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PaHHs51 OuazHoCMuKa 8pOXOEHHbIX aHOMarnull pa3gumusi 8 HaCMosWee 8peMsi ocmaemcsi akmyarbHOU U3-3a y8enuyeHus1 4yacmo-
mbl 3mod namosoauu U Heobxo0uMocmu fMpo8edeHuUs1 MeponpUSMuUL, HanpasneHHbIX Ha MPogUNIaKMUKY 803MOXHBIX OCITOXHEHUU.
B cmambe onucaH pedkul criyqal KIUHUYEeCKU 8blpaxeHHo020 cuHOpomMa [Nbepa PobeHa msixenoli cmeneHu y HOBOPOXOEHHO20 pe-

beHKa.
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Clinical case of Pierre Robin’s syndrome
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Early diagnosis of congenital abnormal development currently remains relevant because of the increasing frequency of this disease
and the need for measures aimed at preventing possible complications. This article describes a rare case of clinically apparent severe

Pierre Robin’s syndrome in a newborn child.
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CBefeHns O HapyLleHUW pasBUTUS HUXKHEN 4Yesito-
CTn n Heba, coyeTaroWeMCs C HapyLweHneM AblXaHus,
NosIBUNNCb B MeAMUMHCKON nuTepaType ewe B 20-e
rogbl XIX Beka. B 1923 roay ¢dpaHUy3CKMM CTOMa-
Tonorom lMNbepom PobeHoM 6bina ycTaHOB/EHa CBA3b
MeXay rMnonnasnen HUXHen yentctu (MUKporHaTu-
en), pacuwennHom markoro Heba (CM. puc.) n obCTpykK-
umMen abixatenbHbiX NyTEN, KOTOpas COCTOUT B Mnocre-
[0BaTeNIbHOM MOSIBSIEHMN CMMNTOMOB. B panbHeliwem
natonorms 6bina HasBaHa MMEHeM 3TOro y4YeHoro, U B
3apybexHon nutepaType MCnosib3yeTcss TEPMUH «MNO-
cnepoBaTenbHOCThb MNbepa PobeHa» [1, 2]. B HacTos-
Lee BpeMs TOJIbKO B €AMHUYHbIX paboTax npueeneHbl
3NNAEMNOSIOTMYECKME AAaHHbIE MO 3TOMY CUHAPOMY [3,
4]. CornacHo pesynbTaTaM pPeTpOCNEeKTUBHOro uccre-
[O0BaHWsA, pacnpocTpaHeHHOCTb 3Tol natonornu B Aa-
HUK cocTaenseT 1 cnyyan Ha 14 000 XMBOPOXAEHHbIX
AeTel; No AaHHbIM aMepuKaHCKOro nccienoBanms — 1
cnyyanm Ha 2-30 Tbicay. CooTHoweHue nonos — Ml:
XK1 [5, 6]. MOXHO NpeanosioXuTb, YTO AaHHasa naTo-
nornsa BCTpedaeTcs B NONyNsAUMM AOBOJSIbHO 4acTo, HO
BblSiBNIiEMble MPU3HaKM He pacCMaTpuBaroTCA B CO-
BOKYMHOCTM KaK MposiBNeHns eaunHoro 3aboneBaHus.

HapyweHue aM6puMoHanbHOro pas3BUTUS HUMXKHEN 4e-
JIIOCTU NPOMCXOAMT KaK MPU HaIM4ynMmM MexXaHU4eCKoM
KOMMpPEeCcCMn BHYTPM MaATKU, Tak U Npu BO3LENCTBUK
MH@EeKUMM Ha paHHUX 3Tanax 6epeMeHHOCTU UIN HEN-
poreHeTM4Yecknx HapyweHusax. CneayeT OTMETUTb, YTO
nocneposaTenbHOCTb MNbepa PobeHa MoxeT 6biTb M30-
NIMPOBaHHbIM CUHAPOMOM UM NPOSIBJIEHNEM FreHeTn4Ye-
ckor natonormun. Kak 4yacTb reHeTM4ecKon NaTonorum
nocneposaTenbHOCTb [Mbepa PobeHa onmcaHa nouTw
npu 300 cuHapoMax. HacnenosaHve MOXET MPOUCXO-
OVTb M NO @ayTOCOMHO-A0OMWUHAHTHOMY, MU MO ayTOCOMHO-
peLeccMBHOMY Tuny. BeposaTHOCTb poxxaeHust 601bHO-
ro B CEMbE, yXe nmerulern pebeHka c cmHapomoM [be-
pa PobeHa, coctaBnseT 1-5% [7, 8]. MNonynsuMoHHas
yactoTa cuHgpoma — 1 : 12000.

lMepBMYHbIA MOPOK, JieXalwuin B OCHOBE CUMHAPOMA,
3TO pe3Kas rmnonnas’ms HWXHEN 4Yentoctn (Mukpore-
HuA). OcTasnbHble NOpokM 06yCNOBAEHbl 3anajeHneMm
A3blka (F10CCONTO3) B CBA3U C YMEHbLUEHNEM POTOBOM
MosIoCTN, 4YTO B CBOK oyepenb NpensaTCcTByeT CMblKa-
HUIO HEBHbIX NNacTuHokK. MpubnmnantensHo B 25% cny-
yaeB 3TOT CMHAPOM SIBJISETCA COCTAaBHOM 4YaCTbH CUH-
APOMOB MHOXECTBEHHbIX MOPOKOB pa3BUTUSl, Hanbonee
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yacto — cuHapoma CTuknepa, a TakxKe Kamrnomenunye-
CKOro cMHapoMa, cmHapoMa XaHxapTa, Tpucommm 18. Y
36% 60nbHbIX aHoManaza lNMbepa PobeHa codeTaeTcs C
APYrMMM NOpPOKaMu pasBUTUS, B TOM YMUC/IE C MOPOKaMM
cepaua, aHOManMsaMW nas, YWHbIX pakoBWH, ckene-
Ta. TakXxe HepeaKo acCcouMMpyeTcs C YMCTBEHHOW OT-
CTanocTbio. KAMHMYECKN NposBASETCA 3aTpyAHEHUEM
ObIXaHWS U rnoTaHusa. MI3onnpoBaHHble cny4daun Bcerga
cnopaguyeckue.

B 3aBMCUMMOCTW OT COCTOSHUSA AblIXaHWUSA BbIAENSAOT
TPW CTEMEHWN TAXKECTU:

1) nerkas crteneHb: AblXxaHWe He 3aTPyAHEHO, He3Ha-
ynTesibHble TPYAHOCTM C KOPMJIEHWEM, YCTpaHsemble
KOHCepBaTUBHbIM fleyeHneM B aMbynaTopHbIX YC/I0BU-
ax;

2) cpefHsis CTeneHb: yMepeHHOe 3aTpyAHEeHue Abl-
XaHWUs, yMepeHHble TPYAHOCTU C KopMsieHueM, Tpeby-
IowmMe neyeHnsa B ctaunoHape;

3) TaAxenas CTeneHb: 3HauYuTeNbHOe 3aTpyAHeHue
ObIXaHWS, 3Ha4YNTENbHblEe TPYAHOCTM C KOPMJIEHMEM B
TeyeHne ANNTeNbHOro BpeEMEeHU, nNpueoasime K Heob-
XOAMMOCTM MUCMNONb30BaHUSA AbIXaTeNlbHOr0 Nocobus B
BUAE MHTpPaHa3anbHOro 30H4a B HMXKHWE AblXaTesibHble
nyTV uam Tpaxeoctomun [1, 9, 10].

Busyanusaums CTPyKTyp fvua M BbiSiBieHWE MOpo-
KOB MX pa3BUTUA MOTEHUMANbHO BO3MOXHbI yXe C
11-12 Hen. 6epemMeHHOCTH.

XapaKkTepeH BHELHWUI BUA HOBOPOXAEHHOro — Tak
Ha3blBaeMoe NTUYbe INLO, YTO CBSAI3aHO C HeAOpa3Bu-
TUEM HUXXHEN YentoCcTu. B pasHble Cpoku, B 3aBUCMMO-
CTU OT CTEMEHU TSXKECTU MOopOoKa, MOsBNSETCS pe3Koe
HapylweHune AbiXxaHus, CBSI3aHHOe C 3anafeHueM 53bl-
Ka, BO3MOXHbl YacTble anHo3. M3-3a HapyLlweHus akTa
rnoTaHuUs BO BpeMS KOpMeHns pebeHka MOXEeT HacTy-
NUTb yayLlWwbe.

ONTUManbHbIM U >XWU3HEHHO BAXHbIM MOJIOXEHNEM
Manbiwa ¢ cuMHapoMoM PobeHa saBnseTca nonoxeHue
Ha 60Ky WM Ha XMBOTE C NpunoaHaTon (unu paxe
(PUKCMPOBAHHON B TakKOM MOMIOXEHWUW) FOMOBON. ITO
nossonsetr usbexarb 06CTPyKUMM (NepeKkpbiBaHUSA)
AblXaTeNbHbIX NyTEeN CMELLeHHbIM Ha3ajh KOPHEM f3bl-
Ka. OnTMManbHO KOpMUTb pebeHKa B MOMOXEHWUU Ha
60Ky, nonyeBepTUKaNbHOM, a WMHOrAa nNpakTU4eckn B
BepTMKarbHOM Yepes3 HasoracTpasibHbl 30HA.

JleyueHue

Mpwn nerkon n cpegHeTsxenon dopmax 3aboneBaHus
MpoBOASAT CUMMTOMATUYECKYIO Tepanuio n npodunak-
TUKY BO3MOXHbIX OC/TOXXHEHUI. Mpn aHOManuu cpefHen
TSXKECTU anbTepHATUBOM XNPYPruyeckoro neyeHms -
naeTcsa BpeMeHHas rnocconekcus (temporary tongue-
lip adhesion) — 3To noaTsArMBaHWe s3blka Brepesn U
durkcaumsa ero K HMxHen rybe. Mpu Taxenon dopme,
KpoMe 3Toro, TpebyeTcsa xumpyprmyeckoe BMellaTefb-
CTBO, MO3BoNAKOLWEE YANNHUTD HWXKHIOK YentoCTb:
KOMMPEeCCMOHHO-ANCTPAKLMOHHbBIN OCTeoCuHTe3. Me-
TOZ, 3aK/H0YAETCA B TOM, UYTO Ha HWXXHIOK YenCTb C
ABYX CTOPOH YyCTaHaBnMBalOTCA annapaTtbl, MpPOBO-
OATCA pacnuibl YentocTn Mexay sankamMu annapaTos
M (pparMeHTbl YeNCTU MJOTHO MPUMXUMAKOTCS APYr K
apyry — komnpeccusa. C 5-6-x cyTok mnocne onepa-
UMn pparMeHTbl Yet0CTM NOCTEMEHHO, CO CKOPOCTbIO 1
MUIIMMETP B CYTKUW, Pa3BOASTCS annapatamMn Ha Heob-
XOAUMYIO BeSMUKnHY. MNMpouecc yasiMHeHNS YentoCcTu an-
napataMm HasblBaeTCcs AMCTpakuuern, a annapar, Co-
OTBETCTBEHHO, — KOMMPECCUOHHO-ANCTPAKLMOHHbIM.
Mexay dparmMeHTaMm KocTM obpasyeTcs HoBasi MO-
nogas KOCTb — KOCTHas Mo30/b. B pesynbtate guc-
TPaKUMM HUXKHAS 4YentcTb nepeMellaeTcs Knepeau
BMeCcTe C 513bIKOM, KOTOPbIMi nepecTtaeT nepekpbiBaTb
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BEpPXHUE AbIXaTenbHble nyTn. CamMocTosATeNnbHOe AblXa-
HWe CTaHOBWUTCSA BO3MOXHbIM B CpefHeM yXe Ha 4-6-
€ CYTKM AUCTpaKuMu, KoTopas MpoaoskaeTcs A0 A0-
CTUXXEHMS MPaBUIbHOIO COOTHOLWIEHUA 4entocTen. Ha
camocTosiTeNbHOE NuTaHne pebeHOoK NepeBoAnTCS, Kak
npaBu/io, K MOMEHTY OKOHYaHWUS AUCTpaKuMU WU He-
MHOro nosxe. PebeHOK BbINMCbIBaeTCa C annapaTamu
Ha BpeMsa (3 mecsiua) npeBpalleHns KOCTHOM MO30/1M1
B MOJIHOLEHHYIO KOCTb. Yepe3 3 Mecaua — rnoBTOpHas
rocnuTanusaumns onsa yaaneHus annapatos [11, 12].

BaxkHbIM MpeacTaBnsieTcsl, YTo yCTpaHeHue pacuie-
NIMHbI MSArKOro Heba Ao/MKHO GbiTb NpOBEAEHO A0 CTa-
HOBJIEHUS peyun, Mo3TOMY onepaumn NpousBOASATCS B
BO3pacTte oT nonyroga no 1,5 roga, B 3aBUMCMMOCTMU
OT CTeneHu AbixaTesbHOM 06CTpyKkumn. lMpoBoanTcs
onepauus ypaHonnactmku. Yacto TpebyeTcs npose-
AeHuve 3-4 s3Tanos siedyeHuns. MNMepen onepaumen Takum
nauneHTaM peKOMeHAYEeTCs HOLleHMe crneunasbHoro
obTypaTtopa, KOTOpbIA pa3aensieT poTOBYH M HOCOBYHO
MoJSIOCTb, MO3BOJISET Masbllwy MpaBUIbHO AblWaThb,
nUTaTbCH, pasrosapmeaTb. [pn onepaTMBHOM BMeLla-
TenbcTBe gedekT Heba BoCCTaHaBIMBaeTCs Npy NOMo-
WX NAacTMYecKoro matepmana, 4Yto MO3BOMISET MOy~
UNTb aHAaTOMUYECKU NMPaBUIbHOE CTPOEHME.

MpuBoauM cobcTBeHHOE HabnwaeHne pebeHka C
cnHapomom lMbepa PobeHa.

JeBoyka 3., noctynuna B oTAeNEHNE NATONOMMN HO-
BopoxaeHHbix PKE M3 PT mn3 poagoma Ha 5-1 aeHb
XXWU3HU C gnarHosoMm: CuHapom MNbepa PobeHa. ATpesuns
X0aH? HeoHaTanbHas xentyxa. ACPUKCUS yMepeHHOM
cteneHn. CMHAPOM 3a4epXKn deTanbHOM XUAKOCTU.
MHoOXecTBeHHble CTUrMbl An3smbpuoreHesa. Puck BYU
B TAXenoMm coctoaHum 3a cyet AH II-III cteneHu, UH-
TOKCMKaLWM, HEeBPOSIOrMYeckon CUMATOMATUKK, MU-
KPOUMPKYIATOPHbIX HApPYLUEHUN.

PebeHok oT VIII 6epeMeHHOCTH, YeTBepTbIX poaos. I
6epeMeHHOCTb — poabl B 1991 r., 300poBbI pebeHoK.
IT 6epemMeHHOCTb — poabl B 1995 r., pebeHOK C CUH-
ApomoM lNMbepa PobeHa, ymMep B BO3pacTe YeTbipex Mec.
B pe3y/ibTaTe aBTOMOb6UIbHOM KaTacTpodsbl. III 6epe-
MEHHOCTb — poabl B 1996 r., 340poBbili pebeHok. IV
6epemMeHHOCTb — Bbikuabiw. V, VI, VII 6epeMeHHOCTHM
— M/abopTbl. HacTtosiwasa 6epeMeHHOCTb NMpoTekana:
I TpumMecTp — yrposa npepbiBaHusa 6epeMeHHocTwn; II
TPUMECTP — Ha Ccpoke 22 Hef. BbiSiB/IEeH MOPOK pa3Bu-
Tns no Y3W. III TpumecTp — KonbnuT Ha 40-41-1 Hea.
Mawme 40 neT, nane 44 roga. HacneaCcTtBeHHOCTb OTAroO-
weHa: y otua — MukporeHus. Poabl IV, Ha cpoke 40-41
Hef[., Yyepe3 ecTeCTBEHHble poAoBble MyTU, AMCTauUUs
nneymkos. OueHka no wkane Anrap: 6-7-8 6annos.
MposeaeHa NBJ1 mewkom AMBY — 3’. Macca npu pox-
aeHunn 3550 r, poct 50 cM, oKkp. ron 34 cM, OKp. rp. K.
32 cM. MYMT Ha 5-i geHb — 9%. CocTtosHune pebeHka
B poasome Tsaxenoe. PebeHOK Haxoauncs B BbIHYX-
OEHHOM MonoxeHun Ha 6oky, Ha xunsoTe. KopmneHune
yepes 30HA no 8 mn cmecbio HAH-1. [IBMXEHUsS Heak-
TUBHblE. MMNOTOHMS, rnnopednekcrs. KoxHble NoKpo-
Bbl CybukTepuyHble Ha po3oBoM doHe. HocoBoe Abixa-
HUe 3aTPyAHEHO, AblXaHue LWyMHoe. AyCKyNbTaTUBHO
AbIXaHWe XecTKoe, NpoBOAHbIE Xpunbl. TOHbI cepaua
pUTMUYHbIE. XXNBOT MArkuii. CTysl CaMOCTOATESbHbIN.
Onypes agekBaTHbIN. B poaaoMe npoBeAeHO neyveHune:
amnucug, rnoKo30-CcosieBble pacTBOpbl, aMUHOBEH A4
napeHTepanbHOro nuTaHusa, doToTepanums.

Mpn nocrtynneHnn B oTtaeneHue natonormu [OPKB
COCTOSIHME OLEeHEHO KakK TAXenoe 3a CYeT WMHTOKCU-
Kauwuun, abixaTesbHOM HepgocTaTouHocTu II-III, HeBpo-
JIOrMYEeCKMX pacCTPONCTB, MeTaboNMyYecknx u MnKpo-
LMPKYNATOPHbIX HapyLleHuii. Ha ocMOTp pearvpoBana
6ecrnokoicTBoM, 3akaTbiBasa rnasa. [lnay rpomMkumn.
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[BuratenbHas aKTUMBHOCTb CHWXeHa. Bo3byanmocTb
rnoBbllWeHa. MbllweyHbIl TOHYC ANDPY3HO CHUXKEH, TU-
nopednekcus. CTUrMbl AnM33MOpMOreHesa: MMKPOreHus,
roTuyeckoe Hebo, paclienvHa TBepaoro Heba, aHoMasnb-
Has (opMa YLUHbIX PaKOBWH, KOPOTKas Lles, LWMpoKas
nepeHocuua, 3NUKaHT, apaxHoAakTuams. Typrop MSArkmx
TKaHeN yAoBNeTBOpUTENbHbIN. KOXXHble MOKPOBbI 61eHO-
pO30Bble, OTMEYaeTCsd MpPaMOPHOCTb, NepPUopasibHbIi, ne-
puopbuTanbHbIN LMaHo3, akpoumaHo3 B nokoe. [Myrnoy-
Has paHka cyxas, uucras. fonosa okpyrnov ¢opmbl. BP
1,5%x1,7 cM, Ha ypoBHe KocTel yepena. LLBbl 3aKkpbIThl.
PasBeneHue B TazobenpeHHbIX cycTaBax rnosiHoe. Hoco-
BOE AblXaHWe 3aTpyAHeHo. 'pyaHas KeTka npaBubHOM
dopMbl. OTMEYaAETCs1 BTSXKEHNE MeXpebepuii N HMXKHEN
anepTypbl rPyAHOW KNEeTKW. [bixaHne pUTMUYHOe. Ay-
CKYNbTaTUBHO BbIC/TYLUMBAKOTCA 0OW/bHbIE MPOBOAHbIE
Xpunbl, AbiXxaHne ocnabneHo no BCeM NeroYHbIM MosiM.
TOHbI cepAua pUTMUYHBIE, MPUMNYLLEHbI. BbicnywmBaeT-
€l Herpy6blli CUCTONMYECKUIA WYM Ha BepXyLuke. XXuBoT
yBENMYEH B 06beMe, MArKUI, neyeHb +2,5 cm (kpal ana-
CTUYECKOM KOHCUCTEHLMM, OCTPbIA, POBHbIN), Cene3eHka
— He nanbnupyetcs. ®usnonornyeckne oTnpasneHns —
6e3 natonormu.

[eBouka Haxoaunace B nanarte MHTEHCUMBHOW Tepanuu B
NnonoXeHUn Ha boKy, Tak Kak pe3ko becrnokounacb B No-
NOXXeHUW Ha >kumBoTe. MNonyyana HeobxoamMMoe nedyeHue.
Yepes 2 gHS nocne rocnvtannsaummn coctosiHne pebeHka
pe3Ko yXyALWniocb U3-3a 06CTPYKUMM AbIXaTeNbHbIX My-
Tel, HapacTaHus ApIXxaTeNbHOM HeA0CTaTOYHOCTU, MUKPO-
LMPKYNATOPHbIX HapylleHui. PebeHok 6bin nepeseneH
B OTAE/IEHME peaHUMauMM HOBOPOXAEHHbIX. M3-3a He-
BO3MOXHOCTM WMHTy6auuu Tpaxeu npoBeaeHa onepauums
«HWKHSAS TpPaxeoToMus», BCTaBfieHa TpaxeoCToMnyecKas
Tpybka (CcM. puc.).

[unarHoctnpoBaHbl acnMpaumMoHHas MHEBMOHMS, OCTpoe
TeyeHune, AH II-III cT., uepebpanbHas mweMns cpesHen
TSXKECTW, MOoCTreMopparmyeckasl aHemMusl CpeaHen Tsxe-
ctn. MNpoBoannock nedyeHune: aHTubakTepuanbHas, Npo-
TMBOrpMbKoBas Tepanus, remoctaTmyeckne, HOOTPOMHbIE
npenapatbl, MHPY3UOHHas Tepanus. [anee, HeCMOTps Ha
NMPOBOAMMYIO Ae3CKanauMOHHYI0 aHTbakTepuanbHyto Te-
panuio, cocTosiHMe pebeHka 0CTaBanoCh TSXKeNbIM 3a CHET
WHTOKCUKALUWW, AblXaTeNbHOM HeAOCTaTOYHOCTU, pecnu-
paToOpHbIX HapyweHuin. Ob6pasoBancs MOPOYHbINA KPYyr:
TpaxeocToMa MOAAEPXKMBAET BOCMNANUTENbHbIN MpoLuecc
B JIEIKWUX U HEBO3MOXXHOCTb NMPOBEAEHNSA OCTEOCUMHTE3a U
yAaneHus TpaxeoCToMmbl. [leBoyka HaxoamTcs nog Habnto-
OEeHNeM JEeTCKUX XMPYpros. B nnaHe nocne KynupoBaHus
BOCMafeHNs NpoBeAEeHME ONEPATUBHOIO SIe4eHNS.
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