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naBa 1
3ABOJIEBAHUA HOCA U OKOTOHOCOBbBIX MA3YX

1.1. AHomanum pa3BUTUA HOCa U OKOJIOHOCOBBIX Ma3yX

1.1.1. Atpe3us xoaH

Ampesus xoam(vt) — eponodennas (pexe npuobpemeHHdAsr) AHOMANUS
CIPOeHUS, NPOABTAIOULAACT NOTHOIM UYL YACUYHBIM HAPYUleHUEM cO00ue-
HUST MeN0y 00HOT UnY 06eumu NOI0BUHAMU NOTIOCHU HOCA U HOCOZTIOMKOLL.

Knaccugpuxayus.

* Bpoxpennas.

¢ IlocTTpaBMaTHyYECKasl.

¢ OTHOCTOPOHHAA.

¢ JIBycTOpOHHSAA.

+ MembpaHO3Has1.

* KocTHas.

¢ [lomHas.

* YactuyHas.

Anudemuonozus. ATpesust X0aH BCTpedaeTcsi ¢ 4acToToit or 1:5000 f0
1:10 000 HOBOPOXK/IEHHDIX, y IEBOYEK B 2 pa3a yallle, YeM Y MalIbiuKoB. Yale
BCTpPEYAeTCsl ONHOCTOPOHHASA aTpesus, peXe — JIBYCTOPOHH:ASA, IIPU 3TOM
B 90% crry4aeB MMeeT MeCTO KOCTHAs aTpe3us U uib B 10% — MeMOpaHO3-
Had. [IpoTsSHKEeHHOCTb CTEHO3MPOBAHHOIO y4YacTKa MOXKET BapbMpOBaTb OT
1 MM go 1-1,5 cm.

IAmuonozus u namozexe3. BpoxaeHHasa aTpesus X0aH CBA3aHa C Hapy-
IIeHVeM 5MOPUOHAIBHOTO PasBUTHA B IlepBble MecAlbl bepeMeHHOCT. OHa
pasBuBaeTCs B pe3yabraTe HapylIeHus mporecca GOpMUPOBAHMS XOaH —
paccacblBaHMsI Me3eHXMMAIbHOI MeMOpaHbI, OTHE/ISIOLEl ¥ 04 IOI0CTh
HOCa OT IJIOTKY, Ha 3-7-11 Hefjene aMOpuoHambHOro pasButusa. CoxpaHeHue
9TOJ MeMOpaHbI MM ee 3aMellleHNe KOCTHOM TKaHbIO NPUBOJUT K (HOpMMU-
posaHuio arpesun. Cpeny IpUYNH, IPUBOAAIMINX K Pa3BUTUIO aTPe3UN X0aH,
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YIIOMIUHAIOT XPOHUYECKIT IVeTIOHePPUT, OPOHXIUT, CaXapHbIii A1adeT y MaTe-
pY, IlepeHeceHHbIe €10 B Iep1of 6epeMeHHOCTH MHpeKuuu (KOpb, KpacHyXa,
TPUIII, XTaMMUANO03, TOKCOIIa3M03, MUKOIIa3MO03), TIPMeM MeIUKaMeHTOB,
006TafaoUX 9MOPMOTOKCUYECKMUM [ieiicTBIeM (6apOUTypaThl, aHTUOMOTH-
KN), U [pyrue TeparoreHHsle (GakTopsl. [IpociexxnBaeTcss U reHeTHYeCKast
IIPefpaCIOIOKeHHOCTb.

[IpnobpeTeHHass aTpes3nsi XOaH MOXKET Pa3BUThCS B JI0OOM BoO3pac-
Te M VMMETh IIOCTTPAaBMATUYECKYI0 VI BOCIAJNTEIbHYIO IPUPOAY: dallle
B pe3y/IbTaTe TSDKEIBIX TPABM, OXKOTOB U CIIelnUIeCKUX BOCTIATUTETbHBIX
IIPOLIECCOB MOIOCT HOCA, BCIEACTBYE U30BITOYHOTO GOPMUPOBAHISI COCRNU-
HUTENIbHOTKAHHBIX PyO1IOB. ATpe3st OfHOI M 00eNX XOaH MOXKET BO3HIUK-
HyTb Ha $OHe CKIepOMBI, cruuimca, AudTepun, CUCTEMHOI KPAacHOI BOJI-
YaHKI, TPaHyIeMaTo3a BereHepa, ocye Kypca Iy4eBoil Tepanui Mo ITOBOAY
37I0Ka4eCTBEHHOTO HOBOOOPA30BaHNUS HOCOITIOTKIL.

Knunuueckue npusnaxu u cumnmomvi. Begyimm npusHakoM 3aborneBa-
HMSL SIBJISIETCS HapyLIeHVe HOCOBOTO [ABIXaHMs Pa3/IMIHON CTEIIEHY BBIPaXKeH-
HOCTH. Y HOBOPOXK/IEHHOTO C ABYCTOPOHHET! aTpe3iieli X0aH MOy T BO3HIUKATh
aMM307bl aCPUKCUM, OCOOEHHO BO BpeMs CHa, KOIZja €r0 POT 3aKPBIT, @ TAKXKe
BO BpeMsI KOpM/IeHMs. DTO O0OBSCHSETCS TeM, YTO HOBOPOKIEHHBIE HE MO-
TYT ABIIIATH PTOM, TaK KaK HEOHAs 3aHaBeCKa y HUX HAXOJUTCS HIDKE YPOBHS
KOPHsI SI3bIKA. SIBIEHMST TUITOKCHH MPOSIBIIAIOTCA IIMAHO30M, OpafnKapauent
Y HENOCTOSIHHBIM PUTMOM [bIXaHMs, KaK C OTKPBITBIM, TaK U C 3aKPBITBIM
prom. LInaHo3 B JaHHOM CiTydYae HOCKUT MapajOKCaIbHBIN XapaKTep, TaK Kak,
B OT/IM4ME OT IMaHO3a KapAMOT€HHOTO IIPOUCXOXK/IEHNS, OH BO3HUKAET B II0-
KO€ U yMeHbIIaeTcs Ipu Harpyske. OfHOCTOPOHHSSI aTpe3us 06BIYHO MPO-
SIBJISIETCSI THOVHBIMY BBIJIe/ICHISIMIU 13 OFHOJL IIOTIOBUHBI HOCA.

BpokzeHHast aTpesust X0aH HEPeIKO COYETAETCS C APYTMMM MOPOKAMU
PasBUTHSL: MCKpUBIeHMeM Ieperopopkyu Hoca (ITH), pacijennHoit Markoro
u/viv TBepporo HEGa, ToTMYecKUM HEOOM. B psjie cmydaeB KOMOMHALMS 10-
POKOB pasBUTH CKIanblBaeTcs B Tak HasbiBaeMblii CHARGE-cuupgpoM (ot
anrn. Coloboma, Heart disease, Atresia choanae, Retarded growth, Genital
hypoplasia and Ear defects — cunapom, BKIHOUaoIuii KOTo60MY pamy K,
[IOPOK CEPALIA, ATPE3NI0 X0aH, 3aMefleHHOe (Pr3MIecKoe U ICUXOMOTOPHOE
pasBUTHeE, TUIIOIIA3MI0 TeHUTAINIT, QHOMAIUM CTPOEHMsI HAPYXKHOTO Y Cpef-
HEro yxa WIN ITyXOTY).

Huaznos u pexomendyemvie KauHuueckue uccned06anus. BpoxxuenHas
aTpe3ns X0aH, KaK IPABIIO, JMATHOCTUPYETCS B IIEPHOJ, HOBOPOXXEHHOCTH
VIV B paHHEM HeTCKOM BospacTte. CaMblil IIPOCTOI METOf, AMAarHOCTUKYA —



1.1. AHOManum pasBUTNA HOCa Y OKOSTIOHOCOBbBIX Ma3yX 1

30HAMpOBaHMe (KaTeTepu3alisi) MOIOCTU HOCA, XOaH U HOCOITIOTKU TMOKUM
ACIMPALMOHHBIM KaTeTePOM, IO MOXKHO BBIIIOTHUTD CPasy MOC/Ie PO>KACHMU.
B nocnenyromieM gnarHo3 Mo>keT ObITh MTOATBEP)K/IeH IIPY UCCIIETOBAHNY 110-
JIOCTM HOCA YKECTKVUM W/ TMOKMM 3HIOCKOIIOM U METOIOM KOMIIBIOTEPHOI
tomorpadun (KT). XapakrepHas sHZOCKONMYeCKash KapTUHA — CKOIUIEHNUE
6O0/IBIIOrO KOMMYeCTBA IYCTOTO CAM3UCTO-THOMHOTO OT/ENsAeMOrO B CY>KeH-
HBIX 33JJHMX OTJe/axX I0MOCTY Hoca. HerrponsBonbHOe BbITeKaHMe TAKOTO OT-
Ie/sIeMOT0 YaCTO IPOUCXOINT NPV HaK/IOHE TOTOBBI BIIEPE.

Jleuenue. [JByCTOPOHHsAS aTpe3us X0aH TpebyeT HEOTTIOXHOTO BMe-
HIaTebCTBA ISl 0becrevdeHns a[eKBaTHOTO JbIXaHVsI HOBOPOXXIEHHOTO,
IOCKO/IbKY B IIepBble 6 HeJj )KM3HM OH JBILIIUT TOTBKO HOCOM, 32 MCKIIIO-
JeHUeM TeX C/IydaeB, KOrfa Kpuunt. B crydae achukcuy Heo6XoamMo of-
HUM U3 BO3MOXXHBIX CIIOCO60B mepdoprpoBaTh Y4aCTOK aTpe3uy U BbI-
IOTTHUTD €T0 CTeHTMPOBaHMEe. BBeleHHDII CTEHT GUKCUPYIOT LIBAMU IS
HIpeoTBpalleHNs acuupanyy. PEKOHCTPYKTUBHYIO OIlepaljiIo 10 BOCCTa-
HOBJIEHUIO IPOXOAMMOCTM XOaH NPY ABYCTOPOHHEN aTpe3uy IPOBOIAT
B IlepBble HeleNM MM MecALbl )XKu3Hu. He peKoMeHyeTCs BBIIIOTHEHME
TPaxeoCTOMUN.

ITpu OZHOCTOPOHHEI aTpe3ny XUPYPrudecKoe jgedeHre MoXeT ObITh OT-
JIOXKEHO [10 KOCTYDKEHVSI IIKOIBHOIO BO3PacTa, Korxa chopMmpyiorcs 6omee
XapaKTepHble JI/IsI B3POC/IOr0 YeloBeKa aHaTOMUYeCKIie COOTHOLIECHMS B 3a]I-
HUX OTHEeNax MOMOCTH HOca M HocormotTku. Omepanns MOXeT OBITh MPOBe-
IeHa TPaHCHA3aJbHBIM NMOO TpPaHCIATATAIBHBIM AOCTYIOM. IlepBblit f0-
cTym 60s1ee IPOCT, €r0 B MOCTIeAHee BpeMs Jallle BHIIOIHAIOT IO KOHTPOJIeM
9H/JOCKOIIA WV C OIEPaLMOHHBIM MMKpocKornoM. Omepaius 3aKiodaeTcs
B yhaneHnu U30BbITKa KOCTHON 1 PyOLIOBON TKaHM U3 3a[HMUX OTHEIOB IIO-
JIOCTU HOCa, 00513aTeNIbHO C pe3eKIjyell 3a/jHero OTHea COIIHMKA, YTO JaeT
BO3MOXXHOCTh C(HOPMUPOBATh MaKCUMalTbHO MIMPOKMIT MPOCBET HEOXOa-
HbI. BMelllaTe/IbCTBO 3aKaHYMBAIOT BBeleHNeM M (pukcaimeil CHIMKOHOBON
TPyOKI-CTeHTa, XOTs B IOC/IEfHEe BpeMsl MHOTHME XUPYPIU He CIUTAIOT 3TOT
MOMEeHT HeoOXouMbIM. CTEHT OCTAB/IAIOT Ha 2—4 MeC, peryIsipHO IPOBOJ
TyaseT 3aJHUX OTHEIOB IIOIOCTY HOCA IIOf, KOHTPOJIEM 9HAOCKOMA. AJleKBaT-
HBIII ITOC/IEONIEPALIVIOHHDIN YXOf KpailHe BaXKeH, TaK KaK JIaeT BO3SMOXKHOCTb
KOHTPO/IMPOBATH Te€UeHE BOCIIAMUTENBHOTO MPOIlecca I IPefOTBPATUTD M3-
ObITOYHOE pa3BuTHE PyO1I0BON TKaHM. He B MOMTHOM 0ObeMe BBIIIOTHEHHOE
XUPYPIUYecKoe BMEIIaTeIbCTBO 3a4acTYI0 IPUBOMUT K PELUANBY 3ab0meBa-
HYIS, @ IOBTOPHBIE ONlepaliyi JIMIIb YCYTYOISIOT CUTYAINIo 1 BBI3bIBAIOT elle
6onee arpeccuBHOe popMMpPOBaHUE PYOLOB.
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1.1.2. OpoHTo6a3anbHas guspadua

Dponmobaszanvhas ouspagusi (dysraphia: ous/ouc + epeu. rhaphé —
ui08) — o0ujee HA36aHUE 2PYNNbL BPOHOEHHDIX AHOMANUTE PA3BUMUS KOCeT,
popmupyrouux nepedHutl 0moen 0CHOBAHUS Hepena U NUPAMUOY HOCA.

ITamozenes. luzpacduu mepegHero OTfena OCHOBAHMs Yepera sB/LI0TCS
CTIefICTBMEM BO3MIEJICTBUA PA3MMYHBIX, B TOM YMC/Ie IepPedNC/IeHHBIX BBIIIe
(1.1.1), TepaToreHHBIX GaKTOPOB Ha 2-11 MIH 3-11 Hefjere SMOPIOHAIBHOTO pas3-
BUTHA, KOTZIA U3 HEBPA/IbHOM IUIACTUHKY (OPMMPYeTCsl HeBpajibHas TPyOKa,
M Ha 4-it Hefente, Korfa GOpMUPYIOTCS XKeTYJOYKM MO3Ta U LeHTPaIbHBII
MO3TOBOJ KaHasl, a KJIeTKH IjeHTpanbHoil HepBHOIT cuctemsl (ITHC) others-
I0TCsI OT SMUAEPMUCA M MUTPUPYIOT. B pesynpraTte popMupyiorcs nedekTst
IO IMHUAM HECPOCUIMXCA KOCTHBIX IIBOB, KOTOpblE MOTYT 3aIlOHATD JIUC-
TOIMPOBaHHBIC MO3TOBbIE 0OOOUKY U pyTUe TKaHU, GOPMUPYS IPBDKEBbIE
BBIILAYMBAHNA, KMCTHI 1 GUCTYbL. CeMeliHbIe CTydayl CBUETeNbCTBYIOT O Ha-
CTIefICTBEHHOII MPePacIIONOKEHHOCTI K PasBUTUI0 GPOHTOOA3aIbHBIX U3-
paduit. GoNbIIMHCTBO MO3TOBBIX IPhIK TaK)Ke ABJIAIOTCSA HACIENCTBEHHDIMI,
HO MOTYT OBITh ¥ IIOCTTPAaBMaTUYeCKUMM (HaIIpuMep, IOC/Ie IepeioMa OCHO-
BaHIs Yepera).

Knaccupuxauyus.

¢ JlopcanbHble Ha3aabHbIE BVCTYIIbL

¢ JlepMOV/THBIE KVICTHI.

+ OpoHTOHA3aIbHbIE 3KCTpallepedpanbHble [TTNOMBI.

¢ Mo3roBble I'PBDKIL.

MosroBble TPBDKM TI€PeJHEro OTe/la OCHOBAHMA yeperna IoApasfieaioT
Ha JiBe Ipynmsl. TeMeHHbIe IPBDKY PACIIONAraloTCsl B 06/IaCTU IIepeHOChs, 16a
VIV OpOUTBI, TOTA KaK 6as3ajbHble Yallle HAXONATCA B BePXHUX OTHE/AX II0-
JIOCTY HOCA, OKOJIOHOCOBBIX nasyxax (OHIT) um HocormoTKe.

Anuodemuonozus. PacipocTpaHeHHOCTDb AM3paduil, BOBIEKAIOIINX CKe-
7IeT JIMIEBOTO U TIePeHEro OTMe/la OCHOBAHMA uepera, COCTaB/AeT Ipu-
6mmsurenpHo 1 ciaydait Ha 20 000-40 000 HOBOPO>KJEHHBIX. BpoxxieHHbIE
6asajbHbIE TPbDKY, MM 9HILedanoLerne, BCTpeyaoTcsa y 1 Ha 35 000 HOBO-
PO>XXJIEHHBIX, OT/le/IbHbIe (POPMBI TAaKUX I'PBDK, HAIpMMep TpaHCCpeHOou-
JalbHbIA TV, BRIABIAIOT ¥ 1 Ha 700 000 HOBOpOXAeHHbIX. B 20-30% cny-
yaeB MO3TOBble I'PBDKM COYETAIOTCA C APYTMMM aHOMAIMAMM Pa3BUTHA,
TaKMMM KaK paclle/MHBbl TMIA, Paclie/IMHBL IIOJIOCTI HOCA, BEPXHell TYOB,
TBEPJIOTO VI MATKOTO HEOA, aHOMAINY PAa3BUTHUA CKe/leTa M MBIIIL, cepfied-
HO-COCYAIMCTOM ¥ MoueBbifenuTenbHoi cucteM. Cpeau anomanuit IJTHC
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Haybosee 4acTo MM COIyTCTBYIOT areHesVsl MO30CToro tena (50%), rup-
pouedanus, MUKpopTanbMusi, aHOPTATbMUS, KOTOOOMBI, aHOMATUU CET-
YaTKM, TUIIOIIAa3MsI 3PUTE/IbHOTO HEPBA M XMa3MBl, JUCTOINN VI aIljIasus
runo¢usa 1 nepefHeit MO3TOBOI apTePUNL.

Knunuuecxue npusnaxu u cumnmomvr. Jlna nuspaduii XxapakTepHO Ha-
NM4Me BPOXKAEHHBIX lepeKTOB B 00/IaCTI IBOB MEX/Y KOCTAMMY, GOPMUPYIO-
IMMJ OCHOBaHMe 4yeperna (aHaJOTMYHO paclle/niHe I03BOHOYHMKA B IOSC-
HIYHOM OTJeJIe), PACIIONaraloliyXcs IO CPpefHet TMHIN WK 67M3KO K Heil.

Hopcanvras nasanvHas ¢ucmyna COCTOUT U3 CBUILEBOTO XOJa, KOTOPBII
BBICT/IAH OPOTrOBEBAIOLIVIM IUIOCKVIM 3MUTENNEM 11 00pasyeT TOUedHOe OTBep-
CTVe Ha CIMHKe WIM KOHYMKe Hoca. PucTyna MOXeT 3aKaHIMBAThCA CTIEIIO0
WIIV TIPOZIO/IKAThCS B IOZIOCTD Yeperna, GopMupys cooblieHme ¢ CybapaxHou-
Ia7bHBIM IPOCTPaHCTBOM. OUCTY/IBI, OKAHYMBAIOILIIECS CTIEII0, OOBIYHO IIPO-
ABJISIIOTCSL KIIMHUYECKY TONBKO B MOAPOCTKOBOM WM 3PEIOM BO3pacTe 3a
CuyeT BOCIIaJIeHVs CBUIIEBOTO XOJa U OKpy>XKawlux TKaHei. Ecnmu ¢ucrymb-
HBIII XOf MMeeT cOoOIeHne ¢ CybapaxHOUJAIbHBIM IIPOCTPAHCTBOM, 3TO
OOBIYHO NPUBOAUT K Pa3BUTUIO IMKBOPEU M YPTeHTHBIM OC/IOXKHEHMSM, Ta-
KIM KaK MEHVMHTUT 1 abCIiecc Moara.

Hocosvie depmoudHvie KUCMbl, TaK >ke KaK 1 JOPCaIbHbIe HOCOBbIE (PUCTY-
JIbI, BBICT/IAHBI OPOTOBEBAIOIIMM IIOCKUM amuTemieM. OHU PacronaraoTcst
10 CpefjHell TMHUM BJO/Ib CIMHKM HOCA WIM Ha OOKOBBIX CKaTax MMpPaMU/bL
HOCa, TaM, Ifie HaXOfATCS TepMUHA/IbHBIE MeLIOTYaThle OTAENbI KIUCT. [lepMo-
UJiHAsI KMCTa MOXKET B PEKUX C/Ty4asx COYeTaThCs € JOPCaTbHON Ha3ambHOM
¢ucrynoit. B pesynbraTe ee BocmaneHus MOXeT IPOUCXOFUTD abClLiefpoBa-
HIe, KOTOPO€e MHOT/A OO 0YHO IpMHUMAIT 3a abcuecc [TH.

Moszosvie epoisicu (MeruHeo-/anuedanoyene) IpencTaBIsioT cOOOI BIIA-
YMBAHUSA COMEP>KUMOTO IIOJIOCTY Yepena Yepe3 KOCTHBIN ieeKT B €0 OCHO-
BaHMI. BBIE/ISIOT HECKOZIBKO TUIIOB IPbDK B 3aBUCUMOCTY OT TeX CTPYKTYP,
KOTOpble X (OPMUPYIOT: MEHUHTOLeNe (IPOTPY3Nsi MATKONM 1 Ay TMHHON
MO3TOBBIX 000/104eK), MeHMHT09HIIedaolene (MArKas 1 ayTHHHAS MO3TO-
Bble 000JIOUKM ¥ TKaHb MO3Ta) ¥ MEHMHIOo3HIedanoucrolene (MeHMHIOLe-
e + 97IeMEeHTBHI CUCTEeMbI XeTYL0UYKOB MO3Tra). TeMeHHble TPBIXI BBIIIALAT
KaK Iy/IbCUPYIOIYe MATKOTKaHHbIe 00pa3oBaHMs B 00/1aCTY IIepEeHOChs, Ya-
CTO B COYETAHUM C PAaCUIMPEHHOI CIVHKOI HOCa M TUIepTenopusMoM. ba-
3ajIbHbIe MO3TOBBIE TPbDKM OOBIYHO HPOSBIAIOTCA HapylleHNeM HOCOBOTO
meixaHust. IIpy mepeHest pMHOCKOINMM OHM BHEIIHe IIOXO0XKM Ha ITOJIAIIBL, HO
cIefyeT MMeTb B BUAY, YTO IONIo3Hbl puHocunycut (ITPC) orHOCUTEIBHO
PEeAKO BCTpeYaeTcs B 9TOI BO3PACTHON TPYIIIIE.



