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T'emyrHazanpHAA THNIIONIIA3K A /ATIIA3UA — 9TO AHOMAJINA PA3BUTHA U3 CIIEKTPa HAPYIIeHNH (hDOPMUPO-
BaHUsI HOCOBOM IIOJIOCTH, HAPYKHOTO HOCA M IPUIATOYHBIX I1a3yX, XapaKTepUayoIasicsa UX Hemopas-
BUTHEM UJIY YACTUUYHBIM OTCYTCTBHEM. B MUpe ommrcano MeHee cTa CayJaeB JaHHOM HaTOJOT Y, e IUHNY-
Hble 13 KOTOPBIX OBLIM BBISBJIEHBI IpeHATaNbHO. IIpeacraBisgemM HaOJ0AeHNE NTUATHOCTUKYU T'eMUHA-
3aJIbHOM T'MIOILIa3uN, 3aII0A03PeHHOM 1Mo faHHbIM ¥ 3U III TpumecTpa, Koraa y mjoAa ObLIO O0HaApYKe-
HO HeZIOPasBUTHeE KPbhLIa HOCA U HOCOBOI'O X0a cIipaBa. B craTbe oTpaskeHbl yIbTPa3BYKOBBIE IPU3HAKY
JaHHON aHOMAaJIMW Pa3BUTU, BBIABJIEHHBLIE IIPEHATAJbHO, a TaKiKe AeTalyl NUATHOCTUKHU IIOJHOTO
CIeKTpa HapylleHui GopMUPOBaHUA HOCA, IJIasda U JIUIEBOTO CKeJieTa, O0HAPYKEeHHBIX B TeUEHUE IIep-
BBIX JIeT ;Ku3HU pebeHKa. Onmucan auddepeHInaIbHO-TUATHOCTUUECKUN PAJN, BKJIIOUYAMOIINN B cedsa
arpesuio xoaH B acconuainuu ¢ CHARGE-cuuapoMoM 1 YeII0CTHO-IUIIEBYI0O MUKPOCOMHUIO, a TaKJKe pac-
CMOTPEHBI CXOKVe KINHIYECKNE ONMCAHNA, IPEICTaBICHHBIE B MUPOBOI JIUTEPATYPE.
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YJIbTPA3SBYKOBASI N ®YHKLUIMOHAJIbHAS IMATHOCTUKA

KJIMHNYECKOE HABJTIOLEHNE

BBEJEHHE

T'emunasanbHasA amjgasusA, WJIX TeMUapu-
Husa (I'A), — aTo cocTosgHMEe, TP KOTOPOM OT-
CYTCTBYIOT OZlHA TOJIOBMHA HAPYKHOTO HOCA U
HOcoBoOI xox [1, 2]. Hairie Bcero oHO IPOABIIA-
eTcs OTCYTCTBUEeM MATKUX TKaHell Hoca U IIPu-
JIeraInx CTPYKTyp. I'A oTHOCUTCA K aHOMA-
JUSAM BepxHel uactu auta — I rpymnmne ppoHTO-
Ha3aJbHBIX Ae(EKTOB IO KJacCUPUKAIIUU
Mazzola 1 coaBT., B KOTOPOU BBIAEIAIOT TAKKE
TMOPOKU Pa3BUTUS, KAK apUHUA, TeMIaPUHUA
U reMuapuHug ¢ QOPMUPOBaHMEM IIPpodocIrca
(proboscis lateralis) [1]. Proboscis lateralis —
penkas BpOMKAeHHAA aHOMAaJINA, BCTPeYaroa-
sca npumepuo y 1 u3 100 000 HOBOpPOMKIEH-
HBIX, KOTOpPasd MOYKET acCOIMUPOBATHCA C Te-
MUWHAa3aJIbHOI TUIIOIIJIa3uel, alljiasueil u aTpe-
3meii xoaH [3].

BripaskeHHOCTH caMOTO (hPOHTOHABATIBHOTO
nedeKTa MOKET BapbUPOBAThH OT TMIOIJIA3UU
(HeZOpPasBUTUA WU YACTUUYHOTO OTCYTCTBUSI
CTPYKTYP HOCA) IO TOJHOM anyiasuu (apuHun,/
remuapuHun) [2, 4].

T'emuHasanbHasA amasusa/TeMuHa3aIbHAS
runonyiazusd (I'A/T'T) MoKeT 6BITh aCCOIUUPO-
BaHa C aHOMAJIUAMY Pa3BUTHUSA JUIEBOTO Uepe-
na (B TOM UmcJIe AaTUMUYHBIMHU PacIieJIuHaMUI
JnIa), opraHa 3peHusa (MUKpodTaaibM, MUKPO-
KOpHea, yBeaJibHasaA Koj000Ma, BEIBUX XpycCTa-
JUKa, AUCTOINS BeKa, T'UIIePTeJIOPU3M, CUHO-
bpus, OGiedpapodpumMos, IUPOKaAA BePXHAA
rJia3Had IeJsib U, PeJKO, aHOGTAIbM) U APYTU-
MU TIPOSABJIEHUSAMM CIEKTPa YeJIFOCTHO-JIUIe-
Boli MuKpocomum (cuHapoma [oabmeHxapa,/
OKYJIOAYPUKYJI0-BepTEeOPaTIbHON AUCIIIA3UHN)
[1, 2]. UHTENIEKTYaIbHOE PA3BUTHE Y TTAI[EH-
ToB ¢ I'A/I'T cooTBeTcTBYeT Bo3pacTy [1].

HanHasa aHOMaauA Pa3BUTUA BCTPEUAETCH
KpaliHe peKO — B HacCTOsAIllee BPeMA B JIUTe-
parype ommcano mo 100 cayuaes T'A/I'T,
IUATHOCTUPOBAHHBIX Yy HaIlMEeHTOB KaK JeT-
CKOT0, TaK U B3POCJIOT0 BO3pacTa. OTHUOJJOTUA
MOJKeT OBITh 00yCJIOBJIEHA XPOMOCOMHBIMU
abeppanuaMyu U MUKPOJIEJEINOHHLIMI CUH-
apomamu [4]. Tum HacIeLO0BaHUA MOYKET OBITH
ayTOCOMHO-JIOMHHAHTHBLIM, ayTOCOMHO-PeIec-
CUBHBIM uUJjau cuopaaunueckuMm [1]. sBecTHO,
YTO MPU FeHEeTUYEeCKOM HCCJIEeTOBAHUM IIAIlM-
eutoB ¢ 'A/TT BelgBaARuChH Aeaernuu 3qll
u ql3, amomanum B xpomocomax 3 u 12, uH-
BePCUU U MO3aWIU3M XpoMocoMsl 9 [4].

Cpenu BapuaHTOB STHOIIAaTOreHe3a TaHHOMI
aHOMAaJIMU Pa3BUTHUA PAaCCMaTPUBAIOT CJIEAYIO-
Ie TeOPUU:

1. Hapyiierue pocta MeIuaJbHBIX U JaTe-
PaJILHBIX HOCOBBIX OTPOCTKOB.

2. PanHee ciausHue MeJUAJbHBIX HOCOBBIX
OTPOCTKOB.

3. HemocraTouHasa pe3opOIiyd STIUTEINaTIb-
HOII IpOOKU HOCA.

4. HapyuieHue Murpanuu KJIETOK HEPBHO-
ro rpebHs.

Yaririe Bcero AUarHo3 reMUHa3aJIbHOMU TUII0-
IJIa3UM yCTAHABJIMWBAETCS IIOCJIe POKICHU,
Korjla poauTesu obpalamTcsa ¢ KajlobaMu
Ha HapylleHWe AbIXaHWA UJIU KOTrJa OHU 3a-
MeualT acuMMeTpHio Juia y pebenxa [2].
Ho B HEKOTODPBIX caydadx MOKEeT moTpedo-
BaThbCA OIIePAaTHUBHOE BMeEIIIATEeJNbCTBO YiKe
B paHHEM HEOHATaJbHOM IEepPUoJie B CBA3U
C TIOBBINIIEHHBIM PUCKOM HEOHATaJILHOM 3a00-
JIEBA€MOCTU ¥ CMEPTHOCTH, aCCOI[MUPOBAH-
HBIX C HAPYIIEHUAMU ObIXaHUS U NUTAHUSI,
HaOJI0OJaeMbIX TIPU JaHHON WaTOJIOTUU.
HauHBIN acnekT 00yCJIOBIMBAET aKTyaJb-
HOCTb CBOEBPEMEHHOI IpeHaTaJbHOUN auar-
moctuku 'A/TT [1].

3a1o0/103pUTh AHOMAJIUU PA3BUTUA HOCOBOM
MOJIOCTH YW HAPYKHOTO HOCa y IJIOJa BO3-
MOJKHO TPHU TPOBEeJeHUU CKPUHUHTOBOTO
yIBTPa3dByKOBOro wuccjaemoBanusa (Y3U)
B cpoke 19-21 Hen GepeMeHHOCTU U IIPU HC-
caenoBanuu B III Tpumectpe. Ilo pekomenga-
muam ISUOG olenka HOca M HO3ApeH Ijaoma
MOJKET IIPOBOJUTHLCA, HO OHA HE BXOIUT B Py-
TUHHBIN TPOTOKOJ cKkpuHuHTa Il TpuMecTpa u
¥3U B III Tpumectpe [5, 6]. Tem He MeHee,
corsiacHo mpukasy MwuusapaBa P® 1130w,
cIenuaJucT 00d3aH OIEHUTh UX BO BPEMd
II ckpuHUHTA 1 MOKET IMOJIb30BaThCA (POPMOI
MPUBENEHHOTO B IMPUKa3e YJbTPa3BYKOBOTO
MPOTOKOJIa TPU TIPOBEJEHUUN BHECKPUHUHTO-
BOTO uccyenoBanus (B Tom uucye B III Tpume-
CTpe), YTO U MO3BOJIUT BBHIIBUTH BO3MOIKHBIE
NPU3HAKU aHOMAaJU{ Pa3BUTUA HaAPYKHOTO
HOCa ¥ HOCOBOIi mojtocTu [7].

Jleuernue I'A/TT B oCHOBHOM IIpeICTaBJIEHO
CIEKTPOM PEKOHCTPYKTUBHBIX BMEIIIATEIbCTB,
HaIpaBJEeHHBIX HA YJAYUYIIIeHWEe HOCOBOTO [bI-
XaHUA U JOCTUIKEHUE BCTETUYECKOTO PesyJib-
TaTa. BospacT TpPOBeIeHUA OIEPATHUBHOTO
JIeYeHUA 3aBUCUT OT BBIPAXKEHHOCTHU AedeKTa
W cTelleHUM HapymieHud abixanuda [2]. Ilpu
OTCYTCTBUM [ABbIXaTeJbHON HEJOCTATOYHOCTU
PEKOMEHyeTCsA OTCPOUYUTH XUPYPTUUecKoe
BMEIIaTeJbCTBO A0 OOIIKOJBHOTO BO3pacTa,
Korza popMUpoBaHUE CTPYKTYD JHUIla IPaK-
TUYEeCKHU 3aBepImeHo [8].

I0.T. BuwHesckas, M.M. bynaHoBa. llpeHatanbHas AuarHoCTuka reMmHasaabHol runonaasmn;
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Kanauueckoe HabOII0MeHIE

Bepemennas B., 31 rox. [JlanHasa 6epeMeHHOCTD
TpeThsl, HACTYIIMJIA CAMOIIPOU3BOJILHO. IIpeabiay-
e 6epeMeHHOCTH IIPOTeKaau 0e3 OCJIOKHEHUI,
IeTu 340POBEI. IlammenTKa obpaTuiach Ha MpueM
B JKEHCKYIO KOHCYJIbTAIlMIO Ipu 'opoacKoii 60JIb-
Hute Ne4 r. Baragumupa A1 IpoBefeHUs IIePBOTO
CKPUHHUHTOBOIO HccaenoBanusa B ceHTsaope 2021 r.
¥Y3U npoBogmyioch Ha YJIBTPA3BYKOBOII CHCTeMe
Voluson E6 KoHBeKCHBIM a0LOMUHAIBLHLIM JaTUM-
KoM (uactora 2—5 MTI'1), KOHBEKCHBIM 00HEMHBIM
abmoMUHAJIBHBIM gaTduKoM (uactora 2—8 MI'm).

ITo mamabiM Y3U B m0oJIOCTH MaTKU 00HaAPYIKeH
OQWH JKUBOI IJIOJK, KOMUMKO-TEMEHHOMN pasmep
71,7 mm, uTO cooTBeTcTByerT 13 Hem 3 IHAM.
MaprepoB XpPOMOCOMHBIX aHOMAaJIN, CTPYKTYDPHOHI
TIATOJIOTUH CO CTOPOHBI ILJI0/A He BLISABJIEHO, 32 UC-
KJIIOUeHNeM HaJWYusa eIUHCTBeHHON apTepuu
nynosuHbl (EAII). Takske mpu ocMOTpe XOpHOHA
BBISIBJIEHO KpaeBOoe IIPUKpeIJieHre MTYIOBUHEI
K ILIalleHTe M “IjalleHTapHas II0JKa”, pacioJio-
JKeHHas [0 IMepUMeTPy OKPYIKHOCTU ILIAIeHTHI,
IpU I[BETOBOM [IOMIIJIEPOBCKOM KAapPTUPOBAHUU
(IIIK) B Heii perucTpupoBaJiCA XOPUAJIbHBIN KPO-
BOTOK (placenta circumuvallate).

Ha ocuoBanum nanapix Y3U u OMOXUMHUUYECKUX
MapKepOB NHANBUAYAJbHBIE PUCKH XPOMOCOMHBIX
aHOMAaJIN, IPeKAeBPeMeHHBIX POJOB, IPEIKIaAMII-
cuM omIpefejieHbl KaK HUBKWE, PUCK 3aJePiKKU
pocTa miIoma BEICOKUI. PacueT mIpoBoaMICA B TIPO-
rpamMme Astraia.

B nosa6pe 2021 r. B cpoke 20 Hexq u 3 OHA BBI-
TMOJTHEHO BTOPOe CKpuHuHroBoe Y3U. B mosoctu
MAaTKU BU3YaJIU3UPYETCA ONUH KUBOM IJION MYIK-
CcKoro moJia. PasMeps! mjioga MEHbIIIE TeCTAIlMOH-
HO¥ HOPMBI U COOTBeTCTBYIOT 18—19 Hex: Gunapue-
TaJIbHBIN pasmep 42 MM, OKPYsKHOCTb I'OJIOBBI
162 MM, okpyKHOCTH KuBoTa 134 MMm (6,5% 10
Hadlock-3), niuua 6eapa 27 MM; mIpeamoiaraeMas
Mmacca maoza 264 r (menee 1% mo dopmyte
Hadlock-3). Ha MomeHT ucciieoBaHUA IIPU OCMOT-
pe auna miaofa AUCIPOIOPIUA, aCUMMETPUHN TJIa3
WJI HOCA OTMEUeHO He OBLIO.

B mymoBuHe BM3yaqm3WpOBAJIOCh 2 cocCyaa
(EAII). IIpu mommjepoMeTpUU OTMEYaaoCh HapPY-
IIeHre KPOBOTOKA B MATOUHBIX apTepuAx (cpeamee
3HaueHme myJabcamuonuoro muaexca (PI) 2,29 —
BhIIIIe 95-T0 TIporieHTHIA 10 Gomez 1 coaBsT.).

BrbLa yeTaHOBIIEH AUATHO3 3aAeP KKK POCTa IIJI0-
na (3PII), corsacHO AefiCTBOBABIIIMM HA MOMEHT
ucciaegoBanusa Kpurepuam. OTmMerum, UTO IIpU
pacueraxnorneHkenomkagae INTERGROWTH-21,
BHEAPEHHON B NPaKTUKY II03)Ke, UeM IIPOBOIU-
JIOCh JaHHOE UCCJIe[OBaHME, Macca IJIOa COOTBET-
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crBoBasa H5,6%, 4TO, COIVIACHO OTHOCHUTEJIHLHBIM
Kkpurepuam Delphi, B COBOKYIHOCTH C HaJIAYMEM
HapyIIeHW KPOBOTOKA B MATOUYHBIX apTEePUAX
Tak:Ke MO3BOJIAeT YCTaHOBUTDL Auaruos 3PII.

YuursiBasg panuiolo Gopmy 3PII u EAII, gna
UCKJIIOUEHUS CUHAPOMAJBHOIN IIAaTOJIOTUU PEKO-
MeHoBaHa KoHcyabranua B @I'BY HMUIL aky-
IIEePCTBA, I'MHEKOJIOTUN W IIePUHATOJOTMY NMEHU!
akagemuka B.U. Kynakosa. B pamkax obciemoBa-
HuA Oblla BBINOJHEHa 3XOKapamorpadua mioja
B cpoke 25—26 Hem, mo pe3yabTaTaM KOTOPO
ITaHHBIX O I'PyOOM IIOPOKE PAa3BUTHUA CEPAEYHO-CO-
CYAUCTOI cCTeMbI He BhIABJIeHO. IIo nanubim ¥Y3U
00HApPYsKeHbl MUKPOTACTPUA, YKOPOUEHUE JINH-
HBIX TPYyOYaThIX KOCTel (MeHee 5-T0 IPOIEeHTUIIA,
Astraia), “craaxkennsrii” npoduas miaoxa u EAIL
Ilo saxkJOYEHWI0O HEePUHATATIBHOTO KOHCUJIUYyMA
IOKAa3aHo IIPOBe/ieHNe NHBA3UBHOU MpPEeHATAJIbHOMN
IUArHOCTUKHN B CBSI3M C IIOBBIIIEHHBIM PHCKOM
CUHAPOMAJILHOI IATOJIOTUH.

IIo MecTy KUTENBCTBA OBLLIM BBIIOJJHEHBI AM-
HUOIIEHTe3 UM ITMTOTE€HETUYECKOe WCCJIeJOBaHUE:
XPOMOCOMHBIX AHOMAJUI HEe BBIABJIEHO, OIIpele-
JeH HOPMAaJbHBINM MYKCKOH KapHOTHUII ILJIOJA.
PerxomeHnz0BaHO nasbHelIIee HAOIIOIEHUE.

B despase 2022 r. B cpoke 32 nex 5 nueii B I'B
Ne4 r. Bragumupa OJisd OIleHKHU JaJIbHeHIel 1uHa-
MUKHU pocTa Iuiofa BhimoiaHeHo Y3U. B mosoctu
MaTK{ BU3YAJU3UPYETCA OOUH JKUBOI ILJIOJ MYK-
cKoro moJjia. Pasmepsl miioga: OumapueTaabHbBIH
pasmep 81 MM, OKPYsKHOCTH T'0JIOBBI 288 MM,
OKPY2KHOCTS sKuBoTa 258 mm (1,6% ), niuwma 6eapa
54 mm (<5% ), nauHa miaeua 49 mm (<5% ); mpeamo-
JaraeMmas macca mioga 1440 r, 1,2% no Hadlock-3
(1761 r, 29,9-i1 npomentunar mno INTER-
GROWTH-21), “crimakennsniii” mpopuis (puc. 1).

IIpu BeImOTHEHUU 3D-PEKOHCTPYKIIUHU JIHIIA
maona o0Hapy:KeHa aCUMMETPUsA JUIEBBIX CTPYK-
Typ, TUIOILIA3UA IPABOTO KPbLIa HOCA, UTO IIOCTY-
JKUJIO TIOKasaHueM K 0ojiee JeTaabHOMY 00CJI€en0-
BaHuio (puc. 2).

B B-pexuMme mpaBad IIOJIOBUHA HOCOBOM IIO-
JIOCTH YEeTKO He BU3YyaJM3UpPyeTcd, TaKKe OBLIO
OTMEUEHO OTCYTCTBUE ABUIKEHU KUJKOCTHU UYepes
IIpaBBIi HOCOBOIL X0 (puc. 3, 4). Ha momenT o6ete-
IOBaHUS OCHOBHOM AMArHO3 ObLI “aTpe3us XOaHBbI,
HOCOBOT'O X0/a cripaBa”.

Takske OCMOTpPEHBI YIIIHbIE PAKOBUHBI ILIOAA:
dopma, pasMepbl U PACIOJOKEHHE HOPMAaJIbHBIE
¢ obeux cropoH. IIpu ocMoTpe BHYTPEHHUX Opra-
HOB maToJioTuu He oOHapy:keHo. IIpum ocmoTpe
TJIA3HUIL U TJIa3HBIX s0JIOK HA MOMEHT MCCJIeoBa-
HUA IaTOJIOTUU TaKKe He ObLIO BbIABJIEHO. [locie
pOKIeHUusA pebeHKa PETPOCIEKTHUBHO OIEHEHBI
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Puc. 1. Bepemensocts 32 Hen 5 nueii. [Ipu carut-
TaJbHOM CKAHUPOBAHUU OTMEUAETCS TI'UIIOILIA-
3UA CpeJHell TpeTH JInIA.

Fig. 1. Gestational age 32 weeks 5 days. Sagittal
ultrasound view shows mid-face hypoplasia.

Puc. 3. B-pe:xxum. IIpu momepeuHoM CKaHUPOBa-
HUU Ha YPOBHE HOCOBOI IIOJIOCTH OIIPENEJIAETCA
OTCYTCTBHE AHOXOTEHHOI'0 yUaCTKa, COOTBETCTBY-
IOII[eTO B HOPMe IIPaBOMY HOCOBOMY XOZy (CTpeJ-
ka). HocoBoit xox ciieBa chOpMUPOBAH TPABUIIB-
HO, B IIPOCBETE aH9XOTEeHHOE COAepKuMoe (TOH-
Kas CTpejKa).

Fig. 3. B-mode. Axial view at the level of the
nasal cavity shows the absence of an anechoic
area corresponding to the normal right nasal
passage (arrow). The left nasal passage is
properly formed and seen as an anechoic area in
the left part of the nasal cavity (thin arrow).

Puc. 2. HcciemoBaHue OO0BbeMHBIM JATUHKOM
B pesxume 3D: oTMeuaeTcs HedeTKas BU3yaamsa-
s IPaBOro KPhLja HOCA.

Fig. 2. 3D imaging with a volume probe: unclear
imaging of the right nasal wing.

Puc. 4. IIpu monepeuHoM CKaHUPOBAHUH HA YPOB-
He TIOJIOCTY HOCA OTCYTCTBYET ABUIKEHUE JKUTKO-
CTH 4Yepes3 IMpaBBbIl HOCOBOII XoA (CTpeaka).
HocoBoit xon cieBa chopMHPOBAH IIPaBUJILHO,
OTMeYaeTCcA TOK JKUJKOCTU uepe3 Hero (TOHKad
CTpeJIKA).

Fig. 4. The absence of fluid flow through the
right nasal passage (arrow) at the axial plane at
the level of the nasal cavity. The left nasal
passage is properly formed, with visible fluid
flow (thin arrow).

I0.T. BuwHesckas, M.M. bynaHoBa. llpeHatanbHas AuarHoCTuka reMmHasaabHol runonaasmn;
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Puc. 5. B-pe;xum. CieBa: riiasHble S0I0KU IIPaK-
TudecKu cuMmerpuuHbl. CrmpaBa (Kocoii cpes):
K3aIy OT XPYCTAJNKa CIIpaBa BU3YyaTIU3UPYETCH
9XOTeHHBIN (hOKYC.

Fig. 5. B-mode. Left: no orbital asymmetry is
seen. Right (oblique view): a hyperechoic focus
is visible behind the lens.

aIuaMeTphl TJIA3HUI[, [JOCTOBEPHO AaCUMMETPU
TJIa3HBIX I0JI0K He oTMeuaeTcsa. OOpairiaer Ha cebs
BHUMAaHUE HaJIUYKe 3XOMeHHOTO JJOKYCa B CTPYKTY-
pe IIpaBoro rJiadHoro si6JI0Ka, BUANMOTrO He BO BCeX
cpesax, PacIlOJIOKEeHHOI'0 HEeIOCPeJACTBEHHO K3aau
oT xpycrajiuka (apredakr? ruajougHas apTe-
pus?). IIpospauHocTh XpycTajiWKa COXpaHEeHa
(puc. 5). TaxksKe oTMeUAJIOCH YBEJIUUEHUE TOJIIIU-
HBI IJaneHTs (61 MM) 3a cueT KOMIAKTHOTO pac-
mosoxkeHus (mo tuny “mapura’). CoxpaHAIoch
HapyllleHre KPOBOTOKA B MATOYHBIX apTepUAx
(cpenuee suauenue PI 1,39 — BbIIlle HOPMBI).

VuureiBas HOPMAaJbHBIA KapUOTUII IIJIOLA
¥ OTKa3 MaTepu OT JaJibHeiiiero obcjiefoBaHusd,
C I[eJIbI0 BBISIBJIEHHUS IPYTUX BO3MOJKHBIX TIeHe-
TUUYECKUX aHOMAJIUI IMPOLOJIMKEHO AUHAMUYECKOe
HaOJIIOZIeHe, KOHTPOJIb AOMIIJIePOMETPUIECKUX
MoKasareJeil, TeMIIOB POCTa ILJI0/1A.

B cpoke 38 He[| BBITTOJIHEHO 9KCTPEHHOE POA0pas-
pellleHre IMyTeM OIepaliu KecapeBa CEUeHUs II0
MOBOJy IIPEKAEBPEMEHHON OTCJOMKKM HOPMAJIBLHO
PAaCIOJIOKEHHON IIaleHThl. POAUIICS KUBOM JOHO-
HIeHHBIN MaJabuukK Maccon Teima 2080 r, mimHONI
48 cM, OKPY’KHOCTH TOJIOBHI 31 cM, OKPYsKHOCTH
rpyau 28 cM, olleHKa 110 mmKaJje Anrap 7/8 6aios.

IIpu poskaeHnU cocTosiHME pefeHKa ommpezesie-
HO KaK T#AMKeJoe II0 OCHOBHOMY 3a00JIeBAHUIO —
BPOKJIEHHBINA MMOPOK pasBuTus. IIpu ocMoTpe OT-
MeYaroTCsA MPU3HAKK OLHOCTOPOHHEN I'MIIOIIasuu
JuIa, MuUKpodTaabMus (IIpaBbIi 1J1a3 OTKPHIBAJICA
Cc TPyIoOM), aTpe3us KpbLia Hoca cupasa (puc. 6),
KOHEYHOCTH YKOPOUEHBI.

Hab6aonenre m JjeueHue MPOBOAUJIOCH B aKy-
mepcKoM (hU3MOJOTUUECKOM OTHEeJIeHUN, OJHAKO
Ha 2-e CYTKU KU3HU OTMEUEHO YXY/IIIeHNe COCTO-

Puc. 6. @oro cpasy nocJe porkaerus. Ormevaercs
aCUMMeTPUsI JINIA, aIllJIa3Us IIOJIOCTH HOCA CIIpaBa.

Fig. 6. Picture taken immediately after birth.
Facial asymmetry and aplasia of the right nasal
cavity are present.

HUA HOBOPOKIEHHOTIO: HMOABUJIUCH MKTEPUYHOCTH
KOKHBIX IIOKPOBOB, IIIYyMBI HPU ayCKYJIbTallUU
cepaa. ITo gaHHEBIM J1a60PATOPHBIX MCCIETOBAHUIA
OTMEYaJIOCh IIOBBIMIEHNE BOCIAJUTENIbLHBIX MapKe-
POB, YpOBHA ouupyouHa. Pe6eHOK ObLI IepeBeieH
B OTJeJIEHVE IIaTOJIOTUU HOBOPOXKIEHHBIX U HEIO-
HOIIIEHHBIX [eTel, Ie NIPU MOCTYILJIEHUU TaKKe
OTMEUeHBI MBIIIIeYHAsA TUIOTOHUSA, TUIiIopedieK-
cusa. IIpoBoaunack anTuGaKTepUaIbHAA, UHPY3U-
OHHAaA Tepanuda u poToTepanusd, ¢ dPPHeKToM.

B cranmonape mpoBeseHO o6cieOBaHUE IO II0-
BOJy OCHOBHOTO 3a00JieBaHUsI. BEIIIOJIHEHO ITUTOTE-
HETHUUYEeCKOe MCCJIeJOBaHUe: KapUOTUII MYsKCKOI,
"HopManbHbIH. [To tanabiM Y3 opranos OPIOIITHOMN
IIOJIOCTH IIaTOJIOTUM He BBIABJIEeHO. Il0 JaHHBIM
sxXoKapauorpaduu OOHApPyKeHbl IPU3HAKU BTO-
puuHOro AedeKTa MeKIPeInCcepAHONl MePeropoaKu
U BEPXYIIIEUHOTO MBIIIEYHOTO AedeKTa MerKiKe-
aynoukoBoii meperopogku (IIMIKII) meGonbImx
pasMepoB, TeMOAMHAMHUYECKH MaJIO3HAUUMBIX.
Komnriorepuasa tomorpadua (KT) rososer: mpu-
3HAKM aTPE3UU IIOJIOCTU HOCA CIIPaBa, T’UIIOIJIa3Un
HOCa CIIpaBa B EepeJHEeM U CPeIHEM OThese, amja-
3UU HOCOBBIX PAKOBUH U SUEEK PeIleTuyaToro Jadu-
pHHTa cIpaBa, IIPABOCTOPOHHETO WHCKPUBJICHUA
HOCOBOI neperopoaku. HoBOpOKIeHHBINI OCMOTPEH
0(PTATBMOJIOTOM: OTMEUaeTCA BPOKIAEHHAS MUKPO-
(ranpMusa cupaBa, peKOMEHJOBaH KOHTPOJIb B BO3-
pacte 1 roma, a Tak:Ke OTOPHHOJAPUHIOJIOTOM:
MPU3HAKU aIlJIa3WM IOJOCTH HOCA CIIpaBa, PEKO-
MEeHIO0BaHO HaOJIONeHNe, IIOBTOPHAs KOHCYJbTa-
s B Bo3pacTe 3 JIeT.
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Puc. 7. Ha momenT (QoTo Manpuuky 2 roja.
He6onpmasa acuMmeTrpus JUIA 3a CUET IIPABBIX
OTHeJIOB. Amasus KpbLaa U IMIpeJJBepus Hoca
cupaBa (remMuHasajnbHada rumnosaasusa). [IpaBbri

rJjas3 — IIpoTes.

Fig. 7. Picture of the child at 2 years of age. Mild
facial asymmetry due to the right-side
malformations. Aplasia of the right nasal wing
and nasal cavity atresia (heminasal hypoplasia).
OD — prosthesis.

Brinucan Ha 30-€ CYyTKU JKU3HU B YIOBJIETBOPH-
TeJIHBHOM COCTOSHUU IIOJ HAOJ/I0JeHUe CIeIuaju-
CTOB II0 MECTY JKUTEJIbCTBA.

B BospacTe 2 mec ocMOTpeH O(GTaJIbLMOJIOTOM:
orMmeuaercsa Mmukpodranemusa OD, koroboma pa-
IYKKHU, KaTapakTa, PEeKOMEHJOBAaHO BBIMOJIHE-
HUEe 3JeKTPO(GU3NO0JOTUYECKOTO HCCIeTOBAHUS
rjasa, pelleHUe BOIpoca 00 SKCTpaKIMU Kara-
pakThl. CycTs r'oJf IOBTOPHO OCMOTPEH OTaIb-
MOJIOTOM, YYHUTHIBad IPAKTHUUYECKU IIOJHOE OT-
cyrcrBue 3perHus OD, manpasien B IleHTp rias-
HOrO mnpoTre3upoBaHuA B MOCKBe, BBIIIOJHEHO
IIpoTe3WpOBaHUe MpaBoro riasa. [Ipu ocMoTpe B
2024 r.: pusuogoruuecKas rullepMeTPONU CcJie-
Ba, CIpaBa — IPOTe3.

KourpoapHas sxokapauorpadpua B 2023 r.
(Bospact 11 mec): mederr 1,5—2 MM Ha rpaHuUIE
cpelHell M BEPXYIIEYHOM TPETU MEKIKEeTyTI0UKOBOMN
IIEePEeropoAKM, TIeMOIUHAMUYECKN HE3HAUUMBIH.
Kapzauosiorom peKoMeHI0BaH KOHTPOJIb B 6 JeT.

Tak:ke pPeOGEHOK OCMOTPEH YeJIOCTHO-JIHUIEe-
BBIM XuUpyprom B Poccuiickoil feTckoil KInHUYE-

ckoit 6ospuHue PHUMY wum. H.U. Ilupororma
B 2023 r., ycTaHOBJIEH AUATrHO3: reMu(aciuaab-
Hasg Mukpocomusa. IlokasaHo guHaMHUUYeCcKoe Ha-
OJI0eHNe, pellleHre BOIIPOca O XMPYPrudyecKou
KOPPEeKIMU PEKOMEHJOBAHO He paHee yeM B BO3-
pacte 4—5 ier.

B macrosiee BpeMs pebeHOK IIPOMOJIKAET Ha-
OIOATBCS Y OPTAJIBLMOJIOra, YeJIIOCTHO-JINIEBOI0
XUpypra [IJis PelleHns BOIpoca O JajJbHEeHIIein
KOppPeKIuN IOPoKoB. OTMeuaercsa HeOOJIBIIIOE OT-
craBaHue B (DU3UUYECKOM PA3BUTUM, HEMPOICUXMU-
YeCcKoe PasBUTHE COIJIACHO BO3PAacCTy, HOCUT IIPO-
Te3 OD, coxpaHseTcs aCUMMETPHUS JIMIIA 34 CUeT
TUIIONJIa3UU Hoca cirpaBa (puc. 7).

OBCY:KJEHUE

OnucanHoe HAMU HaOJIIOJeHIe TIOCBAIIEHO
TPYOHOCTAM AMATHOCTUKU JOCTATOUHO PeI-
KOII BPOKJIEHHOUW aHOMAJIMM HOCOBOU II0JIO-
CTH — TeMMUHA3aJbHOW rumoiLiasuu. B xome
HaOJIOJeHUsI 3a TeueHMeM OepeMeHHOCTH,
pasBUTHEM ILIOAA U HOBOPOMKIAEHHOTO B Aud-
depeHIIMaIbHO- TUATHOCTUYECKUIT pPAL OBLI
BKJIIOUEH IINPOKUH CIIEKTP HO30JOTHM: aTpe-
sua xoaunol © CHARGE-cuuapoM, ueperrHo-
JuIeBas MUKPOCOMUSA, aTPEe3UA IIOJIOCTH HOCcA.

ITepBoHauaIbHO KaK OCHOBHOM OUarHos
HaMU paccMaTpUBajach OJHOCTOPOHHSA aTpe-
3UA XO0aHbBI WM BO3MOMKHAA ee accoIualusd
¢ CHARGE-cuagpomomMm. [laHHOe TeHeTHUe-
ckKoe 3aboJsieBaHWE OOYCJOBJIEHO MyTalluei
B reie CHD7 u xapakTepusyeTcs IOPOKaMU
pasBUTHA Pa3JIUUYHBIX opraHoB: C — mopaske-
HUe opraHa 3peHus (Kosoboma), H — amoma-
JUU cepjlia M COCYIOB, A — arpe3us XoaH,
R - sagep:kka pocra, G — yporeHuUTaJbHBIE
anomanuu, E — amomaauu oprana cayxa [9].
B mosb3y manHOTO AMarHo3a BBICTYHAJNN Ha-
auune y pebeura JIMIKII, sagep:kKu pocrta
W CTOHMKOe IIOJ03peHMHe Ha aTPe3uio XOAHBI
cupaBa. OmgHako, yYUTHIBasg OAaHHBIE IIPOBE-
JIEHHOTO IIOCTHATAJbHOTO 0OCJIiefoOBaHUA
(oTOpUHOJAPUHTOJIOTUUECKUN ocMoTp, KT)
U HOPMaJIbHOE HHTEeJJIeKTyaJIbHOEe Pa3BUTUE
pebeHKa, OBLJIO IPUHATO PEIlleHne OTKA3aThCA
OT JAHHOTO AUArHO034a.

BTopbIM BOBMOKHBIM JUATHO30M SABJIAJIACH
UyeperHo-JIulleBasd MHUKpPoOcOMUA (UepermrHo-
JuleBasd MUKPOCOMUSA, MpeKHUe Ha3BaHUI
“remudanuaglbuasg MIKPOCOMUA”, “CHUHIPOM
Tonbpnenxapa”). [laHHaA maToJioTUA XapaKTe-
pu3syeTcsi HeIPaBUJILHLIM Pa3BUTHEM II0JIOBI-
HBI JINITA 34 CUeT HapyIeHusa JuddepeHItnpos-
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Ku 1-ift m 2-i1 xabepHbix Ayr. YJIM moker
BKJIIOUATb B ce0s OJHO/IBYCTOPOHHIE aHOMA-
JINU JINIIA, yXa, IJas3, BepTedpaabHbIe aToJI0-
Iy pasauvHoi cremeHu Tskectu [10].
B crieKTp KJIMHUUECKUX MIPOSABIEHNI Hanboiee
YacTo BKJIIOUAIOT aCUMMETPHIO JINIA, HeJopas-
BUTHE JINIIEBBIX MBIIIII U ITOBPEXKAEHNe JIUIe-
BBIX HEPBOB, pPACIEJUHBLI I'yObl U HEGA, MU-
Kpo-/aHO(TAJIbMUI0, CYsKEeHUe UeJI0CTU, aHO-
MaJuu 3yOHOro psAma, OTCYTCTBUE, THIIOILIA-
3UI0 WJIU JUCILIA3UIO HAPYIKHOTO yXa, IIYX0Ty
[11]. ¥V pebGenka B HallleM KJIUHWUUYECKOM Ha-
OJII0IeHU Y TeNICTBUTEIHHO OTMEYaeTCsd YMEeHb-
IIIeHVe TPaBO ITOJIOBUHGI JIUI[A B CDABHEHUU C
JIeBOI, a TaKsKe YMeHbIIIeHre pasMepa IIa3Ho-
ro s10;,10Ka CIIpaBa, uTo ITO3BOJISET 3aIlI003PUTh
y Hero YJIM. [lna ycTaHOBJIEHUS AUArHo3a
Tpebyercsa HaJIUYME CJIEAYIONINX MPU3HAKOB:
paciesinHa ry0obl miv Hé0a, aCUMMeTPUA JINIIA,
HaJn4re KOXKHBIX IIPUBECKOB, Uallle OKOJIOYIII-
HBIX. B Hamem Habaogenuu y pebeHKa oTMe-
YaJIics TOJBKO OJUH U3 dTUX ITPU3HAKOB.

TpeTbUM BO3MOMKHBIM AUATHO30M OBLLIO HA-
Juune y pebeHKa IopoKa PasBUTHUS U3 CIIEKTpa
HapyIlIeHu#l (POpMHUPOBAHUSA IOJOCTH U Ha-
pysKHOrO Hoca, B uactHoctu I'A/I'T. Hoc pas-
BUBAETCS U3 JJOOHO-HOCOBOTO OTPOCTKA U JBYX
HOCOBBIX mIakon. Ha 3—4-i1 Hemese sMOpuo-
HaAJILHOT'O PA3BUTHUA HAUMHAET (POPMUPOBATHCS
JIOOHO-HOCOBOI OTPOCTOK M OIHOBPEMEHHO C
HUM BO3HUKAIOT ABa JIBYCTOPOHHUX YTOJIIIE-
HUS 9KTOAepMEbI (m1axkonbl). K 5-if Hemese mia-
KOJbI TOIPa3/esIsiIoTCs Ha MeAuaabHbIN U Jia-
TepaJIbHBINL OTpocTKU. HocoBble AMKU yIJIy-
0s110TCA, 00pas3ysA HOCOBYIO IOJIOCTh, KOTOpas
OTZIeJIEHA OT POTOBOM MTOJIOCTU TOHKOM HOCOT'y6-
HOM ckJagkoii. Ha 6-ii Hemese HocoryOHas
CKJaJKa paspbiBaerTcs, o0pasysa XOaHBI.
MeauanbHbIe HOCOBBIE OTPOCTKU C 06E€UX CTO-
POH cpacTaioTcs, 00pasysa HOCOBYIO IIEPETOPO-
Ky 1 HEOHYIO 3aHABECKY, B TO BpeMs KakK JiaTe-
pajbHbIe OTPOCTKU PA3BUBAIOTCSA B HAPYIKHYIO
CTeHKY HOCA, HOCOBBbIE KOCTH, XPAIIU U KPBI-
JIbs HOca. Hapyliienue pasBUTHUA ILJIaKOI, BEPO-
SITHO, W IIPUBOJUT K BPOKJAEHHBIM aHOMAJIUIM
pasBUTHUSA, TaKUM KaK OTCYTCTBHUE, THIIOILIA-
3Ws HOCA UJIU eTo IMOJOBUHEI [12].

Ha macrosamuii MOMEHT [IJid Hac HauboJiee
BEPOATHBIM IIPEICTABIACTCI UMEHHO 9TOT IU-
arLo3 BBUAY HaJUUUA CJEAYIONINX MIpPU3HA-
koB: KT-mpusHaku aTpeswu IIOJIOCTH HOCA
cIipaBa, I'UIOILIa3UM HOCA CIIPaBa B MepegHeM
¥ CpeaHeM OT/eJie, allJIa3uU HOCOBBIX PAKOBUH
U sYeeK peIréruaToro JabUpPUHTA CIIpaBa,

JIeBUAITY HOCOBOM IIePeropoKU, a BEIABJICH-
Hble y pebeHKa mposaBaeHusa YJIM (acumme-
TpUA JUIa, MUKPOOPTAIbMUA U HapYIIeHNe
(opMupoBaHUS TJIABHOTO s0JIOKA CIIpaBa) MO-
ryT Habaonateesa B accoruanuu ¢ ['A/IT, xak
YKasbIBaJI0Ch paHee. TaKiKe B IOJIb3Y AUATrHO3a
BBICTYIIaeT HOPMAJbHBIN YPOBEHD IICUXUUECKO-
0 U THTEJLIeKTyaJIbHOTO Pa3BUTUI pebeHKa.

B snureparype B OCHOBHOM IIPEeACTaBJICHBI
MOCTHATAJbHBIE KINHUYECKIE OIUCAHUA CIY-
yaeB reMuHasaJbHOU amiaasuu. S.-W. Yoo
¥ COAaBT. ONMCAJU pPeAKOoe HaOJIoJeHne TeMu-
Ha3aJIbHON TUMIOILIA3UU Y HOBOPOXKIEHHOTO.
Cpasy mocie pokIeHHs oOpalajia Ha cedd
BHUMAaHIE TOJbKO He3HAUNUTeIbHAs aCUMMeT-
pus KpulabeB Hoca. TemM He MeHee CIyCTA
HECKOJIBKO YacOB y peOeHKa MOABUJINCH IIPU-
3HAKW TAMKEJIOTO CTEHO3a IIPaBOT0 HOCOBOTO
xona. ITo mamuwim KT, mpoBemeHHOl Ha 2-e
CYTKH »KM3HU, OOHApYKeHa qedopMaIus mpa-
BOI IIOJIOBUHBI HOCA: aCUMMeTPUYHAas aedop-
Malnusa IIpeAnBepuss HOCa, HOCOBOW KOCTHU U
XPAIIEBOTO KapKaca, MHTpaHasaJlbHasd KUCTa
cIIpaBa 1 OTCYTCTBUE PEIIETUATOro JabupuHTa
IpU HEIMOBPEKJIEeHHON BepXHEUYeIIOCTHOU IIa-
3yxe. C JIeBO#l CTOPOHBI BHEIITHUN HOC, II0JOCTD
HOCA, PeIIéTYaThIN JIAOUPUHT 1 BePXHEUEeIOCT-
Had masyxa mHTakTHBI [13]. IIpoaBienusa re-
MUHA3AJIbHOUN T'MIIOIJIa3UM, ONMUCAHHBIE B JAH-
HO¥ myOJIMKaIuu, HanboJjee CX0KY C IPOSBIIe-
HUSAMU Y peOeHKa B HaIlleM HaOJII0IeHnN.

R. Meel u coaBT. onucanu caydail Xupyp-
TMYecKoll KOPPeKIuu y IIallieHTa ¢ reMuHa-
3ajgbHO amasuweii. Ilo maHHBIM IIpemomepa-
nmuonuoit KT y marmuenTa oTMevYaInch 00JIuTe-
parus JIeBO BepXHEeUeJIOCTHON Ma3yXu U II0-
JIOCTHU HOCA, TUIIOILIA3UA JIOOHOH U peléTrya-
TBIX IIa3yX C JIEBOW CTOPOHBI, UCKPUBJIECHUE
HOCOBOI meperopoaku BieBo. C KoHTpaJiaTe-
panbHOl CTOPOHBI CTPOEHME HOCOBOI II0JIO-
cTHU U ma3yx HopMmaJibHoe [1]. [lanHasa peHTre-
HOJIOTMYEeCKad KapTUHa TaKyKe CX0iKa C TaKO-
BOl B HallleM KJWHUYECKOM HAaOJIOIeHUH,
YTO BBICTYHAaeT B IIOJb3Y MPEAIIoJaraemMoro
IrarHosa.

Cxoskune npusHaxku npuBogaT u J.R. Bryant
¥ COaBT. B CBOeil pabore. ABTOPHI ITPOBOIMIIN
reMUHA3aJIbHYIO0 PEKOHCTPYKIIUIO V IallieHTa
¢ 'A/TT, y KoTOpPOTr0o OTMEYaJnuch OTCYTCTBUE
BCel JIeBOI ITOJOBUHBI HAPYsKHOTO HOCA U OT-
CyTCTBUE IIepeJHUX IBYX TpPeTeili HOCOBOMU Iie-
PEeropoaKu, OAHOCTOPOHHSAS T'PYyIIeBUIHAL
ameprTypa, acUMMeTPUS BePXHEUETIOCTHBIX,
pelIéTuaThIX 1 KINHOBUIHBIX ITa3yX, YACTUU-
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Hafd pacleJrHa BepxXHeH UYeJIOCTHU U aCUM-
MeTpus TJyasHuIl (JeBas MEHBIIIe M PACIIOJO-
sKeHa HmKe) [2].

HexorTopblie aBTOpPHI, HAIpPUMEP, TaKKe
onucwiBatoT cayuau I'A/I'T B coueTarnuu ¢ aHO-
MaJInAMU Pa3BUTHUA r1a3a (K0J1060Moit), acum-
MeTpueld HUKHEH YeJIOCTH U 3aJeP:KKOU po-
crta u Qusuveckoro passutusa [4, 14, 15].
9T 0COOEHHOCTU TaKiKe OBLIN OOHAPYKEHBI
U B HaIlleM KJIUHUYECKOM HaOJIOMeHUNU.

B cayuae coueranus I'A/IT c dopmupo-
BaHuMeM mnpobocmuca (proboscis lateralis)
KT-kapTuHa moJIOCTH HOCa IPaKTUYECKU He
oTinyaeTcs. [JIaBHBIM pa3jinyueM BHICTYIAET
HaJIu4Yre OJHOCTOPOHHEIH TpyOUuaToil CTPYK-
TYpBI, OTXOJAIINElHl Ha ypoBHe TJabessibl, He
nMemIneil KOMMYHUKAIINU C IbIXaTeJIbHBIMU
nytamu [3, 16]. B HeKoTOpHIX caydasx BMe-
cTo mpobocIrca MOMKeT HabaIaaThCA HEOOIb-
1moe MATKOTKaHHOe Oo0pasoBaHME Ha ypPOBHE
KpbLJIa HOCA C PACIOJIOKEHHBIM IT03aU HETo
PeoyIIPOBAHHBIM HOCOBBIM XomoM. JlaHHasd
cuTyanua aBJsAeTcA 0ojee O0JaronpUATHON
[l TIOCJIEIYIONIEeT0 PeKOHCTPYKTUBHOTO BMe-
miareabcTBa [17].

B mocrymnHoit auTepaType HaMu oOHapyIKe-
HO BCETO HECKOJILKO CJyuYaeB ITpPeHaTaJIbLHOI
OIWarHOCTUKU TIOPOKOB J[JAaHHOTO CIEeKTpa,
U y 000MX IIJIOJOB amiasuA ObLjla acCOIIUUPO-
BaHa ¢ (QopmupoBaHuUeM mpobociuca. Tax,
T. Elger m coaBT. OTMeTUJIU CJIeAYIOIINe
YJAbTPa3BYKOBbIE IPU3HAKU TIeMHHA3aJIbHOM
TUNONJIa3UU B COYETAHUHW C IIPOOOCIIMCOM
y ILIoJa HpU HCcJefoBaHUU B cpoke 21 Hem:
BU3yaJIU3UPOBAJICA HOC C ONHON HO3APEH
u TpyOoUaThIM oOpasoBaHUEM, PAaCIIOJIOMKEH-
HBIM pAgoM ¢ HocoM [18]. B apyroii mybauka-
WU TIPEeACTaBJIeHO HaOJNIoJeHNe apUHUU
¢ dopmMupoBaHMEM ABYX mpobociiucoB. Ilpu
npoBegenuu Y3U B cpoke 30 Hen (CKPUHUH-
rosoe uccienopanue II TpumecTpa He IIPOBO-
IUJI0Ch) yV IJIOa He BU3YaJIU3UPOBAJIUCH HOC
¥ HO3ADPHU, OBLIN OOHAPYIKEHBI [BA 9XOTE€HHBIX
TAMKa, 0epyIUX Havyajo oT jida, ryiasHble 10,10~
KM He Bu3yajausupoBaiuch. TaKiKe y ILIoma
OblIa AMarHOCTUPOBaHA TOJIOIIPO3dHIledhanus
[19]. Hakonelr, S.-W. Y00 u cCOaBT. IPUBOAAT
cayuaii mocTHaTadbHON auarHoctuku 'A/TT,
B KOTOPOM IPEHTAJbHO AaHHAA HATOJOTUA
y 1mI0o4a He BblaBjeHa [13].

Taxkum obpasom, nuarmoctuka I'A/T'T Bos-
MOJKHA KaK IPU IPOBeJIEeHUU IIPEHATAJIHLHOTO
CKPUHUHTA, TaK U Ipu Y3V BO BHECKPUHUH-
roBble cpoku. Ilpu ucciegoBanuu ciaeayer 00-

pamiaTh BHUMaHNUe Ha Hajauuue, GopMy U CUM-
MEeTPUYHOCTD HO3Apeii 1 Hoca. CBoeBpeMeHHAad
IpeHaTaJbHas TNAarHOCTUKA IIO3BOJUT MAapPIII-
PYTH3UPOBATE IAIMEHTKY B yUPEKIeHNIEe TPe-
THEro YPOBHS AJIA M000CJIeTOBAaHUSA, YTOUHE-
HUS TAKTUKU BeleHUs O0epeMeHHOCTH, POJIOB
W IIOCJEePOJOBOr0O IIEPHOJa, YUYUTHIBAS PUCK
MOCTHATAJBHBIX OCJTOMKHEHNI, ACCOIMUPOBAH-
HBIX C HapyIIeHHeM IPOXOIMMOCTH IbIXa-
TeJbHBIX IIyTel. YUUTHIBaA HaJIUUNE JUTepa-
TYPHBIX JAaHHBIX O FeHETHUUYECKHUX IIPUUYMHAX
pasBUTHA OAHHOTO IIOPOKAa, CJeAyeT TaKiKe
paccMaTpuBaThL BO3MOJKHOCTbL IIPOBEAEHUSA
KOHCYJIbTUPOBAHUSA 'eHEeTUKOM U UHBA3UBHOMN
IUATHOCTUKI.

SARJIIOYEHUE

IIpenaranbHasg AUATHOCTUKA PEAKUX aHO-
MaJnii PasBUTHUA, B UACTHOCTH HAPYIIIEHUT
dopMUPOBAHIA HOCOBOM ITOJOCTU 1 HAPYIKHO-
ro HOca, MMeeT OIIpelejieHHbIe TPYIHOCTH,
CBA3aHHBIE KAK C TEXHUUECKUMU acIeKTaMU
MpPOBeNeHUA MCCIAEeNOBAHUA, TAK W HETUIINU-
HOCTBIO YJIBTPA3BYKOBOM KAPTUHEI U CJIOMKHO-
cThio gu(ddepeHTnaIbHON TUAaTHOCTUKH.

CorysiacHO HOPMATUBHBIM JOKYMEHTAM, Bpau
YABTPa3BYKOBOII AUArHOCTUKHU IIPU IIPOBeE-
IeHNU CKPUHUHTOBOTO HCcJegoBauus B 19—
21 Henm GepeMEHHOCTH IOJIXKEH OIeHUTH HOC
¥ HO3IPHU IJIOAA, a IIPU MPOBEeIeHUN BHECKPU-
HUHTOBOTO HCCJeNOBaHUA, Hampumep Y3U
B III TpumecTpe, MoKeT 6paTh 3a OCHOBY IIPO-
TOKOJI, IPUBENEHHLIN B IIpuKase MuHaapasa
P® 1130u. Takum o6pa3om, Ipu COOITIONEHUNT
perjiaMeHTa MCCJIeNOBAHUA U B cIyyae HAJIU-
YU TaTOJOTUU HOJKHBI BU3YaJIU3UPOBATHCS
IpU3HAKY HAPYIITeHUs (POPMUPOBAHUA CTPYK-
Typ HOca. Mcmoab3oBanue 3D-peKOHCTPYKITUHT
JINIIA IIJI0Ja TaKiKe MOXKeT IIOMOYDL B JTHAarHO-
CTUKe TaHHOM aHOMAaJIUU Pa3BUTUA.

B mnpexacraBieHHOM HaMu HAOJMOIeHUU
OINMCAaHBI YIbTPa3BYKOBBIE IPU3HAKY IeMIHAa-
3aJIbHOY TUIIOILJIA3UM Y IIJI0JAa, BBIABJICHHBIE,
K coskajeHuio, ToabKo B III TpumecTpe: oTcyT-
CTBUE IPaBOil HO3APU U TOKA YKUIKOCTU CIIpa-
Ba B pe:xkume I[JIK. Too6cienoBanue peberKa
ocJie POKIAEHUS 1 B IIePBbIe TOAbI JKU3HU I10-
3BOJIMJIO YTOUHUTH CIEKTP HApPYIIeHui Gop-
MUPOBAHUSA HOCOBOI TOJIOCTH, HAPYsKHOTO
HOCa U IPUAATOUHBIX IIa3yX, a TaK)Ke opraHa
3peHusa W JUIEeBOTo uepemna. HamMu mpuBeneH
OCHOBHOU nud@epeHnaIbHO-TUATHOCTHIYE-
CKUIl pAN U yKasaHbl KPUTEpPHUU, HA OCHOBA-
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HUU KOTOPBIX cPOpMyJIUPOBaH Hambojee Be-
POATHBIN AUATrHO3.

OmnucanHoe HabJIONeHe aHOMAJUN PA3BU-
TUSA BEPXHUX OLIXaTeIbHBLIX IIyTel, BIIEPBLIE
3aM0J03PEHHON IIPU IIPeHaTaJIbHOM 00CJIen0-
BaHNM, aKTyaJbHO BBUAY BasKHOCTH €0 CBOE-
BpeMeHHOU AuarHocTuku. I'mnonsiasus/amia-
31 HOCA B PaHHEM HeOHATaJbHOM IIepHoe
MOJKeT OBITH ACCOIMUPOBaHA C HAPYIIIEHUIMU
IBIXaHUA U TJIOTAHUs (B OCOOEHHOCTU ABYCTO-
pOHHee IIOpa’KeHue), YBeJINUYNBAIOIIUMI PUCK
MJaJeHuYeCKol 3a00JeBaeMOCTH M CMEPTHO-
ctu. BrigBiieHue Bo Bpema Y3MU 1mmiona mpusHa-
KOB, YKas3bLIBAIOIINX Ha HecOoBepIIeHHoe (op-
MUpPOBaHME HOCOBOII TOJIOCTH U HAPYKHOTO
HOCca, TpebyeT TIIaTeJbHOH OIeHKM aHATOMUU
IPYTUX OPraHOB U cucTeM (0COOEHHO CTPYKTYP
JINIA: YIITHLIX PAKOBUH, IJIa3, YeJIOCTH 1 I'y0, a
TaKsKe CoCyIoB U ceppiia). IIpeHaraibHOE BBI-
SABJIEHIE JAHHON IIaTOJIOTUN IIO3BOJIUT 0003HAa-
YUTh PSS BO3MOKHBIX TUATrHO30B, 00eCIIevn-
Bas T€M CaAMBIM CBO€BPEMEHHYI0 MapIIpyTU3a-
U0 TMAIUeHTKN U (OPMUPOBAHTE UHINBUIY-
aJIbHON TAKTHUKHU BeleHUus OepeMeHHOCTU, PO-
OB 1 HEOHATAJILHOIO IIepUoa.
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Heminasal hypoplasia/aplasia is a developmental anomaly within the spectrum of disorders affecting
the formation of the nasal cavity, external nose, and sinuses, characterized by underdevelopment or
partial absence of these structures. Fewer than 100 cases of this pathology have been described world-
wide, with only a few detected prenatally. The article presents a case of heminasal hypoplasia suspected
by third-trimester ultrasound, where underdevelopment of the right nasal wing and nasal passage was
detected in the fetus. The article outlines the prenatal ultrasound features of this developmental
anomaly, as well as details of diagnosing a full spectrum of nasal, ocular, and craniofacial skeletal mal-
formations detected in the first years of the child’s life. The discussion includes a differential diagno-
sis, which considers choanal atresia in association with CHARGE-syndrome and maxillofacial microso-
mia, and reviews similar clinical descriptions presented in the global literature.
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