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AHATOMMWYECKHE U ®YHKIIMOHAJ/IbHBIE HAPYIIEHUA B YE/IIOCTHO-
JIMIIEBOX OBJIACTH ITPU CUHJAPOME IIBEPA-POBEHA

A6aycamaToBa Upoaa UixamoBHaA

HayuHblli pykosodumesnw: accucmeHm kagpedpvl AHamomuu
MypTa3saeB CaiinaymapxoH CauagmMypoaXOH yIu
Cmydenm 1eo Kypca Tawkenmckozo I'ocydapcmeeHH020
Cmomamosio2zuyecko2o HHcmumyma:

AHHoTanusA: B  JdaHHOU  cmambe  paccmampuearmcsi  0CO6eHHOCMU
aAHaAMoOMu4ecKux U OyHKYUOHA/1bHbIX HapyueHull y demelti ¢ Cundpomom [Ibepa PobeHa.

Izoh: Ushbu maqolada Per Robin sindromi bo'lgan bolalarda anatomik va
funktsional buzilishlarning xususiyatlari muhokama qilinadi.

Abstract: This article discusses the features of anatomical and functional disorders
in children with Pierre Robin Syndrome.

BBEJIEHUE

CHH/JIpOM-COBOKYIHOCTb CUMIITOMOB C 00Iel 3THUOJIorhed u natoreHe3oM. OH
npe/iCTaBJsieT COO0M KOMILJIEKC OpraHUYeCKUX CBSI3aHHBIX MeXAy COO00M MPU3HAKOB,
00'beIMHEHHBIX €IUHBIM MEXaHU3MOM BO3HHKHOBEHHUS U Pa3BUTHS.

Cunapom Ilbepa-PobeHa XapakTepusyeTcs BPOXAEHHBIM MOPOKOM Pa3BUTHSI.
YacToTa poXKaeMOCTH JieTel C TAKMM CHHJAPOMOM M0 AAHHBbIM cocTaBJsieT oT 1:8500
710 1:30 000 HOBOPOXK/AEHHBIX.

OCHOBHbIMM aHAaTOMUYECKMMH HapylleHUsIMU MNpU cuHApoMe IIbepa-PobeHa
SIBJIIETCS] HeJl0Opa3BUTHE HWXXHEHW 4YeJalCTH (MUKpPOTHATHS), H30JUPOBaAHHas
pacuiesiiHa Heba, U TJI0CCONTO3— «3aMnajieHre, 3apoKUAbIBaHUEe» s3biKa (Puc.1).
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Puc.1. AHaToMHU4YecKHe HapylueHusd npyu cuHapoMe [Ibepa-Po6eHa.
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I9TO NPUBOAUT K QYHKLIMOHAIbHBIM HapyLIEHUSAM:

1) cocaHus 2) rJI0TaHUs 3) AbIXaHUSI.

CMellleHMe MATKMX TKaHeW MOJIOCTU PTa, BKJIKYAA fA3blKa, CMEIAalTCA Ha3a/ K
3a/lHEN CTeHKe TJIOTKM MOXeT MNPUBECTH K CYXKEHHUI0 WU TOJHOMY 3aKPBITHUIO
BEPXHUX /[IbIXaTeJbHbIX MyTel. B pe3yibTaTe, KOTOPOTrO [AE€TSIM BbIHYXK/E€HBI
HaKJaJblBaTb TpaxeocToMy (Puc.3).

Taxxke y pereit ¢ cungpomoM Ilbepa-PobeHa HabiwogawTcs npobJseMbl C
nuTaHueM. M3-3a Hainuus pacuieJnHbl Heba cocaTesibHass QYyHKIUS HApyLIEHA, YTO
SIBJISIETCS MPUYMHOM Iepexo/a Ha paHHee MCKYCCTBEHHOe BckapMsuBaHHe. Kpome
TOro, rJoTaTesJbHas QYHKLIUS TakXKe HapylleHa, YTO TpebyeT [JOMOJHHUTEJNbHBIX
IpHUEeMOB U cr1oco60B kopMJieHus (Puc. 2).

L _ e >
Puc.2 Hazoractpanbnbiii 3047, Puc.3 TpaxeocTtoma y MuiafieH1ia
CHMMITOMOKOMILJIEKC TaKWX HApYUIeHWH JIbIXaHWs Ha3bIBAeTCS CHUHJPOMOM
OOCTPYKTUBHOTO amHo3 Bo cHe. COrJlacCHO MeXAyHapoJHOMY NPU3HAHHOMY
onpenesJieHHI0, CHHAPOM OOCTPYKTUBHOro anHo3 Bo cHe (COA) - 3To cocTosiHUE, IPU

KOTOPOM BO BpeMsl CHA BOSHHUKAIOT MOBTOPSIOLIMECS 3MU30/ibl OCTAHOBOK JIbIXaHUS C
4acTOTOM 5 W 6GoJiee 3MM30/10B B 4Yac U JUIMTEJNbHOCTbIO 10 cekyHA U 6oJiee mpu
COXPaHALIMXCA AbIXaTeJbHbIX YCUJIUAX W CONPOBOXKAAIOLMecS NaJleHHeM YpPOBHS
kuciopoga B kpoBu. COA y [JeTeld TNPUBOAUT K OBICTPOMY pPa3BUTHIO
KapAuoNaToJIOTUM, CUCTEMHOM TMIIePTEH3UH B JIETKUX COCYJaX, a TaKXe yXyJllaeT
Te4eHWe MHOTUX JApyrux 3abosieBaHUH. be3 cBoeBpeMeHHOro U 3pQPeKTHUBHOIO
JleYeHUsl 3TO MOXKeT NPUBECTU K 3aJilep>KKe YMCTBEHHOro U PpU3NYeCKOro pasBUTHUA
peb6EHKa.
BriBobI:
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1. Jletn, poauBlIMec CHHJPOMOM C TepBbIX [JHEW IKU3HH, TPeOYIOT
MyJbTUAUCUMIUVIMHAPHOTO  NOJX0JAa CO CTOPOHbI  pa3HbIX  CIELUaJIHUCTOB:
HEOHATO0J/I0Ta OPTOJ0HTA U JIOpa.

2. Tlocnepytoliee sieyeHue U peabunutanusa getei ¢ Cuaapomom [Ibepa-Pobena
JIOJDKHa OBbITb HamnpaBJieHa Ha BOCCTAaHOBJIEHHE [bIXaTeJbHOH TIJIOTAaTeJbHOU
byHKIUT

3. OcHOBHOHM mNpo6JiEMOH y AeTell C 3TUM CHHJPOMOM SIBJSIOTCS HapYyILEHUs
JIbIXaHUS U3-3a HeJJOPA3BUTHUS HUXKHEUN UEJIIOCTH, YTO MOXKET NMPUBECTU K OJIOKUPOBKeE
BEPXHUX JbIXaTeJbHbIX My TeM.

4. CuHapoM o06GCTpyKTHUBHOro amHo3 Bo cHe (COA) xapakTepusyeTcs
NOBTOPSAKUUMUCS 3MU30JJaMU OCTAHOBOK /IbIXaHHUSI BO BpeMsl CHA, C CHUXKEHUEM
YPOBHS KUCJI0POJA B KPOBH.

5.Y onpetred ¢ COA BO3HUKAIOT Ccepbe3Hble OCJ0KHEHHUS, TaKhe Kak
Kap/IM0NaToJIOTHUs U CUCTEMHasi TUIIEPTEH3Us B JIETKUX U COCY/1ax.

6. OTCyTCTBUE CBOEBpEMEHHOro U 3P(PEKTUBHOrO JieUeHUs] 3TUX COCTOSHUU
BO3MOXXHbI 33/lep>)KKa YMCTBEHHOTO U (U3UYECKOTO pa3BUTUSA Yy pebGEHKa U
JIETaJIbHOCTH.

[Ipyu4UHBIL:

[locnegoBaTtenbHOCTh [Ibepa PobeHa MOXxeT BCTpeyaTbCs KaK WU30JIMPOBAHHbIN
cungpoM (20-40%) nn Kak reHeTHUYecKas NaToJiorus . B mepBoM ciydae 4esloCTHO-
JULeBass aHoMasdsl QopMHUpyeTCs MOJ BJHUSHUEM HeOJIarONpPUATHBIX YCJIO0BUHN
BHYTPUYTPOOHOTO Pa3BUTHS, B UUCJIE KOTOPBIX MOXKET ObITh:

1. MexaHuuyeckoe cJaBjieHHe IJOJAa B MOJIOCTM MAaTKH, OTPaHHWYMBaoLlee
pOCT 4enrCTH (pybuamMy, aMHHUOTUYECKUMU TSHKAMM, OMYXOJSMU WJIU JPYyrUM
IJIOZI0M NP MHOTOIJIOZHON OepeMeHHOCTH);

2. BHyTpuyTpoOHbIe UHDEKIIMU; MAJIOBOIHE;

3. Jeduuut posineBoi KUCJOThI B OpraHu3Me 6epeMeHHOM;

4. TepaToreHHble BO3/IeCTBHS Ha IJIOJI, BbI3BaHHbIE BPEJHBIMH 3KOJIOTUUYECKUMU
dakTopaMu, pauanei, XiMU4eCKMMH BelllecTBaMH, npruemoM JIC.

[eHeTHyeckn O0OYCJOBJIEHHbIM CUHAPOM, HacJeAyKLUHCId MO0 ayTOCOMHO-
JIOMUHAHTHOMY THUIY:

To ecTtb aAng Toro, 4Tobbl 3abojieBaHHWE MPOSBUJIOCH, pPeOGEHKY J0CTAaTOYHO
yHacJiejoBaTh OJHY M3MEHEHHYI Komui reHa (BeposatHocTb 50%) oT ofHOrO H3
poauTesen.

JluarHocTtuka

B HacTosiimee BpeMsi cuHaApoM [Ibepa PobeHa auarHocTupyeTcs nMpeHaTaJbHO C
NOMOILLbI0 CKpUHUHT0BOTO Y3U B 11-12 Heesib 6epeMeHHOCTH.

[Tocsie poxkJieHUs1 AUArHO3 MO TBEPKAAETCH JaHHBIMU KIMHUYECKOW KapTUHbI U
MHCTPYMEHTAaJIbHbIX UcceloBaHUM. HeobxoaMMas JUarHoCTUKA:

PeHTreHoBcKkHe MeTO/ibl. J[Jisl MEPBUYHON OlleHKU aHATOMUH YeJI0CTHO-JIUIeBOM
30HbI BbINIOJIHSIETCS peHTreHorpadrsa HMXKHEHN 4eJIloCTH, TOPTAaHU U Tpaxeu. B pamkax
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npesonepanMoHHOr0 o06caefoBaHUusA o6sa3aTesbHo npoBeseHne KT desocrey,
JIUIIEBOTO Yepena, MSATKWX TKaHeW Ilied. PeHTreHoBckas BU3yasM3alius MOMOTaeT
onpeJle/IMTh CTeNeHb MUKpPO- U PETPOTHATHH, OOCTPYKLUHU [JbIXaTeJbHbIX NyTeEH,
paccyvTaTh apaMeTphl AUCTPAKLUH.

JHpockonusa ropraHu. C mnomomblo (PUOPOJAPUHTOCKONNM  YTOUYHSETCHA
COCTOSIHME HOCOIJIOTKM, TOPTAaHW U HadaJIbHbIX OTZeN0B Tpaxeu. OuneHHBaeTcAd
ypoBeHb U cTeneHb obcTpykuuu B/II, o6bHapyxuBatoTcs Apyrde aHomasuu JIOP-
OpraHoB.

[TonucomHorpadus. CiuTaeTcss «30J0ThIM CTAaHJAPTOM» ONpPeeJeHUs TIKECTH
CUHJApPOMa OOCTPYKTUBHOro amHo3. (C ee TMOMOILbIO BBISCHAETCS YacToTa U
JJINTEJIbHOCTb 3MM30/10B OCTAHOBKH /IbIXaHU$, IOJ0MpaeTcsl ONTUMaJbHasA Tepanus.

[pyrve Metonbl. PerynsgpHo NpoBOAUTCA HCCAeLOBaHHWE Tra30BOro0 COCTaBa
KpPOBH, MNyJbCOKCUMeTpus. Ilepes mnulaHMpyeMoil omepanyed  BbINOJHSETCS
doTodurKcanys BHelIHero BujJa pebeHka B ¢ac U npodu/ib, perucTpanusi npUkKyca.
[Ipu cuHgpoMabHbIX popMax aHOMaiuu PobeHa moka3aHa reHOAMarHOCTUKA.

Jleyenue

Jlede6Hasi TaKTHKa NpH aHOMaJuu PobeHa 3aBUCUT OT BBIPAXKEHHOCTH
pecnupaTopHbIX WU JAucharudeckux pacctpoictB ([ucdarus - 3To HapylieHUe
rnoTtaHus). OHa MOXKeT 3ak/4yaTbCd B MpPOBEJEeHUU TMO3UIMOHHON Tepamnuy,
BCIIOMOTaTeJIbHOU Tepanuu, XUPYPruyecKoro yjedeHus1. Ha pasiMuHbIX 3Tanax *KU3HU
pebeHKy TpebyeTcsi CONPOBOX/EHHE Bpayva-OTOJIAPUHTOJIOTA, YeJHCTHO-JULEBOTO
XUpypra, OpTOJI0HTAa, JIorone/a.

KoHcepBaTUBHOE JieueHUE

[Ipu nerkou creneHu AblxaTeJbHOW OOCTPYKLIMU PEKOMEHAYETCS MOCTypaJbHas
Tepanusi. PebeHka BbIKJaAbIBAlOT Ha XUBOT WJM HAa OOK C MNPUINOAHSATOW WJIHU
3adUKCUPOBAHHOM TOJIOBOHM, oObOecnedyrBalolllell BbIJBWKEeHUE BIepes s3blKka U
HUKHeHN YentocTu. [lepcuctupytomas o06CTpyKLIUsS MOXKET KyNIMPOBATbCS C NOMOILbIO
Ha3odapUHreaJbHOro BO3AyxXoBoja. OJAHUM U3 METOJOB C MOJTBEPXAEHHOU
spdexkTuBHOCTBIO  sABJseTcss  CPAP-tepamusi, nmno3Bosfiowmas  OCYILLECTBJIATh
HEMHBAa3UBHYI0 MAacCOYHYH BEHTUJISLMIO TMOJ TMOCTOSSHHBIM [OJIOXKUTEJbHBIM
JlaBJIeHUEM.

[Ipy HEeBO3MOXKHOCTU CaMOCTOSITEJIbHOTO MUTAHUS KOpMJeHHe pebeHKa
IPOU3BOAUTCH Yepe3 HazoracTtpasbHblil 30HA. Tskesble cTeneHu cuHapoMa Ilbepa
Po6eHa TpeOyOT YCTaHOBKU TPaxeOCTOMbI UJIM UHTYOALMU TPaxeu € NOJK/IIYeHUEM
pebeHka k annapaty UBJI.

KoHcepBaTHBHbIE METO/bl O3BOJISIIOT KYNMUPOBAaTh CUMITOMBI, HO HU OJUH U3
HUX He YCTpaHseT UMeIluecsl BpOXJAeHHble aHOMaslvu. [loaTOMy Takoe JiedeHue
JIOJDKHO MPOBOAUTHCA OYEHb AJIUTEJIBHO, 0 TeX NOp, 0Ka pa3Mephbl JblXaTeJbHbIX
nyTel pebeHKa He NMO3BOJIAT MYy JbIIIAaTh CAMOCTOATEIbHO 6€3 pUCcKa OOCTPYKLIUH.

[locne HopMasM3aLUU >KU3HEHHBbIX (QYHKIMU NPOBOAUTCSA OPTOAOHTHUYECKOE
JieueHue, Joroneauieckas KOppeKius.
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CyliecTByeT MeTOJi, MO3BOJSKUHUNA YAJUHUTb HIKHIO 4YeJlCTb —
KOMITPECCUOHHO-IUCTPAKIIMOHHBIA OCTEOCUHTE3. MeTo/ 3aK/II04aeTcs B TOM, 4YTO Ha
HIDKHIOIO YeJIIOCTh € 2-X CTOPOH YCTaHaBJUBAIOTCS allapaThl, IPOBOASTCS PACIUJIbI
YeJIIOCTH MEX/1y JIallKaMH annapaToB U GparMeHThl YeJIOCTH MJIOTHO NPMKUMAIOTCS
ZpyT K Apyry — KoMmmpeccus (puc. 3).

C 5-6 cyTok nocJie onepanuu ¢pparMeHThbl YeJTOCTH TOCTENEHHO, CO CKOPOCThIO 1
MUJJIUMETP B CYTKH, pa3BOJATCS anlapaTaMy Ha HEO6GX0AUMYIO BeJnuuHy. [Iporecc
YAJUHEHUS 4YeJIIOCTH aNnapaTaMd Ha3bIBaeTcs JUCTpakLMed, a amnmapar
COOTBETCTBEHHO — KOMIIPECCUOHHO-AUCTPAKIIMOHHBIM. Mexly dparMeHTaMu KOCTH
obpa3yeTcs HOBasi M0JIOZast KOCTb — KOCTHasi MO30J1b

Onepanusi MPOBOJAUTCS MOJ, UHTYOALLMOHHBIM HapkKo3oM. Takoe onepaTUBHOE
JieyeHUe Y HOBOPOXK/I€HHbIX U MJIaJIeHI|eB MPOBOJUTCS MO KU3HEHHBIM MMOKA3aHUSIM.
CaMoCTOsITe/IbHOE JIbIXaHHEe CTAaHOBUTCS BO3MOXXHBIM B CpeZlHEM YKe Ha 4-6 CyTKH
JIUCTPAKIMH, KOTOpasi MPOJOJKAETCA 10 AOCTHXKEHUS MPABUJIbHOTO COOTHOIIEHHUS
yesocTed. Ha camocTosiTesibHOe MUTaHUE pebeHOK MEepPeBOAMTCS, KaK MPaBHUIIO, K
MOMEHTY OKOHYAaHMS JUCTPAKIMU UJIM HEMHOro no3xe. Pe6eHOK BBINKCHIBAETCS C
anmnapaTaMy Ha BpeMs (3 Mecslja) npeBpalleHHs] KOCTHOW MO30JIM B MOJIHOILEHHYIO
KocTb. Uepe3 3 Mecslla — MOBTOpPHAs TOCOUTAJU3AUSA JJI yAaJeHHs alnapaTos,
KOTOpO€e TaK»Ke MPOBOAUTCS MO/, HAPKO30M.
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