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CokpalueHus

3D¥y3u YABTPa3BYKOBOE HCCIIEAOBAHHUE C TPEXMEPHON PEKOHCTPYKIHEH H300paKeHUs

AVID ACHMMETPHYHASI BEHTPHKYIOMETAIHs, MEXKITONyIIapHast KHCTa, AUCTCHE3HMsI MO30IHMCTOTO Tea (asymmetric
ventriculomegaly, interhemispheric cyst, dysgenesis of Corpus calosum)

B-XI'd B-cyObeanHuIIa XOPHOHMYECKOTO TOHAJOTPOITMHA YEJIOBEKa

CHARGE-cuuapom komo6oma, TIOPOK CepIria, aTpesnst X0aH, 3aepkka pocTa W/WiIi pa3sBUTHs, aHOMAJIMU TEHUTAITHHA, aHOMAITHH
oprana ciyxa (coloboma, heart defect, choanal atresia, retardation of growth and/or development, genital
anomalies, ear anomalies)

EEC CHHIPOM 9KTPOJAKTHIINK — SKTOAEPMAIBHON ANUCIIIIa3UH — paciieauHbl ryosl 1 HEGa (ectrodactyly — ectodermal
dysplasia clefting)

EXIT BHYTpHMAaTO4YHOE JiedyeHue (EX utero intrapartum treatment)

OEIS omdaitoriene, SKCTpodHUsi MOYECBOTO ITy3bIPsI, aTpe3us anyca, aedopmarmn mo3soHounuka (omphalocele, ex-
strophy, imperforate anus, spinal deformities)

VACTERL AQHOMAJINU PA3BHUTHUS MTO3BOHKOB, aTpe3Ws aHyca, MOPOKH CeplIla, TPaxXCOMUIIEeBOIHBIN CBHIL, aTpe3us IH-

IIeBO/Ia, AHOMAITMK PA3BUTHs MOYeK U koHewHocTei (vertebral anomalies, anal atresia, cardiac anomalies,
tracheoesophageal fistula, esophageal atresia, renal anomalies, limb malformations)

AB ATPUOBEHTPUKYISAPHBIN MPT MarHUTHO-PE30HAHCHAsI TOMOTpadus

ABT aHeBpu3Ma BeHHI ['aneHa MIYT  MukuoHHas nucToyperporpadus

ABCJl  arpuOBEHTPHKYJSIPHBIH CenTanbHbIi nedekT or OKpPY>KHOCTB TOJIOBBI

AMT areHe3usl MO30JIUCTOTO Tena OJIHT  otkpbITHIA AedekT HepBHOM TPyOKH

All aTpe3us MUIIEeBoAa (018 OKPY’KHOCTB KMBOTA

APIIKII ayTocOMHO-pEIeCCUBHBINA NOIUKHCTO3 IOYEK OIIIT 000J104eYHOE TIPUKPEIUICHHE ITyTTOBHHBI
BJIC OpOoHXOJIEroYHasi CEKBECTPAIHs ImA MyTIOYHast apTepus

BIIP OmMmapueTaIbHBIN pa3Mep B IIyTOYHasl BeHa

BI'KH  BpoxnaeHHas rHIepIuia3us KOpbl HaATOYSIHIKOB IIAIIM  nepBslil I€HB NOCIEAHEN MEHCTPYaLluu

BAI' BpOXKACHHAs inadparmMaibHas rpbhka 1K IIPABBIH KEIyT0YeK

BH (T1-, T2-) B3BemieHHOE H300paKCHUE II3PIIJI nepenHe3asHUH pa3Mep MOYEUHON JIOXAHKH
BMb BHEMaTOYHasi OepEMEHHOCTb IIMII pearoaraeMas Macca Iioja

BMAII BpoxaeHHas Malb(pOpManus J6IXaTelbHbIX Ty TeH I IIpaBoe Mpeacepane

BIIC BPOKIEHHBIN TIOPOK cepALa 3 MOJIHBII My3BIPHBIHI 3aHOC

BPT BCIIOMOTATENbHBIE PENIPOYKTUBHBIE TEXHOIOTUI T TIpe/IIexKanue TUIAIeHTHI

I'B reCTalMOHHBIN BO3pacT TIIIIT MOJIOCTB MPO3PAYHON EPETOPOAKH

I'B® THIIEPIXOTCHHBINA BHYTPHCEPACUHBIN POKYC ICC IIMKOBAsl CUCTOJUYECKas CKOPOCTh

rmm royionpo3sHiedanms PBII pacumpeHue 0oJbIION IIUCTEPHBI

ABK IuTHA OeIPEHHON KOCTH PXT peTpoxopuainbHas reMaToMa

JJIIIP  nonst TOKHOMONOKUTENBHBIX PE3YJIBTATOB CA caxapHblil quadeT

JAMKII  nedext MexoKeny1ouKoBOi eperopoKu CAIISI  cpemnmit quameTp IIIOJHOTO SIA

JMIIIT  nedext MexnpencepaHoil neperopoaKu cay cunapom [ennan—Yokepa

JAMIT JIUIaTalys MOYEBBIX MyTel COAIl  cuHapoM 0OpaTHOU apTepHanbHOH nepdy3un
EAIl €IUHCTBEHHAs apTepusl IIyI1IOBUHBI CCB CTEHO3 CUJIbBUEBA BOJIOIPOBOJA

KKT JKEITyIOUHO-KUIIEUHBIA TPAKT CODT cunapom dero-deranbHON TpaHCPy3uH

3113 3ajieprKKa MPOYKTOB 3a4aTHsI T13, T18, T21 (m ap.)  tpucomus 13, Tpucomus 18, Tpuco-
3PII 3ajIepKKa POCTa MIo/a must 21 (u 1p.)

3451 3a/IHsIs1 YepernHasi iMKa TAIJIB TOTanbHbIM aHOMAJIBHBIN JPEHAX JIETOUHBIX BEH
AKX WHIEKC aMHHUOTHYECKOH JKUIKOCTH TAY3U TtpaHcabIOMHHAIBHOE YIBTPAa3ByKOBOE UCCIICAOBAHUE
K3Y KJIallaHbl 3a]JHEH ypeTpsl TBIT TOJIIIMHA BOPOTHUKOBOTO MPOCTPAHCTBA
KKb KHcTa KapmaHa brelika TBY3U TpancBaruHanabHOE yABTPa3BYKOBOE UCCIIEAOBAHUE
KC KecapeBO CEUEHUE TK TPHUKYCHUAIbHbIN KIIanaH

KT KOMIIbIOTepHAst TOMOTrpadust Y3n YABTPA3BYKOBOE MCCIIE0BAHUE

KTI’ KapJIuoToKorpadus ®CM  (HUKCHPOBAHHBIN CIIMHHOM MO3T (CHHAPOM)
KTP KOITYHKO-TEMEHHOM pa3mep X4y XOPHOHUYECKUI FOHAOTPOIIUH YEJIOBEKA
JIK JIEBBIH JKEITyJ04eK K LIBETOBOE JOMNIIJIEPOBCKOE KAPTUPOBAHUE
JIMC JIOXaHOYHO-MOUYETOUHUKOBBII CETMEHT OMB LUTOMETAJIOBUPYC, IUTOMETATOBUPYCHBIN
JII JIeBOE Tpeicepaue HC LEHTpaJbHasl HEPBHAsI CUCTEMA

Mb Maro4Hasi 0epeMeHHOCTh HOCK  mepebpocnuHanbHas KHUIKOCTh

MBK MaKCHMaJIbHBII BepTUKAIbHBIN KapMaH YJIC 4alIeyHO-JI0XaHOYHAas CUCTEMa

M4 MOHOXOpPHaJIbHAs AUAMHHOTHYECKAs TBOMHS YHCcC 4acTOTa CEPAEUYHBIX COKPALICHUI

MKIII MyJbTUKUCTO3HAS JUCIUIA3HSI TOUKH 9KO IKCTPAKOPIIOPATLHOE OTIO0TBOPEHUE

MIIK MEXKIOTyIIapHasi KUcTa IxoKI'  sxoxapaunorpadpus
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TEPMUHONOTUA

Omnpenenenust

e | TpuMecTp OEpPEMEHHOCTH BKJIIOYAET MEPUO]] C TICPBOTO THS
nmociendeit meacrpyarmu ([TIJIIIM) o xonma 13-it Hemenu re-
CTaIu

SMBPUOJIOTUA

ITanbl SMOPHOHATBHOIO PA3BUTHS
* B | TpumecTpe npoucxonsrt

o OBynauus

o Omnog0TBOpEeHHE

o JlpoGreHue

o MmrIutaHTanus

o Pa3Burne smOpuona

o OpraHoreHes

o dopMHUPOBaHHE TUTAICHTHI

o dopMHUPOBaHKE MYTTOBHHEI

OByasiumst

e [Ipumopauansubie GosumKyibl — 5-12 nepBuYHBIX HOTUKY-
JIOB 32 MEHCTPYaJIbHBIN IIHKJI

o ®opMHUpyeTCsl ONMH IOMUHAHTHBIA (DOJIIMKYI, OCTATBHBIC Je-
TEHEPUPYIOT

* BrIOpOoC TOHaZOTPOITHBIX TOPMOHOB — OBYJISILIMS — OOLUT BbI-
TaJIKIBACTCS HA IOBEPXHOCTh SUYHUKA

e OoIHUT OKpPYKEH IUIOTHOM Onectsiieii o6omoukoii (zona pellu-
cida), a Tak)Ke HECKOJIBKUMH CIOSIMH IPaHYJIC3HBIX KICTOK

o OUMOpHUHK HANIPABIISIOT OOLUT B MAaTOYHYIO TPYOy

* Ha mecte «aryctoro» Qommkyna GopMUpYeTcs KeIToe Teo,
[IPOAYLUPYIOLIEE SCTPOTeH U IIPOTeCTEPOH

OnJionoTBOpeHue

* TIpoucxomuT B MaTOUHOU TpyOe

e OOLIUT MOXKET OBITh OIIOZOTBOPEH B TeueHue ~24 4

e CriepMaTo30H/1 IPOHUKACT Yepe3 000IOUKU OOIIUTA, MPOUCXO-
JIAT CIMSIHUE KJIETOYHBIX MEMOpaH, (POPMHUPYETCS 3UTOTa

e Slapa criepMaTro30ua U OOIMTA CTAHOBSITCS MYXCKUM U XKEH-
CKUM MPOHYKIIEYCaAMHU

e SlnepHbie 00OJOUKH PACTBOPSIFOTCS, MPOUCXOAUT PEILTHKAIIUS
XPOMOCOM, IOCJIE YEr0 HAYMHACTCS JPOOJICHNE 3UTOThI

Jpobsaenue

e 3urora — 2 KICTKH — 4 KJICTKH — 8 KIETOK — Mopyia —
Onacrorucra

* B pesynbrare HECKOIBKUX ATAIOB JIENICHUsT 00pa3yroTcs Oolee
MEJIKHE KIIETKH — OJlacTOMEpBbI

e Ha craauu 8 KjIeTOK IPOUCXOAUT KOMIIAKTH3AIHS, B PE3yJIbTaTe
W3 OTHUX KJICTOK (POPMHPYETCsl BHYTPEHHSSI KJIETOYHAs Macca,
wim SMOproOIacT, U3 Apyrux — nepudepudeckuit Tpododiact
o BHyTpeHHsIs KIIeTOuHast Macca/sMOprHobIacT = sMOpHOHATB-

HBIN MOJIIOC OJIACTOLIUCTHI

¢ 16-32 Gimacromepa = MopyJia

* B Mopysie HaKarumBaeTcst *KHUIKOCTb, (POPMHUPYETCs LIEHTPaIIb-
Hasl MOJIOCTh OJIACTOIMCTHI, KOTOpasi HOCUT Ha3BaHME OJlacTo-
Lesb

HNMnianramus

 bracrormcra «Bputysiercs» (Mmokuaaer) u3 Onectsei 000-
JIOYKH

¢ Jlumennast 060109KH GIIaCTOLICTA HAIPSIMYIO B3aHMOICIHCTBY-
€T C DHJOMETpUEM

e 13 kietok Tpododiacta GOPMHUPYIOTCS IUIOAHBIC 00OI0YKH
1 IUTAIIEHTa, HO He caM SMOpHOH
o Kinetku Tpodobnacta sMOPHOHATEHOTO MOMOCA — CHHIIH-
THOTPO(OOIACT, KOTOPBIA BHEIPACTCS B SHIAOMETPHUI
o OcTanpHBIE KIETKH TpodobdiIacTa 00pa3yroT MUToTpododIact
e Kierku sagomerpus IuddepeHnupyoTcs B ACHUIyalbHbIC
KJIETKHU I10]] BO3JACHCTBHEM
o TIporectepoHa, CEKPETUPYEMOTO KEITHIM TEIOM
° B-cyObCAMHMIBI XOPHOHMYIECKOTO TOHAOTPOIMHA YeTIOBEKa
(B-XTY), mpomympyeMoro CHHIATAOTPO(GoOIACTOM

Pa3Butue sMOpuoHa

e DMOpuoOnacT paszaesnsiercst Ha anuonacT u runodnact, hopmu-
pyercs ABYXCIOMHBIN 3apOABILIEBbINA AUCK

e I'mmoOnact = nepBuUYHas SHTOAEPMA

o KrneTku rumo6iacra mepeMeniaroTes BIoIb MOIOCTH OiacTo-
LUCTHI U 00Pa3yIOT MEPBUYHbII KEITOUHBIA MEIIOK

o I'mmoGnact + MepBUYHBIN KEATOYHBIH MEIIOK Jar0T Hayalo
BHE3apO/IBILICBON Me30/iepMe (PBIXJIO PACTIONIOKEHHBIC BHY-
TPH TOJOCTH ONIACTOIMCTHI KIIETKH, OKPY’KaIOIINe MepBUY-
HBIH KEJNITOYHBIN METITOK)

o Bropas BoHa MUTPHPYIOMHX KJIETOK THrodmacta oOpasyer
BTOPUYHBIN KEITOUHBIA MEIIOK, KOTOPbII 3aMelaeT epBUY-
HBIH KEJITOYHBIA MEIIOK

o BHe3sapospiieBast Me30/iepMa pas/essieTcs Ha 1Ba ciosi, Gop-
MHEPYIOIIHX II0JI0CTh XOPHOHA (BHE3apOIBIIIEBBIH IEIOM)

o TlosoCTh XOpHOHA OTAEISICT IMOPHOH/aMHUOH/ KEITOIHBIH
MEIIOK OT XOpHOHA (HAPyKHOW CTEHKH OTaCTOIMCTHI)

e Dnubnact jgaeT Havyaio SMOPHOHY U 00pa3yeT aMHHOH

o Mex 1y 31u0IacTOM M PacroyioKEHHBIM HaJl HUM Tpodooa-
CTOM HaKaIUTUBACTCS KUIAKOCTh — TIOJIOCTh

o Cnoit srmmbnacra quddepeHnnpyercss B aMHUOH, OTIEIISIO-
i 00pa30BaBIIYIOCS MTOJIOCTH OT MATOTpododIacTa

e TpexcnoitHblil AUCK

o [losiBisieTcst B poLiecce racTpyIsaluy, KOraa KJIETKU nepemMe-
IIAIOTCSl HA HOBBIE MECTA M BO3HUKAIOT 3aPO/IbIILIEBBIC JIMCTKH

o Tpu MepBUYHBIX 3apOJBIIIEBBIX JIUCTKA = IKTOAEPMA, ME30-
JiepMa, SHToAEepMa

° Ocb Tema TaKKe ONPEEISIETCS B XO/1€ TaCTPYIISIIUI

e JIMCK yIUIMHSAETCS M M3rH0acTCcsi — HECKOIbKO TPyOdaThIX

CTPYKTYp — OCHOBHBIEC CCTEMbI OPraHOB

e DKToJepMa — HEpBHAs IUIACTHHKA — HEPBHAs TPYOKa + KIETKH

HEpPBHOT'O IPeOHS

o HepBHast TpyOKa — TOJOBHOH M CIIMHHOW MO3T

o KieTku HepBHOTO TpeOHS MUTPHUPYIOT U3 HEPBHOM TPyOKH —
pas3IUYIHbIE CTPYKTYPBI U THUIIBI KIIETOK

* Me3zoaepma

° Me3oaepma rosoBbl — MBILIIIBI JHLQ, YEITIOCTEH U IIIOTKU

o XopaaJlbHbIN OTPOCTOK

o Kapanorennas me3onepma

o CoMHUTBI — OOJBIIAs YaCTh OCEBOTO CKEJIETa

o IIpomexyTouHast ME30€pMa — MOYETIONI0Bast CHCTEMa

o Mesoaepma JiaTepaibHOM TUIACTHHKA — CTEHKa OPIOIIHON
MOJIOCTH M CTEHKH KUIICYHHKA

* DHTOZIEpMA

o TlepemHsiss KHIIKA, CPEAHSIS KUIIKA, 3aIHsISI KUIIKa (POTOIIIO-

TOYHAast MeMOpaHa — porT)

OpraHorenes
e LlentpanpHas HepBHas cuctema (LIHC)
o DOpMHUpYETCs U3 HEPBHBIX BAIMKOB — HEpBHas TpyOka +
HEPBHEIHN IpebeHb
* Kpanunamsusie/poctpanshbie 2/3 HEpBHOI TPyOKH — ToO-
JIOBHOI MO3T
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» Kaynanbnast 1/3 HepBHO# TpyOKHM — CIIMHHOM MO3T, HEPBBI
* HepaHblii rpebenb — nepugepuuecKue HepBbl, BEereTaTuB-
Hasi HepBHas CHCTEMa
* CepaeuHo-cocyaucTas CHCTEMa
o dopmMupyeTcs U3 cepuedHor TpyOKH — cepAlne M KpYITHBIe
coCyIBl
o KapauoreHHble KJIeTKH-TIPEANIECTBEHHUKH 00pa3yroT Kapiuo-
TeHHYIO 30HY (MepBUYHOE KaPHOTEHHOE TI0JIe) Y TOJIOBHOTO
KOHITa YMOpHOHA
o JlarepanbHble SHAOKapIUaIbHbBIE TPYOKH CIIMBAIOTCSI BMECTE
B TIporiecce 00pa3oBaHUs CKIAIOK YMOpPHOHA — TIEPBUYHAS
cepaedHas Tpyoka
o U3rud, pemozenupoBanue, 00pa3zoBaHKe EPeropoiok B ep-
BUYHOI cepieuHOl TpyOKe — OKOHYaTeNIbHOE POPMUPOBAHHE
4-kaMepHOTO cepra
° ApTepHabHbIN CTBOJI = NEPBUYHBII BBIHOCAIINI TPAKT, KOTO-
PBIN pazaenseTcss — BBIHOCSIIHE TPAKTHI KETYIOIKOB
» JlpIxarenbHas cuctema
o IlepenHsis Kulllka — pecrnupaTopHbIN TUBEPTUKYI — MEPBUY-
Hast OpoHXHaJIbHAs IIOUKa — 3 MpaBbIe + 2 JIeBbIE BTOPUYHBIE
OpoHXHaJIbHBIE TOYKH — TEPMHHAIBHBIE OPOHXHOJIBI — pe-
CHHMpPaTOpHBIE OPOHXHOIIBI — TIEPBUYHBIE AJTbBEOJIBI
* JIumeBapurenbHas cucreMa
° OOpa3oBaHue CKJIAJ0K Ha PAaHHUX CTaAHAX dMOpHOTeHe3a
— DHTOJICpMaJibHAsl TpyOKa — TeperHssl KUILIKA, CPEeIHss
KHUIIIKa, 3aJHSs KUIITKa
o Tlepennsis KuliKa (CIIENO 3aKaHYMUBACTCS POTOITIOTOYHOMN
MeMOpaHoil) — MHUIIEBO, KEIYIOK, IPOKCUMATbHBINA OTIEN
JIBEHAIIATUTICPCTHON KHUIITKA
* U3 BBRIMAYMBAHUSA CTCHKH JBCHAAIATUIICPCTHON KHIIKH
(hOpPMUPYIOTCSI IEYEHb, JKEITUHBIN MY3bIPb, ITy3bIPHBIN ITPO-
TOK U MTOJKEIyJOuHasI JKee3a
o Cpe/nssi KuIKa (M3Ha4aIbHO OTKPBIBAFOLIASCS B KEITOYHBIN
MEIIOK) — YYacTOK OT IMCTaJbHOTO OTHAeNa IBEHAILATH-
MIEPCTHOM KUIIKH 10 2/3 POKCHMAIBHOTO OT/ENA ToTeped-
HOI 000M0YHOI KHUILIKKA
* Bynyuast moJB3a01IHast KUIIKA OBICTPO YAJIUHSETCS — Tep-
BUYHAs KUILIEYHAs METIsI, KOTOpasi IPOHUKAET B OCHOBaHUE
ITyTIOBHUHBI M TTOBOpadnBaeTcst Ha 90°
* B mponecce BripaBiieHns B OPIONIHYIO TTOJIOCTH IIPOMCXOAUT
JIOTIOJTHUTEIBHBIN ToBopoT Ha 180°, 3a cuer sTOTO NOCTHTA-
eTCsl HOPMaJIbHOE IMOJIOKEHUE KUIICYHNKA, CIIeTast KHIIKa
OKa3bIBACTCS CIIPaBa, a JBEHAAATUIICPCTHO-TOMICKHUIIICY-
HBII M3rH0 — cieBa
° aHss KUIIKA (CIEno 3aKaHINBAIOIIASICS KI0AKAIBHOW MeM-
OpaHoit) — ot aucransHoi 1/3 monepeunoi 060109HOM KUIII-
KM JI0 IPSIMOM KUILKHK
* Pacmmpenue TepMHUHAIBHOIO OT/ENa MEPBUYHON TPyOKH
3a7HEeN KUIIKH — KJI0aKa
* MouenpsiMOKHIIIeYHasl Meperopojika pasessieT KIoaKy
Ha MOUYEIIOJIOBOW CHHYC crepeay + 3aJHENpOXOJHbIH Ka-
HaJI C33/11

e MouemnoioBas cucTeMa

o TIpoMexyTouHass Me30[epMa — Mpeanodka (mpouedpoc),
nepBUYHast ouka (Me30He(poc), OKOHUYaTeIbHast moyka (Me-
Tanedpoc)

* Mesoneppoc — pyAMMEHTapHbIC MMOYKH, COCTUHCHHBIC
C KJIOAKOHM MOCpencTBOM Me30oHe(panbHbIX (BOIb(HOBBIX)
IIPOTOKOB

* Me3oHedpanbHbIe MPOTOKH —> MOYETOYHHKOBBIH BBI-
POCT — cobuparenbHas CHCTeMa IOYKH

* MOYETOYHHKOBBII BBIPOCT COSMUHACTCS C METaHE(POTeH-
HOM TKaHBIO — Hadasio GOpMUPOBAHHUS HEPPOHOB

° U3 KJI0aKu U ajutaHTonca (OpMHpPYETCs MOYEBOM ITy3bIPb

° MoueBoii my3bIpb OTAEIEH OT MPSIMOM KUIIKA MOYETIOI0BBIM
CHHYCOM

* OnopHO-/ABUraTeNbHBIN anmnapar

° BepxHue U HUKHUE KOHEYHOCTU Pa3BUBAIOTCS U3 OTIEIIbHBIX
3a9aTKOB KOHEYHOCTEH

DopMHUpOBaHHE MIALEHTHI
e M3HavyanpHO XOpHaJ'IBHLIfI MCHIOK IMOKPBIT BOPCHUHAMM, 3aTEM

Ha €r0 MOBEPXHOCTH, 0OPAIIEHHOM K TTOJIOCTH MaTKH, BOPCHHBI

arpoupyroTCs — IIaAKAN XOPHOH

B BopcHHAX, MPUIIETAIONIMX K MECTY UMILTAHTAIINH, TIOTPYKa-

FOLIUICS CHHIIUTHOTPOGoOIACT 00pazyeT TpodoOiacTUIeCKue

JIAKYHbI

o BIIM3KO PACIIONIOKEHHBIE KAMILISIPBI MATKH PACIIUPSIIOTCS —>
(bOPMHPYIOTCS MaTePUHCKHE CHHYCOHIBI, CBSI3aHHBIE C TPO-
(hoOTACTHYCCKUMHE JTAKYHAMH

o TIpopacranue/npoaudeparyst UTOTpodhodIacTa B CHHIM-
THOTPO(OOIACT U MATEPUHCKUE JIAKYHBI — 3peJIble TPETHY-
HBIE BOPCHHBI

o TpeTuyHbIe BOPCHHBI COAEPHKAT MOTHOCTHIO CHOPMUPOBAH-
HBIE KPOBEHOCHBIE COCYIBI, Oarofapst 4eMy B BETBHCTOM
XOPHOHE MPOUCXOIUT Ta3000MeH

BerBuctelii XoproH + 0a3ajbHas 4acTh JEUUAyaJbHOH 000-

JIOUKHU = IUTalleHTa

®DopMupoBaHUEe MYNOBUHBI
* 3apofbIIIeBhIi TUCK PACHOIaraeTCs MeXy aMHHOHOM U XKell-

TOYHBIM MEILIKOM

DOMOpHOH BHaualle CBSI3aH C XOPUOHOM IMOCPEJACTBOM aMHHO-

THYECKOW HOXKH, KOTOpasi 00pa3yeTcst 13 BHE3apOJIbIIICBOI

Me30/IePMbI

o AsmaHTouc (PHTOMEPMAITBHBINA BBIPOCT 3aTHEH KHIIKU) 00-
pasyercsi Kak BBIIISTYMBAHUE KEITOYHOTO MEIIKa

° AJUTAHTOMC U COCY/IbI AJITAHTOMCA TPOHUKAIOT B AMHUOTHYE-
CKYI0 HOXKKY (CTAHOBSITCSI COCY/JIAMH TyTTOBUHBI)

Poct u 06pa3zoBaHue CKIIaJ0K IMOPHOHA TPUBOST K (POPMHUPO-

BaHMIO TPYOOK TepeHei U 3a/Hel KUILIKH, 3aKaHUYUBAIOIINXCS

CJIETIO, U CpPeHEN KMILKH, OTKPBIBAIOLIEHCS B JKEITOUHBIN Me-

LIOK

o TTo Mepe GOKOBOro 00pa30BaHMsI CKJIAJ0K ¢ (POpMHUPOBAHHEM
CTEHOK TeJia U TPEBPAICHUS CPEJTHEN KHIIIKH B TPYOKY Mpo-
HCXOUT OTAEICHHUE KEITOUHOTO MEIIKA

° VY3Kas yJUIMHEHHAas IIE€HKa )KEJITOYHOI0 MELIKA = YKEJITOYHBIN
MPOTOK, KOTOPBI COCMHSIET HKENTOUHBIN MEIIIOK C 3aKphIBa-
IoLIeHCs TPYOKOW CpeTHel KHIIKH

ITo mMepe yBenyeHUst 1 0OPa30BaHUS CKJIA0K SMOPHOHA aM-

HUOTHYECKAs [TOJIOCTh PACIIUPSIETCS U MOJHOCTHIO OXBATHIBAET

SMOPHUOH, 332 UCKITFOYCHHUEM ITYTIOYHOTO KOJIbIA

o AMHHOTHYECKasi HOXKKA, aJUTAHTOKC, JKEITOYHBIN POTOK 00b-
€/IMHSIFOTCSI, 00pa3ysl MyMnOBUHY

° AMHHOH TIPOJIOJDKACT YBEIHMYUBATHCS U (POPMUPYET Hal 00b-
€/IMHEHHBIMH 3JIEMEHTAMH ITYTIOBUHBI 000JI0UKY B BHJIE TPYO-
KM — IIJIOTHAs STIHUTEINaNbHas 000I04Ka

B mporiecce pocTa U JBIKSHUIT SMOPHOHA/TLIONA TPOUCXOAUT

MOCTENEHHOE YAJTHMHEHHUE U CKPYYHBAHHE Ty TOBHHBI

OCOBEHHOCTW BU3YAJIN3ALIUN
AHATOMUYECKUX CTPYKTYP

Bomnpocst
* OmpezeseHHe OCHOBHBIX JTaloOB pa3BuTHs (B HEICISIX

ot [TJITTM)
o TlnogHoe stiito (MpU3HAK IUIOHOTO SHIa B JCIHAYaTbHON
06010uKe) 00bIUHO 0OHapy)kuBaeTcs Ha cpoke 4,0-4,5 He.
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OMBPUOJIOTUA U AHATOMMUSA | TPUMECTPA

NPU3HAK NJIOAHOTO AVLA B AELIUAYAJNIbHON OBOJIOYKE
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MwuomeTpuin

MnogHoe ANLO B AeuyayanbHoi 060n0uKe

MonocTb MaTkn

[Jeunayann3npoBaHHbI SHAOMETPUIA

MnopHoe ANLo B feunayanbHon 060510uKe MwuomeTpuin

MonocTb MaTkn

MuiomeTpunin
MnopHoe Ao B AeLyayanbHO 060510uKe

KpoBb B NonocTv MaTku

Monoctb MaTKkmn

MepBUYHDBIN )KENTOYHDBIN MELLOK

MnopHoe AU B feuuayanbHol obonouke
MonocTtb MaTkn

(BBepxy) CxemaTnyeckoe n3obparkeHne cambix PaHHKX YIbTPa3BYKOBbIX MPU3HAKOB Pa3BMTUA SMOPMOHA, ONUCAHHBIX Bblle. [nofHoe ANLo, «<norpy-
JKeHHoe» B Aelnayann3vpoBaHHbIA SHLOMETPUNA, BbITIAAUT Kak aCMMMETPUYHO PacroNioKeHHOe rNnepaIXoreHHoe KOJbLo C aHIXOreHHbIM LIEHTPOM
(B TEKCTe BblLLe 3TOT 3Tan pa3sBuTKA 0603HaUeH Kak Npu3HaK NIOAHOrO Al B AeLyayanbHol o6onouke). lNnoaHoe ANLO He Bcerga BU3yannsnpyeTtcs Ha
PaHHKX CPOKax 6EPEMEHHOCTW, 1 ero O6HAPYKEHMEe CUbHO 3aBUCUT OT OMbITa CNeuranicTa, NPoBoAALLero nccnegoBaHue. (B uentpe) MpusHak nnog-
HOro ANUa B AeuupyanbHo 060nouke npeacTaBnsaeT cobon runepaxoreHHoe KombLo, PAacronoXeHHOe SKCLEHTPUYECKN OTHOCUTENbHO IMHUW CTbIKa
NPOTUBOMONOXKHbIX MOBEPXHOCTEN SHAOMETPUA. COBPEMEHHbIE TEPMUHDBI, PEKOMEHAYEMbIE Af1A ONUCaHVA NOAOOHOrO HabMIOAEHUA: <BHYTPVIMATOUHasA
CTPYKTYpa, HaNnoMu1HatoLan nNnogHoe ANLo», UK «BO3MOXHAA MaTouHas 6epemeHHOCTb (MB)». (BHU3Y) MoKasaH npu3HaKk NnogHoro sinua B geuunay-
anbHol obonouke. B faHHOM Ciyyae KpoBOTeUeHMe NPYBENO K CKOMMEHMIO KPOBY B MOIOCTU MATKU. Tak»Ke OTMeYaeTCs SKCLeHTpMYecKas noKkanmsaumsa
NNOAHOTO ANLA, €ro JUAMETP COCTABAET 4 MM. B HXKHe YacTh NNOAHOrO ANLa, BHYTPY HEro, BUAHa ManeHbKas OKpyrias CTPYKTypa, BEPOATHO, Npea-
CTaBnAoLasn CO60M NEPBUNYHBIN XENTOUYHbIV MELLOK, KOTOPbI MOXXHO B/3yann3npoBaTh C NOMOLLbIO COBPEMEHHbIX AaTUMKOB C BbICOKVM pPa3peLLeHnem.




CTEHO3 U ATPE3US JIETOUYHOM APTEPUA

(CneBa) AHrnorpadus, KOHTpacTHOe ycu-
neHve Hucxopauwen aoptbl. AJTA-LAMXKIT.
OT HMCXxoAALle aopTbl OTXOAAT Kak Mu-
HYMYM YeTblpe Kosnatepani = KpOBO-
CHabxatowme nerkve. (CnpaBa) AHrvio-
rpapua B 6GokoBoW npoekumun. AJlA-
MM>KI. KoHTpacTHOe BelecTBO BBeAEHO
B 3HAUMTENbHO MMMNOMIa3NPOBaHHbIN 1 T1-
neptpodupoBaHHbIn MK => MNeperopop-
Ka UHTaKTHa, BU3yanu3mpyeTcsa HECKONbKO
KOPOHapHbIX CUHYconaoB imed.
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(CneBa) YeTblpexkamepHblli cpe3 cepaua.
AJTA-UMXKI. Tunonnaswa MK B, Hau-
60nblUYy0 APKOCTb Ha CHUMKE MMEIOT 3H-
nokapa n xopabl TK. MameHeHna JTXK
OTCYTCTBYIOT = (Cnpasa) LK B TOW
Xe nnockoctn. OnpepenseTca  TPUKy-
cnupanbHasa peryprutayma oT cpefHen
o Taxenon crenenv BB, 3anonwaiowas
npakTuyeckn Bcto nonoctb M. CreneHb
HepocTaToyHoCTM TK B AaHHOM ciyyae
npefnonaraet OTCYTCTBME KOPOHAPHbIX
CMHYCOVIA0B.

(CneBa) OxoKI y naymeHTa c AJIA. Onpe-
[enaeTca pacluMpeHHbIn apTepuanbHbIi
npotok B, 3 koToporo kpoeb perpo-
rpafiHoO MOCTYNaeT B JIEFOYHble apTepun.
Ob6pallaeT BHUMaHUe OTYeT/VBaA BU3ya-
nnM3auua ayru aoptbl - B HOpMme ayra
A0PThbl ¥ apTEPUASIbHBIA NPOTOK He fexat
B ogHou nnockocTn. (Cnpasa) LUK B Ton
Xe nnockoctn. B aopte onpepensetca
aHTerpagHbiv kposotok B, B aprepuans-
HOM MPOTOKE — PeTPOrpaiHbiii lmd.




I'NIOIIJIA3UA JIEBBIX OT,

KJTIOYEBbIE ®AKTbI

TEPMUHOJIOINA * CriocoOBI BeleHHUs pa3BUBAIOMICHCS OCpEeMEHHOCTH:
e T'wnormnaszust JOK, oOyciioBieHHAst TOH WITH HHOW IPUYHHON o IlannuaruBHas IIOMOIIL — KOHTPOJIb 32 COCTOSHUEM ILIOZA
o CTeHO03 uiu aTpe3nsl MUTPAJIBHOrO KjlanaHa B pogax HE MPOBOAAT, pOAOPA3PEHICHNE BO3SMOXKHO B YUPECIK-
o CTEHO3 WM aTpe3us a0pTaTBHOTO KJlarmaHa JEHHH JIF0OO0TO YPOBHS
o TUMonIasus U KoapKTalysl HUCXONAIIEH a0pThI o XUpypruueckoe JieueHHe —> IJIAHOBOE POJOpa3perIcHue
B ycioBusix cranuoHapa |l yposHs, criennanmsupyommerocs
JIYYEBAA QUATHOCTUKA Ha KapAUOXHPYPIrUH
e JDK yMeHblIeH UK HEe ONpeesieTcst o KoMOmHHpOBaHHOE JIeUeHNE — TUIAHOBOE POIOpA3PEIICHHE
o COKpaTnMOCTh CHIYKEHA, UMEET ChepruIecKyro popMy B ycnoBusix cranronapa Il ypoBHs, mpu sToM nipeanodTeHre
o B JDK MoxeT omnpenensiThCs SPKUH THIIEPIXOTCHHBIA YHII0- OT/IAIOT KaTeTepHOH OAJIOHHOM BaJIbBYJIOIIACTUKE HITH Tpa-
Kapa (dHI0KapaAnaIbHbIH HHOPO3ITacTO3) AVLIMOHHOW XUPYPrun
o JIXK He yuacTByeT B (JOPMHPOBAHUHU BEPXYILKH CEp/ILia * COBEpLICHCTBOBAHNE XUPYPIHIECKUX TEXHUK — POCT IOKa3a-
* DK pacumipeH, GpyHKIUS coxpaHeHa TeJIs BBUKUBAEMOCTH
o IDK «otrecHsier» Bepxymky JOK BcneacTsue koMmnencarop- ° Bo MHOrHX MEIMIMHCKUX I[EHTPax yCIEUIHOCTh Olepaluu
HOU THIIEpTPOpUH Hopsyna (1-i atam) cocramsier >85%
 Mexnpe/cepaHas TIeperopoaka H30rHyTa cileBa HampaBo, uto  ° Onepaiuu Inenna u ®outena (2-i u 3-it oTansI) ycnenHsl
XapaKTEpHU3yeT HAMPABJICHUE KPOBOTOKA noutu B 100% ciyuaes
e Hucxonsmas aopra W IONEPedHas 4acTh JYTU aOPThl 3HAYHU- o JlonrocpouHast BEBDKUBAEMOCTh HEM3BECTHA, HO G-I€THSISI BBI-
TEJILHO YMEHBIICHBI JKMBAEMOCTh C YIE€TOM COBPEMEHHBIX TEXHOJIOTHH COCTaBISIET
e PerporpanHoe 3amoyiHeHUE JyTH aopThl — JYKTYC-3aBHUCHUMOE 64%
KpoBooOparieHue
OCOBEHHOCTU AUATHOCTUKHN
KITIMHNYECKUE OCOBEHHOCTU ¢ BrICOKOI CIIeIM(UIHOCTHIO B OTHOIICHUH JaHHOTO 3a00JeBa-
* IIpu OTCYTCTBUM JiedeHHs 3a00/IeBaHNUE JIETAILHO, CMEPThH Ha- Hust obmagaer OxoKI mona

CTyMacT B TCUCHUC HCCKOJIbKUX Z[Heﬁ WK HCICIb

(CneBa) Atpe3ua MUTpanbHOro
N aopTanbHOro KnanaHos. [MpucyT-
CTBYeT aCUMMETPUA XKeny[oukoB, Bep-
XyliKky cepaua obpasyer MK EE. Boc-
xopAwasa aopTa runonnasvpoBsaHa.
(CnpaBa) YeTtbipexkamepHbi cpes. Knac-
cnyeckas KapTWHa runonnasum  neBbix
otgenos cepgua. MM n MK yBe-
nnyensbl. JIM n JIK YMEHbLLEHbI.
Mwiokapg JTK BbIrnaguT 6onee spKum, Yem
oCTa/lbHaA 4YacTb MMOKapAa, 4To Xapak-
TEPHO ANIA 3HAOKapAuanbHoro ¢ubpo-
3nacTosa.

(CneBa) YeTbipexkamepHbIlli cpe3 cepa-
ua. OnpepenAeTcA yYMeHbLUEHHbIN TU-
nonnasnpoBaHHbIi JIXK 6e3 Bblpa-
)KEHHOro  3HAOKapauanbHoro  ¢ubpo-
anactosa. MK pacLlimpeH 1 oTTecHAeT
Bepxywky JIXK. OTyetnmeo pasnuyaetca
amMnn , a TakXe MPOXoAAWwnin yepes
Hero KpoBoTok. (CnpaBa) Cpe3 no KopoTt-
Kou ocu cepaua. JIXK no popme HanomrHa-
eT NpaKkTNYecKn naeanbHblii Kpyr —> e
Nep3XOreHHOCTb Y4YacTKOB MMoKapaa
ABNAETCA NMPU3HAKOM SHLOKapPAVaNbHOro
¢dunbposnacTosa.




I'NITIOIIVIA3HUA JIEBBIX OTAEJIOB CEPALA

TEPMUHOJIOTUA

CHHOHHMMBI
e Tunomnuasust JIeBbIX OTAENOB CEPIIIIA
* Cunapom rumoruiasuu JeBsix otaenos cepama (CITIOC)

Omnpenenennst

 I'mnorurasus JDK, oOycrnoBneHHas TOi Wil WHOW TIPUIAHON
o CTEHO3 WM aTpe3usi MUTPAJILHOTO KJIanaHa
o CTEHO3 WU aTpe3usl a0PTaJIbHOIO KJlaraHa
o I'mnorutazus U KoapKTalus HUCXOAIIEH aopThl

JIYYEBAA ANATHOCTUKA

Oo01ue cBeIeHNsa
° KpI/ITepI/II/I JUArHoOCTUKHU
o M3meneHus Ha ueTbipexkamepHoM cpese: JOK ymenblen u e
y4acTByeT B ()OPMHUPOBAHUHN BEPXYILIKH CEpIla

IxoKI'
e OxoKTI'
o Ilpencepaust
* MexmpeacepaHas eperopojika H30THyTa CJIeBa HaIpaBo
— EnuHcTBeHHBIN BbIXOX AJ1s1 KpoBoTOKa 13 JIIT
* Penko oTBepcTHE MEXIy MPEICEPAUSIMU MOXKET OTCYTCTBO-
BaTh
— B pacmmpeHHBIX JeroyHbIX BeHaX ONpeessieTcs] peTpo-
TpajiHbBI KPOBOTOK
= JIII runomutazuposano, I1I1 pacmmpeno
° TK
* dubpo3HOE KOIBLO PACIIMPEHO, OHAKO CaM KilaraH chop-
MHPOBaH NPaBHILHO WM YMEPEHHO TUIIOIIa3HPOBaH
o TDK
* Pacmmpen u Hepenko oTrecHseT Bepxymky JOK
= T'uneprpodupoaH, pyHKIHI cOXpaHEHA
o JlerouHast apTepusi paciiupeHa Bceraa
° ApTepHanbHbIi IPOTOK yBEIUYCH
o MuTtpasbHbIi K1anaH
* ATpe3upoBaH WJIM 3HAYUTEIBHO THIOIUIA3UPOBAH M CTe-
HO3MPOBaH
o JDK
* VMEHBIIECH WIN HE ONPENeIsieTCs
* COKpaTUMOCTh CHIDKCHA, (hopma MpHOImKeHa K chepuie-
CKO# (B HOpME — TyJICBU/IHAS)
* MoseT onpeaessaThes TuepIxoreHHbIi suaokapa JOK (9u-
JOKapauaibHbIid GuOpoanacTos)
° AopTasIbHbIN KJanaH
* ATpe3upoBaH WJIN 3HAYUTENBHO THUIOIUIA3UPOBAH U CTe-
HO3UPOBaH
° Bocxozsiiias U nonepeyHas 4acTh Jyr'd a0pThl 3HAYUTEIBHO
YMEHBIICHBI
= Kak npaBuito, coueraercs ¢ KoapKranuei
* K
o [To3BOJIsIET MOATBEPAUTH OTCYTCTBHE MIIN CHIKEHHE KPOBO-
TOKa Yepe3 MUTPAJIbHBIN U aOpTaJIbHbIN KJ1allaHbl
o IIlyHTHpOoBaHME KPOBH CJIEBa HANPaBO Ye€pe3 OBATBHOE OKHO
o PeTporpanHoe 3amonHEHUE AYT'H aopThl U3 apTEPHAIBLHOIO
MIPOTOKA
o B muokapae JOK moryT onpenensitbesi BEHTPUKYJIOKOPOHAp-
HBIE COCJIMHEHHUS
o OneHuBaroT HeaxocTarogHocTh TK
* WmnynbcHas pomnruieporpadust

o TIo3BOJISIET IOATBEPANTH HAMPABICHUE KPOBOTOKA M CTCHICHD
00CTpyKIIHH

o JloMoraer OlEHHUTh JABICHNE BHYTPH KEIYIOUKOB

° JI03BOJISIET OLIGHUTh CTEIICHb OOCTPYKIMH B OOJACTH MEX-
JKEITYJOUKOBOI MEPErOPOIKH 10 XapaKkTepy KPOBOTOKA B JIe-
TOYHBIX BEHAX

y3n
* [lo nanubM aytorcuid, B 10% cirydaeB JONOJHUTENBHO NPH-
CYTCTBYIOT BHECEP/ICUHbBIC AHOMAINU Pa3BUTHUS
o JlnahparManabHbIe TPHDKA
o Tsxensle nopoku pazsutus [{HC, Takue kak ['TID
* 3HAYUTENIBHO YXY/IIAIOT IPOrHO3

PexoMenganum 1o j1y4eBoii 1MarHOCTHKE
» CoBeThlI 110 MTPOBEICHUIO UCCIIEOBAHMUS
° Ecim BU3yaJIM3upyeTCst TOJIBKO OJMH JKEyI04eK
* OueHUBaIOT MOP(OIIOTHIO KEITyT0UKa
* Hcxorrogarot sHI0KapIHANBHBINA (HOPOIITACTO3
— «Slpkuit» runepIxoreHHbIN YHI0Kapa B JOK
* HaxonsT BEHTPUKYIOKOPOHAPHBIE COCANHEHUS
— Yarie BCTpevaroTCst PU CTEHO3€ MUTPAILHOTO KilarnaHa
U aTpe3UU a0pTaIbHOIO KJIalaHa
o OUeHHUBaIOT KPOBOTOK dyepe3 AB-kitananbl
* CTeHO3 Wi aTpe3usi MUTPAJIbHOTO KJIanaHa
* Hannune niam oTCyTCTBHE TPHKYCHHIATBHON PETYpruTanuy
o OLeHMBAIOT KPOBOTOK uYepe3 KIanaHbl MarkuCTPalbHBIX CO-
CYIIOB
* CreHO3 MM aTpe3us a0pTalbHOIO KilalaHa
° OueHUBaIOT KPOBOTOK B IyT€ aOPTHI
* B GompmmHCTBE ciydaeB 00HAPYKUBAOT KOAPKTAILIUIO
* PerporpajgHoe 3amonHeHne Tyrd a0pThl U3 apTEPUATLHOTO
MIPOTOKA
o OLeHHUBAIOT HAIPaBJICHNUE IYHTUPOBAHHSI KPOBU Ha YPOBHE
npeacepani
= CrneBa Hampaso Yepe3 OBaJIbHOE OKHO
* Ecam Mexmnpesncepanasi Ieperopoaka NHTAKTHA, TPOBOIST
Jonrieporpaduio JIETOYHBIX BEH

ANOOEPEHLIMANbHDIA AUATHO3

TssKeJIbIH CTEHO3 A0PTAJTBHOIO0 KJallaHa

* AHTeTpagHbIi TOK KPOBU HA a0PTAJILHOM KIIallaHe

* MurpasbHbIi KJIallaH MOXKET UMETh HOPMaJIbHBIE pa3MeEphI

* JIXK moxeT yuacTBOBaTh B (JOPMHPOBAHUH BEPXYLIKH CEpALA

Koapkrauusi aopTsl

* MurpanbHbIil U a0pTabHbIN KilallaHbl HOPMaJlbHBIX Pa3MepOB
WM YMEHBIIIECHBI

e JIK, xak mpaBwiIo, y4yacTByeT B (pOPMHUPOBAHUM BEPXYIIKH
cepaua

» Koapkramus aopThl BCTpedaeTcs NMpU CHHApoMmax TepHepa
u lona

Cungpowm Illona

* [lonnast popma cHHAPOMA BKIIOYAET HANMYME HAAKIANaHHOW
MeMOpaHbI MUTPAIBFHOTO KJIaraHa, MATPaJIbHEIA KiTanaH B ¢hop-
Me [aparoTa, Cy0aopTaabHbI CTEHO3 U KOAPKTALUIO a0OPThI

* OmpereneHye CHHAPOMA 4acTO PACIIUPSIOT, BKIIOYAs CTCHO3
MHUTPAIBEHOTO U A0PTaJIbHOTO KJIAMAHOB, a TAK)KE Ha IKJIAIaHHBIN
AOpTaAJIbHBII CTEHO3

* MHBIMHU cTIOBaMH, CHHIPOM ITOJpa3yMeBacT HaJIMUIKE cpa3y He-
CKOJIBKHUX (OPM OOCTPYKIINH JIEBBIX OT/ICIIOB CEepIia
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I'NIIOIIVIA3UA JIEBBIX OTAE

MATOJIOTOAHATOMUYECKWE OCOBEHHOCTU

OO0mue ceegeHust
* DTHONOTH

o JIpensiokeHO HECKOJIbKO TEOPUH, HU OHA U3 KOTOPBIX HE sIB-
JISIETCSl NCUEePIIBIBAIOLICH

o CTpPYKTYpHBIH Ae(eKT Ha paHHUX 3Tanax (pOpMUPOBAHHS
cepala, CroCoOHBIN MPOrpeccupoBaTh

o «DyHKIMA onpenenseT Gopmy»

* ATpesus aopTalbHOTO KjamaHa — KPOBb HE MOKHIAeT
JIK — runonmasus JIK u aopTsr
* ATpe3usi MUTPAJIIBHOTO KJIallaHa — KPOBb HE IOCTYIIAeT
B JDK — runomnasus JIK u aoptst
e I'enernueckue (akTopsl

o CymiecTByIoT yOeuTeIbHbIE T0Ka3aTeIbCTBA B TIOJIB3Y HAJN-
YHs TeHeTUYECKHUX (PaKTOPOB M BBICOKOTO PHCKa OBTOPHOTO
BO3HUKHOBEHHUS 3a00JICBaHUS B CEMbE
* AHanm3 polIoCIOBHBIX MOKa3all, YTO PaclpoCTPAaHEHHOCTh

MOPOKOB Pa3BHUTHA cepala (IBYyCTBOPUYATHIH aopTaIbHbI
KJIallaH, CTeHO3 a0PTAJIBHOTO KJIalaHa, KOapKTaIHsl a0PTHl,
CI'JIOC) cpemu OMMKAMIIAX POJCTBEHHUKOB TAIHEHTOB
¢ CIJIOC cocrasmsier 12%

o OOwmwui ren, cneruduueckuii B orHomenun CIJTIOC, Benen-
CTBHE BBICOKOW T'€HETUYECKOIl reTepOreHHOCTH He BBISIBIICH,
OJIHAKO JI0Ka3aHa CBsI3b C HECKOJIIbKUMH T'eHaMHU
* NOTCH1, dHAND, HRT1 u HRT2, NKX2-5

o Cea3p Mexxay CIJIOC m HEKOTOPBIMH XPOMOCOMHBIMHU aHO-
MaJIHAMH:

* Yacrora CIJIOC y mmomos ¢ curapomom Teprepa (45, X0)
cocragisier 13%

* T18 m T13

* Cunzgpom SkoOcena (menermst aucransHoi yactu 11q) —
10%

Maxkpockonuyeckue H3MeHEeHHsI U HCCJIeJOBAHNE
OIepanMoOHHOI0 MaTepuaJja
* DHIOKapIUaIbHbIA (GHOPO3ITacTo3
° VTONIIeHNne YHI0KapANAIEHON BBICTHIIKH 3@ CUET M30BITOU-
HOTO COJEp)KaHHs KOJUIareHa M TKaHH JIaCTUYeCKOro THIIA,
HPEIOI0KUTEIBHO 00YCIOBICHHOTO HIIEMHEH
° OOBIYHO COUETACTCS C aTPE3UeH MM TAKEIBIM CTEHO30M
A0PTaJIbHOrO KJIalaHa

KNNHWYECKUE OCOBEHHOCTHU

Kinnnueckass kapTuHa

* Yaie Bcero aHOMaInio0 0OHApYXKMUBAIOT BO BPEMsI CKPHHUHIO-
Boro Y3U B 18-20 Hep.

e lI3MeHeHMs Ha YETBIPEXKAMEPHOM Cpe3e

Jdemorpaduyeckne 0co0eHHOCTH
* DNuAeMHOIOT s
> 2,8% BIIC
o 0,16:1000 netel, poAUBIIMXCS JKUBBIMH
o TIpeo6maaatoT HOBOPOKIEHHBIE MY*XCKOTo mona (55-67%)

EcrecTBeHHOE TeUeHUE U NPOTrHO3
e CITJIOC, BEISBICHHBIH B MIPEHATATIHLHOM IIEPHOIE
o BHyTpuyTtpoOHast cmepts miozna — 20%
e HaubGosiee TspKenbie (OPMBI BIICPBBIC BBISIBIISIFOT Y HOBOPOXK-
JIEHHBIX
o I[Ipu OTCYTCTBHU JICYCHUS CMEPTh POCHKA HACTYIIACT B TCUC-
HUE HECKOJBKUX JIHEH WIIM HENETh

* COBEpIICHCTBOBAHNUE XUPYPIrHYECKUX TEXHUK — POCT MOKa3a-

TeIsl BBDKUBAEMOCTH

° Bo MHOIMX MEIHUIMHCKHX LEHTPAX YCICIIHOCTh ONEPalHu
Hopgyxna (1-it aram) cocrasisier >85%

o Onepaunn [enna u @onrena (2-if U 3-if TaIBI) YCICIIHEI
npakriyecku B 100% ciyuaes

o JlaHHBIE O IOJrOCPOYHOM BBIKUBAEMOCTH OTCYTCTBYIOT
* B cBs3u ¢ HECKOMbKHME (DAKTOPaMH B HACTOSINECE BPEMs

MOKa3aTesb MOXKET YBEIHUHBATHCS
* [lo naHHBIM HEJAaBHHUX KPYIHBIX HCCIEIOBAHHUH, CMEpT-
HOCTb K 6 rogam nocrturaer 45%

o CMEpTHOCTH TIOCIIC KOMOMHUPOBAHHBIX Oreparnuii (mpuoiu-
3uTenbHO 15% BCeX BBIMOJIHEHHBIX ONEpaLil) COCTABISICT
30%

* PHCK MOBTOPHOTO BO3HUKHOBEHHS
o OuuH cubimHr — 2%, nBa cubnuara — 6%

Jleuenue
¢ [TokazaHO KApHOTUTIIMPOBAHUE
° B 15% ciyyaeB 0OHapyXKMBaIOT XpOMOCOMHBIE aHOMAJINU
= Yaiue Bcero — cunapom TepHepa
e C y4eToM BBICOKOW CMEPTHOCTH ¥ COMHHUTEIILHOTO J0JITOCPOU-
HOTO IIPOTHO32 MOXKET OBITh MPEAJIOKEHO HpephIBaHHE Oepe-
MEHHOCTH
o BpI6op B 10NIb3y IpEpHIBaHKS OEPEMEHHOCTH 3aBUCHUT OT MHO-
rux (akropos, HO B CIIIA ero genaior Bce pexe
= CHIA - 13%, Epoma — 44-71%
* CriocoOsI BeIeHUs pa3BUBAIOIICHCS OEpEMEHHOCTH
o IlayqumatuBHas Tepamnus — KOHTPOIb 332 COCTOSHHEM ILIOJA
B POJax He MPOBOJSAT, POAOpa3pelIeHHE BOZMOXKHO B YUPEK-
JICHUH JTF000T0 yPOBHS
o XUpypruueckoe JieueHHEe —> IIJIAHOBOE POJOpa3pelIcHue
B ycnoBmax cranuonapa |l ypoBHs, crienmanusupyromerocs
Ha KapAHOXUPYPIUU
o KoMOuHHpOBaHHOE JIeUeHUE — IIIAHOBOE POAOpa3peLICHHE
B ycnoBusix crauuonapa |l ypoBHsi, npu 3Tom nipennoutenue
OT/IAIOT B TIOJIb3Y KaTETEPHOH OaNIOHHOM BaJIbBYJIOTIACTHKH
WIN TPAJUIMOHHON XUPYPrHA
o TpaHcIuTaHTaNUs cCep/Ia — IMoKa3aHa B cirydae Hed(h(heKTHB-
HOCTH XHPYPTHYECKOTO JICICHUS
e [TannnaTuBHAsi XHPYPIUsl BKJIOYAeT TPH 3Tana
o 1-ii 9ran (onmepauust HopByna): Ha 1-if Hemene ®u3Hu
* PexoHCTpyKIUs a0pTHI U3 JIOCKYTOB, MONYyYEHHBIX U3 JICTOU-
HOH apTepuu, CaMOl a0pThI WM C TIOMOIILIO HCKYCCTBEH-
HBIX MaTepHaIoB
* VYhaneHue MeXIpencepaHON epEropoiKu
= ynTuposanue no bienoky—Tayccur unu popmupoBanue
anactomo3a Mexay DK u merounoit aprepueii (Mmoxudu-
UpOBaHHOE IIyHTHpoBaHue o CaHo), obecnevnBaromiee
KpPOBOCHAOKEHHE JICTKUX
o 2-it 9Tan (omepauus [eHHa): Ha 3—6-M MecsIle KU3HA
* AHACTOMO3 MEXTy BEpXHEH MO0 BEHOH U JIETOYHOHU ap-
Tepuen
* B HEKOTOpBIX MEIMIIMHCKMX LEHTPaX TAKXKE BBIITOJIHSIOT
onepauuto remu-OoHTEeHA
o 3-ii 9Tan (omepanus ®onrena): B 2-5 ser
* AHacTOMO3 MEXJly HUYKHEH MO0JI0M BEHOW U MpaBoi Jierou-
HOH aprepueit
* AHAacTOMO3 MOXET OBITh JIATEPATbHBIM TYHHEJIBHOTO TUIIA
WM SKCTpaKapIuaiIbHbIM
= Yacro npousBosT enecrpamnmio anactomosa ¢ [1XK c me-
JIBI0 (DOPMUPOBAHUSI «BBITYCKHOTO KJIAITaHa»



I'NIIOIIVIA3HUA JIEBBIX OTAEJIOB CEPILA

» KoMOMHHpPOBaHHOE [TAJUIHATHBHOE JICUCHUE
° BkIIouaeT CTEHTUPOBAHUE apTEPUATIBHOTO IIPOTOKA U JIBYCTO-
POHHEE Cy)KEHHE JIETOYHBIX apTepUi OCiIe POXKICHUS
o Crio)kHasi AByXdTallHasl ONEpalysl, BKJIIOUAIONIasi OTEPaIifio
HopByna u pekoHCTpyKLuUIO Tyru aopThl N0 [7eHHY B BO3-
pacre 4-6 mec.
* TpancnnanTauus cepaua
o [loka3aHa npu HeIPEKTUBHOCTH XUPYPTrHUECKOTO JICYCHUS
° BbICOKHI OKa3aTelb CMEPTHOCTH 3a BPEMsl 0XKUIaHNS TPaHC-
TUIAHTALUH
* OrmycaHbl CTy4an XUPYPrHIecKIX BMEIIATEIbCTB Ha IDIOAE IS
npenotepamienus CITIOC
° BaiyioHHas BalIbBYJIOIUIACTUKA IPU TSKEIOM CTEHO3€ aop-
TaJIHOTO KJIallaHa y IIozia
* Bbicokuil pucK BHYTPUYTpOOHO# cmepta 1iona (19%)
* Omneparyst UMeeT OJIarONpPUATHBINA UCXO NPUOIN3UTEIBHO
y 1/2 mantmenToB; y 29% ymaeTcsi BOCCTAHOBHUTH OHBEHTPH-
KyJIIpHOE KPOBOOOpaIleHHe

OCOBEHHOCTU ANATHOCTUKN

BaskHo 3HaTh

* Beicokoii crierduunocteio B otHomernn CIJIOC obnanaet
OxoKI
° TouHOCTH MpeHaTaILHOM AMAarHOCTUKK cocTasisier 95%

IIpusHakH, yYuThbIBaeMble IPH HHTEPNPETANNHA

pe3yJabTaToB

e JIDK ymensieH, He y4acTByeT B (DOPMHPOBAHUHU BEPXYIIKH
cepAla, COKpaTUMOCTh CHIDKEHA

* MuTpajbHbI U AOpTaJbHbIM KJIallaHbl YMEHBILIEHbl WIH OT-
CYTCTBYIOT

* Bocxopsmas aopra IMIONIIa3UpOBaHa, 3aIOJIHAETCS 3@ CUET
PETPOrpagHOro KpOBOTOKA U3 apTEPUAILHOTO IIPOTOKA

JIUTEPATYPA

1. Karamlou T et al: Stage 1 hybrid palliation for hypoplastic left heart
syndrome — assessment of contemporary patterns of use: an analysis
of The Society of Thoracic Surgeons Congenital Heart Surgery
Database. J Thorac Cardiovasc Surg. 149(1):195-201, 202.e1, 2015

2. Wilder TJ et al: Survival and right ventricular performance for
matched children after stage-1 Norwood: Modified Blalock-Taussig
shunt versus right-ventricle-to-pulmonary-artery conduit. J Thorac
Cardiovasc Surg. 150(6):1440-50, 2015

3. Barron DJ et al: Hypoplastic left heart syndrome. Lancet. 374(9689):
551-64, 2009
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I'NIOIIJIA3UA JIEBBIX OTAEJIOB CEPALIA

(CneBa) 3xoKI' nnopa, uyeTblipexkamep-
HbI cpe3. [N 3HaunTeNbHO YyBe-
NINYEHO MO CPaBHEHWIO C HebonblIM
flal > BNy | rMnonsasnpoBaH v runep-
TpoduposaH, MK rmnepTpodupoBaH.
(CnpaBa) Tot e cnyuyan. LK. Busya-
NN3MpPyeTCcA TOK KPOBM Yepes3 oBajlbHOe
OKHO I, HampaBieHHbIN C/leBa HampaBgo,
4TO COOTBETCTBYET KapTuHe o6CTpyKuuu
neBbix oTAenoB cepaua (M => )}

)
=r
o0
(o}
)

V)

(CneBa) Aytoncusa. Bocxopdwaa m no-
nepeyHasa YyacTb Ayrv aopTbl rmnonnasu-
poBaHbI [=], nerounan apTepusi 3Hauu-
TeNIbHO yBenuMyeHa 1 npopomKaeTca
B HMCXOAALLYIO aopTy uyepe3 apTepuvanb-
Hbiin npotok [, (CnpaBa) Cpes uepes
BbIHOCALLMI TPAKT Y MJI0Aa C runonnasmen
neBbIX OTAENOB cepAua. Busyanusumpyetca
3HAYNTENbHO YMEHbLUEHHbIN BbIHOCALLNIA
TpakT JIXK = BbiHocawmin TpakT MX yse-
nnuen B

(CneBa) Cpe3 uepe3 gyry aoptbl. Bocxo-
fAAwas aopta runonnasuposaqa EE. Pac-
NMONOXEHNe a0PTa/IbHOrO KianaHa MOXHO
onpefenntb MO  PacCMoONIOKEHNIO  aop-
TalbHbIX CMHYCOB EX. (Cnpaea) Tor xe
cnyyan. UAK. B nonepeyHon yactn ayru
aopTbl ornpeaenAeTca MHBEPCUA KPOBO-
Toka BB, npu 3ToM HekoTOpLI 06bEM
KpoBU Hanpasnaetca K ronose EX. [lan-
HaA KapTWHa XapakTepHa Ana OTCYTCTBUA
aHTerpagHoro KPOBOTOKa Yepes aopTab-
HbI KnanaH. KpoBb [ofkHa noctynaTb
K KOpOHapHbIM apTepuam, obecreurBas
nepoysuio cepaua. KpoBOTOK B rnaBHOW
NneroyHom aptepuu HanpaB/eH aHTe-
rpagiHo.
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