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JICKCTPOKAPANSE — HTO AHOMAIMS BHYTPHYTPOOIOTO pasBiTHs, IIpH KOTopoit Gostbiias vactsh
cepiia pacionokena ¢ npasoii croponnt rpyanoii kierku. Msomposaiias gopma ratosoris
HPOTCRACT OCCCUMITTOMHO H BLISIBJIBSICTCS BO Bpemsi Il[)()(l)()CMO'I])OB. ”pll COUCTAHHUM JICKCTPOKAPJINH
¢ ZPYTHMI HOPOKAMH OTMEUAIOTCS! IHANO03 W GIIeAH0CTh KOKH, c1abocTh, cyopori. Jlnarioctinka
prouact Gusnkanbibii ocmorp, IKI oxokapaworpadmio, penrrenorpaduio rpyanoii kierki. Hpu
HEOOXOAHMOCTH IPOBOIAT HHBA3HBHBIC HCC/IEIOBAHNS — aHTHOKAPIHOIPadHio, KaTeTepuIaimio
cepaua. Jleuenue HeocamKHEN ol AeKeTpoKapni He Tpebyeres. [Ipy HATTHUMH YT POKAIOLIHX
SKI3HN AHOMAUTHIT HA3HAYAIOT X ONEPATHBHYIO KOPPEKIHIO € MOCe/yIonei peabuinTaimei
OONbHBIX.

[IpHYHHbBI ICKCTPOKAPANH

Passitie 3a000€BaHis CBA3BIBAIOT € FEHETHUYCCKHM Je(EKTOM, MPOSBIAIONMMES Ha drane
BHYTPHYTPOOHOTrO (POPMHPOBAHHSL OPraoB M0, Y CTPAAIOMAX ACKCTPOKAPAMEH BLIAB/ICHDI
crietmduueckne Myramun resos HAND, ZIC3Shh, ACVR2, Pitxz. HauGonbiice rnpustaime
NOTYUHIIA TEOPUSl Ay TOCOMHO-PELIECCHBHOTO HACIEI0BAHHS [I0POKA: AHOMAJILHOC MOJIOKEHHE Cepiad
HOCHT ceMeliHblii XapakTep, MoBTopsieTcst uepes 1-2 MoKoJIeHHsI.

[ToMHMO ceMeitHOl NpeapacioNoKEHHOCTH, B MPOLECCe MyTAlMid reHETHICCKOro Marepuala
JIOKA3aHO YYacTHE TEpaToreHHBIX (AaKTOpoB. DK30TeHHBIE TEPaTOreHbl MOAPA3JC/MIOTCA  Ha 3
OCHOBHBIX I'PYIIIBI 1O XapaKTepy BO3/CHCTBHS:

. (dusuyeckue (MOHN3HPYIOLIEE U3YYEHHE);
. XHMHUECKHE (aJIKOrolb, JICKApCTBEHHBIE penaparbl);
. ouosoruueckne (GakrepuaabHble U BUPYCHBIC HH(DEKIHH).

DHIOTeHHbIE IPUYUHBI  BKJIIOYAIOT TMHEKOJIOTHYCCKUE H IKCTpareHUTaJIbHbIC 3a00J1eBaH U
6€pCMCHHOﬁ. TAXKEIIbIC TOKCHKO3bI.

ITarorenes

B 0CHOBE JEKCTPOKApAMH JICKHT HapyIIEHHe MPOLECcOoB dMOpHOreHe3a Ha PAHHHX CTAAHUAX
BHYTPHYTpOOHOTo passutus. B HopMe Ha 1-2 Mecsue GepeMeHHOCTH (GOPMHPYIOLIAACS CEpaACHHAs
TpyOKa HaumHaeT M3rnGarbes BAeBO. [IpH HANMYMM THIMYHBIX JUIA JIEKCTPOKAPAMM MyTalui
TIPOMCXOIMT AHOMATbHOE HCKPHBJIECHHE JTOi TpyOku B mpaByio ctopony. IIpn sToM Hapymaercs
nanbHeiiee  (GopMUpoBaHHE HMOPHOHA, MOXKET H3MEHATHCS MO3MUMS JAPYTHX BHCLEPAILHBIX
OpraHoB, Yallle BCEro MeUYeHH H CENE3EHKH.

Knacendpukanms

C y4eTOM 0COOEHHOCTEH 3aKajKu opraHa B 31\16PH0H€L‘15HOM [IEPHOJIC BBIACIAIOT 3 BapHaHTa
AHOMAJTHH?

. npaBoc(hOpMHPOBAHHOE MPaBOPACITOIOKEHHOE cepaue (M30HpOBAHHAS
JICKCTpOKap/us);

. 7eBOC(OPMHPOBAHHOE TPABOPACIIONMKEHHOE («3epKanbHas» (opma):

. HeornpeeaeHHo chopMHPOBAHHOE PABOPACTIONOKEHHOE.

Bpaun-KapHOJIOrH TP H3YUYCHHH BOMPOCA AHOMAIMH IOJOKEHHs Cepaua HCIONb3YIOT
KJIacCH(HKAIMIO, KOTOPask yUHTHIBACT JIOKATN3ALHIO APYTHX OPranoB. BapHauThl IeKCTpOKapHH:

1 Ipocras nusepenst cepaua. Gopya aHOMAINK, IPH KOTOPOii Hal/IoAeTCs 3epKAIbHOE
pacrooKeHHe cepila, OAHAKO aHATOMMs JPYIMX OPraHoB rpyaAHoii u Opiommoli monocreii ue
u3Menena. Berpeuaerces kpaiite pesiko.

2, Yacruunas MHBEPCHsI BHYTpeHHHX opranoB. [Ipi Takom BapHante JeKCTpOKapIHu
AHOMA/ILHO PACIOIOKEHbl Ceplle M P/l BHYTPCHHHUX opraHoB. Yaime BhNpaBo mnepeMelleHbl
celne3eHka, 1eyeHb.




3 Toranmuas nnsepens puyTpeninx opranos. JIekeTpokapans, Kotopas conpoBoKIaeTes
OOPATHBIM PACTIONMKEHIEM BCEX OPranoB rpy/woil KieTki i knsota, Peakas anomanns, kotopas
BhisBaseTes ¢ wactoroii | enyuvaii na 15-20 tuicsiu nacenenns,

Civmromsi ACKCTpORAp/nn

Hsonuposannas popma, Kotopas He coueTaerest ¢ Apyrumu CePJCUHBIMH AHOMAJIMSIMH, HE HMEeeT
KannuecknX  npossaenunii.  Cneunduueckne  xanobpt  o6biuno — oreyrersyior.  Cocrosime
00HAPYXKHBACTCS B JICTCKOM WM B3POCIOM  BO3pacte [pH NPOBEJICHUN  POPHIAKTHYCCKHX
OCMOTPOB, 00paleH!H 3a BpaueOHOIT TOMOLIBIO 110 Apyroit npuunue. Jliomm ¢ JIEKCTpOKap/neit vatie
APYTHX CTPAIAIOT GOIC3HAMH HUIKHUX JIBIXATEIbHBIX MyTeii: TpaxenTamMu, GpOHXHTAMH.

Kimnnyeckne cuMnToMbl BOSHHKAIOT TPH HATMYMH JAPYTHX aHOMAIHIi BHCLEPAJILHBIX OpPraHon
WIH BO3HHKHOBCHHH Ha (DOHE JIGKCTPOKApJMH KapauaabHoii naronoruu. [lamuentol OLILY LAIOT
MOCTOSHHYIO  €1a00CTh M TOBBIICHHYIO YTOMJISIEMOCTb, HE npoxosiuyto nocie cua. Mx
TNICPHOJIMUCCKH  OECTOKOAT MPHCTYNbl  YYALWIEHHOrO cepeduenus, rojoBokpyxenus. KoxkHbie
TIOKPOBBI CTAHOBATCS OJNEAHBIMHM, HHOIZIA BO3HMKACT CHHEBATBIH OTTEHOK KOMKH BOKpYI' pra, Ha
NaJbLax pyk.

Coueranne  NEKCTPOKAPIMM M BPOKACHHBIX  CEPACYHBIX MIOPOKOB MPOSIBIISIETCS  SIPKOH
KJIHHHYECKOH KapTHHOH YK€ B paHHeM HeTckoM Bospacte. Jlas «Oeibix» [IOPOKOB XapakTepHa
MOCTOSIHHASL OJIETHOCTL KOKH, NPH «CHHUX» (opMax HaGmoaoTes aKpOLMAHO3 HJIM TOTAJIbHBIH
uHano3. [I0SBISIOTCS OBILIEYHO-IMAHOTHYECKHE TIPHCTYIIBI: PEGEHOK CTAHOBHTCH GeCrOKOMHBIM.
KOYKa X0JI0/IHAsl, IbIXAaHWE XPHIUIOE H NPEPBIBHCTOE.

OcnoxHeHus

Heocnoxknennast CepleuHbIMH  MOPOKaMM  JIEKCTPOKApIHs  He NpEJCTaBIsT CEepbe3HOM
ONAacHOCTH U1 KHU3HM M 310poBbs. Ilpu npucoenunenuu cunapoma Kaprarenepa pasusaetcst
lIporpeccHpyrolias ApIXare/ibHasg  HEJ0CTAaTOUYHOCTb,  (GopMHpYIOTCS  OGUIMpHBIE  [HOMHO-
BOCMA/IMTE/ILHBIC O4ark B JIErouHoi napenxume. Cl0)KHOCTH BO3HHKAIOT NP OKA3aHHH HEOTIOKHOI
PEAHHMALIHOHHON WM XHPYPrHYECKOH IMOMOIIM GOMBHBIM, IMOCKOIBKY 3epKaJbHAsl AHATOMHSI
3aTPYAHSET MOCTAHOBKY JTHarHo3a.

Ecin nekcTpokapius KOMOHHHPYETCS ¢ aHOMAIHSAMH (opMHpPOBaHHUSI CePACUHBIX CTPYKTYpP HIIH
MaruCTpajibHBIX COCY/I0B, BO3MOKHbI CEPbe3HbIC OCIOKHEHUS. [eMoaHHaMuYecKue HApyLLEeHHUs! [TPH
«CHHHMX» TIOpOKaX OBICTPO NPOrPECCHPYIOT B TEYEHHE TEPBBIX MECSALEB JKU3HH peOeHKa.
XpoHuyeckas THIOKCHSI YpeBaTa HEOOPATHMBIM TOBPEXKICHHEM MO3ra, CHIKCHHEM HHTELICKTA.

MHBATUHOCTEIO. Tlpn OTCYTCTBMM KBATM(HIMPOBAHHON KAPAMOXMPYPIHUECCKOH MOMOLIM BBICOK
PHCK JIETaJIbHOTO HCXO/IA.

JInarmocruka

OnpITHBIA  TEpaneBT-KapIHoJIOr MOXKET 3arofo3pHTh JACKCTPOKAPIHIO y)KE€ HA MEPBHYHOM
npuemMe npH  (GU3MKAIBHOM HCCieoBaHMM. B xome manbnamuu npeacepaeuHoii  odnactu
BEPXYLICUHbIH TOTYOK OOHAPYXKUBAETCs CripaBa OT rpyauHsl. [lepkyTopHo Bpay OTMEUACT CMELIEHHE
TpaHHIl CEPJCYHOH TYNMOCTH BIPABO, MPH AYCKYJIBTALMH BHICTYIIHBAIOTCS H3MEHEHHSI CepACUHBIX
ToHOB. [lpy mnomospenuu Ha JEKCTPOKApAMIO HA3HAYAIOT MOJIHOE O0OCIe0BaHME. B KOTOpoe
BKJIIOYEHBI CJIEIYIOLIHE METO/IbI:

1. IKI. Dnexrpokapanorpapus siusercss HanGonee NPOCTBHIM | HH(DOPMATHBHBIM
HMCCJIC/IOBAHUEM JUISl TIOATBEPIK/ICHHs JeKeTpokapaun. Ha kapamorpamme ormeuaiotes oTkionenme
9JEKTPUYECKOI OCH cep/ila BIpaBo, oTpHuareibuble 3yousl P u T, BBICOKOAMIUIMTY/IHbIE 3yO1bl R B
NpaBbIX TPYAHBIX OTBEJICHHUSIX.




IKTI npu pexkcrpokapawm.
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2z Penrrenokapruna OIK. Ha PCHTICHOrpAaMME BH3YaIM3HPYETCs CMEIICHHE CepeuHOii
TCHH BIPABO, NMPH KOMOMHMPOBAHHBIX AHOMAIMSIX H3MEHSIOTCS KOHTYPbl MaruCTPAJILHBIX COCY/IOB.

Y1001 HOATBECPIANTH TPAHCIIO3HUIIHIO ITPOBOUT! PEHTIrEHOrpapus opraHon 6plOIIIHOFI IOJIOCTH.
e

3. Y3H cepaua n cocy1oB. DxoKapaHorpadus BbIIOIHICTCS VISl OUEHKH (hYHKIUHOHATBHOI
CrOCOOHOCTH aHOMAJILHO pacnosioxkenHoro cepaua. Ha OxoKI™ Buana cTpykTypa cepaeunoii cTeHKH,

CKOPOCTBb KPOBOTOKA, (ppakiiusi BLIOpoca.
4 Jdonoanureapnpie  meejaenoBanusi. B KauecTBe MOATOTOBKH K XHPYPrHUECKOI

KOPpPEKIHHU IIOPOKOB  pasBUTHUA  [1OKa3aHbI anruoxapunorpaq)m HJIH KaTeTepu3alus  CepaCcyHbIX
MOJIOCTEIA. I[ﬂﬂ BBISIBJICHHS COIYTCTBYIOLIHX NaTOJOT Ui 3CPKAJIbHO PACMOJIOKCHHBIX BHYTPEHHHX

opranoB pexoMenayior KT Gpronnoii nojgoctu.

e i




Jleuenne

KoHcepBaTiHBHas Tepanust

AHOMaJIbHOE paclojIoKeHHe cepila 0e3 JOMONHUTENbHBIX 3a00JIeBaHii HE COMPOBOIKIACTCS
pacCTpoiicTBAaMH TeMOJAMHAMHKH M He Tpebyer neuenus. [Ipn pasBUTHH cepAeuHO-COCYAHCTDIX
3260 1eBaHMI TEPAIHIO TPOBOMAT TaK K€, Kak M Ul GOMBHBIX C OTCYTCTBHeM AekcTpokapauu. [lpu
COYeTAHHH aHOMaIuH ¢ cuHApomoM Kaprarenepa Ha3zHauaeTCs CHMIITOMATHYECKas Tepanusi,
Tpearnoyiaraiomas NpHeM HHTAIAUHOHHBIX H TONMMYECKAX HA3albHBIX KOPTHKOCTEPOUIOB, Gerta-

AIpCHOMHMETHKOB.

Xupypraueckoe jJeueHne
OneparuBHOE BMEIIATEILCTBO TIOKA3aHO IpH  COYCTAHHBIX NOpOKax  pa3BHTHs

cep/ila, TPaHCMOo3HINN MarucrpajabHbIX COCVIOB. CpOK BBIITOJIHEHHST OIEpallui YCTaHABIHMBAIOT C

Y4€TOM BH/1a ITOPOKaA H TSKECTH Hapymeunﬁ reMojiMHaMuku. Ecin YIrpOXKaroue XU3HH COCTOSHHS

OTCYTCTBYIOT, XHPYPrHUECKYIO KOPPEKIHIO OTKJIABIBAIOT 10 3-6-1€THEr0 BO3pacTa pebenka. Korna

JIEKCTpOKap/iusl COYETACTCS C TSKEJIBIMH [TOPOKAMH (Hanpnmep. Terpagoil Panno), BMEIareIbCTBO

NpOBOIAT B MAaKCHUMaJIbHO PAHHHUE CPOKH.

Peabuinranmst




BB coBpeMeHoii_KapoA0rHi IPHMCHSIOT TPEXOTATHIYIO peabIHTalnonIyIo 11porpamMmy. JUid

MAIHEHTOB,  KOTOPLIC TEPEHECIIN  ONEPALHIO 110 KOPPEKIHH AOMaNHil  CEPACTHO-COCY/THCTOI
cneTeMbl  MeIUIHCKHIT  dTan  3aHiMaeT  nepBbie  HH-HEACHH  T0CIe XHPYPIrHUECKOIO
BMCLIATE/ALCTBA. 3aTeM NPHCTYNAIOT K (H3MUecKoil ¢ nenxo(pu3HOIOrYecKkoi  peabumrariim,
kotopast BKmouact Macewk, JIOK, gusnorepanyio. 3aKIIOYNTEILHBI Tarn — COUHAILHO-TPY/10BA

peaduTanms B3poCcbIX OOJILHBIX.
ITporios n npoguIaKTHKA

W3sosmpoBanibie GOpPMbI AEKCTPOKAP/MH HE BIMSIOT HA KAIECTBO JKH3HH, He MOBBIIIAIOT PUCK
pasBuTHs Apyrux 3abonesanuit. IIpornos GnaronpusTHbI. KoMOMHHPOBAHHBIE MOPOKH MPOTCKAIOT
Goslee TSUKEIO, HO TIPH MPOBEJICHHU CBOCBPEMEHHOIO H KOMILIEKCHOTO JICHCHHS yIaeTCA JI0OUTHCS
HOMHOM MEMIMHCKOI H COIHMATbHOM peabuiuTalui namuentos. [IpoduiakTuieckue MEpOpHATHA

HarpasJicHbl Ha YCTPaHCHHC TEPaTOre€HHBIX (I)aKTOpOB. MEUKO-T€HETHYECKOC KOHCYJIbTUPOBAHHC

OepeMEHHBIX.
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