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Pesiome

CraTba NOCBALLEHa NpoLeccam pa3BUTUA CTPYKTYP N1La, Weu, MONoCTM pTa U HOCa B npe-
HaTanbHOM nepuope pa3BuTua. OxapakTeprn3oBaHbl UCTOYHUKKM, MEXaHM3Mbl 1 CTagun
bopMMpPOBaHNA YKa3aHHbIX CTPYKTYp. M3yueHne ocobeHHOCTel npeHaTanbHOro opra-
HOreHesa no3BoJsieT onpenenTb MoOpdOIornyeckyo OCHOBY GOPMUPOBaHUS MOPOKOB
pa3BuTMA 1 3aboneBaHW 3TNX OpraHoB. [pefcTaBneHbl KNMHMYECKe HabIoAeHNA aHo-
Manui LA 1 Wew y nioga i HOBOPOXKAEHHOrO.

KnioueBble cnoBa: »kabepHblll annapat, pa3BuTUe WTOBUAHON 1 NAPALLUTOBULHON Xe-
nes, pa3BuTMe TMMYCa, pa3BuUTMeE NOIOCTM PTa, Pa3BUTUE NONOCTU HOCA
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Abstract

The review is dedicated to the development of structures of face, neck, oral and nasal
cavities. The origins of development, the mechanisms and stages of these structures are
characterized. The learning of organogenesis helps to understand the mechanisms of
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the congenital malformation and to detect morphological base of diseases of this organ.
Clinical observations of anomalies of the face and neck in the fetus and newborn are
presented.

Keywords: pharyngeal apparatus, development of thyroid and parathyroid glands,
development of thymus, development of oral and nasal cavities

B BBEOEHWE
McTouHrMKaMu pa3BrTHA OPraHOB, PACMONOXEHHbIX B 0611aCTy rOMoBbI U LWew, ABNA-

loTcA:

B 5KTOAEPMa, N3 KOTOPOU GOPMUPYETCA MHOTOCTOMHDBIV MIOCKUA SMUTENNIA KOXWN 1 ee
Xenes (MOBePXHOCTHaA 3KTOAEepPMa), MONOCTN PTa 1 ee xenes (3KTofepma pPOTOBOM
OyxTbl);

®  npexopAanbHaA NNacTMHKa — y4yacTOK Ha KpaHManbHOM KOHLIE 3apOofblLeBOro Anc-
Ka, rae 3KTO- 1 SHTOAepMa TeCHO MpueraioT ApYr K APYry U He pa3fenAalTca Mes3o-
Aepmont. B KoHue 3-11 — Hauane 4-i Hegenw, Korga 13 NIOCKOro 3apOAblLLEBOro ANCKa
bopmMmpyeTca TpexmepHoe Teno sMOPKOHa, ABYXCNIONHAA NpexophanbHan nnacTyHKa
BXOAWT B COCTaB opodapuHreasnbHo membpaHbl (puc. 1). MexaHu3m getepmuHaLmmn
npexopnanbHON NNAaCcTUHKM 1 AanbHenwasn ee anddepeHUNpPOBKa BbI3bIBalOT JNCKYC-
CUN, Y MHEHVA Pa3fIMYyHbIX aBTOPOB MO 3TOMY BOMPOCY pacxopAarca. OueBngHo, uto
3TO OTAENbHAA YacTb INMONAcTa, He BXOAALLAA B KAKON-TMOO 3apofbllleBblil TMCTOK
1 onpefenaoLwasn LWMPOKME NOTEHLUW SNUTENNA STON 061acT (MHOFOCTOMHBIN 3MK-
TSI TNOTKN, MHOTOPAAHBIV SMUTENNIA TPaxen N 6POHXOB, OAHOCTONHBIV MAOCKUIA
3NUTENNIA aNIbBEOJT, OAHOCIOMHbIV KyOUUECKNIA SMUTENNIA LIMTOBUAHOW Xesie3bl) U ero
CJIOXHbIV TMCTOreHe3 (Hanpumep, anuTenua nuwesopa). Kpome storo, npexoppaanb-
HaA NIacTNHKa ABNAETCA OPraHM3yoL MM LLIEeHTPOM B 3TOM PErMOHE, U YacTb ee KJIeTOK
BbICENAETCA B ME3EHXVMY;

B Me3eHXVMMa — UCTOYHUK Pa3BUTUA PbIXJION U MAIOTHOM COefMHUTENbHOW, XPALLEBON 1
KOCTHOW TKaHel, cocynos. MNpy 3Tom 665blian YyacTb Me3eHXMMbI, FaBHbIM 06pa3om
B 0651acTn nuua, obpasyeTca M3 KNeToK HEPBHOFO FPebHs, MUTPUPYIOLWNX U3 HEPB-
HbIX CKNaloK CPeAHEro Mo3ra 1 poCTpasibHON YacT POMOOBMAHOIO MO3ra B TeUeHne
4-n Hepenn pasBuUTUS;

®E  MMOTOM Kak 4acTb COMUTa Me304epMbl, YOPMUPYIOLLNI CKENETHYIO 1 BUCLIEPalbHYIO
nornepeyYHOMNONOCaTYIO MbILUEYHYIO TKaHb.

BonblumHCcTBO aBTOPOB [1-4] CUMTaIOT, YTO KNETKU NpexophanbHON NNAaCTUHKN MOTHO-
CTbIO BbITECHAIOT SHTOAEPMY B NMepefHel YacT KULWEYHON TPYOKM 1 JatoT Hayano anuTe-
N0 TRIOTKKM, NULLEBOA, TPaxen, OPOHXOB, anbBeos, WUTOBUAHON 1 OKONOLWNUTOBUAHON
Xenes, TMmyca. BmecTe ¢ Tem gpyrue aBTopbl [5, 6] NpeanonaraioT, YTo SNUTENUIN NALLEBO-
[a I Nerkrx pa3BrBaeTca U3 sHToaepMbl. ECTb MHeHMe o Tom [7], uTo aKTofepMa poTOBOWA
OYXTbl BbICTUIAET NVLUb NPeAABepre NOMoCTY PTa, @ NPexopAasibHasa NaacTnHKa obpasy-
€T SNUTeNNI NONOCTW PTa, MOTKU, MULLEBOAA, VX »Kefes, AaeT Hauvano 3Hamenobnactam,
ageHorunodumay.
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Puc. 1. MpexopaanbHas nnacTuHKa n opodapuHreanbHasa mem6paHa (Moor K.L.). FonoBHoI1 yuyacTok
3apoAbIlIeBoro Aucka u sm6puoHa. CarmtranbHbil cpes: A - 2-1 Hefiens; B - 21-e cyTkn; C - 26-e cyTKK:
1-3nmnbnact; 2 - runo6nact; 3 - 3apoAbllueBbIli AUCK; 4 - NpexopAanbHaA NNAaCcTUHKA; 5 - cTeHKa
aMHMOHA; 6 — CTEHKA KeITOYHOTO0 MellKa; 7 - 9KTofepma; 8 - sHToaepma; 9 - xopaa; 10 - popmupyio-
wuincsa mosr; 11 - opodpapuHreanbHas membpaHa; 12 - 3aknagKka cepaua; 13 - npeaaeepre potoBoi
nonoctu; 14 - KnweyHas Tpy6Ka. CTpenkoi ykasaHo HanpasJieHne GpopM1POBaHUA TYIOBULLHON
cKnagku

Fig. 1. Prechordal plate and oropharyngeal membrane (Moor K.L.). Head section of the germinal

disc and embryo. Sagittal section: A - 2"! week; B - 21tday; C - 26" day: 1 - epiblast; 2 - hypoblast;

3 - germinal disc; 4 - prechordal plate; 5 - amnion wall; 6 - yolk sac wall; 7 - ectoderm; 8 - entoderm;
9 - chorda; 10 - forming brain; 11 - oropharyngeal membrane; 12 - heart tab; 13 - oral vestibule;

14 - intestinal tube. The arrow indicates the direction of formation of the torso fold

B KABEPHbIV AMNMAPAT

XapakTepHO 0COGEHHOCTBIO Pa3BUTUSI 06M1ACTV FONTOBbI U Len ABAAeTcA GOpPMUPO-
BaHMe »KabepHoro annapara.

[noTouHble (kabepHble, bpaHxmoreHHble, oT branchia - »abpbl) gyru, WwWenun n Kapma-
Hbl NOABNAIOTCA Ha 4-5-11 Hefilene sSMOPUOHaNbHOro pa3BuTUsA (puc. 2). ’KabepHble Kapma-
Hbl — 3TO NapPHbIE BbINAUYMBAHWA SNUTENNA MOTKU B OKPYXKaIOLLY0 Me3eHXUMY. YabepHble
Wwenu — NapHble BNAYMBAHMA SKTOAEPMANIbHOTO SMUTENNA B ME3EHXMMY Mo 60Kam roso-
Bbl U LIEW HABCTPeUy *abepHbIM KapMaHaMm. PKabepHble Ayry — 3TO YYaCTKN ME3EHXMMbI
MeXAY COCefHUMU XabepHbIMM KapMaHaMu U WEeNAMK Ha nepefHe60KOBOI NMOBEPXHO-
CTU LWEN.

B npouecce pa3ButuA 13 1-i napbl »kabepHbIX KAPMaHOB BO3HUKAET anuTenuin 6a-
pabaHHOI NONOCTM 1 CNyXOBOW (eBcTaxmeBol) Tpy6bl (1a, 16 Ha puc. 2), 2-A napa Xa-
GepHbIX KAPMaHOB MPVHMMAET yyacTe B 06Pa3oBaHUUN BbICTUIKN HEOHbIX MUHAANNH
(2 Ha puc. 2), 3-A napa CNY>KUT UCTOYHUKOM Pa3BUTUA SNUTeNnA TMyca (36 Ha puc. 2) n
HUKHMX NapaLllUTOBUAHbIX Xese3 (3a Ha puc. 2), 4-A napa GopMUPYET SNUTENNIN BEPXHUX
napawmnToBMAaHbIX Xene3 (4a Ha puc. 2) 1 ynbTMobpaHxmnanbHble (oT ultima - otpanex-
Hble; branchial — xabepHble) Tenbua (46 Ha puc. 2), KOTopble BCTPaMBAOTCA B 3aKNagKy
LMTOBUAHON Xene3bl, Gopmupys atnnuuHble donnmkysnbl [1-3].
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Puc. 2. ®DopMmunpoBaHMe rMoTOYHbIX KapMaHOB, Weneii, Ayr n nx npoussopaHbix (Sadler TW.):

A-D - ppoHTanbHbIli cpe3 3M6pMOoHa (NYHKTUP Ha Bpe3Ke) B o6nacTu rnoTku; E - caruttanbHbliil cpes;
F-G - HapyweHus ¢popmupoBaHus rMOTOYHOroO annapara: | - roTouyHble KapmaHbi: 1-ii: 1a - cnyxoBas
Tpy6a, 16 - 6apabaHHas NONOCTb; 2-i1 —- He6Haa MUHAANWNHA; 3-11: 3a — HUKHASA NapalWuToBUAHasA
Kenesa, 36 - TUMYC; 4-i1: 4a - BepXHAA NapalnuToBNAHas xKenesa, 46 - ynbTumo6paHxunanbHble Tenbua;
Il - rnotouHbie wenu: I11 - HapyxHbil cnyxosoii npoxop; 112, 113, 114 - 2-1, 3-1, 4-A rNOTOYHbIE Wenu
COOTBETCTBEHHO, KOTOpble BMecTe 06pa3yloT roTouHbIl cnHyC; Il - nponsBoAHbIe FMOTOUYHbIX AYyr:

1111 - HMKHAA YentocTb, 1112 - monoTouek, IlI3 - HakoBanbH4, 114 - cTpemeuko, 115 — nogbA3bIYHAA KOCTD,
1116 - xpAwWM 1 MbILLbI FOPTaHK; 5 - CPe3 MO3roBOro Ny3bipsA; 6 — cpes CNMHHOrOo MO3ra; 7 - ropTaHb;

8 - NOBEPXHOCTHDIN 3NUTeNuii (rony6oii); 9 - snuTennin rNoTku (kenTbiii); 10 - cnenoe oTBepcTue;

11 - wuTOBMAHAA XKenesa; 12 - rPyANHO-KI0YNYHO-COCLieBMAHaA MbILa; 13 - yyacTK BO3MOXKHOM
nokanusauum 6paHXMOreHHbIX KUCT; 14 - Hapy»KHas 1 15 - BHYyTpeHHAA GpaHxuoreHHas pucryna

Fig. 2. Formation of pharyngeal pockets, slits, arches and their derivatives (Sadler T.W.): A-G - frontal
section of the embryo (dotted line on the inset) in the pharyngeal region; D - sagittal section;

E-G - disorders of pharyngeal apparatus formation: | - pharyngeal pockets: 1st: 1a - auditory tube,

16 - tympanic cavity; 2nd - palatine tonsil; 3rd: 3a - lower parathyroid gland, 36 - thymus; 4th:

4a - upper parathyroid gland, 46 - ultimobranchial corpuscles; Il - pharyngeal slits: 1l1 - external
auditory canal; 112, 113, 114 - 2nd, 3rd, 4th pharyngeal slits respectively, which together form pharyngeal
sinus; Il - derivatives of pharyngeal arches: I111 - mandible, 1112 - malleus, 1113 - incus,

1114 - stapes, 1115 - hyoid bone, 1116 - cartilage and muscles of larynx; 5 - brain bladder slice; 6 - spinal
cord slice; 7 - larynx; 8 - superficial epithelium (blue); 9 - pharyngeal epithelium (yellow); 10 - blind
aperture; 11 - thyroid gland; 12 - sternoclavicular-papillary muscle; 13 - areas of possible localisation
of branchiogenic cysts; 14 - external and 15 - internal branchiogenic fistulae
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B LINTOBNOAHAA U TTAPALLUTOBUOHbDIE XEJTE3bI

LnToBraHas enesa dopmupyetcsa 13 3 UCTOYHUKOB: SNUTENNI NMAPEHXUMbI bepeT
Hayasio 13 NpexopaanbHON MAACTUHKM B 06nact roTku (puc. 2), C-KneTkn ABnsaTCA
NMPOV3BOAHbBIMY HEPBHOIO rpebHs, cTpoma (Kancyna, coefnHUTENbHOTKaHHbIe Mepero-
pofKu, cocyabl) obpasyeTca u3 meseHxumbl [1, 2].

3auaToK WUTOBUAHOW »Kenesbl onpegensdeTca Ha 4-i1 Hegene asmbpuroreHesa B Buae
BbINAYMBAHUA NepefHelN CTEHKN MOTKM Mexay 1-1 1 2-i napamu )abepHbIX KapMaHOB
B Mofnexatlyto Me3eHxmmy. KOHTaKT anutenna ¢ MeseHxnMon obecrneumBaeT Hopmarsb-
Hble npoLeccbl MmopdoreHesa »kefesbl. JNUTeNMasnbHbIl AUBEPTUKYN YriybnaeTcs, 3a-
UaTOK LLMTOBUAHOW Xene3bl nepemMeLlaeTcs KayaanbHo U K 7-i1 Hegene focTuraeT MecTa
OKOHYaTenbHON flokanmsauuu (puc. 3). 3gech 13 Hero GopMUPYOTCA 2 A0 U NepeLLeek.
B panbHelwem cBA3b KNETOYHOW MacCbl C MOBEPXHOCTHbIM SMUTENMEM TepAeTCs, NPOK-
CUMasbHbIV KOHEL, SNUTeNManbHOro TaXa (LUTOBUAHO-A3bIYHBIA KaHan) aTpodupyertcs n
MOJIHOCTbIO MUcYe3aeT K 8-11 Hepene.

Snutenuin 4-in Napbl FMOTOYHbIX KapMaHOB 0bpa3yeT ynbTUMobpaHXuanbHble Tefbla,
KoTopble BpacTaloT B GOPMUPYIOLLYIOCA WUTOBUAHYIO Xene3y. OHn MoryT popmrpoBaThb
aTnuyHble GoNnuKynbl. B 3aknagky LWMTOBUAHOW Xene3bl MUrPUPYIOT KNETKN HEPBHOTO
rpebHs, KoTopble NpPeBpPaLLAOTCA B KaNbLMTOHUHOLMTbI (C-KNeTKu).

SnNuTennin NpexopaanbHOM NNacTUHKM 06pa3yeT CHavana TAXKW, pasgeNieHHble Me3eH-
XVIMOW € 60MbLUMM KONMYECTBOM KPOBEHOCHbIX cocyaoB. K 10-11 Hefilene 3T TAXKU pa3ge-
NATCA HA OTAENbHblE KNIETOUHbIE FPYMbl, B KOTOPbIX BCKOPe 06HapyKM1BaeTCcA NPOCBeT:
Ha 3TOM CpOKe Pa3BUTUA NOJ Karncynon cpeamn nponndepupyomx snutTennoLmTos oo-
Hapy»K1BaTCA Nepable GONMKYbI, U B 3TO e BpeMs NOoABNATCA NPU3HAKK cekpeLmn
(pnc. 4) [8]. Ha 12-n Hefene B CbIBOPOTKeE NNOAA ONpefenaeTca TMPOKCUH. Ha 14-n Hepene
npagas [oNsA MOMHOCTbIO COCTOUT 13 QONNUKYNOB, Ha 16-11 — neBas. Takum obpasom, K
16-17 HefgenAm ambpuoreHesa LWNTOBMAHAA »ene3a NoSHOCTbIo AnddepeHUMpoBaHa 1
cnocobHa K cnHTe3y ropmoHoB. C 20- no 35-10 Heflento SMOpuoreHesa obpasyTcs Ho-
Bble GONNMKYIbl 1 YBENMYMBAKOTCA pa3mepbl UMELLNXCA, OTMeYaeTcA BbiCOKana QyHKLU-
OHaJIbHaA aKTUBHOCTb LMTOBUAHOW »ene3bl. K KOHLy npeHaTanbHOro pa3BuTuA yCTaHaB-
nuBaetca 3GbEKTUBHBIN rMNOTanaMo-runodpr3apHbIi KOHTPOSb AeATENIbHOCTY Xere3bl.

NcTouHnKaMm pa3BuTUA NapallUTOBUAHbBIX »Kefle3 ABNAETCA SNUTENUN npexopaanb-
Hol nnacTuHKK [1, 2, 9]. Ha 5-6-11 Hepene B cocTaBe 3-1 1 4-1 Napbl XKabepHbIX KapMaHOB
bopmmpyoTCA KOMNaKTHbIE KNETOUYHble MacChbl, KOTOpble Ha 7-8-11 Hefene OTLUHYPOBbI-
BAKOTCA U MUTPUPYIOT B 3aKNafKy LWMTOBUAHOW »ene3bl. B 3TOT nepuop 3aknagka oko-
NOLWMNTOBUAHDBIX »Kene3 NpeAcTaBneHa CBET/IbIMY NMOAUTOHANbHBIMU KNeTKamMu, KoTopble
bopmupytoT 6anku, oTaeneHHble APYr OT Apyra Me3eHXMOW C cocyaamu, T. €. onpefens-
t0TCA TOSbKO IMaBHble KJeTKM, KOTOpble HauMHAT GYHKLMOHUPOBaTb B NepBON NONOBU-
He NpeHaTasbHOro PasBUTMA.

B nepBble yacbl Nocne poxaeHna oTMeYaeTcs TPaH3UTOPHOE (Ha HECKONbKO CYTOK),
HO CyLlecTBeHHOe ycueHne GyHKUNUW LMTOBUAHOW ene3bl. ITO CBA3aHO C MOHWKeHneM
TemrepaTypbl OKpy»KatoLlel cpefbl, Bbi3blBatolLein nogbem ypoBHA TTI, n Heobxoamnmo-
CTbiO MOJIHOLEHHON afianTaLMmn K HOBbIM YCIIOBUAM XM3HW. TaK, TMUPeOUHble rOPMOHbI
YCUNMBAIOT TEPMOTeHe3, YyBENNYMBAIOT COKPATUTENbHYI0 CMOCOOHOCTb CepAeYHON MbiLL-
Lbl, CTUMYNMpPYIOT 06pa3oBaHue cypdaKkTaHTa.

Y HOBOPOX[IEHHbIX Pa3nuualT ciegyllme TUMbl CTPYKTYpbl OpraHa: Kambuanb-
HbI, fEeCKBAaMaTUBHBIN, GONANKYNAPHBIA (KOMMIOWAHBIN) U CMELUAHHBIN (MePexoaHbIi).
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Puc. 3. Pa3BuTuMe IUTOBUAHON Kene3bl. CaruTTanbHbIl cpes 06/1acTy ronoBbl 1 Wwen: A - 5-1 Hepens;
B - 6-a Hepensa; C - B3pocnbiii (Moor K.L.): 1 - nonoctb pta; 2 — A3bIK; 3 — cnenoe oTBepcTue;

4 - WMTOBUAHO-A3BIYHBIN KaHaN; 5 - LWUTOBUAHAA XKenesa; 6 - nuueBoy; 7 - Tpaxes; 8 - noAbA3bIYHAA
KOCTb; 9 — ropTaHb; 10 - nyTb MUrpauuu WUTOBUAHON XKenesbl (aTpodpupoBaHHbI LNTOBUAHO-
A3bIYHbIN KaHan)

Fig. 3. Development of the thyroid gland. Sagittal section of the head and neck region: A - 5" week;

B - 6'" week; C - adult (Moor K.L.): 1 - oral cavity; 2 - tongue; 3 - blind orifice; 4 - thyroid-lingual canal;
5 - thyroid gland; 6 - oesophagus; 7 - trachea; 8 - hyoid bone; 9 - larynx; 10 - thyroid migration
pathway (atrophied thyroid-lingual canal)

KamburanbHbI TUM CTPOEHMA XapaKTepu3yeTcs HanumemM 3nuTenmanbHbIX TiKen 1 oT-
cyTcTBueM GoNNnKynoB 1 Konnovaa. [leckBaMaTUBHbIV TUM XapaKTepu3yeTca Halnymem
cnasLMXcA GOIMKYNOB, B MOMOCTY KOTOPbIX HET KONNOWAA, HO NPUCYTCTBYIOT CyLeH-
Hble TUupounTbl. OYeBNAHO, 3TO ABAAETCA NPU3HAKOM rOSIOKPUHOBOIO TUMNa Cekpeunn B
CBA3M C MOBbILIEHNEM NOTPEOHOCTY B TUPEOUAHbIX FopMOHax. Mpy GonankynapHom Tvne
Xesnesa nMeeT TUNMUHY GONNUKYNAPHYIO CTPYKTYpY. MNpu cmelwlaHHOM — HabnogaeTca
coueTaHne GONNNKYNAPHOTO 1 AeCKBaMaTMBHOIO TUMOB CTpoeHuA. [locne 6-7-mecAvHo-
ro Bo3pacTa y Aeteli oTMeyaeTca ToNbko GONNUKYNAPHaA CTPYKTypa xenesbl. B TeueHne
1 rofa napeHxmma obpasoBaHa MeNKUMM GONNKYaMM, TONIbKO K KOHLLY 3TOro nepuoga
OTMeYaeTCA BblPaXKeHHbIN POCT Pa3MepoB 1 uncna GonIMKyoB; K 2 rogaM macca LWmTo-
BUAHOWN Xene3bl yaBanBaeTca. B ganbHenwem nponcxoant MeasieHHbln poct n audde-
peHLMpOBKa CTPYKTYp opraHa. [apalyMToBrAHbIE Xene3bl Yy HOBOPOXKAEHHOTO GYHKLMO-
HaJIbHO 3penble. AKTMBHOCTD VX MOBbILLIEHA.
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A B C

Puc. 4. CtpyKktypa wurtosugHom xenesbl (Ernst L.M.): A - 15 Hep., B - 26 Hep., C —- HOBOPOXXAEHHbII:

1 - Kancyna; 2 - snuTennanbHble TAXK; 3 - cocyabl; 4 — GoNANKynbl

Fig. 4. Structure of the thyroid gland (Ernst L.M.): A - 15 weeks, B - 26 weeks, C - newborn: 1 - capsule;
2 - epithelial strands; 3 - vessels; 4 - follicles

Y neTei paHHero Bo3pacTta TMPeouaHble roOPMOHbI HEOOXOAUMbBI ANA PA3BUTKA HEPB-
HOW CUCTEMDbI, MX AePULUT MOXKET MPUBECTU K TSXKENION 3aepKKe NCUXOMOTOPHOrO pas-
BUTKA. POCT KOCTel ckeneTa TakXe HaxO[WTCA Noj KOHTPOSIEM FOPMOHOB LNUTOBUAHOM
»enesbl. Heo6xo0aAMMo NOMHUTL, UTO TUPEOUAHbIE FOPMOHbI CMOCOOHBI NMPOXOAUTL Yepes
niaueHTapHbI Gapbep, 1 Aaxe NPV annasun LWMUTOBMAHON Xefesbl Nnoj pa3BuBaeTca
HOPManbHO 3a CYeT MaTePUHCKNX FOPMOHOB. [T03TOMY Ha NepBbIX HeAeNAX XKMU3HN y feTein
C noago6HoOM NnaTonornen peaKko NPoABAETCA MMNOTUPE03, HO ero HeObXOANMO CBOEBpE-
MEHHO BbIAIBUTb 1 NPeAoTBPATUTb Cepbe3Hble HapyLIeHUA PocTa 1 Pa3BUTUA pebeHKa.

Pe3ko ycnnueaetca GyHKUUA WUTOBULHON Xene3bl BO BPeMA MOJIOBOr0 CO3PeBaHNA.
B 3TOT nepriof BO3MOXHO pa3BuTHe BpemMeHHOM runepdyHKLUmM opraHa.

Y petein B TeueHve nepBbix 5-6 neT MopdoNornyecknx N3MeHeHN B OKONOLWNTOBUS-
HbIX Xene3ax He npoucxoaut. Ha 6-m rogy noasnsawTca aunpodunbHble KNeTku, nocie
13 neT — XnpoBas TKaHb.

B TUMYC

NcToUHMKOM pa3BUTUA 3NUTENUA TUMycCa ABAAETCA BbICTUMKA 3-1 napbl »abepHbix
(rMOTOUHbIX) KAPMaHOB (PUC. 2), COeANHUTENbHON TKaHW — OKPY»KatoLasa KapMaHbl Me3eH-
XMMa, KINETKN KOTOPOI BbICENAOTCA M3 HEPBHOIO rpebHs. MHorne nccnenosateny nona-
ratot [10-12], 4TO B rucToreHese anuUTeNna TUMyca NPUHUMAIOT yYacTue 1 SHToAepMa, 1
3KTOLEepMa, KOTopble COMprKacaTcsa B 00MacTh FOTKK, Apyrve — BCe anuTenvanbHble
KNeTKy TUMyCa MPOUCXOAAT U3 eIHOIO NCTOUYHMKA, MPefnoNIoKMNTENbHO — MPeXopaanb-
HOW MMIACTUHKK, CJIOXKHBIN MMCTOreHe3 KOTOPOU MOXKeT 06bACHUTb MOPGhONormyeckyto u
bYHKUMOHaNbHY0 reTeporeHHOCTb 3NUTENNOLUTOB TUMYCA.

BeHTpasnbHbIf BbIPOCT 3-11 Napbl »kabepHbIX KapMaHOB MOABNAETCA Ha 6- Hepene,
a B Havane 7-i Hegenu 3aknagku yoJIMHAIOTCA N CMELLAlTCA K cpeaHen nuHum (puc. 2),
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UX OMCTanbHble KOHLbI NpubnuKaroTca Apyr K Apyry. B cBA3n ¢ yannHeHvem wen Tmmyc
CABUraeTCA HUXe MO HanpaBneHuto K rpyaHon nonoctu. K cepeaunHe 8- Hefenuv napHble
3aKnafKky TMMyca ClIMBAKOTCA 1 OMYCKalTCA BHU3, B 06nacTb cpepocteHus. MNpokcrmanb-
Hble YacTV 3aKNafoK TEPAIOT CBA3b CO CTEHKOW MOTKU 1 peayumpytotca. B aTo Bpems, Ha
2-M MecsLe pa3BUTYA, 3aKnajka TMyca noxoxa Ha fitobyto apyryio xenesy. B TeueHune
3-ro mecsAua okpy»KatoLlana meseHxnma GopMupyeT Kancyny opraHa 1 pa3busaeT anuTe-
NN TUMYCa Ha JOMNbKWY, XOTA YaCTO 3TO pa3fesieHne HenoHoe: AONbKN TMMYCa OCTaloTCA
CBA3aHHbIMM NepeMblYKaMMm.

B KoHLe 2-ro mecsALa TUMYC HauMHaeT 3acenATbcA NpefLecTBEHHUKaMM TMMGOLNTOB.
B cBA3M € 3TUM B TeueHMe 3-ro MecaLa NPOMNCXOANT N3MeHeHKE GOPMbl INUTENNANBHbBIX
KNeToK: OHM OTOABMraloTCA APYr OT ApYyra, HO OCTalTCA CBA3aHHbIMU MOCPEeACTBOM OT-
pocTkoB, GopMupysa Taknum 06pa3om ceTb. B LieHTpe gonek snuTennounTbl o Mepe CBoeN
onddepeHLMpPoBKM 1 rnbenn o6pasytoT NnacTMHYaTble TUMYCHble Tenbua. [pocTpaHcTBa
MeXIy 3NUTeNanbHbIMU KNeTkaMmn 3anonHaAT numdounTbl. Ha 16- Hepgene yeTko pas-
NNYaAOTCA KOPKOBOE 11 MO3rOBOE BELLEeCTBO AofeK, C 20-11 Helenn TUMYC nprobpeTaeT fe-
bUHUTUBHOE cTpoeHme. JnddepeHLmpoBKa MMMPOLUTOB OTMevaeTca ¢ 11-12-11 Hegenw,
KOrga Ha nx nnasmonemMme NoABAAITCA peLenTopbl K aHTUreHam.

DopmrpoBaHMe TUMYCa 3aBepLuaeTcs K 6-My MecsALy SMOpuroreHesa, Korga 3akaHuu-
Baetca anddepeHUNPOBKa INUTENANbHbIX PETUKYNIAPHBIX KNETOK, OHM HauMHAIOT Npo-
LyLMpoBaTb rOPMOHbI, B Nepudepuyeckrix opraHax 06HapyKmnBaroTca pasnmyHble TUMbI
T-numooumnToB.

Y HOBOPOXAEHHOro TUMYC OTHOCUTENBbHO GObLLIOW, ero macca coctaBnsaeT 12-15r1, oH
3aHMMAaeT 3HaUYNTENbHYIO YacTb CpefoCcTeHUsA. B nepBble 2 Hefeny NoCTHaTaNbHOM »KU3HN
OTMeYaeTcA akTMBHaA MUrpaLma NMMoLUTOB 13 opraHa. Hanbonbluero oTHOCUTENIbHOTO
Beca TMMycC focTuraeT B 2—4 rofa, abcontoTHoro makcumyma (okono 30-40 r) — B nepuog,
NoJsI0BOro co3peBaHuA. B fanbHenwwem HacTynaeT ero BO3pacTHasA MHBOMOLMA.

B OOPMWPOBAHWE JTMLIA U LLEW

1-A )abepHasn wWenb NpeobpasyeTca B BLICTUIKY Hapy»KHOro ciyxosoro npoxopa (I11
Ha puc. 2). B npouecce pocTa 2-a xabepHas fiyra nepekpbiBaeT 3-t0 1 4-10 gyru, Npu 3Tom
2-9, 3-Aa 1 4-a wenn obbvegmHATCcA (puc. 2, B), 3aTem TepAoT CBA3b C MOBEPXHOCTLIO U
06pa3yloT FMOTOUHDBIN CUHYC — HEOOMbLLYIO MONOCTb, BICTIAHHYO SKTOAEPManbHbIM 3MK-
Tennem. Bnocnepcteum cunyc pegyuupyetca (puc. 2, C).

B »abepHbIx Ayrax 13 meseHxvnMbl GOPMUPYIOTCA CKeneTHas, MbllleyHas 1 coefuHU-
TeNlbHaA TKaHW, COCYAbI, Ctofia e npopacTatoT HepBbl. V3 1-11 xabepHoit gyru (MaHanOy-
napHomn) GopMUPYIOTCA BEPXHAA 1 HUXKHAA YeNIioCTb, MONTOTOYEK U HAaKOBanbHA, U3 2-i
(rmompaHon) n ocTanbHbIX (3-1, 4- N pyAUMEHTaPHON 5-1) Ayr — CTPeMeuUKo, WNTOBUAHbBIN
OTPOCTOK BUCOYHOW KOCTU, MUMUYECKana MycKynaTypa, MoAbA3bluHaA KOCTb, a TaKKe Xpa-
LM U MblLLbl ropTaHu (puc. 2, E) [1-3].

B KoHUe 4-11 Hefenu B LIeHTPe NnLa pacnonaraeTcsa poToBas AMKa, OrpaHMyeHHas ¢
06eunx CTOpoH 1-mu abepHbIMU Ayramiu, KOTopble 0Opa3ytoT NapHble BEPXHEeUeNoCTHble
N HUXKHEYEenoCTHble BbICTYNbl (puc. 5, A). K KOoHUyY 5-11 Hefienn MOXHO OOHapy»KuUTb yxe
5 BbICTYNOB: CBepXy NOOHO-HOCOBOW BbICTYN (2 Ha puc. 5), o 6oKam CBepXy — BepXHeye-
NIOCTHbIE BbICTYMbI (3 Ha pUC. 5), CHU3Y — HUXKHEeuentoCTHbIe (4 Ha puc. 5) [13].

Mo3xe, Ha 6-I1 Hepene, 6rnarogapA WHOYKTUBHbIM BAUAHUAM MNepefHero otaena
dopmumpytolerocas Mosra Ha obeux CTOpoHax SIO6HO-HOCOBOrO BbICTyMa GopmMupy-

«PenpopyKktnsHoe 3g0posbe BoctouHasa EBponar, 2024, Tom 14, N2 6 793



Mpouecchl pa3BUTMA CTPYKTYP N1LLA, WK, NOOCTU PTa 1 HOCA 1 BO3MOXHbIE HapyLLeHus!
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Puc. 5. DopmupoBaHue nuua, nonocreii pra u Hoca (Sadler T.W.): A - 4 Hegenu; B, C - 5 Hepenb;

D, E -7 Hepenb; F, G - 10 Hepenb; E, G (cneBa - ppoHTanbHbIN cpes, cnpaBa - BUA Ha HE60 cHU3Y):

1 - poToBas AMKa / NONOCTb PTa; 2 — IO6GHO-HOCOBOI OTPOCTOK (BbICTYN): 2a — NOGHBIN BbICTYN,

26 - naTepasbHblil HOCOBOI BbICTYN, 2B — MeANanbHbIi HOCOBOI BbICTYN; 3 — BepPXHEUeNIOCTHOMN
BbICTYN; 4 - HU)KHEYeNIOCTHaA Ayra / BbICTyN; 5 - 060HATeNbHasA Nnakofa / HOCOBasA AMKA; 6 — 2-s1 11 3-11
FNOTOYHbIE Ayru; 7 - ras; 8 - Hoco-rnasHasA 6oposaka; 9 - ry6Ho xeno6ok; 10 — nepBuUYHOE HEGO;

11 - He6HbI OTPOCTOK / OKOHYaTeNIbHOE HEGO; 12 — HOCOBas neperopogka; 13 - A3bIK; 14 — NONOCTb
Hoca; 15 - pe3LoBoe oTBepcTHe; 16 — cepAeUHblii BbICTYN

Fig. 5. Formation of the face, mouth and nose cavities (Sadler T.W.): A - 4 weeks; B, C - 5 weeks;

D, E - 7 weeks; E, G - 10 weeks; E, G (left - frontal section, right - view of the palate from below): 1 - oral
fossa/mouth cavity; 2 - frontal-nasal process (protrusion): 2a - frontal protrusion, 26 - lateral nasal
protrusion, 2B - medial nasal protrusion; 3 - maxillary protrusion; 4 - mandibular arch/protrusion;

5 - olfactory placode/nasal fossa; 6 - 2nd and 3rd pharyngeal arches; 7 - eye; 8 - nasolabial groove;

9 - lip groove; 10 - primary palate; 11 - palatine process / final palate; 12 - nasal septum; 13 - tongue;
14 - nasal cavity; 15 - incisor aperture; 16 - cardiac protuberance.
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I0TCA OOOHATENbHble MNaKkoAbl — JIOKaNbHOE YTOMLEHNEe MOBEPXHOCTHOWM 3KTOAEepPMbl
(puc. 5, B). Mo3xe nnakogbl MHBAarMHUPYIOT BIYyOb B Me3eHxXMMy ¢ obpa3oBaHmem 060-
HATENbHbIX AMOK (5 Ha purC. 5) 1 OKpyKaloLWKMX UX naTepasbHOro U MeananbHOro HOCo-
BbIX BbICTYNOB (26, 2B Ha puc. 5). [ocneaHve ABNAIOTCA YaCTbio TOOHO-HOCOBOIO BbICTYMA.
B 310 Bpems 06oHATeNbHbIE AMKY M POTOBasA MONOCTb OTAENEHbI APYT OT APYra TOHKOW HO-
CO-pOTOBOW MembpaHoli. B TeueHve 6-11 Heflenn JanbHENLWNA POCT CTPYKTYP NPUBOAUT
K TOMY, UTO MefManbHble HOCOBble BbICTYMbl CHayasna cpacTaloTcA C BEPXHEUYeNoCTHbIMY,
aHa7-nHegene - gpyr c apyrom (puc. 5, D). B 370 e Bpemsa HOoCco-poToBas membpaHa pas-
pblBaeTCsA, MONOCTb HOCa NoJyYaeT coobLleHme C NOOCTbIO PTa.

MecTo cpactaHus MefunanbHbIX HOCOBbIX BbICTYNOB 06pa3yeT MeXMaKCUIAAPHbIN
cermeHT. OH flaeT Hauano *enobky BepxHel rybbl (9 Ha puc. 5), LeHTPaIbHOMY YUacTKy
BEpPXHEW YentocTh 1 nepBuyHomy HEOBY (10 Ha puc. 5). BepxHasa ryba obpasyetca 3a cuet
2 MeZlranbHbIX HOCOBbIX BbICTYMOB 1 2 BepXHeUYentoCTHbIX (prc. 5, E). HMxHAA ry6a un Huk-
HAA YenoCTb 00Pa3yTCA U3 HUKHEUYESTIOCTHBIX BbICTYMNOB, KOTOpPble C/IMBAlOTCA BAOMb
cpepHen NUHUN.

B Hauane 7-i Hegenv B Hapy»HblX HOCOBbIX OTBEPCTUAX HauMHaeTcAa obpa3oBaHue
anNuUTenManbHOm NPobKK, KOTOpas K KOHUY 7- Heflenu ux NoJIHOCTbIo 3aKpbiBaeT. Pusmo-
norunyeckas atpesnsa HOCOBbIX OTBEPCTUN cylecTByeT fo 18-20-n Hepgenw.

B Hauane 5-n Hepenu no 6okam ronosbl GOPMUPYIOTCA XPYCTanMKoOBble MIaKkoAbl.
o mepe MHBarvHaLMn XpycTanrMKoBOW NIakoAbl Ha MOBEPXHOCTU 0OpPa3ytoTCA rnasHble
BMafuHbl. Y MecTa KOHTaKTa flaTepasibHOro HOCOBOIO BbICTYMa 1 BEPXHEUEIOCTHOTO Bbl-
cTyna obpasyeTca 60po3aKa, KoTopaa coeAnHsAeT rna3 ¢ 0OOHATENIbHOWM AMKON — HOCO-
rnasHas 60po3fKa. 3aTemM OHa 3aMblKaeTCA 1 3aMoJIHAETCA SKTOAEePMalbHbIM SNUTENNEM.
Mo3xe anuTenmnanbHbIN TAX KaHaNU3MpyeTca, 1 B JanbHelileM GpopMmmpyeTca Hococnes-
HbI KaHan (puc. 5).

Ha 6-11 Heflene pa3BMTMA BepXHEUYENOCTHbIE BbICTYMNbl GOPMUPYIOT HEGHbIE OTPOCT-
Kun (puc. 5). l3HayanbHO OHW HanpaBieHbl KOCO BHU3, MO HaNpPaBNeHWIO K A3blKY, HO MO
Mepe pocTa K 7-1 Heflene aMbpuoreHesa OHV 3aHMalT FOPU30HTaNIbHOE NONOXKeHMe Haf
A3bIKOM U cpacTatoTcA. Takum obpazom, obpasyeTca BTopnUuHoe HEGO, KoTopoe pa3genseTt
POTOBOW AMKY Ha 2 3Ta)ka: BEPXHUWI — HOCOBYHO MONOCTb, KyAia Tenepb OTKPbIBaTCA 060-
HATENbHbIE AMKW, U HUXHUIA — POTOBYIO NONOCTb. Mo3aHee 13 NOOGHOro BbICTYNa N MeX-
MaKCUNIAPHOrO CerMeHTa pa3BMBaeTCA HOCOBaA Neperopofka, pasgenatowas HoOCoBYIO
NOJSIOCTb Ha NIEBYIO M MPaBYHO YacCTu.

Ana npasunbHoro $opmrpoBaHMA BTOPMYHOro HEGa Gonblioe 3HauyeHue wurpaet
BpemMeHHasn OKKNI03MA HOCOBbIX OTBEPCTUI, KOTOPasA CyLIecTBYyeT € 7-11 no 20-i0 Hegento.
B 3710T ke nepuog (MprMmepHo ¢ 6-11 no 10-11-t0 Hegento) UMeeT MecTo Gr3noNornyeckas
aTpesuna nuweBoda 1 ropTaHu. /13-3a 3Toro amHnoTrnyecKkasn XnaKoCTb He nonagaeT B nu-
LeBapuTeNbHbIN TPaKT W AblXaTeNbHble NYTU, HE BbITEKaeT Yepe3 HOCOBble OTBEPCTUS,
a HaxoauTCcA B MOJSIOCTM pPTa U CO3AaeT Tam ONTUMasIbHOE [aBfieHne, YTo CnocobCTByeT
ropm3oHTanM3aumm HebHbIX OTPOCTKOB, 06pa3oBaHM0 AePUHUTUBHBIX NONOCTEN pTa U
Hoca [14].

CnepyeT o6paTTb BHUMaHMe Ha TOT GaKT, YTo aTpe3una NULEeBOAa M ropTaHu Hauu-
HaeTCA M 3aKaH4YMBaeTCA paHblle, Yem TakoBadA B NofocTu Hoca. bonee Toro, atpesma
ropTaHu 1 NULEeBOAa COBMajaeT Mo BpemeHn ¢ GopmMrpoBaHeM BTOPUYHOrO HEDa, a
OKK/I031A HOCOBbIX XOA40B 3HAUUTENIbHO MPOJIOHIMPOBaHa. DTOT $akT 06bACHAETCA CTa-
HOBJIEHVEM rfIoTaTeNbHbIX ABUXeHUI nnoga. Mbiwubl mAarkoro HébGa, obecneunBatoyne
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Mpoueccsl pa3BUTMA CTPYKTYP 1L, LWeW, NONOCTU PTa 1 HOCA 1 BO3MOXHbIE HapyLLeHUs

UcTouHnkn GpopMmnpoBaHuA CTPYKTYp nuua (106HO-HOCOBOI BbICTYN ABNSAETCA HEMAPHOWN CTPYKTYpPOIiA,
ocTanbHble BbICTYMNbl — NapHbie)

Sources of formation of facial structures (the frontal-nasal protuberance is an unpaired structure, other
protuberances are paired)

J106, cnnHKa Hoca U1 YacTb NeperopoaKu, MeAnanbHble 1 nare-
panbHble HOCOBbIE BbICTYNbI

Kenobok BepxHeii rybbl, nepBMYHOE HEOGO, YaCTb NEPErOPOAKN 1
KOHUWK HOCa, pelleTyaTan KoCTb

Jlo6HO-HOCOBOVI BbICTYTN

MepvanbHbI HOCOBOW BbICTYN

JlaTepanbHbii HOCOBOW BbICTYN Kpbinba Hoca
BepxHeuentocTHOM BbICTYN YacTb Wwekun, 60KoBble YacTn BEPXHEN ryobl
HwkHeuentocTHo BbICTyn YacTb WeKu, HUXKHAA ryba, HUKHAA YentoCTb, NoAbopPoAoK

3aKpbITVie HOCOTNOTKM NPU FOTaHUN, Y X UHHepBaLmA dopmupytoTca no3aHee. [lo noss-
neHna GYHKUMOHMPYIOLWMX MbILLL, MATKOro HEGa HOCOBbIE OTBEPCTUA JOMMHbI 0OCTaBaTbCA
3aKpbITbIMK, HaYe rMoTaHne aMHNOTUYECKON XNLKOCTM 6b110 Obl HEBO3MOXKHbBIM: aMHIO-
TUYeCKan XXMAKOCTb BbllMBanach 6bl Yepes XxoaHbl 1 HOCOBbIE XOAbI.

B KOHUe BHYTpryTPOOHOro Pa3BUTUA B BEPXHEUENIOCTHOW KOCTU GopMUpyeTcsa no-
NOCTb — BEPXHEUeNoCTHaA nasyxa, NpeacTaBnAowan cobon BNAUYMBaHNE CTEHKU HOCO-
Bon nonoctu. OctanbHble nonoct GopmmnpyoTca nocne poxaeHns. IctouHnkn dopmu-
pOBaHUA OCHOBHbIX YacTel NuLa NprBeAeHbl B Tabnuue.

Mpwn poXKaeHn OKONOHOCOBbIE Ma3yxm OTCYTCTBYIOT WAN HAaXOA4ATCA B pyAUMEHTap-
HOM COCTOAIHMW. BepxHeuentocTHaA Nasyxa HeGOoMbLUVX pa3mMepoB. AUelikn B pelueTyaTon
KOCTV NOABAAIOTCA MNOCE POXKAEHWNA, [0 2 NIeT OCTAIOTCA MaNeHbKUMU 1 Aaxke K 6-8 rogam
CYLeCTBEHHO He yBennumBatoTca. B Bo3pacTe 2 neT AYenku, pacnonioxeHHble cnepeauy,
BpacTaloT B NOOHYI0 KOCTb, opMmpysa GpoHTanbHble Nasyxu ¢ 06enx CTOpoH. ITn Nasyxu
HauMHaloT BU3YanM3npoBaTbCA NPY MHCTPYMEHTaNbHbIX METOAAX MCCNefoBaHNA OKOJSO
7 neT. luenKkun peLlueTyaTon KOCTu, pacrnonoXeHHble C3aAn, B Bo3pacTe 2 JieT BpacTaloT B
KNMHOBUIHYIO KOCTb, 06pa3ya 2 KNMHOBUAHbIX Na3yxu. [lo nybepTaTHOro nepropa nasyxu
pacTyT MefIeHHO 1 He NMOJTHOCTbIO CHOPMUPOBaHbI K TOMY MOMEHTY, KOrfia npope3anuncb
NnocTosAHHbIe 3y6bl. VX pocT nameHseT pasmep 1 Gopmy nuua 1 obecrneumBaet pe3oHaHC
ronoca.

DopmnpoBaHMe yeniocTein 1 3yboB HauMHaeTca Ha 2-M MecAue ambpuoreHesa. Ha-
NMOMHMM, YTO BEPXHAA YentocTb GopMupyeTca us 4 BbicTynos. LleHTpanbHasa yacTb Bepx-
Heln YyenioCTy, HecyLan pesubl, 0bpasyeTca U3 2 MefuanbHbIX HOCOBbIX BbICTYMNOB. Te OT-
Lenbl BEPXHEeN YentocTu, KOTopble HECYT BCe OCTaslbHble BEPXHUE 3yObl, PacnosioKeHHble
3a pe3Lamu, BO3HMKAIOT 13 BEPXHEUETIOCTHbIX BbICTYMOB.

HwKHAA yentocTb chopmrpoBaHa M3 2 HUMKHEUENIOCTHLIX BbICTYNOB 1-11 kabepHon
pyru. B Hauane 5-n Hepenu meamanbHble YacTW BbICTYMOB YTOMNLLAIOTCA M13-3a ObICTPOW
nponudepaLmn Me3eHXUMbl B 3TUX MecCTax. YKe K KOHLY 5-11 Hefenn oHu BCTpevatoTca
APYr C APYrom no cpegHern INHUN, 1 NOCNe UX CANAHNA Ayra HAXHEN YentoCT CTaHOBUTCA
CNAOLWHOW. B LeHTpe HUXKHen YentocTn y MecTa CIMAHNA BbICTYMOB JOMITOE BPemMsA OCTaeT-
CA HeoObI3BECTB/IEHHbIM YYaCTOK, Ha3BaHHbIM MeKKeeBbIM XPALLOM.

HapyLieHua cTpyKTypbl abepHOoro annapaTa U MUrpaLmmn KIeToUHbIX MOTOKOB ABNA-
0TCA NPUYNHaMK GOPMMPOBAHMA MOPOKOB PA3BUTUA YKa3aHHbIX Bbllle OPraHoB.

BpaxuoreHHble KUCTbl n/unu GucTynbl GopMUPYTCA B TOM Cllyyae, ecim He Npouc-
XOAUT peayLmpoBaHnA rMOTOYHOTO cnHyca [5, 16, 17]. Ecnn cnHyc He oTKpbiBaeTcA Ha no-
BEPXHOCTb, TO GOPMUPYIOTCA KACTbI (prC. 2, F). B KNCTax MOXET HakanIMBaTbCA cepo3Hoe
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cofilepKnmoe unu KnetouHbln fetput. Guctynbl 06pasyoTca B TOM cliyyae, ecim CUHYC

OCTaeTCA COeAUHEHHbIM C MOBEPXHOCTbIO Y3KUM KaHanoM. TOT KaHan OTKpbIBaeTCsA Mo

nepegHern NOBEPXHOCTU FPYANHO-KIOUYNYHO-COCLLEBUAHOW MbILLLbl U TaKMM 06pa3om 06-

pa3syeTca Hapy»kHas bpaHxunoreHHasa ductyna (puc. 2, G). B tom cnyuae, korga dopmupyet-

CA CNIULLKOM rTy60oKas 2-A LWenb, TO MOXKeT NMPOK30MATU ee NPOPbIB BO 2-1 KApPMaH; B 3TOM

cnyJae B 0651acT MMHAANMHbI OyaeT OTKPbIBAaTbCA BHYTPEHHAA OpaHxmnoreHHasa Guctyna

(pnc. 2, H).

HapyLieHne myurpaumm KneTok HepBHOro rpebHA B TeueHue 4-n Hegenun smbproreHe-
3a ABNAETCA NPUYMHON MHOXKECTBEHHbIX HapYLUEHWI — YepernHOo-NLEBbIX MOPOKOB pas3-
BUTKA. KpoMe TOro, MOCKOJbKY KNIeTKU HEPBHOTO rpebHsA (HeMpoMe3eHXMMbI) Y4acTBYIOT
B GOPMMpPOBaHNM COEAUHNTENbHON TKaHW aOPTO-NIErOYHON 1 MEXKenyLoUYKOBOW nepe-
ropofoK, TO yKa3aHHble MOPOKM YacTO aCCOLMMPOBaHbI C HAPYLIEHUAMY Pa3BUTUA MyTeNn
OTTOKa 13 cepaua (nepcucTrpyowunin aptepuanbHbii cTBon, TeTpaga Ganno, TpaHCcno3u-
LA KPYMHbIX apTepuin). ITn HapyLleHUA ABNATCA CNeACTBUEM reHeTUYeckux gedeKTos,
1, KPOMeE TOTO, KNeTKMN HEPBHOTO rpebHA ABNAIOTCA BbICOKOUYBCTBUTENbHBIMY K AENCTBUIO
TepaToreHoOB, TAaKUX KaK ankorosib U peTHoeBas KNCoTa.

K uepenHo-nu1ueBbIM NOPOKaM Pa3BUTKA, CBA3AHHbBIM C HAPYLLUEHMAMN MUTPaLUN Kne-
TOK HEPBHOTO IrPe6HS, OTHOCATCA HEKOTOPbIE rEHETUYECKM CUHAPOMbI 1 aHOManagpbl:

B cyuHgpom Ou kopaxu, nam TuMmonapawmMtoBmugHasa annasua [18], — knaccnuyeckun
npumep aHOMasbHbIX B3aMMOLENCTBUN MeXIY KNeTKaMy HEPBHOMO rpebHs, Me3eH-
XUMbl W 3NUTENNA MOTKKU, KOrAa NPOUCXOAAT U3MeHeHNA AnddepeHUMpPOBKN BCEX
3 NCTOYHVMKOB. MPUYMHON Pa3BUTMA CUHAPOMA ABNAETCA MUKpoZeneLma B 22-11 Xpo-
MOCOME U B HACTOALLEE BPEMA MO COBPEMEHHON KNaccudrKauum OTHOCUTCA K CUH-
npomy 22q11.2, CATCH 22-i1 deHotun (OMIM 188400). i3meHeHMe MUrpaumum KneTok
HepBHOro rpebHA NPUBOANT K HapyLLeHMIo GOPMUPOBaAHUA MyTelr OTTOKa U3 cepAaLa,
nerkum nuuesbiM ancMmopoduam. HapyuweHne GopmMupoBaHUsa Hempome3eHXrMbl Be-
LT K U3MEHEHMIO MUTPaLMN SNUTENNANbHBIX KNETOK 3-T0 1 4-T0 }KabepHbIX KapMaHOB,
yto 06ycnoBnMBaeT pa3BUTUE MUMO- WA annasuy TMyca U/Mnm NapawmuToBULHON
Xenesbl (2 3HaUUT, NOpPa)KeHUA UMMYHHOW CUCTEMbI, FTMNoKanbLmemnn). Y geten oT-
MeyaloTCA TakXKe HapyLleHWA B aganTtauum n odbyyeHun;

" cnHgpom Tpuuepa KonnmHza - OpaHyeckeTtn (OMIM154500), unu HuXHeuYenocT-
HO-NMLIEBOI [M30CTO3, KOTOPbIV XapaKTepr3lyeTca Hefopa3BMTMEM CKYNOBOWN KOCTU,
rMNoMnasnen HUXHEN YentoCTh, HA3KO PacrnosIoXKEeHHOW rnasHow Wwenbto, Aedpektamm
HXKHKX BEK, ilepopMaLiMaMmM HAPYKHOTO YXa;

B yenlCTHO-HOCOBOM  AM30CTO3, uWAnm  cuHgpom  buHpgepa (OMIM155050), -
KOMOVHUPOBaHHOE HapyLUeHMe Pa3BUTUA CpefHel YacTu nuua (puc. 6);

®  aHomanag NMbepa PobeHa (OMIM 261800), unm HUKHEYENOCTHO-A3bIYHO-HEOHas aHo-
Manua: paclienmHa Héba, MMKPOrHaThA (YMeHbLUEHWE HUXKHEN YentoCTu), IoCConTo3
(3anageHme A3blKa, 3agHee ero pacnosnoxeHue) (puc. 7);

= cuHapom lonbaeHxapa (OMIM 164210), nnn dauno-aypukyno-septebpanbHas guc-
nnasus, cBA3aHHasA C HapyLeHUAMU Pa3BUTUA BEPXHEN YentoCTr, BUCOUHOM U CKy-
NoBOWN KocTel. B cnyyae pa3BuTUA 3TOrO CUHAPOMa OTMEYatoTCA TakKe U3MEHEHNA B
CTPYKType rnas, ylwemn 1 no3BoHoYHMKa. KpaHMm nposasneHmem GppoHTanbHOWM gunc-
nnasuu asnaetca otouedanma (puc. 8).
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Puc 6. Cungpom buHpepa y nnopa, 21 Hegensa 6 aHeli. U3 apxusa Mpubywenn 0.B.: A - makponpenapar
abopryca; B - ynbTpasByKkoBoe nsobpaxeHune npodpuns nnopa (CTpenkoil yKkasaH 4enioCTHO-HOCOBOM
AN30CTO3)

Fig. 6. Binder’s syndrome in a 21 week 6 day old foetus. From the archive of Pribushenya O.: A - macro
preparation of the abortus, B - ultrasound image of the fetal profile (the arrow indicates maxillary-
nasal dysostosis)

HapylweHuns pa3BuTUA WIMTOBUAHON Xene3bl: BO3MOXHbI OTCYTCTBME WU Hepopas-
BUTWE LUTOBMAHOW »ene3bl — annasusa unu runonnasus. Mpy 3Tom nopoke nnof passusa-
€TCA HOPManbHO, He UCMbITbIBasA AeduLMTa FOPMOHOB, MOCKOJbKY TYPEOUAHbIE FOPMOHbI
NpoxofAT yepes nnaueHTapHbIl 6apbep. OgHaKo cpasy nocie PoXAeHUs UX OTCYTCTBME
W HE[OCTATOYHOE KOJIMUECTBO CKA3blBalOTCA HAa MCUXOMOTOPHOM Pa3BUTUU pebeHKa.
B cnyuae oTCyTCTBUA 3aMeCTUTENbHON Tepanun passuBaetcsa cnaboymue. MosTomy B Ha-
cTosLLee BPeMsA NPOBOAUTCA CKPUHUHI HOBOPOXKAEHHDIX C Liefbio OnpefeneHuns YpoBHs
TUPEONAHbIX TOPMOHOB.

Puc. 7. YnbTpasByKkoBoe nso6paxeHue npodpuns Puc. 8. Otouedanua y nnoga 18 Hegenb
nnopa Ha cpoke 6epemeHHocTU 13 Hegenb 4 AHA rectauunn. U3 apxusa Mpunbywenn O.B.

Cc MUKporeHueri (ykasaHo ctpenkoii). 3 apxusa Fig. 8. Otocephaly in a fetus of 18 weeks
Mpu6ywenn O.B. gestation. From the archive of Pribushenya O.

Fig. 7. Ultrasound image of fetal profile at 13 weeks
4 days gestation with microgenia (indicated by
arrow). From the archive of Pribushenya O.
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Puc. 9. HapyweHnns passutnsa wutosugHoli xenesbl (Moor K.L.): A — A3bluHaA 1 WelHaA KNCTbl
WMTOBUAHO-A3BIYHOrO KaHana; B — Kucrbi n pucryna wuroBnaHo-a3bIvHOro KaHana; C - skronmna
WMTOBUAHOW XKenesbl: 1 - cnenoe oTBepcTie; 2 - NOAbA3bIYHAA KOCTb; 3 - HOPMaJIbHO NIOKannsoBaHHas
WMTOBUAHAA XKene3a; 4 - A3blYHaA KNCTa WUTOBUAHO-A3bIYHOIO KaHana; 5 - WeliHaA KNcTa WUToBuaHO-
A3bIYHOrO KaHana; 6 — K1cra WuToBMAHO-A3bIYHOrO KaHana; 7 - pucryna WToBMAHO-A3bIYHOTO
KaHana; 8 - SKTonnveckne y4acTku WMTOBUAHON XKenesbl: 8a - A3blyHadA; 86 — cynparnonpHas;

8B - WeliHaA noKannsauyus

Fig. 9. Developmental disorders of the thyroid gland (Moor K.L.): A - lingual and cervical cysts of the
thyroid-lingual canal; B - cysts and fistula of the thyroid-lingual canal; C - ectopia of the thyroid gland:

1 - blind orifice; 2 - hyoid bone; 3 - normally localised thyroid gland; 4 - lingual cyst of the thyroid-
lingual canal; 5 - cervical cyst of the thyroid-lingual canal; 6 - cyst of the thyroid-lingual canal;

7 - fistula of the thyroid-lingual canal; 8 - ectopic areas of the thyroid gland: 8a - lingual;

86 - supragioid; 88 - cervical localisation

Cpean Apyrux HapyweHnin CTOUT OTMETUTb COXPaHeHne CBA3Y MEXAY WMUTOBUAHOM
XKenesow 1 MECTOM ee NepBOoHaYanbHOro GoPMUPOBaAHIIA — COXPAHUBLINICA LYUTOBULHO-
A3bIYHBIN KaHan (puc. 9). Habnogaetca pag cnenbix KapmMaHoB, 06pa3oBaBLIMXCA BAOSb
X04a nepemMelleHns LWUTOBUAHOM »esie3bl — KACTbI WHUTOBUAHO-A3bIYHOMO KaHana. Ecnu
COXPAHMBLUMINCA KaHa CBA3aH C HapY»XHOW MOBEPXHOCTbIO, TO 06PA3yOTCA WNTOBUAHO-
A3blUHbIE GUCTYIIbI.

Hepegako BCTpeyatoTca SKTonua (aHOManbHOE PacrosioKeHne) UK SOMOSHUTENbHbIE
TKaHW WNTOBUAHOM »enes3bl.

AHOMaNMK NaPALLMTOBUAHDIX XKese3 TakKe CBA3aHbl C 3MEHEHVEM MyTen KX MUrpa-
LMK NPV 3aKnagkKe.

MHoraa BCTpeyaloTcs U M3MEeHeHUA B JIOKanv3auuy napawmToBUaHbIX Xenes, Koraa
OHV 3aHMMAIOT HECBOMNCTBEHHOE VM MOJIOXKEHMe. VI3MeHMBLIVE CBOIO NIOKANM3auuio nim
AOMOJHUTESIbHbIE NAPALYMTOBUAHbIE XKese3bl MOryT HAXOAUTLCA B COEAVHUTENbHON TKa-
HY, NPUEXallen K WUTOBMAHON XKeflese Uin TUMYCY, a TakKe B MapeHX1Mme Ha3BaHHbIX
OpraHos.

AHOManMK PasBUTKA TUMYCA CBA3aHbl C HAPYLUEHUAMY CTPYKTYpPbI »kabepHoro anna-
paTa, NepcucTUpPOBaHKEM MPOKCUMAsbHbBIX YacTel 3aKnafoK B obnactu weu, GopmMmnpo-
BaHVEM [OMOJHUTENbHbIX SKTOMMYECKUX YYACTKOB TUMYyCa BAOSMb MyTU MUTPaLun MaTte-
pviana 3-1 napbl >kabepHbIX KAPMaHOB.
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Puc. 10. HapyweHusa ¢opmupoBaHusa nonocten pra u Hoca (Sadler T.W.): A - oAHOCTOPOHHASA
pacuienuHa ry6bi; B - 0o4HOCTOPOHHASA paclyeniHa ry6bl, 4eniocTi 1 NepBUYHOro HEGa;

C - nsonupoBaHHas paclennHa Hé6a; D - pacwenuHa HéGa c OAHOCTOPOHHEN pacLyenHol ry6bl
Fig. 10. Disorders of the formation of the oral and nasal cavities (Sadler T.W.): A - unilateral cleft lip;
B - unilateral cleft lip, jaw and primary palate; C - isolated cleft palate; D - cleft palate with unilateral
cleft lip

Mpun HapyweHnn cpacTaHXA BbICTYMOB INLIEBOro cKeneta, CPOPMUPOBAHHBIX 13 Ka-

6epHbix ayr, opMmpyroTca paclenuHbl. BoigensioT 2 rpynnbl pacwenuH [19-21]:

B nepefHue, K KOTOPbIM OTHOCATCA HapyLUeHUs, 3aTparvBalLme NepBUYHOE HEGO ”
pacrnonoXeHHble nepes pe3LoBbIM OTBEPCTVEM: PACLLENNHA FYObl, BEPXHEN YentocTu,
pacwenvHa mMexay nepBrUYHbIM 1 BTOPUYHbBIM HEOOM (puc. 10, A, B). Takue gedekTbl
ABNATCA CNeACTBMEM YAaCTUYHOMO WM MOJSIHOTO HapyLUeHUA CcpacTaHUsa BepxHeye-
JIIOCTHOTO 1 MenaNibHOro HOCOBOTO BbICTYMOB. [1pK1 TaKMX NOPOKax pa3BUTUA HO34PU
MOTYT COO0LLaTbCA Crepean € NONoCTbIO PTa;

B 33/1HME, K KOTOPbIM OTHOCATCA HapyLUeHUs!, 3aTparrBaioLLe OKOHYATeIbHOe HEGO ”
pacnonoXeHHble No3aamn pesuoBoro oteepcTtust (puc. 10, C): pacluenvHbl HEGa 1 A3bly-
Ka MArkoro Héba. Takne pedekTbl OPMUPYIOTCA M3-32 YMEHbLUEHMSA PAa3MEPOB Heb-
HbIX OTPOCTKOB, HapyLIEeHMA UX NPUNOAHNMAHUA NN CpacTaHKs, a TakxkKe BCieacTBme
TOrO, UTO A3bIK HE ONYCTUCA MU3-3a MUKPOrHaTuu. Mpu Takux nopokax Gopmupyertca
COOOLLEHVIE MEXAY HOCOBOW 1 POTOBOW MOMOCTAMMU.

Puc. 11. HoBopoXaeHHbIli € 4BYCTOPOHHEI paciiennHoii ryébl n HE6a npu cuHapome Maray. M3 apxusa
Mpu6ywenn 0.B.

Fig. 11. A newborn with bilateral cleft lip and palate in Patau syndrome. From the archive of
Pribushenya O.
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BO3MOXHbI OfiHO- U [BYXCTOPOHHME pacliesiviHbl, PasfnyHble KOMOMHALMN 3TUX
2 rpynn (puc. 10, D) n pa3nnuHasa cteneHb nx taxkectn (puc. 11).

[JlaHHble MOPOKM Pa3BUTUA XapaKTepU3yoTcA HapyLLIEHUAMM rNOTaHWA, U3MEHEHUAMY
rosioca u peuu.

[loctaTouHo pefgkumn gedeKkTamy CUNTAOTCA CPeAUHHbBIE PacCeUEHNA BEPXHEN M
HUXKHen yentocT. OHM ABNAKTCA CNeACTBMEM HAaPYLLIEHWA CPacTaHNA MeAuasbHbIX HOCO-
BbIX BbICTYMOB A pYr C 4PYrOM U HUXKHEUESTIOCTHbIX BbICTYNMOB COOTBETCTBEHHO.

HapyweHune dopmMmpoBaHuA HOCOCNE3HOTO KaHasla MOXET NPOABMATLCA B BMAE Kak
aTpesu (Npu HapyLLIeHUW ero KaHanm3sauum), Tak 1 KOCoro pacceueHus nuua (npu Hapy-
LUEHMI 3aMblKaHMA HOCO-TNa3HoM 6opo3aKN).

MoMrMO BbileynomMAHYTbIX AedeKToB, HabnhaWmNXCcAa B MecTax SMOPOHaNbHbIX
cpacTaHui, MoryT GopmmnpoBaTbCcA aHOManuu, oOyCNIOBIEHHbIE MECTHBIMU HapyLleHNsA-
MM pocTa. Hanprmep, npn BbICOKOWM CTENEHN MUKPOTHATUN CEPbE3HO U3MEHSIOTCA Mpo-
nopumu n1ua, Npy 3ToM CMeLLAeTCA U NMOJIOKEHME HaPYKHbIX CIYXOBbIX PAaKOBUH: OHU
OCTalOTCA Ha LWee B MecTe NePBUYHONO PacnoNoXeHUs 1- rMOTOYHON LWwenu.
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