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Abstract: this article studies a congenital malformation of the maxillofacial
region-Pierre-Robin Syndrome (Pierre-Robin anomaly, Pierre-Robin sequence.).
The main causes and pathogenetic mechanisms of this disease are analyzed. The
main clinical manifestations of the Pierre-Robin sequence are considered, and the
degrees of this pathology depending on the severity of respiratory function and
nutrition disorders are highlighted. It is noted that Pierre-Robin Syndrome is often
combined with other abnormalities of the cardiovascular system, musculoskeletal
system, malformations of the auricles, polydactyly and even with mental
retardation and as a consequence leads to a pronounced lag in neuropsychiatric
development. The main methods of treatment of this pathology are presented:
conservative and surgical.
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CHUHJIPOM IIBEPA-POBEHA
BacuiabueHko T.C.l, I'abapakunona AA° (Poccmiickas Degepanusn)

'Bacunvuenxo Tamvsana Cepeeesna — cnydenm;
I'aboparunosa Anvbuna Aiibexosna— cmyoenm,
Kagheopa neduampuu, gpaxyiomem aewedoHo20 oeid,
Meouyunckuii uncmumym
beneopoockuii cocyoapcmeenmwiii HAYUOHANbHBLU UCCIE008AMENbCKULL
YHUsepcumem,
2. beneopoo

Annomayusa: 6 OaHHOU cmamve U3YUAemcsi BPONCOEHHbIU HNOPOK DPA3GUMUS
yenrocmuo-nuyesou obnacmu - cunopom Ilvepa-Pobena (anomanusa Ilvepa-
Pobena, nocneoosamenvnocme Ilvepa-Pobena). Ananuzupyromcs OCHOGHbIE
APUYUHBL U NAMO2eHeMU4ecKue Mexanu3mvl 603HUKHOBEHUS OAHHO20 3A001e8aHU.
Paccmampuearomes ocnosnvle KiuHuueckue npossieHus NOCied08amenbHOCmu
Ilvepa-Pobena, a maxoice vloenenvl cmeneHu 0AHHOL NAMONI02UU 8 3A8UCUMOCTIU
Om  BbIPANCEHHOCMU  HApYWEHUS  ObIXAMENbHOU  (QYHKYuu U  NUMAHUA.
Ommeyaemcs, umo cunopom Ilvepa-Pobena uacmo couemaemcs ¢ Opyeumu



AHOMANUAMU PA3BUMUSL CEPOEUHO-COCYOUCOL CUCTEMbl, ONOPHO-08ULAMENbHO20
annapama, NOPOKAMU paA36UMUsl YUWHbIX DPAKOGUH, NOIUOAKMUIUEU U 0adxce C
VMCMEEHHOU OMCManiocmvio U, Kaxk caeocmeue, Npueooum K 6blpadCeHHOMY
OmMCmMaganuio 8 HepeHo-ncuxudeckom passumuu. llpueeoensvt ocHosHbIE MemOoObl
JleyeHuss OAHHOU NAMON02UU: KOHCEPBAMUBHbIE U XUPYP2UUeCKUe.

Knrwouesvie cnosa: cunopom Ilvepa-Pobena, anomanus Ilvepa-Pobena,
nocnredosamenvhocms llvepa-Pobena, nedopassumue HudicHet uenocmu, NOPOKU
Dpassumusi, CUHOpOM 0OCMPYKMUBHO20 ANHO.

Cunnmpom Ilsepa-PoGena (anomanus Ilbepa PoOena) mpexacraBiser co0oit
BPOXKJICHHBIN TIOPOK Pa3BUTHUSI YETIOCTHO- JIMIIEBOM 00JIACTHU, YTO MPUBOIAUT K
BBIPAKEHHOMY HApYIICHUIO JbIXaTeIbHOM GYHKIUM U 3aJIepKKE PpPa3BUTHUSA
peOeHka.

3aboneBanue Ha3zBaHO B yecTh Dpaniry3a [Ibepa PoOena, koTophlil ncciemoBat
JAHHYIO HO30JIOTMIO U YCTAaHOBUWJ IOCIEIO0BATEIBLHOCTh MOSBICHUS CUMIITOMOB
3TOro 3a00JIEBaHUS U X B3aUMOCBSI3b. B CBsI3U ¢ 3THM B 3apyOexKHOI UTEpaType
JTAHHBIA CHHJIPOM elIé Ha3bIBAIOT MOCJeI0BaTeIbHOCThIO [Ihepa- Pobena. [1, 2]
Berpewaemocts cunapoma Ilbepa PoGena cocraBusier B cpeanem 1 na 20000
HOBOPOXK/ICHHBIX. 3a00JIeBa€MOCTh BCTPEYAETCS C OJMHAKOBOM YacTOTOM Yy
JIEBOYEK U Y MAJIbYUKOB.

Anomamus  Ilbepa Pobena  sBigeTcss  Te€HETHYECKH  OOYCIIOBIECHHBIM
3a00eBaHUEM, TPENAETCS IO HACIEACTBY OT OOJIBHBIX pOJUTENEH K UX
MOTOMCTBY. Tak € €CTb IPEAINOJIOKEHHS, YTO IPUYMHON pPa3BUTHUS HAHHOU
MaTOJIOTMM MOTYT OBITh TATOJIOTMYECKHWE BIHMSHUS Ha IUIOJI BO BpeMs
BHYTPUYTPOOHOT'O Pa3BUTHUSI, K TaKOBBIM OTHOCSAT MEXaHUYECKOE CHAaBJICHUE
YEJIIOCTHU B MIOJIOCTU MaTKU, HAPUMED, PU MHOTOILJIOTHOM OEPEMEHHOCTH WIIH JKE
NpU U3MEHEHUU CTPYKTYpPbl CTEHKHM MAaTKH- Halluuue pyOlla, OHKOJOTHYECKHX
W3MEHEHUM Ha e€ CTEHKEe, WJIU XK€ JeHcTBUe MH(PEKIMOHHOTO areHTa Ha paHHUX
Ccpokax 0epeMEeHHOCTH.

Knuaudeckue mnposBieHus MU matoreHe3. B ocHoBe 3a0oieBaHMsS  JICKUT
HEJOPa3BUTHE  YENIIOCTHO-JUIEBOrO  ammapata y  peOeHKa(MUKpPOTeHHUs),
HEJIOpa3BUTHE S3bIKa M pacileluHa MArkoro HEOA. BcenenctBue ManeHbKHX
pa3sMepoB POTOBOM IMOJOCTH MHPOUCXOAUT CMEIICHHE SI3bIKa K 3aJHEH CTEHKE
IJIOTKH, YTO BEIET K 3aKPBITHIO JIbIXaTEJbHBIX IMyT€ U HAPYLIEHUIO BO3AYLIHOIO
IIOTOKA U KaK CJICJCTBHE Pa3BHTHE OOCTPYKTUBHOTO amHOd. [3] Bo Bpems gaHHOTO
OpucTyna amHod Yy peOeHKa HaONI0AaeTcsi CHHIOIIHOCTh KOXHBIX IOKPOBOB,
aKpOIMaHO3, BTXKEHUE MEKPEOEpHBIX MPOMEKYTKOB. CHHAPOM OOCTPYKTUBHOTO
alHO? - 3TO OYEHb OIACHOE COCTOSIHHME, KOTOPOE MOXKET INPUBECTH K CMEPTH
pebenka BciaeacTBue acpukcuu. l[lpw yUTenbHOM TedeHUH OOCTPYKIIMU Y
MaJjbima (GOpMUPYETCs BOPOHKOOOpa3Has TpyAHas KIETKa, a TaKXKe HMEIOTCS
HapylIeHUsl peur, CIyXa U OTCTaBaHHE B HEPBHO-TICUXMYECKOM pa3BUTHU. JIr0O0e
BOCTIAJIUTENIBHOE 3a00JI€BaHUE MBIXaTEIbHBIX IyTEH CYHIECTBEHHO YCYryOuser
TE€UEHUE AaHHOTO 3a0osieBaHud. [Ipu BeIpaKEHHBIX U3MEHEHUSX HUKHEHW YEII0CTU
y peOeHKa OTCYTCTBYET BO3MOXKHOCTh CAMOCTOSITEJILHOTO JIbIXaHUSI U MUTAHUS, B
TOM ClIly4ae €ro pecrnupaTopHas JAeATEeNbHOCTh TMOJJCPKUBACTCS 3a CUET



UHTYOAIlMM BEPXHUX [bIXaTEJIbHBIX MyTEH, a MUTAaHUE 4Yepe3 Ha30racTPaIbHBIN
30H7. OueHb 4YacTO JaHHOE 3a00JIEBaHME COYETACTCS C APYTUMU aHOMATUSIMU
Pa3sBUTUSL CEPACUYHO-COCYJAUCTOM CHCTEMBI, OINOPHO-IBUTATEIBLHOIO armapara,
IIOPOKAMU PA3BUTHUS YIIHBIX PAKOBHH, MOJUIAKTAIAEN U JTa)KE€ C YMCTBEHHOU
OTCTAJIOCThIO. PekoMeHTyeTCsl JaHHbBIX JAETeH YKJIaJbIBaTh B MOJIOKEHUU HA OOKY
WJI Ha )KUBOTE C MPUNOAHSATHIM TOJIOBHBIM KOHIIOM, TaK KaK B 3TOW IMM03€ MEHBIIIE
BEPOSITHOCTb OOCTPYKIIUU BEPXHUX JBIXaTEIIbHBIX MTyTEH KOPHEM SI3bIKA.

ITo BBIpaXKEHHOCTH PECIUPATOPHBIX HAPYIIEHUMN BBIJEISAIOT CTENIEHU TSHKECTHU:

1. Jlerkas: npIXxaHue 3aTPyJHEHO HE3HAUYMTENIbHO, HMMEIOTCS HeOOJbIIne
npoOiemMbl ¢ KOpmileHHEeM peOeHka. JleunTcs »Ta mepBas CTENEHb TKECTU
KOHCEPBATUBHO B aMOYJIATOPHBIX YCIOBUSX.

2. Cpennsis CTeneHb TKECTU: HAONIOMACTCS 3HAUUTEIbHBIE HAPYIICHUS
JbIXaHUs U IUTaHUs. JIeueHue B CTalMOHAPHBIX YCIIOBUSX.

3. Tsxemas:  3HAUMTENHHO  BBIPAKCHHBIC  HAPYIICHHWS  PECHUPAIIH
(HEBO3MOKHOCTh CAMOCTOATENILHOTO JIBIXaHUs1) U CaMOCTOATENIbHOTO nuTaHus. Ha
ATOM CTaauu JbIXaHWE TMOMAJIEPKUBACTCS 3a CUET HHTYOAIIMOHHON TpyOKu, a
KOpMJIEHHE peOeHKa Yepe3 eIy I0UHBIN 30HT.

JlnarHocTHKa OCHOBaHa Ha KIIMHUYECKUX MPOSIBIICHUSIX TAHHOTO 3a00JI€BaHMs, a
TaKkK€ Ha OCHOBAHUH KOHCYJIbTAllUH F€HETHKA.

Jleuenue: Ilpu nerkom W CpeoHENM CTENEHU  TSHKECTH  MPUMEHSIOT
KOHCEpPBAaTMBHOE JieueHHWE JaHHOro 3aboneBanusa. I[lpu TsKkenoil creneHu
XUPYPTUYECKOE JICUCHUE.

Opaum u3 Meron jedenus siiasiercss CPAP Tepamus (oT amria. — continuous
positive airway pressure). CPAP Tepanmuss — wMacoyHas BCIIOMOTaTeIbHAs
BEHTWISIIHS JISTKUX IT0J] TIOCTOSIHHBIM ITOJIOKHTEIBHBIM JaBicHueM [4]. JlaHHbIiA
METOJ| JICYEHHUS XOpOIIO CHHUMAET CHUMMTOMBI 3a00J€BaHMS, HO HE BIIUSET Ha
MPUYAHY JAHHOW TMATOJIOTUH, CJENOBATEIIbHO, IPH OTMEHE JICUCHUS BCE
KJIIMHUYecKue TmposiBieHuss cuHapoma IIbepa-PobGena Bo3BpamiatoTcs BHOBb.
[TorToMy peOEHOK Ha TaKOM JICUCHHH JOJKEH HAXOJUThCS OUYCHb JJIUTEIIbHOE
BpeMs, JI0 TE€X MOp, MOKa AUAMETP €ro BEPXHUX JbIXATEJIbHBIX IYTEHl HE CTaHET
JIOCTATOYHBIM JIJIs1 00ECIIEYEHUSI CAMOCTOSITENIbHOTO JIbIXaHUS.

[Ipu TsKenol cTemeHu 3TOro 3a00JIeBaHUsS TAKXKE MPUMEHSIOT PauKaIbHBIHI
METOJ JedyeHus. TakuM MEeToAOM CTajl KOMIIPECCUOHHO-AUCTPAKIMOHHBIN
OCTEOCHMHTE3 HIDKHEW YeNIoCTH 1O MpUHIOUNAM, pa3paboTaHHeiM [.A.
WNnuzapoBbiM [5]. [JJaHHBIA METOJ MMEET Psii MOJOKUTEIbHBIX XapaKTePUCTHK:
(U3HOTOTUYHOCTh, HHU3KAas TPaBMATHYHOCTh, Ma€T BO3MOXKHOCThH aJanTaIluu
TKaHSM K U3MEHSAIOIICCS HU)KHEN YEITTFOCTH.

[Ipy CcBOEBpeMEHHOW NMAarHOCTHKE U aJCKBATHOW Tepamuu HaOII0Ial0T
YIIy4IIIEHHE COCTOSIHUS ¥ OJIarONpHUsSTHBIN UCXO.
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