIe YCTAaHOBIICHUS

IMar’osa

BEJEHME JAETEN C BPOKIEHHBIMHA MOPOKAMM CEPJIIA

Habmronenne B aMOynaTOpHO-TIOJIMKIMHUYECKUX YCIOBUSX OCYIIECTBIISIETCS MIEIUATPOM U
JETCKUM KapJIMOJIOTOM, KPaTHOCTh KOHCYJIbTALUI OIIpeaelisieTcsi cCocTosiHueM pedbeHka. Cpennsis
JUIUTETLHOCTh NMPEeObIBaHUS B CTallMOHApe (KakK KPyrjJoCyTOYHOM, TaK M JHEBHOM) 3aBHCHUT OT
CTENEHH HapYIIEHHsI TEMOIMHAMUKHU.

MMPOPUNIAKTHUKA

[TepBuunas npodunaktuka BIIC BkiIfO4aeT BaKIMHAIIUIO MPOTUB KPACHYXU, KOHTPOIh
YPOBHs caxapa B KpOBHM, HCKIIIOYEHHME IIPUEMa HU3BECTHBIX TEPATOTECHHBIX JIEKAPCTBEHHBIX
npenapaToB (IPOTUBOSMUIIENTHYECKUE CPENICTBA U M30TpeTUHOUH). [loMuMo 3TOrO0, MMEITCS
JAHHbIE O 3aIIUTHOW poiu (honmeBoi KUCIOTHI. JloKa3aHHBIMU (PaKTOpaMu pHCKa Pa3BUTHA
IOpOKa cep/la y IUIoAa sBISETCS BUPYCHAas MHQEKLIUS HAa PAHHUX CPOKax OepeMEeHHOCTH,
OKMPEHHE MaTepu, KOHTAKT C OpPraHMYeCKMMM BEIIECTBAMHU (JaKu, KpacKh M T.H.), KypeHHE
MaTepH, MIPUEM AJIKOTOJIsl U Psijia MPenaparoB (aHTUKOHBYJIbCAHTHI, TATMIOMHU], Cylb(hazaiasuH,
uoynpodeH, TPUMETOIPUM).




HNCXOAbI U TPOI'HO3

BIIC ocraroTcst BakHeHIIed NPUYMHONW HEOHATAJIbHONM M MIIAJIEHYECKOM CMEPTHOCTH.
[lepunatansHas cmeptHOCTh coctaBisier 0,25 Ha 1000 ponos. BIIC siBisitoTCsl MpUYMHON BCEX
CIIy4aeB CMEPTH OT TMOPOKOB pa3BuThus B cpeaHem B 47% u 5,7 % Bcex ciaydaeB NETCKOM
CMEpPTHOCTH. B CTpyKType mocieaHed Beayllee MECTO 3aHMMaroT HOBOpoxkjaeHHbie ¢ BIIC
(57%). Cpenu Tex, KTO MEPEXHIT NEPBBIN roj xKu3HU, 76% CMEpPTEIbHBIX UCXO0B MPUXOJAUTCS
Ha B3POCIYIO KU3Hb.

[Mpubmusurensno 47% nereir ¢ BIIC Tpebyercs Kak MHUHUMYM OJHOKpPaTHOE
XUPYpru4eckoe BMENIATeNIbCTBO WM MaJOWHBAa3MBHAs MPOLEAYypa Ha IMEPBOM TOAY KHU3HHU.
[TocneonepaiioHHas JIETAIbHOCTh B HACTOSILEE BpPEMs COCTaBIseT OKolo 5%, OgHAKO
BapbUpPYET B 3aBHCUMOCTH OT Bo3pacTa pebOeHka, cioxHocTd BIIC u kapaumoxupyprudyeckoro
CTallloOHapa.

B Poccun nocneonepanyonHas JeTaabHOCTh Y HOBOPOXJICHHBIX COCTABIISET B CPEIHEM
14.5% c wucnonszoBanuem MK — 25%. Jleru, omepupoBaHHbIE Ha NEPBOM IOy >KHU3HH,
cocTaBIsOT okoso 36% Bcex manueHToB ¢ kKoppekuued BIIC, onmepupoBanHbie B BO3pacTe OT
oZtHOTO 110 Tpex JeT — 22 %. Takum 0Opa3om, BCEro B paHHEM JETCKOM BO3pacTe BBHIIOIHIECTCS
okoJio 60% Bcex ornepanui.

B nacrosee Bpems cuutaercs, uro 85% nereii ¢ BIIC nepexuBaer 18-neTHuil Bo3pacr.

CIIMCOK MPUHATHIX COKPAIIIEHUI

AB — aTpnOBEHTPUKYIISAPHBIN

ABK — aTpuoBeHTpUKYIspHasi KOMMYHUKalUs ojHas popma
AJl — aprepuaibHOE JaBICHHE

AJIA — aTtpe3ust 1ero4HON apTepuu

AMK — arpe3nst MUTpaJIbHOTO KJIalaHa

Ao —aopta

ATK — arpe3ns TpexcTBOPYATOro KianaHa

BAJIK — Gosbiiive aopTo-1eroyHbie KojutaTepain

BKK — 6osb110it Kpyr KpoBoOoOpaIieHus

BIIC — BpoxaeHHBII TOPOK cep/ia

JKIIA — nByHanpaBieHHbIN KaBOIyJIbMOHAIBHBIM aHACTOMO3
JAMKII — nedexT Mexxeny104KoBON MEPETOPOIKI

JAMIIIT — nedext MexmpeacepIHoi neperopoaKku

JOC JIX - nBOlHOE OTXO0XIEHUE COCYI0B OT JIEBOTO KEITYA0UYKa
JOC IDK — nBoiiHOE OTXOKJEHUE COCYOB OT IIPABOI0 KEITyT0UKa
EX — ennHCTBEHHBIN XKeTyJ0UEK cep/ia

UK — nckyccTBeHHOE KPOBOOOpaIieHre

KoA — koapkraius aopTbl

KT — xommnbroTepHast ToMmorpadus

KTMC — xoppurupoBaHHas TPaHCIIO3ULIMSI MaruCTPaJIbHBIX apTepuil
JIA — nerounas aprepus

MKK — masblit Kpyr KpoBOOOpaIieHus

MPT — marauTHO-pe30HaHCHAsE TOMOTpadus

OAII — OTKpBITBIN apTepUAIbHBIN IPOTOK

OAC — o0mmii apTepuaibHBIA CTBOJ

OOQ — oTKpBITOE OBAILHOE OKHO

I[IMK — mpostanic MUTpaIbHOTO KjlanaHa

CI'JIC — cunApOM TUIOILIA3UH JIEBBIX OTIEJIOB cepAla



CI'TIC — cuHIpOM TUIIOIUIa3UU MIPaBbIX OTACIIOB Cep/la
CJIA — cTeHo3 1eroyHoi aprepun

TAJIUIB — ToTanbHbII aHOMaJIbHBIHN IpEHaXK JIETOUYHbIX BEH
TMA — TpaHCnO3ULIMS MAaruCTPaIbHbBIX apTepHil

T® — rerpana damino

YUCC — gacToTa cep/iIeUHbIX COKpAILCHUI

OKT — snexTpokapauorpadus

90C — aneKkTpuyecKas ochb cepia



