3arnopoXXCKUM rocyaapCTBEHHbIN MEAULMHCKUIA YHUBEPCUTET
Kadbenpa netckux bonesHen OO

[laTonoria cepueBo-CyaAUHHOI
CUCTEMU HOBOHAPOOXKEHOrOo

Nekuma onst Bpaden-nHTepHoOB
[ou.Kotnosa HO.B.
2015-2016 H.p.



AKTyarnbHOCTb

[Mo paHHbIM BO3, cpean Bcex HOBOPOXAEHHbLIX OKOMno 1% aeten c
BpOXAEHHbIMW nopokamMmu cepaua. OT NOpoKoB cepaua ymmupaeT 5-6
neten Ha 100 Tbic. HaceneHus. B TedeHMe nepBOro roga *XmM3Hu
ymupaet okosio 54% atux geten, 0o 5 net - 84%.

Bbicokasi CMePTHOCTb, KOPOTKasi NPOAOIKUTESNTBHOCTb XKN3HW,
MNS10XOWN NPOrHO3 NOAYEPKNBAKOT aKTyasibHOCTb COBPEMEHHOM
OVArHOCTMKKU, KOHCEPBATMBHOIO N XUPYPruyecKoro nevyeHna geten c
BpOXAeHHbIMW nopokamu cepaua (Bl1C).



Llenb nekuuu

o CBOEBpeEMEHHada gMmarHocTuka rnaTosiormm
CCC y HOBOpOXAOEHHbLIX U OeTen angd
cBoeBpeMeEHHOU Koppekummn BITC w
npeanynpexgeHna gekomneHcauun CCC



e [letn c cnHapomansHon doopMOnN MHOXECTBEHHbIX
NOPOKOB pPa3BUTUA U T’EHETUYECKUMUN CUHOPOMAMU
(dayHa, Nartay, 9aBapaca, HyHaH, Yapox)

o CoyeTaHue aHOManMn u NOPOKOB PasBUTUS
XKenyao4YyHO-KMLLEYHOro TpakTa n cepaua
HabrnogaeTca npu cuHapomax [layHa, bekBuTta-
BugemaHa, KopHenuu ge JlaHre, VATER-
accoumnaumnun, cuHapome Mekens-I'pybepa,
Annaxunns. ObpaTHbIM pacrnofioXXeHNeM
BHYTPEHHMX OpraHoOB, B TOM YMCIie N OpraHoB
XKenyao4yHO-KMLLEYHOro TpakTta, cConpoBoXaanuch
cuHapombl KaptareHepa un MIBemapka (cuHapom
nonun- nMbo acnneHunn).



CuHpgpom [ayHa




nHapowm llatay




CuHapowm lNaTay




CunHpgpowm lNaTay




CuHapom SaBapaca




VATER accouwni

e Vertebral anomalies -

HapyLlueHue
CTPOEHUSA NO3BOHKOB
Anal atresia -
aTpe3nsa aHyca
Tracheo

Esophageal fistula -
TpaxeonuLieBOAHbIV
cBULL

Radial and/or Renal
anomalies -
aHoMarnumu ny4yeBblX
CTPYKTYpP U/1nu no4vek




AnapXunnsa cuHapom

-

596 Alagille syndrome (arteriohepatic dysplasia).
ote: Prominent forehead, deep-set eyes with
ongoloid slant and straight nose with prominent

nasal bridge.

Other features: Congenital heart disease,
particularly peripheral, pulmonary stenosis,
neonatal hepatitis, obstructive jaundice, mild
epatic dysfunction and mild mental retardation.
Inheritance: Autosomal dominant with very




HyH aH CIU I-IH%M% BCTpeuaeTCs y

HOBOPOXOEHHbIX
(y 1 n3 16000 mans4nkoB);
KapmnoTun HopMasibHbIN.
HacnenosaHue ayToCOMHO-
OOMUHaHTHOe.
[10 OCHOBHbIM KIUHNYECKUM
NpOosABNEHNAM (HU3KUM POCT,
KpbI1OBMOHbIE CKITafKnN Ha LWwee, NTOo3,
BasibrycHasi nedopmanma noKTeBbIX
CyCTaBOB , He4opPa3BMUTUE MOSTOBbIX
Xernes, numdartnyeckme oTeku
KMCTEW N CTOM ) CXO4EH C CUHAPOMOM
TepHepa .
Opyrve npusHakn cuHapoma HyHaH:
NTO3, BNanas rpyaHas KreTtka ,
MOPOKM MpasbixX OTAEN0B cepaua (
CTEHO3 JIEro4HOM apTepun ),
TpeyrosibHoe N1Uo U yMCTBEHHas
OTCTanocCThb .
Y Marne4mkoB BCTpevaeTcd
KPUMNTOPXN3M U MUKPOMEHUS .




CuHgpom bekButa -BugemaHHa 11p15

NmeeT vyactoTty npu poxageHmnn 1/12000
CuHgpom bekButa-BngemanHa — tpmaga:
NyNoYHas rpbbka, Makpornoccus, rmraHTuam;
4acTo NpU POXOEHUN OTMEeYatoT MMMNOrfMKEMUIO,
BbIpa)KEHHY0 NpeapacnonoXXeHHOCTb K PasBUTUIO
onyxonu Bunbmca. Jlnuesble nnockue
remaHrmomel, remurunepnnasms. JleyeHve
MeANKaMeHTO3HOeE (rMIoKOKOPTUKONAbI) U
Xupypruyeckoe (yganeHue onyxonen). dueta. o
BO3MOXHOCTU XMBOTHbIE XUpPbl CrieayeT
3aMeHsATb pacTUTerNbHbIMU, YMEPEHHOEe
orpaHn4yeHne CriMBOYHOro Macra.

240-243 Beckwith—Wiedemann syndrome.
Note: Large tongue with open mouth. Infra-orbital
hypoplasia. Horizontal creases on the lobe (arrow)
of the ear together with small, punched-out pits
behind the helix (arrow).

Other features: Accelerated growth and osseous
maturation, omphalocele, organomegaly, dia-
phragmatic eventration, pancreatic islet cell
hyperplasia leading to hypoglycaemia.

Inheritance: Mostly sporadic, but occasional
dominant pedigrees described.




PaKTOpPbI PUCKA POXKAEHUS
pebeHka ¢ Bl1C

brnuskopoacTBeHHbLIU Opak,

Yrpo3a npepbiBaHUA 6epeMeHHOCTHU B
nepBoOM TPUMeETpe

CnoHTaHHble abopTbl UNu
MEPTBOPOXAEHNA B aKyLUEPCKOM
aHaMHe3e

UHeKUNOHHbIe 6one3Hun
JHOOKPUHOMNMATUU Yy CYyNnpyros
Hanunuue peteun c BIIC



Cemuotuka BI1C

o ApTepuanbHasa rmnokcemus / uBeT
KOXHbIX NOKPOBOB

o CepaevyHasa HegOCTATOYHOCTD:

o Mpucrtynbl oabIWKK [ TaXUNHO3,
AanbHeuLleM nokKalwnmBaHue

o Taxukapaus
o enaTocnneHomMmeranua



Hopma
pO, - 60 -80 mm pT CT

Sa O, - 96 — 98%
ApTepunanbHasa runokcemMus

HoBopoXAaeHHbIe
C LULMAHO30M

p02< 60 mm pT CT 20, < 50 mm pr cr
Sa02<75-85% 8802<7O°A)

et c uMaHO30M

o LlnaHo3s «ckpbiBaeTca» doeTtaribHbIM reMorfiobnHom,
aHeEMUNEN

o [lpnunmnbl Al :
BHyTpucepaedHbini cbpoc

CHWXEHHbIW NEroYHbI KPOBOTOK
TMC



Crenennb

Xapaxkrepuctuka CH

YMepeHnHbie Taxukapaus U oabimka (10 120% HopMbI) B HOK0E MM NIPH
He00JIbIIIOM HATPY3Ke (KOpMJIEHHE)

IleyeHb BBICTYNIAET MEeHee YeM Ha 3 ¢M M3-10J Kpas pédepHor 1yru
Pa3mepsnl cepana MOryT ObITh He YBEJIHMYCHbI

C noMoOIbI0 MEAMKAMEHTO3HOM TePANUU YIACTCH 100U THCH
KOMIICHCAIIUU MMOKa3aTe/ien

II

v
KapJMOTeH
HBIN MIOK

Taxukapaus u oabiika Ha 25-50% Bblle HOPMBI (B MOKO0E)

IleyeHb BbICTYyIAET 00Jiee YeM Ha 3 ¢M M3-II0J Kpas pédepHoOi Q1yru
B03MOXKHBI OTEKH HA CTONAX M JIMIIE, 0€CTIOKOMCTBO, 3ATPYAHEHHOE
KOPMJICHHE, HENMMOCTOSAHHBIE 32ACTOMHBIE XPHUIIbI B JIETKUX
Pentrenosiornueckn wiu npu IxoKI' 3amerna quaaranus nmoJsiocrei
KEJTYI0YKOB

MeaukaMeHTO3HAsl TEPANUSA YMEHbIIAET BHIPAXKEHHOCTH CUMIITOMOB /10
ypoBHs I cTrenenu

ApTepuajbHas THNIOTOHMS, I€KOMIICHCUPOBAHHBIA allU/103,
nepudepruyecKuil crnasM (CHUKEHO HANOJHEHHE KANULISIPOB KPOBbIO,
X0JIOHbIE KOHEYHOCTH, 0JIeAHOCTD), pe3koe yrHerenue LHTHC, onurypus.
Bo3moxkua Opaguxkapaus meHee 80 yn1apoB B MUHYTY




o [laTonorua cepgua y oeteun nepBoro roga *XM3sHu,
npeacraBneHHasi B 00NbLUNHCTBE ClyvYaeB BPOXAEHHbIMU
nopokamu cepaua (BIN1C), maHndecTnpyet Tpmagoun
CUMMTOMOB: cepaevyHasa HeaoCTaTOYHOCTb, LMaHo3, WyM Hag
obnacTbio cepaua.

e Y B3POCIOro naumeHTa n pebeHka LWKONbHOro Bo3pacra
TPpaANLMOHHBIMY CUMITOMaMM cepaevyHon HeAOCTaTOMHOCTH
ABNAIOTCA TaxMKapausa, TaxmnHod, Kpenutauus B NErkux,
OTEYHbIN CUHAPOM, renatoMmeranus.

e Y pebeHKka nepBoro roga *Xm3HM CUMMTOMbI CEPAEYHON
HeOoCTaToOYHOCTM MOTYT ObITb MeHee cneyndunyHbIMN, HepPeaKo
MaHUPEeCTUPYSA KNUHNYECKON KaPTUHOU HapyLUEHUN CO
CTOPOHbI OpraHoB NULLIEBAPEHUA U MAaCKUPYACh Mo, Hee.

Mo maTtepuanam Xlll KoHrpecca getckux ractpoaHTteponoros Poccum -
2006r.



Cemunotuka BINC

AopTanbHbii Knanas

N3meHeHUs npu npoBeaeHU [N
MHCTPYMEHTanbHOro |
obcnenoBaHuUA

U3MeHeHune rpaHuvy cepgua wu
ero KoHdurypauum

U3meHeHUue nynbca n Al

(moHoweHHbIN — 60 —90 /30 - 60 MM prT. CT,,
HeaoOHOLWeHHbIN — 40 — 80/ 20 — 50 Mm pT. CT.

N3meHeHMe aycKynbTaTUBHOM |
KapTUHbI cepaua

TpuKkycnuaansHbIn
Knanas

KnanaH neroyHou
aprepuu

MuTpanbHbIn
KnanaH




[OnHamMmunka «wymMoB» Y HOBOPOXAEHHbIX

e Lym B nepByto Hegenwo
XU3HU — CYXXeHMA B obriacTu
KrnanaHHOro annapara
COCYO0B UMK KranaHoB
Kamep cepaua

o« B BepxHen yacTtu rpygHou
KINEeTKU - NMErovHbIn,
aopTanbHbI CTEHO3bI

o Cucronmyeckmn Lym Ha
BEpPXYLUKe —
TpUKycnuaasrnbHbIN Nn
MUTPanbHbLIN

o [lo Mepe cHMXeHuda
N1ero4HOro CornpoTUBIIEHNUS
nocne poxaeHus (4- 6 -8
CYTKM) «O3BY4YMBAKOTCS»
cenTasibHble NOPOKU

et

AopTa
BepxHaa

nonaa eeHa BeHbl

NEMYHOM apTepMK

Nesoe
npeacepauve
KnanaH nerovHor & "

cTeona , o
BeTewr neryHoM

npeacepave
KnanaH _ MWTpanEHBIA

KnanaH

aopTel |
REXCTEOPYaTLI

KnanaH

Neebi
Henyaoqek
CyxX0¥MNbHBIE
CB A3KM

Mpasbii
HKEenyao4deK
CepaedHas

MblllUEA

AMpoEas
NPOCNOMKS MesKenyaodHaa
neperopoaka

HuxHAaa
nonaa eeHa



Macku BI'1C «bneagHoro» tuna

CepoedHas HepoctatodHocTb (CH) maHudbecTmpyet co
creayrowmx cMMNToMoB «nopaeHusa XKKTx»:

1) TpygHOCTK BO BCKapMInBaHum (becnokonHoe nosegeHmne BO
BpeMs edbl. pebeHOK bepeT rpyab nnn OyTbINoYKy OXOTHO, HO
3aremM Dpocaert ee, nrayveT, He MOXeT BblCcOCaTb HEOOXOANMBIN
00beM NMuLM; BO3MOXEH MOJSTHbLIN OTKa3 OT B3ATUSA rpyan Unm
ebl U3 DYTbISTOYKN);

2) yxyglieHve anneTtura;

3) CMHOPOM CpbIrMBaHNA N PBOT.

4) otcTtaBaHue B ounsnyeckom passutmu (y 50%)

5) renatocnneHomeranuda. Y pebeHka nepsoro roga »xm3Hn CH
Yyallle BCEr0 HOCUT DUBEHTPUKYISAPHbBIN XapakTep C ObICTPbIM
NosIBNEHMEM renatocnieHoMeranun.

Mo matepunanam Xlll KoHrpecca getckux ractpoaHteponoros Poccuu -
2006r.



e [unoTpodusa Ha cdboHe BI1C obycrnoBneHa Kak HyTPUTUBHBbIMU
npuynHamum (HegoCcTaToOYHOE MOCTYNNEHNE NMUTATESbHbIX
BELLLECTB BCEACTBME CHMXKEHHOIO anneTmuTa, CUHOPOM
Manbabcopbuumn), Tak n runepmeTabonnyecknm COCToOAHUEM
C Katabonunyeckon HarnpaBneHHOCTbI0 OOMeHa BELLECTB
BCNeACTBME TaxUMHOS N Taxukapauu.

o [nnotpodus npu BIC - nosgHaa anarHoctuka BI1C um
HeadeKBaTHOe fe4YyeHne cepaeyvyHon HegoCTaToOuHOCT!,
CTaHOBUTCSA NPUYNHOMN OTCPOYKM OnepaTUBHON KOpPPEKLUN.
HemanoBa)XHbIM MOMEHTOM 414 YCNeLWwHoro ncxoga
ornepaunn n 6rnaronpmMATHOro Te4YEHMS NocreonepaymoHHOro
nepuoga y aTux Aeten aBnaeTca ageksaTtHaa HYyTpUTUBHASA
nogaepxka.

o [lporpeccupytoias rmnoTpodmsa «0ObACHAETCA» HANMMYNEM
rmnoranakTum y matepu u aucbakrepmnosa KNLLEeYHNKa y
NETEN, HECMOTPSI HA HanNU4yne JOCTaTOYHO MHTEHCUBHOIO
CUCTONNYECKOro Lyma,



e ApTepunanbHas runokcemMua npencraBndeT He MeHbLUYIO
onacHoCTb Anst XXu3Hum pebenka c BlINC, yem ceppeyvHas
HepocTaTo4HoCTb. [1pu BI1C ynaHotnyeckoro tnna
NOCTENEHHO pa3BMBaAETCHA NONNLNTEMUYECKUNA CUHOPOM,
KOTOPbIN ABNASETCA BTOPUYHBLIM MO OTHOLLEHUIO K
apTepuanbHON T’MNOKCEMUN N Pa3BUBAETCH KakK
KOMMeHcaTopHasa peakuus Ha dpooHe noBbILLEHHOW
cekpeummn apnTpornoaTuHa.

e YpoBeHb remornodbuHa nog4vac gocturaet 210 r/n, a
KONIM4YEeCTBO 3pUTPOLINTOB - 8 MITH.

o [lonmMuurtemmnyecknn cMHOPOM cnocobeH cTaTb NPUYNHOMN
nwemMmun, Tpomoosos, Tpomdoambonun, passntns IBC-
cCuHOpOMa C BO3MOXHOU YPreHTHOM CUMNTOMAaTUKOU CO
CTOPOHbI Xenyago4YyHO-KULLEYHOro TpakTa, UMUTUPYS
KIMMHUKY MHBArMHauum KULWLEYHMKa, KULWLEYHOro

KPOBOTEYEHNA N OCTPOU KNLLEYHOU HENPOXOOAUMOCTMN.

Mo matepunanam Xlll KoHrpecca peTckux racTpoaHTeposioros
Poccun - 2006r.



LlnaHo3 unu BelpaxkeHHaa brneaHocTb (brneaHoOCTb
KaK aHanor unaHo3a xapakrepusyeTcs
NOBbLILLEHNEM rEMATOKPUTHOIO Yncna);

[MnoTpodous;

UacTble npocTyaHble 3aboneBaHus, B TOM YUCIe
npoTtekatowmne ¢ opoHxntom (bonee 3-4 pas B
ron);

HepocTtatoyHass nepeHOCUMOCTb afieKBaTHbIX MO
BO3pacTy Ppn3n4eCcKnx Harpysok (bbicTpas
YTOMJIAEMOCTb NPU KOPMIIEHUN TPYabLHO, NPWU
NOABWMXHOW Urpe, NnosBneHmne ogbILLKN Npw
nogbeMe aake Ha OAWH NMPOSiET NMECTHULbLI U Ap.);



YBenunyeHne pasmepoB cepaua, yCTaHOBINEHHOE
NepKYyTOPHO UNN aneKTpokapanorpaguyeckn, nnm
PEHTreHorpaguyecku;

[edmopmaumsa rpyaHoOn KNeTKu;
NameHeHne TOHOB cepaua;
HapylweHna putma cepaua;
[loaBneHne wWyMoOB B cepaLle;

N3meHeHne nynbca Ha pykax, cnabbiv nynbc Ha
6enpeHHON apTepum UNn ero OTCYTCTBUE;

N3meHeHne apTtepuanbHOro KpOBSAHOIO JaBfEeHUS;
JTroOble naTtonorundyeckne nameHeHunsa IKI;

HeoOblYHble M3MEHEeHUs, BbiABNsieMble Ha
PEHTreHorpamMme rpyaHoOn KNeTKK;

[TpeBbIlLEHME MOpora CTUurMmaTnsauun: Hann4dmne
bonee 5 cTurm an3ambpuroreHesa.



_ ) y JlerexeBa
ApTepianbHa 38'a3ka \_apTepis

BepxHA NOPOXHWUCTA BEHA

3aKpUTUA OBaNbHUIA OTBIP
JlereHeBa BeHa

XHS NOPOXHNCTA BEHA
‘ Hwu3xigHa aopTa

Kpyrna 38'A3ka NeYiHKA

BepxHa MixypoBa apTepis

MepianbHa NynkoBa 38'A3Ka

Puc.11.47. KpoBooGir MoaHHH nicas HapoKeHHsl. 3BEPHITh yBary Ha 3MiHH,
w0 Bin6yBalOTLCA BHAC/ILOK MOYATKY AMXaHHS i MPHMHHEHHS NJaleHTapHOro

KpOBOTOKY. CrpiaKu BKa3ylOTb HaNpsiM KPOBOTOKY.




BpoXxaeHHbIN XapaKTep NopokKa cepaua
yCTaHaBnMBaeTcH NPU HaNnM4umn

naToriormm 6epemMeHHOCTH

TAXXECTU COCTOSAHUA HOBOPOXAEHHOro nNpu
poXaeHuu

NPOSBMEHUN CepaevYHO-COCyaAnNCTOro
CUMTOMOKOMIMMJIEKCA NPU POXOEHUN UMN B
Onunxauwee BpemMs nocrie poXxaeHus

YCTOMYNBOCTU U3MEHEHUN

N3MEHEHUN CO CTOPOHbI KOCTHOU CUCTEMbI —
cepaevHbIn ropb, bapabaHHbIe Nano4Ku,
yacoBble CTeKna

OTCYTCTBUUN PeBMaTUYHYECKOIo aHaMHe3a



bonbwasa natepka BI1C - 65%

OMXKT1 26 21
KoapkTtauus aoptbl (KOA) 8 64
TpaHcno3nuua maructpanbHbIX 8 100

cocynos (TMC)

OTKpbITbIN apTepuanbHbIN 7 30
npotok (OAIl)
Tetpapa Panno 7 35

e OTHOCUTenbHasa 4yactota [/ YacTtoTa KPUTUYECKUX COCTOSHUM



[lepBble 3 OHA KNU3HU

TpaHcno3nuna marucTpanbHbIX COCy4OB C MHTAKTHOMU
M>KI1 (8% / 100%)

Cunapom runonnasuu nesoro cepaua (4% / 83%)

ATpesua nerodHon aptepun ¢ uHtaktHon MXKIT (8% /
5%) — HebnaronpuaTHbIN Ncxon

Kputnyeckuim cteHos aopTbl (2% / 7%)
KoapkTtauust aoptbl (8% / 64%)

ObCTpYKTUBHbIE OPMbI C TOTalbHLIM aHOMalTbHbIM
OpeHaXoM nerodHbiX BeH (2% / 2%)



e ATpesud o [MNonnasna nesoro
TPUKyCnnaarbHOro cepaua 4 % /82 %
knanaHa — 2 % / 78%




_ ) y JlerexeBa
ApTepianbHa 38'a3ka \_apTepis

BepxHA NOPOXHWUCTA BEHA

3aKpUTUA OBaNbHUIA OTBIP
JlereHeBa BeHa

XHS NOPOXHNCTA BEHA
‘ Hwu3xigHa aopTa

Kpyrna 38'A3ka NeYiHKA

BepxHa MixypoBa apTepis

MepianbHa NynkoBa 38'A3Ka

Puc.11.47. KpoBooGir MoaHHH nicas HapoKeHHsl. 3BEPHITh yBary Ha 3MiHH,
w0 Bin6yBalOTLCA BHAC/ILOK MOYATKY AMXaHHS i MPHMHHEHHS NJaleHTapHOro

KpOBOTOKY. CrpiaKu BKa3ylOTb HaNpsiM KPOBOTOKY.




JlereHeBa BeHa

ApTepianbHa NpoToka

BerHﬂﬂOpOXHMCTaBEHa

IlereHeBa BeHa

Po3ginbuunn rpebivb

OBanbHWM oTBIp

HWXHA NOPOXHUCTa BeHa

BeHo3Ha npotoka

BopiTHa

. . BeHa
CopiHkTep BEHO3HOT NPOTOKM

HWXHS NOPOXHUCTA BeHa
p [lynoBuHHa

BE€Ha

llereHesa aprepis

Hu3xigHa aoprta

— MynosuHHi apTepii

Puc.11.46. KpoBooGir st0aunu 10 HapomKeHHs. Cmpiaku BKasylTh Hanpam
KPOBOTOKY. 3BEpHITb yBary, le HACH4eHa KHCHEM KPOB 3MiLLIYETHCS 3 ICOKCHre-
HOBAHOI0 KPOB'I0: y nevikui (/), y HukHiil nopoxxuucriii seni (/) y npaBomy ne-
pencepai (//1), y nisomy nepeacepai (/V) Ta B Micui Briaginus aprepiaJbHOI po-

TOKH Y HH3XiaHy aopty (V).

Bbibpoc neBoro »xenyago4ka
K UHC — 45%
Beibpoc npaBoro xenynoyka
B HMXXHUE oTaenbl
Tynosuwa - 55%



Hopmaneunii HoBoHapogxeHws




Cy6nynbMoHapHui

MepimembpanonHwii

Tuny AV-kaHan

M’sa3oBun

Puc. 25-17. CxemaTHyHe 300pa)KCHHSA THIIIB BCHTPHUKYJISPHHUX CENTAIbHUX HAE(DEKTIB, AK 1IC BUIIIAAAE 3
0oky npasoro uutyHouka. 3 jkepena 20 (auB. «/xepena» 3 10o3BoJTy.




BTOpWHHa neperopoka |

BropuHHa MepBuHHa neperopoaka BTopuHHa — S
neperopoaka ,

neperopofika

CbopmyBaHHn HOpManbHoi HaamipHa pesop6buin ‘
neperopoaku NepBUHHOI Neperopoaku Koﬁggigggzr:%

HedekT MixnepencepaHoi
neperopoaku

MNMepsuHHa neperopoaka

r Jianeperopon ol ° _
BincyTHICTb BTOPUHHOI a BincyTHICTb NepBUHHOI i
neperopoaku BTOPUHHOI Neperopoaok

Puc.11.18. A. PopmyBaHHA HOpPMaJIbHOI MiXKNepeacepaHol neperopoaky. b Ta
B. [ledeKT BTOPHHHOTO OTBOPY, BUKJHKAHHIA HAAMiPHOIO pe30pOLii€lo NepBHHHOI
neperopoakH. I' Ta I, TToaiGHui aedekT, 3yMOBACHHIA MOPYILIEHHAM PO3BHTKY
BTOpHHHOI neperopoakw. Jl. CrisibHe nepeacepasn, a60 TpHKaMEPHE JBOLLLYHOY -
KOBe cepue, L0 BHHHKA€E BHACJIAOK MOBHOI BiICyTHOCTI NMEPBHHHOI i BTOPHHHOI
neperopoaok. .

L




_ ) y JlerexeBa
ApTepianbHa 38'a3ka \_apTepis

BepxHA NOPOXHWUCTA BEHA

3aKpUTUA OBaNbHUIA OTBIP
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XHS NOPOXHNCTA BEHA
‘ Hwu3xigHa aopTa

Kpyrna 38'A3ka NeYiHKA

BepxHa MixypoBa apTepis
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Puc.11.47. KpoBooGir MoaHHH nicas HapoKeHHsl. 3BEPHITh yBary Ha 3MiHH,
w0 Bin6yBalOTLCA BHAC/ILOK MOYATKY AMXaHHS i MPHMHHEHHS NJaleHTapHOro

KpOBOTOKY. CrpiaKu BKa3ylOTb HaNpsiM KPOBOTOKY.




ApTepuanbHbIU NPOTOK

o ApTepuarnbHbIN NPOTOK — MbILLEYHbIN CcOCcy C
MOLLHOW BarycHov MHHepBaLuMen B OTNIn4ue
OT KPYMHbIX COCYyOOB 3M1aCTUYECKoro tuna.

o MbilLeYHAA TKaHb pacnpoCcTpaHAETCH Ha
CTEHKY aopTbl HA 1/3 OKPYXXHOCTHU, YTO
obecnevnBaeT aPPEKTUBHOCTb COKPALLEHUS
All B HeoHaTanbHOM nepuoae.



B 3aBucumocTu ot nero4vHoro conpotmsneHus (J1C):

o [lepBasa pasza — no mepe
nagenusa JIC — peructpumpyetcs
OBYyHanpasBneHHbIN TOK KPOBMU,
BTOpaa pasa —
oAHOHanpBfeHHbIN — NeEBO —
npaBbIA LWYHT.

Y HepoHolleHHbIX aeten ¢ COP
J1C B nerkmnx Hu3koe! PaHo
gekomneHcauus.

Y HepoHolleHHbIX aeten ¢ CAP
npegHarpy3ka Ha neBble
oTAenbl cepaua yBeriudyeHa 3a
CUYET NepenoriHEHNST Manoro
Kpyra, nocTHarpyska CHuxXeHa us-
3a HMU3KOro AnacTofiM4ecKoro
naBrieHns, T.K. bonbluasl YacTb
KpoBu 13 JI>K noctynaet B aopTy
n yepes OAIlT B Manbin Kpyr.
NMopoyHbIN Kpyr!




13-3a BbICOKOWU
J1C B nepBble
OHWN KN3HU —
NOCTynfeHne
KPOBM B Jerkme
yepes OAT
npoucxoauT
TOJIbKO B
cucTony.

o[1pn NoBbILLIEHNN
ONacTONMNYEeCcKoro

AaBJieHnA B aopTe

[laBneHne B aopTte B 4-5 pas Bbille, YEM (6OJ'IbLIJe yem .ﬂC) _
B J1ErOYHOW apTepun, N KPOBb U3 aopPThl ’

MOCTOSAHHO NOCTYMAaET B JIEFO4YHYHO C6pOC MOCTOAHHbBIN —
apTepuio U cocyabl Nerkux, CUCTOJ10 —

ANACTONTNYECKUN.



OcoBbeHHOCTN reMmognHaMUKU

COpoc KpoBU NMPONCXOAUT B Ha4arbHbIX OTAENax
aopTbl, AMACTONIMYECKOE AaBrieHne nagaeT ao
HynsA. Pe3ko Bo3pacTaeT NnynbLcoBoe AaBreHue.

[TynbCc cTaHOBUTCA €AUHCTBEHHbIM
OnarHocTuyeckmum npusHakom wmpokoro All, korga
OTCYTCTBYET LUyMOBada KapTuHa.

[Tynec CELER ET ALTUS (BbICOKMI 1 OLICTPLIN).

Cucronnyeckoe apoxxaHue n yCuneHbim
BEPXYLLUEYHbIN TOMYOK HE XapaKTepeH Ans
MIageHLueB.



o Bpemsa Bo3HMKHOBEHUS.
NMpooomkntTenbHbIU LWYM,
BbICI1yLLMBAETCHA BO BPEMSA
CUCTONbI U ANACTOIbI,
4acToO UMEET MNepepbIB B
KOHLUe anacTtonbl. Hanodonee
rPOMKUM B KOHLe CUCTONbI,
3arnyuwaer Il TOH u cTuxaer
BO BpeMsl AUacTonbl

o Jlokanusauunsa. Bropoe
MeXpebepbe cneBa

o WUppaanauusa. K nesoun
Knrouumue

e WHTeHcuBHOCTL. FpOMKUN,
MHOrga c gpoXxaHuem

Ll 6.i, [T ' o
ll:”.‘“”é’“e‘!!l".’”!EH!i.“!llm... I e XapakTtep. [pybbIn, NOXOX Ha
St S2 St paboTy aBuratens.

Cucrona [wacrona




THNHYHA ayCKyNbTaTHBHAA KapTUHa OTKPLITOrO
apTepUanbHOro NPOTOKA: CHCTONO-AHACTONMYECKHH LIYM,
HaNOMMHAIOLMI WyM pabotaiowero motopa. OgHaxo ans
AeTel paHHero AeTCKOro BO3pacra CyuwecTsyioT pasnuy-
Hble BAPHaMTBI LWYMOBOH KAPTHHDI, T.€. MOXKET DerucTpr-
POBATLCA TONBKO O/HA CHCTONHHECKAR UMK AUACTONHYEC-
Kas casa wyma. Mo xapaxrepy, NPOAO/MHKUTENBHOCTH U
WHTEHCHBHOCTH LWYMa MOXXHO KOCBEHHO ONPeAenaTh Be-
NHUKUHY 0BbeMa apTepuanbHo-BeHO3HOro chpoca KposH.
YMeHELiEHHE NPOAO/HKUTENDHOCTH AHACTONHUECKOH
asbl Wyma npH AMHAMHYECKOM KOHTPO/Ie CBHAETENbCT-
BYET O HAPacTaHU¥ CHCTONHYECKOrO AABNEHHA B feroy-
HOW aDTEDHH.



KnnHunyeckas kapTuHa MOXET ObITb
aTUNMYHa:

ObbemMHas neperpyska JIXK — wym
MUTPanbLon peryprutaymm mn cTeHo3a
MUTParnbHOro KnanaHa.

Hebonblon gnametp OAIT — HeT
KITMHUKN TOSTbKO CUCTOSTUYECKUN LLIYM.

OueHb bonblion anametp OATT -



Y HOBOpPOXOEHHbIX HabntogaeTcs dasa
nepsnyHoun agantaumm K BI1C.

KnuH. KapTuHa oTnn4yaeTcs oT JeTen
cTapLuero Bo3pacrTa.

TaxecTb nopoka onpeaenut Hanndmne CH,
yem paHblle CH n meHbLle pebeHokK, TeM
Tskenee CH.

>Kanobbl He cneundunyHbl! bnegHocTb,
OTKa3 oT eAbl, TPYAHOCTU rPyaHOro
BCKapMIuBaHUS, YyTOMIAEMOCTb.

bneagHocTb 3a cHeT HeOAOCTATOYHOCTH
nepndepnveckoro KpoBoobpatlleHus v
cnasma nepudgepuyeckmnx cocyaos.
[Tpexoaawmm umaHoas.

Taxnkapoua n TaxmnHoa.
[MnoTpodus U NHEBMOHUMN,



e Y HeOOHOLLUEHHbIX U3-3a PETPOrpagHOro Toka KpoBu - a0
50% obbema HucxogsLen aopTbl - (HN3KOE
auactornunyeckoe gaereHne npu wupokom OAIT) -
BO3HUMKAET rmnonepgysns CUCTEMHbLIX apTePUn —
uepebpanbHbIX, KULLEYHbIX.

o KnuHuyeckn: Hu3koe OAL, CAL, AHIK, BXK,

peHalribHa4d LI,I/ICbeHKLI,I/IFl, HEMNEPEHOCUMOCTb
QHTEParsibHOro NNTaHUA.

o B03MOXHO pasBuTme nerovHbIX KpOBOTEYEHUI MOCIe
BBeaeHua cypdakrtanta getam ¢ QHMT n OAIll, ns-3a
PE3KOro CHUXEHUSA NEro4Horo ConpoTMBIIEHUS



NMHEBMOHUA

POC

OATl




OTkpobiTbit apTepuanbHbli NPOTOK XxapakTepuay-
€TCA CNeayiowMMH YNbTPA3BYKOBbIMH NPH3IHAKAMM:

* yBENHMYEHHEM pa3Mepa NeBoro »xenygouka. Cre-
NeHb YBENHYEHWUA pamMepa ero HaXoOAWTCA B NPA-
MO NPONOPUHOHANBHOH 3aBHCHMOCTH OT BeNHYM-
Hbl ob6bvema wyHra (puc. 31);

* NPH3HaKaMH OO BEMHON Neperpy3sKku Nesoro xeny-
AOMKA: YyBENHYEHHE AMNHTY/AbI ABMKEHHA MeXOKe-
NYAOHKOBOW NEPeropoaky M MHOKapaa 3afHen
CTeHKHM NeBoro xenyaouka (puc. 31);

* yBeNU4eHWeM nesoro npegcepaus (puc. 32);

* yBENHYEHHEM UHAGKCA OTHOLWEHHUA pa3Mepa Neso-
ro NPeAcepAUs K AvameTpy aopTbl (8 HOpMe fak-
Hbl¥ nokasarens pasex 0,7 - 0,85);

* YBENHYEHHEM IKCKYPCHHA AMACTONMHECKOTO PACKPbi-
THA NepeHen CTBOPKH MUTPA/IbHOIO KanaHa;

* HAAHYHEM CUCTONUYECKOro NOTOKA B NerovYHoOM
aprepuu Ha yposHe Budypxalmu npu gonnneprap-
Avorpacmu (puc. 33);

* NOAB/IEHUEM MO3aWYHOM KAPTHHbI NOTOKA B CTBO-
ne NerovHOW apTepuu NpH UBETHOM AONNNepos-
CKOM Kaprupoaamm (puc 34)

LM MLIIL I 1 - e s s e e s s ——



[1lo gaHHbIM Y3C n [1C

e OOBLEM NEBO-NMpaBoro copoca (Manbiu,
YMepPEHHbIN, 6onbLLION);

e COKpaATUTENbHYIO OYHKLNIO NTEBOIO
Xenyagodka (CoxpaHeHa, He3HauYnUTENbHO
CHMXXeHa, 3Ha4YMUTENbHO CHMXKEHA).



ObbeM neBo-npaBoro cobpoca

o [lonykonun4yectBeHHas oLUEHKa
CTeneHu gmnarauumn rneBoro npeacepans -

cpaBHeHWe ero anameTpa B M-pexmume U3 napacrepHanbHOu
no3vyMn No ASIMHHOM OCU C AMAMETPOM KOPHA aopThl, YTO
NO3BONAET NONYy4YNTb KOIPPULUNEHT, HE 3aBUCUMBLIN OT Macchl

Tena.
o CooTHOLWEHNE: NEBOE Npeacepane/ aopta, NpeBblLLatoLLEe
1,3/1,0 Ha 3- OEHb XNU3HWN NO3BOSAET 3ano403PUTb HaNn4ne
remogmHamMmmnyecku 3aHadmmoro OAI (4yBCTBUTENBLHOCTbL 40
92%).
e YBenuyeHue pasmepoB nesoro npegcepauns, nommmo OAIT,
BbI3bIBAIOT rmneprugparaymsa n MmtpanbHas peryprutauus.



Pa3mepbl NeBoro npeacepans
MOIYT COKpallaTbCaA

e MPU HANUYUN OTKPLITOrO OBaSIbHOIO OKHa
cpeaHux (2-4 mm) nnu donbLlumnx (cBbille 4
MM) pa3mepoB, n3-3a OeKOMMPeCccuun ero
NOSIOCTK 3a CHET cbpoca KpoBU B NpaBoe
npencepave.



ObbemM neBo-npaBoro cobpoca

nokasaresio 00bEMHON Neperpy3kn neBbiX OTAENOB cepaua
npn OAI —

COOTHOLLEHNEe KOHEYHO-AMaCTONIMYECKOro pasmepa JieBoro
XKenyago4vka U KopHa aopThl, npesbiwatoulee 2,1/1,0.

[Tpn 3TOM OTMeuatoT rmnepanHamMmio MMokapga neBoro
Xenygoyka ¢ ysenundeHnem ppakumnm seibpoca go 80% w
BblLLE U yBennyeHnem dpakumm ykopodeHus oo 40%.

[MnepanHaMmnyYecknin ctaTyc NeBoro Xxenyngoyka oobsCHAETCS
yBenun4yeHHon npegHarpy3kom (Ha poHe NnoBbILLEHUSA
OaBneHua B NIeBOM Npeacepanmn), CHMKEHHOM NocTHarpy3kom
N yBENUYEHHbLIM yaapHbIM OO bEMOM.

[ToaToMy CHWXeHue ppakymm ykopodeHua go 30% v
HUXKe CNYXXUT NoKasaTeneMm TSXKenowu OUCPYHKLMN
J1eBOroO XeJjiygo4dka 1N nokasaHunem Aj4d Havarsia

MHOTPOMHOW NOAAEPKKM.



[1Nna OOHOLLUEHHbIX AeTEU - ManbIX AMaMETP — OO0
3 MM, COBMECTUM C AJIUTENbHOU aKTUBHOWU
XNU3HbIO.

Bo3MoXHbI 6aK. 3HOOKapAUTHI.

[Tpn 6onbliem pasamepe OAIT — 3% Tskenas CH,
rmoeno.

Puck Bbille y HegoHoweHHbIx aeten ¢ CAP.

Y HeaoHolweHHbIX meHee 1500r
reMogMHaMnU4eCcKn 3Ha4YMMbIe MOPOKN MPU
anametpe donee 1,5 mMMm. Y 6onbLUNMHCTBA — NpU
2,5 — 3 MM.



JleyeHune.

NHrmbuTtopbl cnHTesa npoctarnaHgunHos — HINBC —
noynpodoeH.

Ho3a 0,2; 0,1 ; 0,1 mr/kr, BHyTPUBEHHO, 3a 48 4ac.
[Mpn otcytcTBMN adppekTa Yepes 24 yac. 0,1 mr/kr,
TpEeXKpaTHO, Yyepes 24 vac.

PesynsratnBHocTb 70-80%.

KoHTponb dpyHKUMK nNovek n bunnpybuHa.

CuCTONMo-AnacTonnyeckuin npaBo-eBbin KPOBOTOK Yepes
OAI1 yka3bIiBaeT Ha ycurneHme nepmdpepmnyeckoro
KpoBOOOpaLLEeHNSA B IEFOYHOM COCYAUCTOM pycrie. OTo
NpOTUBONOKa3aHne Ans HasHa4YeHus
aHTUNpocTarnaHanHOBbLIX NPenapaTos.



MHrmbnTtopbl cCMHTE3a npocTarinaHanHoB
(MCI1) cnocoOHbI NPMBECTU K pa3BUTUIO

e OlNH nnn XI'H,
e HEKPOTUYECKOMY SHTEPOKONUTY,
e KpoBoTeYEeHUAM N3 KKT

e CHWKEHUIO LiepedparnbHON
BHYTPUKINETOYHOW OKCuUreHauum



[TpoTnBonokasaHuna NCIT

Bblpa)XeHHbIN MHJEKLUMOHHbIW NPOLECC;

cocTosiBLLeecs 3a nocrnegHue 24 4 BHyTpudepenHoe
KPOBOWU3MUAHME;

anypes meHee 1 mn/kr Beca 3a nocnegHue 8 v;

ypoBeHb KpeaTuHHa bonee 140 mmornb/n;

YpOBEHb MOYEBUHbLI bonee 14 mmonb/r;

CHWXKeHne konn4yectea TpomobouutToB meHee 60 000/mMm3;
remartypus;

OTXOXXAOEHNE KPOBU MO XenyaoyHoOMY 30HAOY U Yyepes
NHTYDALIMOHHYIO TPYOKY;

Halindne KpoBu B CTYIJ1E,
KPOBOTOYNBOCTb U3 MECT NHBEKLUWN;

rmnepbunupybnHemms, Tpedyroliasd 3aMeHHOoro
nepennBaHns KPoBMW.



HeadpdheKkTUBHOCTL
doapmakornorm4eckon tTepanum
NOTEHLUMPYIOT

CPOK rectaumm meHee 28 Hepq,

aHTeHaTanbHOe NPUMEHEHMNE HECTEPOUOHbIX
NPOTUBOBOCNANUTESNbHbLIX NpenapaTos,

npoesegeHne BbicokoyactoTHou VBJI,

NOBbILLEHNE OaBNEHUA B Manom Kpyre
KpoBOOOpalLleHns,

BO3pacT ctaplle 7 gHEWN.



CnMmntTomMaTunyeckoe nedyeHume

o OrpaHun4yeHue BBeOeHUSA XNOKOCTH.
e Mo4yeroHHble.
e [1IMTOKCUH.



[loka3zaHua K onepauuu

HEBO3MOXHOCTb UMM HEAAEKTUBHOCTb
doapmakornornyeckoro ne4YeHnsa MHrIMbnTopamm
CUHTEe3a npocTtarnaHgunHoB,

HeobxoaNMMOCTb B NposioHrmposaHHon BJI;

PEHTrEHONOINMMYECKNE N KITMHUYECKNE MPUIHAKU
OTeKa nerkux;

CTOMKUN MeTabonmnyecknin aumnaos;

HeobxoaumocTb 1 B ¢BA3M CO CHUXKEHHOW
TONIePaHTHOCTLIO K 3HTEeparibHOMN Harpyske,

remognHamumyeckn aHaummbi OAIll No AaHHbIM
IXOKT.



e OJTan ornepauunm rnepeBssku
OATTl

e JloCTyn yepes neByto
nriesBpanbHyto MosioCTb, fieBoe
nerkoe omxaro candyetkou (1),

BCKPbITUEM MeanacTUHaNbHOM
nnespsbl (2)

OOHaXXeH LUMPOKNN OTKPbITbIN
apTepuarbHbIN MPOTOK (3),

nuratypou oTeBeaieH B CTOPOHY
bnyxgarowmm Heps (4),
nexawmun Ha aoprte (5),

no4d HUKHUKX NOSC NPOTOKa

| yXoOuT BO3BpaTHbIU HepB (6),
ABNAOLLNNCA OPUEHTUPOM OIS
BblOeneHna NpoToKa nepen ero
nepeBA3KON.

g ol
duclis douly 4R

lgted




Tpancnosnyis Kpynuux aprepisi 3
IHTaKTHOIO WITYHOYKOBOIO
NepeTuHKOoI0, KPYIMHOIO BifIKPUTOIO
aprepianbHoi NpoToKoio




Terpaga ®anno




Koapkrauis aoptu




[uneptpodusa |YeenndeHue amnnutyabl (bonee 3 Mm)
npaBoro 3aocTtpeHHocTb P Il u lll, 6e3 ywmnpeHuns
npeacepans

[uneptpodusa | Ywmpenune P oo 0,08, pacwienneHue un
neBoro osyropbocte B | n

npeacepans NnutenbHocTb P / OnutenbHocTtb PQ > 1,6




Cuctonuyeckasi neperpyaska

JleBbIn [1paBbIn
Xenyoodek |XKenygodek

CHWXXeHne cUcTonmnyeckon
doyHKUNK

YMeEHbLUEHNEe yoapHOro
obbema




o [lpn NnnaHmpoBaHnu Tepanuu criegyet nsberartb
MEPOMPUATUN, KOTOPbIE MOTYT YCUINTb
naTonornyeckme TokM KpoBU NN YBENUYNTL
Harpy3Kky Ha Xenygo4ek, paboTtaroLwmm NnpoTme
BbICOKOIO COMPOTUBIEHUS.

o CTparterua neyeHns — ymeHblLUEHNE Npea- U
NnocTHarpy3ku Ha cepaue v ctabunusauyms
MeTabonnama Mmokapaa Ha ypoBHe, OCTaTO4YHOM
ONS BbINONMIHEHNA reMognHaAMNYECKNX Harpysok,
npenynpexagatowaa pa3sutue / nporpeccmposaHue
CH



[TpnynHbl passutna CH

« Kputnueckasn Harpyska gaBrneHuem

o Kputnyeckasa Harpyska oobemMmom
OunypeTnku
NHrnbuntopbl AP
MIHOTpONHble Npenaparsl

MBIl (ycTpaHeHne paboTbl AblXaTeSlbHOM
MYCKYyrnaTypbl 1 YMeHbLLUEHNSA NOTPEOHOCTHU B
cepgedYHoM Bblbpoce)

e NHTeHcunBHaga Tepanua BI1C 3aknio4vyaeTca B
anddepeHUUPOBAHHOM XapaKTepe
MH(PY3UOHHOU, ANYPETUYECKOU U
OKCUreHoTepanuu



OcobeHHOCTH BCKapMnuBaHUA
HOBOPOXAEHHbIX ¢ cumntomamu CH

o CHmKeHne dounsn4yeckom akTUBHOCTU - CHATUE pebEHKa C
KOPMIEHNSA rpyabio U nepeBoda ero Ha KopMIieHue m3
OYTbINTOYKK, HA MOSTHOE UMM YacTUYHOE 30HO0BOE
nuTaHme.

o KopmneHue Heobxoammo npoBoauTb bonee 4YacTto (Ha
1-2 KopMneHus bonblle, YeM y 300POBLIX AETEN), HO
MEHbLLUNMN 06bEMaMNU. BO3MOXXHO KOpMSiIEHNE B HOYHOE
BpeEMS.

o [nsa kopmnenunsa neten ¢ CH yenecoobpasHo
NCrMoSib30BaTb CMECU C bonee HU3KNM coaepXaHnem
HaTpus. [pn conyTCTBYOLWMX COCTOAHUAX NOKa3aHO
NCNONb30BaHWE cneymanbHbIX aHTUPEMNIOKCHbIX NI
Oe3nakTo3HbIX CMeCcen.



Bo3BblLEHHOE NOMoXeHne, TemnepaTypHbIN KOMMOPT,
NCMoSfib30BaHMeE cedaTUBHbIX NMpenaparos.

KncnopopoTtepanus Bcerga AomkHa ObiThb
naToreHeTu4eckn o00CHOBaHHOM

[Tpn BI1C okcureHoTepanumio onpegensor BMOOM NOPOKa
cepaua un ero AykTyc- 3aBUCUMOCTbLIO, C YYETOM
ocobeHHocTU BnusiHUA kucnopoaa Ha OAll n gunaTtayuio
COCYOOB Marioro Kpyra KpoBoobpalleHus.

OkcureHoTepanus npPoTuBonoKasaHa
e Npun HeusBecTHom Tonuke BIIC,

e npu aykryc-3asmcumblx BI1C (npoctas TMA, atpesusd
neroyHoun aptepun ¢ nHtaktHon MXKI1, koapkTauus
aopThbl)

o npwu BIC, npoTekatowmnx ¢ runepBosieMmMen Manoro
Kpyra, o0ycrnoBneHHoOW fieBornpasbiM LUYHTUPOBAHUEM.



o [Hetu c BI1IC HyxaaloTCAa B npoBeaeHNN NHQPY3INOHHOMU
Tepanuu ¢ Uenbio ynyylweHN MUKPOLMUPKYNALUN U
KOppeKUuMn MmeTtabonmyeckux HapyLueHun

e CHumxeHue OLK 3a cueT ymeHbLleHUs nHdy3um ao 80
Mn/Kr X cyT. — 80% Bo3pacTHbIX NOTpedbHOCTEeN

e MakcumanbHO OCTOPOXHOE OTHOLUeHMUe K
AUypeTukKam, CnocooCTBYHOLMM CryLLEHUIO KPOBU U
co3parlwmum yrposy Tpombosos, [1IBC-cuHapoma u
OAbILLEeYHO-LUUAHOTUYECKMNX NPUCTYMNOB



OnypeTtunkn

e C uenbto cHmxeHns OLIK, ymeHbLLIeHUS
OTEYHOro cMHApPOMa U NPosABNEHUN NEBO-
XXenyao4koBoM HegoCTaToOYHOCTU (OTEKa
Nerkux).

o B HeoHaTanbHOW Kapgnonornm Hambonee 4acTto
MCNOSIb3YIOT NETNEBLIE N KanuncbeperatoLne
OUYPETUKMN.

o [leTneBon anypetnk — dpypocemup, (1-3 Mr/kr x
CYT.; Np¥ HEOHBXOAMMOCTU O03a MOXET ObITb
NoBLILLEHA).



[nypetunku

Kannncbeperatowmmn guypeTnk CMpoHONaKTOH —
aHTaroHUCT arib4oCTepPOHa, B 103€ HACbIWEeHNS S5 MI/Kr X
CyT. C nocneayrowmm nepexoqom Ha noanepKmMearoLLyto
003y 2-3 MI/Kr X CYT.

Tpuamnyp (rmgpoxnopoTmasng+tpuamrtepeH), (2-3 mr/kr
CYT.).
B0O3MOXXHO KOMOMHMPOBaAHHOE NPUMEHEHNE ONYPETUKOB,

d TaKXe coveTaHne aAnypetmn4eckmnx rnpenapartoB C
AUNTOKCUHOM.

IleveHue gnypetnkamm Heobxoanmo NpPoBOAUTL Noa
KOHTpOsieM OAnypesa, KpuBou HapacTaHMsA Macchl Tena,
OKI, remorpamMmmbl (BO3MOXHOCTb CryLLEHNA KPOBN).



CepaeyHble rmukosnabl

Cepp,ethble MMNKO3NAbl NOAKIMKYAaTCA MNMpun pa3BopavdynBaHU KIMMHNYECKUX
CMMMNTOMOB Cepﬂ,eqHOﬁ HEeOoCTaTO4YHOCTU - Hanboree YyacTomn I'IpW-II/IHOI7I
JieTalibHOro ncxoga y HoBopoOXaeHHbIX U TPyAHbIX neteun c BIC.

TpagnumoHHble npenapaTtbl B nevyeHmn CH.
[TpMeHsAT ONn4a NoBbIWEHNA NHOTPOMHOW PYHKLMKM MUOKapAaa.

I'IperlapaT Bbl60pa ) HOBOpO)Kﬂ,éHHbIX — AOWIOKCUH, KOTOpPbIE B
3aBNCUMOCTU OT TAXKECTU COCTOAHUA DGGGHKa MOTYyT ObITb HA3Ha4YEeHbI
NnapeHTeparibHoO UM Yepes pPOoT.

HeOOHOLLEHHbIE: A03a HacbklweHnss — 20 MKI/Kr, 403a nogaepXmnBatoLLas
— 5 MKr/Kr;

OOHOLLUEHHBbIE: A03a HacbklweHnss — 30 MKr/Kr, 4o3a nogaepKmBatoLliasa —
8- 10 mKr/kr;



CepaeydHble rnvko3nabi

[103a HacbILeHNa OUrokCMHa HasdHa4vaeTcs 3 pasa B AeHb C
NHTepBanom 8 4ac,

[logoepxuBatollaa nosa - 2 pasa B AeHb vyepes 12 u.

B03MOXXHO Ha3Ha4yeHne AMrokcuHa 0es HacblleHusl, cpasy C
nogaepxuearwen gosbl - 10 MKr/Kr B CyT. B 2 npvema C
MHTepBarnom B 12 yac.

[Mepen kaxabiM Nnpnemom npenaparta onpeaenstoT HYCC.

B xone neyeHns AMroKkCMHOM NMOKa3aHO Ha3Ha4YeHue npenapaToB
Kanus,

OKI-koHTponb, HYCC, npoBoANMOCTM MMOKapaa, COCTOAHUS
NPOLIECCOB penonapunsaumnn, SKTONMNYECKNX apUTMNN
XKenyano4koBOro nNPOUCXOXOEeHUS.

[lpoTuBONOKa3aHme Ansg Ha3Ha4YeHUs QUrokCnHa —
NaTosIOrM4YeCcKne COCTOSAHUA, NpoTeKaroLmne ¢ CUHAPOMOM Marorc
BblOpoca (0bcTpykTuBHaga ['KMI, BblpaXeHHbIN CTEHO3 UK
KoapKTauua aopTbl), OCTPbIN MUOKaPAUT.



UHrnoutopobl AP

o 3actonHasa CH, pe3ncTeHTHasi K Ha3Ha4YeHuto
onypetumkos u CI.

o [lokazaHua: KMI1, MmmokapauT, HeO4OCTATOYHOCTb
MUTPanbHOro UM aopTanbHOro KnanaHa,, leroyHas
rMnepTeH3nd, nocrneonepaunoHHaa ANCAPYHKLNS
NeBOro Xenyaoyka, knanaHHas HegoCTaTO4YHOCTb
nocrne onepaTtnBHou koppekuum BI1C.

o [lNckyTnpyetca Bonpoc o LenecoobpasHoCcTH
npumeHeHunst nirmnontopos Al npu BIC ¢
rneBonpasbiM LLYHTUPOBAHUEM B OoOrnepaLuoHHOM
nepuoae (AMXXI1) B cBA3K C TeOpeTUYECKON
BO3MOXXHOCTbIO yBenuyeHusa obbema cobpacbiBaemMom
yepes3 AedeKT KpoBMN Ha dpoHe NekapCTBEHHOW
Basogunnarauum cocyaoB Masioro Kpyra
KpoBOOOpaLleHUS.



MHrmoutopsl AP

Y HOBOPOXOEHHbLIX UCMOMb3YHT KanTonpus
(0,5-2,0 mr/kr x cyT.);

B Oonee ctapluemM Bo3pacTe HasHa4valoT Takke
oHananpwun (0,15-0,4 mr/kr x cyT).

Kantonpun y HOBOPOXAEHHbLIX MOXHO Ha3Ha4vaThb
npu ntodbon ctagun CH Kak MoHOTepanuio, B
KOMOMHaLUWUM C AUTOKCUHOM U ONYpPETUKaMK, 3a
NCKNIOYEHNEM Kanumncbeperarowmx ANypeTUKOB.

KOHTponb ALl
[TosiBneHne Kawnsa TpedyoT OTMEH.I.



e NHQY3na npoctarnaHouHoB E2 coxpaHaeT
doyHKunoHumpytowmm OATT.

e [1NA oKazaHna MHOTPOMHOW NoAAePXKN
NPUMEHSAOT HEIMMUKO3NOHbIE MHOTPOMHbIE
cpeacrtea (gonamMmuH, OOOYTPeEKC).



[lonamuH

OHOOreHHbIN npeaLlecTBEHHMK HOpanuHedpuHa ¢
cumMnaTo-MMMETUYECKMMU CBOUCTBaAMMW.

AP deKT gonammHa onpeaenaT 3agaHHOW CKOPOCTbIO
BBeOEHUA U aKkTMBU3aLMen COOTBETCTBYHOLLNX
peuenTopoB.

[1pn ckopocCTu BBEOEHNSA OO0 S MKI/(Kr MUH) nNpomncxoauT
CTUMYNALUMA ONAaMUHOBbLIX PeLenTopoB C
nocneayrLwmm paclumpeHmnemM cocygoB rorioBHOIO
MO3ra, rno4vek, 6pbiKENKU, MbILLIL, COCYQ0B CETHATKM.
YeuneHve aovypesa — OOMH U3 KIMMHNYECKUX 3P EKTOB
3ajaHHOW CKOPOCTWN BBeAEHUA.

[Tpu ckopocTn BBeaeHUA 5-10 MKr/ (KF X MUH).
[TponcxoanT cTuMynaumnsa B-peuentopoBs Mruokapaa C
nocneayroLwmm KapanoToHNYEeCKUM 3o eKToM,

[Tpn ckopocTn 6onee 10 MKI/(KrXMUH) akTUBUPYIOTCS Q-
peuenTopbl COCydoB C MnocneaytoLlen
BAa30KOHCTPUKLUMEN 1 noBbileHnem ALl.



e [lpn ckopoctu 6onee 10 MKr/(KFIXmMnH)
aKTUBMPYOTCA A-peuenTopbl COCYyAOB C
nocnegytowen Ba3OKOHCTPUKLUMEN U
nosbilleHnem All.

o MPUMEHAIOT NPU BbiBEOEHUU OONbHbIX N3
LLIOKOBOIO COCTOAHUA.

o VHdy3uo gonammHa Heobxoammo
OCYLLECTBMATb B LlEeHTPanbHbIE BEHbLI. [1pK
HeJocTaTtouYHOM 3dOdPEKTUBHOCTU AoNaMuHa B
reyeHne noaknovatoT godbytamuH B go3se 5-15
MK/ (KFXMUH) unn anunHedpuH ¢ 0,1-0,2 oo
0,5-1,0 MKr/(KFXMUH).



o VHrmoutopbl dbocdoanacrepasbl unknmdeckon AMO
(®O3) (aMPUHOH, MUSTPUHOH) BONTOKNPYIOT
pa3pylleHmne gpocgoanacrepason LAMD, npueoagsa K
ero HakonmfeHuo B KapagnomuouunTte, obycnaesnmeas
KapOUoTOHUYECKUU U BasogunaTmpyrowmm adodexr.
[lpenapaT BBOAAT BHYTPMBEHHO CO CKOPOCTbLIO 5-10
MKI/ (KI x MUH).

o [lepudpepunyeckme Bazogmnaratopbl (BEHO3HbLIE U
CMeLUAaHHbIE): HUTPOrNUuUepUH [3-5 MKI/KF MUH],
HUTponpyccua Hatpus [1-8 MKr/(Kr x MUH)]
YMEHbLLAKT NpeaHarpy3ky Ha cepaue npu nx
BHYTPMBEHHOM BBEAEHUMN.



B-agpeHobnokaTopbl

YMEHbLUAT AedeKT AnacTonsl,
cHumxkatrotT YCC,
OatoT BO3MOXHOCTb «OTAbIXa» KapaAuoOMUOLIUTY,

yYMeHbLUaloT NoTpebHOCTb MMOKapaa B
Kncrnopogae,

3a[ep)KMBatoT NPOoLEeCChbl MaTONOrM4ecKoro
pemMoaenupoBaHNa M1nokapaa,

YMEHbLLAIOT nporpeccrupoBaHne runepTpodoun
cepOevyHon MbiLULbl,

CNOCODOCTBYIOT MOBLILLEHUIO MACChl TeNa
pebeHKa.



B-agpeHobnokaTopbl

e Hanwuune runepanHamuyeckou peakuum Muokapga B Buae
Taxukapaum, guactonmy4eckon AMcdyHKUMM Ha ooHe
CYLLECTBOBaAHMSA rmnepTpodmnm Mmmokapaa pasnmyHou
9TUOMOIrnM 1 yBenuveHum cepaedHoro soibpoca npu CH 'y
HOBOPOXAOEHHbIX.

e [lpn HapXenyooykoBbIX MAPOKCU3MaSIbHbIX TaxXuKapanax
N o4blLLIEYHO-LUMAHOTUYECKMX MPUCTYNax Ha ooHe Tex
BapuaHToB TeTpadbl Panno, KOTopbie NPOTEKAT C
Bblpa)XXeHHbIM NHPYHANBYNAPHBIM (MbILLEYHBLIM) CTEHO30M
NerovyHon apTepumn ans CHATUA cnasma U3 BbIXOQ4HOrO
OTBEPCTUSA NPaBOro Xenyaoudka.

o [lpn knanaHHbIX CTEHO3aX NErOYHOU apTeEpPUn [3-
agpeHobnokaTtopbl HeAPEKTMBHbI.



B-agpeHobnokaTopsl

e BO3MOXHOCTb KapauogenpeccmBHOro agpdekra,
OCODEHHO Ha MUOKapA, NEBOrO Xenyao4dka, YTo MOXeT
NPUBECTU K CHMXXEHUIO CepeyHoro Bbibpoca n pa3BuUTULo
ATPOreHHOU NeBOXenyao4koBOUM HEOOCTATOYHOCTH,
BMJ1OTb OO OTEKA NErKux.

o BBunay BoamoxxHocTn bpagmkapanm n rmnoTeH3NBHOIO
adodekTa HEOOXOAMMO KOHTPONMpoBaTh Nokasatenu Al
n YCcC.

e Y HOBOPOXAEHHbLIX U FPYAHbIX AETEN TPAAULIMOHHO
MCNONb3YIOT NpenapaTt nponpaHonosn (063naaH,
aHanpunuH) na pacdeta 0,5-1 mr/(krxc), pasgeneHHbIn
Ha Tpu npuema.



AHTUaApPUTMUYECKME CcpeacTBa

o AHTMApUTMUYECKME cpeacTBa — afeHO3UH

e BHyTpuBeHHO cTpynHo ot 0,2 mn go 1,0 mn,
aMmnogapoH BHYTPUBEHHO KanenbHo, 4o3a
HacblWeHnsa — 15 Mr/kr x cyT.,
nogaep knearouiaga go3a — 5 MI/Kr x CyT.

o [lokasaHunsa: napokcmamanbHaa Taxmkapaua,
XpOHM4Yeckaa HenapokcuamanbHaga Taxmkapous,
TpeneTaHne npeacepgun,

yactas nonnmopdHasa 3KCTPaCUCTONUS.



o C UENbIO YMEHbLUEHUA AaBNEHNSA B
nerovyHbIxX apTepusix Hanbonee LWMPOKO
NPUMEHSIOT HUTPOTMULIEPUH U HATPATb
NPONTIOHIMPOBAHHOIO AEUCTBUA —
HUTpocopbuag no 30—60 mMr B CyTKM 1 ap.,
a Takke dpeHurmamH no 10—20 mr
cybnuHreanbHo 3—4 pasa B [€EHb,
KOTOPbIN OCOOEHHO 3AEKTUBEH NPU T. M.
K. K., coveTatoLlenca c cmHapomom PenHo.



BPOXXOEHHBLIE MOPOKW
CEPOUA Y OETEWN

[1pakTn4yeckoe 3aHATHE
KnnHun4ecknn criydam 13 npakTuku

Linkn TemaTMYHCKOro ycoBepLleHCTBOBaHUS
“AKTyanbHble BONpocCbl neamaTtpun’
3anopoxbe - 2012



PebeHok 11 mecaueB NocTynun B AETCKOE OTAENEHME C Xanobamu
Ha oablwky (Y.0. 40 Ha muH), BnegHoCTb, Nepmnogn4ecKni
KpaTKoBpeMeHHbIW umaHo3 npu kpuke, HCC 140 Ha MmuH.

Bec tena 7 kr, npu poXXgeHun - 3 Kr.
B aHamMHe3e nepeHeceHbl 3aTsXXHOWN BPOHXUT N MHEBMOHMUA.

Kakon nopok cepALa BepoaTHee?
EcTtb nn npnsHakn CH.
Onpepennte ob6bem obcnegoBaHus



ObbACHUTE remoanHaMUKy npwu
NopoKe cepaua

MO EITYROHN0D0H

MesOneny AoNOaaR NEREroPOLIM
NEPEropoaxn




[Mpamag (cnesa) v nesas
bokoBasi (cripasa)
PEHTreHorpamMmmbl OpraHoB
rpygHomn Knetku. Ha cxemax
BHM3Y: 1 - neBoe npeacepave;
2 - YLWKO neBoro npeacepavs; 3
- NeBbIN XXenyaodek; 4 -
npaBbIi Xenyaoyek; 5 - npaBoe
npencepave; 6 - aopra; 7 -
nerovyHas aprtepms; 8 - KopeHb
nerkoro; 9 - Tpaxes




ObbACHUTE KOHMUrypaLmio
TEHN cepaua

e 1-HOpPMa;
e 4 - gedekT MexnpencepaHon
neperopoaku;

e 5 - gedeKkT mMexckenyno4koBom
NneperopoaKu;

e TeTpapga Panno




Blood flow from RV to LV 1150 4



INnTepatypa






AopTa

BepxHaa
nonaa eeHa

BeHbl
/ NErYHOM apTEPI

Nesoe
npeacepaue

KnanaH neroYyHorn

Sl BeTeM nerYHoM
Mpasoe BEEHbl
npeacepave
KnanaH _-~ M TPaNEHBIIA
aopThl KnanaH
TpexcTeop4YaTh ”
Knanan Nesbi
HKenyao4der
Mpae b Cyx0¥MNbHbIE
HKenyaodek CB A3KM
CepaedHas
bl W L3
Aupoeaa
NPOCNOMKS MesscKeny ao4Haa
neperopoaka
HuxHAaa

nonaa eeHa



