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CUHJIPOM I'OJIBJIEHXAPA Y HOBOPOKJIEHHBIX
B KJIMHUYECKOM INIPAKTUKE
GOLDENHAR SYNDROME IN NEWBORNS IN CLINICAL PRACTICE

AnHoTtauus: /ledopmanuu muma, CBI3aHHbIE C HAPYIICHUEM Pa3BUTHUS IIEPBOI U BTOPO Tap
XKaOepHBIX JIyT, XapaKTEePU3YIOLIHECs HEI0Pa3BUTHEM OTHOM MOJIOBUHBI JIUIA, OOBEAUHSIOTCS OOIIMM
TepMuHOM  «remudarmansHas  mukpocomusiy  (HFM).  Hepenko cunapom  [ombaenxapa
CONPOBOXKIAETCSl TATOJOTMEH JpPYruX OpraHOB M CHUCTEM: II03BOHOYHHKA, pedep, cepredHo-
COCYJIUCTOM CUCTEMBI.

B HayuHOIi cTaThe pacCMaTpUBaIOTCS IPUYUHBI, KIMHUYECKUE IIPOSBICHNS, OCHOBHBIE METO/IbI
JUArHOCTUKY W TIPUHIMUIBI JIEYEHUs] CUHApoMma l'onblieHxapa y HOBOpPOXKJEHHBIX. [IpencraBineH
KIIMHUYECKUH ciIy4ail JaHHOTO CUHIPOMA Y MaJlbyMKa BO3pacTa 3-X JHEH.

WNuTepec k ganHoi po0sieMe BbI3BaH MaJIOM 4aCTOTOM BCTPEYaeMOCTH 3TOTO CHHAPOMA U, KaK
CJIEJICTBUE, 3aTPyJHEHUEM IIPU €70 JUArHOCTUKE B PyTUHHON KIIMHUYECKOH IIPAKTUKE, B TO BPEMs KaK
camH 1o cebe aHOMaJIMU Pa3BUTHSI Ueperia sIBJISFOTCS JOCTATOYHO YacTO BCTPEUaEMbIMU MTATOJIOTUSIMH.

Ocoboe BHHMaHHE YIENCHO MpoOJieME COBPEMEHHOM JMAarHOCTHKH OKYJIO-aypUKYJIO-
BepTEOpaIbHON AUCIUIA3UU Y HOBOPOKAECHHBIX. KoMmbroTepHas Tomorpadus BHCOUHBIX KOCTEH U
JMLEBOTO CKeJeTa, Ha Hall B3IVIAJ, SBISETCS OJHMM M3 Haubosnee HMH(OPMATUBHBIX METOJOB
JUArHOCTHKY JTaHHOM ITaTOJIOTHH.
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Abstract: Facial deformities associated with impaired development of the first and second
pharyngeal arches characterized by unilateral underdevelopment of the face are combined under the
general term "hemifacial microsomia” (HFM). Goldenhar's syndrome is often associated with
abnormalities of other organs and systems: spine, ribs, cardiovascular system.

The scientific article discusses the causes, clinical manifestations, basic diagnostic methods and
principles of treatment of Goldenhar's syndrome in newborns. A clinical case of this syndrome in a 3-
day-old boy is presented.

Interest in this problem is caused by the low frequency of occurrence of this syndrome and
consequently the difficulty in diagnosing in routine clinical practice, while anomalies of the skull
themselves are quite common pathologies.

Special attention is paid to the problem of modern diagnostics of oculo-auriculo-vertebral
dysplasia in newborns. Computed tomography of the temporal bone and facial skeleton in our opinion
is one of the most informative methods for diagnosing of this pathology.

KimoueBble cioBa: cunapom [lompnenxapa, CFM, remudanmanbHas MHUKPOCOMHS,
acummeTpus una, cuaapoM | u I )xaGepHbIX 1yT, OKYJI0-aypUKYJI0-BepTeOpalIbHBIN CHHIIPOM.

Keywords: Goldenhar syndrome, CFM, hemifacial microsomia, facial asymmetry, first and
second branchial arch syndrome, oculo-auriculo-vertebral spectrum.

O06z0p  nureparypsl. Cunapom [onpaeHxapa —  penkuil  BpOXKIAECHHBIA — JedexT,
XapaKTepU3YIOIINICS KOMIUIEKCOM YEPEHO-IULIEBbIX aHOMAJIHI, a TaKKe OpaykeHHEM [T03BOHOYHHKA,
cepiua, MoYeK, IIEHTPAIbHOW HEPBHOM CHCTEMBI M KEIyAO0YHO-KUIIedHoro Tpakra [1]. OH Obur
BIICPBbIC ONMHKCAaH HeMelKo-aBcTpuiickuM odramsmonorom Carl Ferdinand Von Arlt B 1845 r [1].
[TouTn Bek cmycts, B 1952 roay, ¢ppaniy3ckuil opransmosnor Maurice Goldenhar oxapaktepuzoBai
CUH/APOM TpHUaAON: SnuOyabOapHBIA JepMmouns; — OenoBaras BpOXAEHHAas J00poKauecTBEHHas
OIyXOJlb, JIOKAIM30BAaHHAss B HIDKHEM BHCOYHOM KBaJpaHT€ OJHOTO MJIM OOOMX TJjas3;
MepUaAyPUKYJISIPHBIE OTPOCTKH — MATKOTKAHbIE WJIM XPSIIEBbIE OTBHCIBIE BBIPOCTHI Ha JIMHHH,
COC/IMHSIONICH KO3€JOK M YroJl pTa; mopoku pasButus yxa [1,2]. B 1963 romy k ommcaHHBIM
KIIMHAYECKUM OCOOCHHOCTSAM aMEpPUKaHCKU cTtoMartosior U reHeTuk Robert James Gorlin mo6asun
aHOMAJIMU TO3BOHKOB M NPEJIOKMII Ha3BaHUE “OKyJO-aypHKyJo-BepTeOpaibHas AUCIUIA3us’ IS
atoro coctosinust [1,3].

B menunmHckoil murepatype cuHapoM ['onbeHxapa Takxke U3BECTeH Kak reMuanuanbHas
MHKPOCOMHUSI, OKYJI0-aypHKYJTI0-BepTeOpanbhbiil cuaapom (OAV), cunapom INomsaenxapa-I opiuna,
curgpoM I u Il xaGepHbIX Ayr, OTOMaHIUOYJIAPHBIN AU30CTO3, (halmo-aypHKyJI0-BepTeOpaIbHBIN
CHHIPOM, JIaTepaiibHas (arpaabHas AucIuiasus, kpaHuo-daruanpaas mukpocomus: (CFM), okyiio-
aypHKYJIO-TIO3BOHOYHAS JIUCIUIA3US ¢ TeMU(anuanbHoil Mukpocomueit [1,4].

PacmipocTpaneHHOCTh.  3aperuCTpUpOBaHHAas  4YacTOTa  BCTPEYAEMOCTH  CHUHApPOMaA
INonbaenxapa koneonercs ot 1:3500 mo 1:5600 [1,3], a mo HekoTopsIM HaHHBIM OT 1:5 600 10 1:26
550 HOBOPOXKAEHHBIX [4], MprYEeM COOTHOIIIEHHE MaTbuUKN/AeBOYKH cocTasiser 3:2 [1,3]. Panee Ha
Hamei kadenpe ObUIO MPOBEIECHO HCCIENOBAaHUE 22-X HOBOPOXKJICHHBIX C MpPU3HAKAMHU JIMIEBOU
aucMOp(uHU, HAXOJIWBIIUXCS HA JICUEHWH B OTHEICHUU Matosioruu HoBopoxaeHHBIX OJIKB T.
SApocnasnsa B 2005-2010 rr., 0HAKO TOJIBKO 6-M MIIaJieHIIaM ObUT BBICTABIICH JAMATHO3 CHHApPOMA
[onbieHxapa reHETUKOM B MEPUO]IE HOBOPOKACHHOCTH [5].

OTHOJIOTHS U MaTOreHe3. JTUONAaTOreHe3 cuHapoma ['onbieHxapa U3yuyeH HEJOCTaTO4YHO, B
OCHOBHOM 3TO CIOpaJMYecKHe CiIy4daw, OJIHAKO YCTAaHOBIIEHbI ayTOCOMHO-IOMUHAHTHBINU,
ayTOCOMHO-PEICCCUBHBIN CIIOCOOBI HACIIEIOBAHUS, MYJIbTH(GAKTOPHATIBLHOE TporcxoxaeHue [3,4].
Habmogaemas KTMHUYECKasi KapTHHA CBsI3aHa C 1e()eKTOM pa3BUTHS POU3BOHBIX IIEPBOI U BTOPOH
kabepHbIX ayT [4,6]. ['otoBa | 111est MPOUCXOIST U3 IIECTH IMOPHOHABHBIX CTPYKTYP, Ha3bIBAEMBIX
IJIOTOYHBIMU ammapaTamu, MoAo0HbIX kabepHoMmy ammapaty pei0. Ha 4-it Hemene GepeMeHHOCTH
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KJIETKA HEPBHOTO Tpe0HsI MUTPUPYIOT U3 HEPBHOW TPYyOKH, 4TOOBI HAUaTh Pa3BUTUE SKTOME3EHXUMBI
rnotouHoi ayru. Kaxkaas riaoTtoyHast Ayra COCTOUT U3 SHTOJEPMBI, ME3EHXUMBI U3 IKTOME3EHXUMBI,
apTepuu, HepBa M Xpsma. YepenHo-InIEeBbIe CTPYKTYpPbl, Yallle BCEro MopakaeMble MIPU CHHAPOME
lonbreHxapa, pa3BUBAIOTCS U3 TIEPBOM W BTOPOW TIOTOUHBIX (3kabepHbIX) ayr. CHEeKTp aHOMaJHH,
BoBieueHHbIX B CFM, Moxer ObITh pe3yJbTaTOM SMOPHOHAIBHOTO  «IIOJSL  PAa3BUTH»,
(YHKIIMOHHUPYIOIIEro Kak eMHHIIA, OJJMHAKOBO pearupyoiias Ha pa3inyHble HApYIICHHs, TAaKUe KakK
XpPOMOCOMHBIE AaHOMAJIMHM, MyTallud B OJMHOYHOM TI€HE, HapylIEHHE COCYIUCTON CHCTEMBI U
TepatoreHsl. Kpome TOro, HIEHTUYHbIE TMOPOKH Pa3BUTHsS HAONIOJAIOTCS Y pas3HbIX BHJOB
MO3BOHOYHBIX, YTO CBUICTEIBCTBYET 00 OOLIHOCTH pa3BUTHs [4].

[IpyuuHbl YepenHO-IMIEBOW MHMKPOCOMHUHM MOXKHO pa3leliuTh Ha HecKojbko rpymi. K
9K30T€HHBIM (IPUOOPETEHHBIM) OTHOCSATCS: NPHUMEHEHHE MAaTepbhi0 Ba30AKTHBHBIX IIPENapaToB
(mceBnoadenpuna, acnupuHa, uoOynpodena) [4]; Apyrux mpenaparoB, BKJIOYAs HAPKOTHUECKHE
BelecTBa (TalnuIo0MuU/Ia, PETHHOCBON KHCIIOThI, TAMOKCH(eHa, MpUMKIOHA, KoKanHa) [1,7]; kypenue;
BarvHAJIbHOE KPOBOTCUEHHE y Marepd BO BTOPOM TPHUMECTPE; MHOTOIUIOAHAS OEpeMEHHOCTB;
UCTIOJIb30BaHUE BCIIOMOTATEIbHBIX PEMIPOIYKTHBHBIX TEXHOIOTHH [4]; caxapHbIii 1abeT, THIIOTHPEO3,
TJIFOTEHOBAst 00JIe3Hb y MaTepH [7]; MHpEKIUK, BhI3BaHHBIC KpacHYXoi u rpunmoM [1]. B wactHOCTH,
Stromland et al [2007] 6bu10 ipOBeeHO McciienoBanue 18 mBeackux nanueHToB ¢ OAV, y KOTOphIX
B IIPEHATAJIbHOM aHaMHe3e ObUIO BBISBIECHO CIEIyIOIIee: Tpoe JeTeil ObUIM 3ayaThl C IOMOIIBIO
BCIIOMOTATENIbHBIX ~ PENpPOAYKTHUBHBIX TEXHOJIOTHMH; Yy JBYX Marepel ObUIM 3HAYUTENbHbIC
KPOBOTEUEHHsSI BO BpeMsi OEPEMEHHOCTH; TPH MaTEPH COOOLIIIN O KypEeHUH BO BpeMsi OEpeMEHHOCTH
[8]. TToka3zano BiusiHME OYeHb HU3KOTO MHIeKca Maccel Tena matepu (MMT): puck st CFM Obut B
JIBa pasa BbllIE y JeTel, poxkaeHHbIX oT MaTepeit ¢ UMT nuxe 18, yem y xenumn ¢ UMT ot 19 no
23,9 [4].

K HacnencTBeHHBIM NMPHYMHAM OTHOCSTCS Ie(EKT Ha YPOBHE XPOMOCOM, OJJMHOYHOTO T'eHa,
MyIbTH(QAKTOpHAIbHOE HacjenoBaHue. YepemHo-nuieBass MHKPOCOMHUS HaOMIonaeTcsl MpH psfe
XpOMOCOMHBIX HapyieHuil. HekoTopsle accouuanyuy MOIJM BO3HUKHYThH CIy4ailHO, HO IOBTOPHOE
HabmroAeHue aenenuu Sp, nymimkauu 14q23.1, anomanuu xpomocom 18 u 22 MOTyT NpeACTaBiIsITh
c0001i MPUYNHHO-CIICICTBEHHBIE CBSI3M [4]. OTMEUSHBI HECKOJIBKO CEMEH ¢ ayTOCOMHO-TOMHHAHTHBIM
HacnenoBanueM CFM, B KOTOpBIX BBISIBICHA cerperanusi xpoMocoMbl 14q23.1, comepxkamieid rex
OTX2 [9]. INpubnuszurensHo 1-2% cemeii JeMOHCTPUPYIOT Ay TOCOMHO-TOMUHAHTHOE HACJICIOBAHUE,
pEnKHE CiIydau MpeCTaBIEHbl 8y TOCOMHO-PELECCUBHBIM HacaenoBanueM CFM ninu u3011poBaHHOM
MUKpOTHH. B omnoii cembe, m3yuenHoii Kelberman et al [2001], maHHBIC CBUAETEIHCTBOBAIH O
CIIETUIEHHH C YYacTKOM Ha xpoMocome 14q32, KoTopslii coaepkuT TeH Oeska rycexkonaa (Goosecoid
protein, GSC), skcmpeccupyeMblii B jkabepHble Oyr'M BO Bpems sMmOpuorenesa. Hapyienue
TYCEKOMTHOTO OeNlka B MOJIENIAX MbIIIeH MPUBOAUT K YEPEITHO-TTUIIEBHIM aHOMAJIUSM, CBSI3aHHBIM C
ocobenHocTssMu CFM. BpisgBneHsl apyrue TeHbl TomeoOokca, oTHocsmuecss k MSX kmaccy,
KPUTHUYECKH BaKHbIE Ui AupdepeHIMaii SKTOME3CeHXUMbI MEPBON KaOepHOH IyTH, Haromien
Hayvajo pa3INyHbIM YEPEMHO-JIUIEBBIM CTPYKTYypaM, U SKCIPECCUPYIOIINECS B KJIETKAaX T'OJIOBHOTO
HEPBHOTO TpeOHs 10 Murpanuu Kietok [4]. B mpyrom ucciaemoBaHuu COOOIATOCH O HOHCEHC-
natoreHHoM Bapuante HOXA2 B eBpomneiickoil cemMbe U3 TpeX IOKOJICHUH C JABYCTOPOHHEH
HECUHJPOMAJIBHOW MHUKPOTHEH UM CMEIIAHHOM TYyroyXOCTbIO, BBIIEJSIIOIIEHCS KakK IpU3HAK
ayTOCOMHO-IOMUHAHTHOTO HacneaoBanus [10]. JIuima u3 3Toi ceMbr UMETH aHOMAJIMK CPETHETO yXa,
LEeMd KOCTOYEK, IMPHYEM CTPOSHHE HApY)KHBIX CIYXOBBIX IPOXOJOB y BceX OONBHBIX OBLIO
HopMmasibHbIM [4]. Panee Obut BbIsiBIeH MucceHc-BapuanT HOXA?2, CBsI3aHHBIH C ayTOCOMHO-
pELeCCUBHBIM HaceIOBaHUEM JIBYCTOPOHHEH MUKPOTHUH B KPOBHOPOJICTBEHHON MPAHCKOW CeMbe, C
Oonee TsoKEIbIM (DEHOTHUIIOM, YTO, BEPOSITHO, CBSI3aHO C HAJMYUEM MAaTOTEHHOTO BapuaHTa B 000MX
aytersix [11].
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VYuutbiBasi 0cOOEHHOCTH SMOpUOreHe3a, ONMMCAHHBIC BBIIE, K BapUaHTaM MaTOreHe3a OKYJIO-
aypUKYJIO-BepTeOpaIbHOTO CHHAPOMA MOXKHO OTHECTH: HAapyIICHHE KPOBOCHAOXKEHHS M 0YaroBoe
KPOBOM3NIMSHAE B Ppa3BHBAIONIYIOCS 00NacTh TEpBOW M BTOPOM KAOEPHBIX MyT; HapyLICHHE
B3aUMOJICHCTBUS KJIETOK KPAaHHAIBHOIO HEPBHOTO TPEOHS C ME3EHXMMOM KaOepHOH JyTH; HapyLIeHHE
Onacrorenesa [4].

Knaccuduxanus. CyiecTByeT MHOXKECTBO KilacCU(HUKAIMN, OMHCHIBAIOIIMX aHATOMUYECKUE
HapyIIeHus pu cuHApome [ onbaenxapa, onHako co3nannas Pruzansky u nosanee MomuduipoBaHHast
Kaban et al, mokazana ce0st Hanbosee ya00HOH ¢ MPaKTHIECKON TOYKH 3PEHHUs, TaK KaK OCHOBBIBAJIACH
Ha aHATOMHYECKOM MOPAKESHUH HIYKHEH YEITIOCTH, YTO BaYKHO JUTS PEILICHHUS BOIIPOCA O XUPYPTrHIECKOM
neuyennu [12]

Tabnunal
Knaccudukanms Pruzansky B Mmonudukamnmum
Kaban et al u Madrid et al, npearaempie MeToIbI KOppekuuu [12]

Tun [TopaxxeHHbIE CTPYKTYpPBI Mertoibl KOppEKIUU
| Bce KOMIOHEHTHI HUKHEW YEIIFOCTH U BUCOYHO- OpTomnenuyueckoe BeIeHUE
HUKHEYEJFOCTHOTO CyCTaBa COXPAHEHbI, UMEIOT
HOPMAaJbHYIO (OpMy, HO THUTOIIIA3UPOBAHEI B
Pa3JINYHOMN CTENEHU
lla HuxnedentocTHas BETBb, MBIIIEIOK U BUCOYHO- JIMcTpakMOHHBIA OCTEOTEHE3 U
HUKHEYEJIOCTHOM CyCTaB COXPAaHEHbI, HO OpTOIIEINYECKOE BECHUE
TUTIOTUIa3UPOBAHBI U UMEIOT aHOMAJIbHYI0 (hopmMy
Ilb  HwxHeuenocTHast BETBb THIIOIIA3UPOBAHA, HIMEET JIMCTpakIMOHHBIN OCTEOTeHE3 U
HeIpaBUIbHBIE (POPMY U PACIIOTIOKEHHUE, CMEIIIEHA OpTONEANYECKOE BEACHUE
MEJIMaJIbHO U KIEPEaH, HET COWICHEHUS C BUCOYHOM
KOCTBIO
Il HwxueuentocTHas BETBb, MBIILIETOK U BUCOYHO- TpaHcriaHTaT U3 MOAB3OIIHOMN
HIDKHEYETFOCTHOM CyCTaB OTCYTCTBYIOT, a KOCTH WUJTU peOepHOTO XpsIa U
JaTepalibHasi KPbUIOBUIHAS U BUCOYHAS MBIIIIIHI, JUCTPAKLIUOHHBIN OCTEOCUHTE3
€CJIM OHU €CTh, HE IPUKPETUIIIOTCS K (mo3mHee)
HUKHEUYEITIOCTHOMY OTPOCTKY
v ['umonnasus Tena HUKHEW YeioCTH Mano6epI1oBbIi TOCKYT U

JMCTPAKIHOHHBIH OCTEOreHe3
(mo3:xe pr HEOOXOIUMOCTH )

Kiunnueckas kapruna. [ CFM xapakTepHsl pasnudnbie GpeHoTumyeckue BapuanThl [4]. ITo
otieHkaM, 65% moneit ¢ CFM uMEOT HEKOTOPYIO CTENeHb JUIIEBOM acMMMeETpuu, npuieM B 85%
Clly4yaeB BCTpEYaeTCsl MMEHHO MpaBOCTOpPOHHee mopaxeHue. OOCTPYKIUS AbIXaTelbHBIX MyTed U
CUMIITOMBI QITHOY BO CHE MOTYT OBITh OTMACHBIMH JJIsl JKU3HH TPOOJIEMAMHU, CBS3aHHBIMH C PETpy3Ueh
BEPXHEH M HIDKHEH YETIOCTEH, CYXKaIOIMX POTOIVIOTKY, a TaKXe C COIMYTCTBYIOMIEH OOCTPYKITHEH
BEPXHUX JIBIXATENBHBIX MyTeH [7].

B nononnenue k mpusHakaM, omnpenesnsronmM CFM, y mopakeHHBIX Ul OOBIMHO HaOIIoIaeTCst
CIIMTYIOIIEe: CO CTOPOHBI YETIOCTEM — HEOpa3BUTHE CpPEIHEW 30HBI JIMIA, OOBIYHO ACUMMETPUYHOE,
AHKWJIO3, HETMPABUIIbHBIE TPUKYC, (POPMUPOBAHKE SMATIA M JCHTHHA, CBEPXKOMILICKTHBIE 3yObI [4,7]; co
CTOPOHBI TJIa3 — BEPTHKAIBHOC CMEIICHUE OpOUTHI, MUKpO(TAIBEM WK aHo(TambM (PEIKo), KomodoMa
pamyxku [4], acummerpust wim aucMopdus T1a3, pacuieryieHHe Beka, sKk30(TaabM, Kocorasue [7]; co
CTOPOHBI yXa — aTpe3usi HApYKHOT'O CITyXOBOI'0 [POX0/1a, AUCIUIA3Hs YITHON paKOBHHBI, aHOMAJIUH CPETHETO
Y BHYTPEHHETO yXa, AHOTHUSI, ACHMMETPHSI yIIieH [7]; O CTOPOHBI MO3BOHOYHUKA — Ie(hOPMHUPOBAHHBIE H/HITH
CpOCIIIMECs ICHHBIE TIO3BOHKH, TIOJYTI03BOHKH [4,13], paciierienne mo3BoHOYHMKA [7].
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Menee pacnpoCTpaHEHHBIE JIOIOJHUTEIbHbIE NOPOKU Pa3BUTHS BKJIOYAIOT: CO CTOPOHBI
cepana — teTpaga Damio, AePEKTH MEXIKETYTOUYKOBOH M MEXKIPEACEPIHOW NEeperopoox,
TPAHCIIO3MIIUSI MarkuCTPaIbHBIX COCYJOB M aHOMAaIWU Jyru aopthl [14], mexcrpokapaus [7]; co
CTOPOHBI TMOYEK — OTCYTCTBUE IOYKH, JBOMHON MOUYETOYHHK, MEPEKPECTHAss SKTOMHUS IOYKH,
ruapornedpo3, ruapoyperep [13,14], MyIbTHKHCTO3HBIC MOYKH, TBOWHOH MOYETOYHHK [7]; co
CTOPOHBI KOHEYHOCTEH — aHOMAJIUH JTy4EeBOI HITH JIOKTEBOW KOCTEH, KOCOIanocTs [7,14]; co cropoHsl
HHC - w™ukpouedanus, sHuedanonene, ruapouedanus, TUIOIUIA3Us MO30JUCTOTO Teja,
Manbspopmanust ApHoibaa-Kuapu, rononpossnuedanus [7,14], 3anepxka pa3BUTHS U YMCTBEHHAsI
OTCTaNOCTh, ayTu3M [7,8], nuddy3Has runomiasus roJoBHOIO MO3Tra, JUIIOMa MO30JIUCTOrO Teja,
aCUMMETpPUYHbIE OOKOBBIE JKEITYyO0UYKH, OTCYTCTBUE MIPO3PAUYHON MEPEropoIKy, TUMoTalaMiuuecKas
raMapToMa, pedeBble paccTpoiicTBa [7]; CO CTOPOHBI PECHUPATOPHOIO TPaKTa — AHOMAalbHOE
CTPOEHHE TOPTaHM U TJIOTKH, HapyIIEHHE JOJBKOBOW CTPYKTYphl jerkux [15]. Ilopoku pa3Butus
KEJIyJ0YHO-KUILIEYHOT 0 TpakTa BecTpeuarorces B 11,5% cilydaeB v BKIIIOUAIOT aTpe3UIO NMUIIEBOAA U
JBEHAILIATUIIEPCTHON KHILKH, CTEHO3 MHILIEBOAA U MUIOPHUYECKOro OTAeNa, JuadparMaibHYyIO
IPBIKY M 3aBOPOT KHIIIKH, TPAXCOMHUIICBOAHBINA CBHIII, aTpe3uto aHyca [6,7].

HccnenoBanue 22-X HOBOPOKIAEHHBIX, IPOBEAECHHOE HAMU paHee, I0KA3aJ10, YTO HapyLIEHUs,
Kak IpaBuio, orpaHunYuBaiuch JUoM B 100% u imuub B 10% no3Bonounukom. [lopaxenue B 100%
cilydaeB OBbUIO OJHOCTOPOHHHM. YIIHBIC paKOBHHBI yMEHbIICHBI B pasmepax (100%),
nedopmuposanbl (66%), anHomanbHO pacioioxensl (50%). B 100% ciaydyaeB oTMeuanach aTpe3us
HAPYKHOTO CIIyXOBOTO MPOX01a. AHOMAILHOE Pa3BUTHE YIIIeH BapbUPOBAIO OT MUKpOTHH (66%0) 110
nosHoro otcytcTBHs (33%), mpeaypuKyssipHbie BRIPOCThI (67%), pyAMMEHTapHAS TOTMOJHUTEIbHAS
yiHas pakoBuHa (34%). AHOManuu a3 BKIrouain Mukpodrambmuio (34%), kocornasue (10%). V
10% oTMeveHa MakKpOCTOMHs, Tumoruiasus HiwkHed uemoctd (33%), Bbicokoe HeOo (50%).
AHOManusi IEHHBIX TO3BOHKOB ObUIa JWAarHOCTHPOBaHA y 1 MiaJeHIa B TEpUOJC
HOBOPOX/ICHHOCTH. AHOManuu To4vek (MuesiodkTasuu) BbIsBICHBI B 33% cilydaeB, OTKPBITOC
oBabHOE OKHO y 5 (84%), danbm-xopaa neBoro skeaymouka y 2 (33,3%). Ilo maHHBIM
Heiipoconorpadun y 4 (34%) muarHocTHpOBaHbI KUCTHI COCYTUCTHIX CIUIETeHUH [5].

JHuarnoctuka. {lnarno3 CFM MokeT ObITh YCTAaHOBJICH TOJIBKO HA OCHOBAaHUH KJIMHUYECKOTO
ocmotpa [4]. Unenamu paboueit rpymmsl MexayHapOIHOTO KOHCOPIMyMa IO OIEHKE HCXOI0B
nedyenus: (ICHOM) Obutn paspabotansl nuarHoctudeckue kputepun CFM (Ta6.2) [16,17].

Ta0mnmuia 2
Huarnoctnueckue kputepun CFM,
pazpadoranueie ICHOM Craniofacial Microsomia group [16,17]
CFM onpenensercs Kak: 2 GonbIIuX KpUTEepHst WK 1 6ombIoif + 1 Manblii
KpuTepuu, win 3 u 60s1ee MaJbIX KpUTEPUEB
bonpmme kpurepuu: I'unormiasus HUKHER YEI0CTH
MukpoTtus
['umonnaszust OpOUTHI/MULIEBBIX KOCTEH
AcummeTpus auna
Mansie kpurepun: Jedunut MIrkux TKaHel auna
IIpeaypukyisipHble OTPOCTKH
MakpocTomus
Pacmennna HeGa/ryob!
OnulynbbapHbIe 1ePMOUIBI

[Tonyno3BoHkH
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[Tocne mocTaHOBKH MpeANoa0KUTENbHOTrO Auarno3a CFM MOXHO HCIIONb30BaTh CAEAYIOMUN
MOAXO/1 AJIs1 UCKITIOUEHUSI IPYTUX COCTOSIHUM, ONPEIETICHHs] IPOTHO3a U KOHCYJIbTUPOBAHUS 110 PUCKY
petuauBa [4]: W3ydyeHHE CEMEHWHOr0 W MPEHATATLHOrO AHAMHE30B, IMOJHOC (U3UKAIBHOE U
MHCTPYMEHTaJIbHOE 00CJIeIOBaHUE C Yy4aCTHEM Bpaua-TeHETHKa WM Bpaya, CIeHUaIN3UPYIOLIETrOCs
Ha YepenHO-JIMIEBON MaTOJOrHH, odTaibMoiora. JlnarnocTuyeckoe ay InoJIorHuecKoe o0cie[oBaHue
JIOJKHO MPOBOJIUTHCS Y BCEX MALIMEHTOB. PEKOMEH10BaHa MepeoLIeHKa CIIyXOBOI'O TECTa B BO3PACTE OT
24 1o 30 mecsimeB [17]. JlomomHHUTENbHBIE BU3yaIM3UPYIOIINE HCCICAOBAHHS: PEHTreHorpadus
meHoro otraena no3BoHouHmka, IXO-KI' u Y3U mouek, KT BHCOUHONM KOCTH ITallIEHTaM CO
3HAYMTENILHBIM HapYIICHHEM CilyXa, aTpe3ueil Hapy»XHOro ciyxoBoro mpoxoia [4]. Ciyuan
MUKpPO(TATBMUY, AHOMAIBHOW CTPYKTYPHI 4eperia W HEBPOJIOTMYECKHX PACCTPOUCTB SIBISIFOTCS
nokazanusivu  HedpoBmsyanmsammu - (MPT)  [7].  CoenuanbHOE — MOJICKYJISIPHO-TEHETHYECKOE
TECTUPOBAHUE HE IOKA3aHO JMIAM C IMpU3Hakamu, xapakrepHbiMu uisi CFM, 3a uckitoyeHuem
3aTpyIHCHUH Npu mpoBeAeHur AuddepeHraipbHOro auarnosa ¢ psjaoM 3adosneBanuii (Opaxuo-oTo-
penanbubiii cuaapoM (EYAL), CHARGE-cunapom (CHD7), HHKHEUEITIOCTHO-MIIEBON AU30CTO3 C
mukponepamueii (EFTUD2), cunapom Taynca-Bpokca (SALLI1), cunapom Tpuuepa-Komnunsa
(TCOF1)) [4]. Ecnu mpu ompoce MOSIBUIOCH MMOJ03PEHUE Ha CHHIPOM OOCTPYKTHBHOIO arHOd CHA,
JI0JDKHA OBITh BBIMOJTHEHA nosMcomMHorpadus [17].

CrnemyeT OTMETUTH, YTO O MMPEHATATLHOU JUATHOCTUKE MPOCTHIX CIIy4aeB COOOIMIANIOCH PEIKO,
KaK MPaBUIIO, 3TO MAIUEHTHI C TSHKEIBIM OJJHOCTOPOHHUM MHUKPO(PTATBMOM U MHOKECTBEHHBIMH
nopokamu pa3BuTHs. [IocKoNIbKy reHbl, OTBEUAIOIIKE 32 PA3BUTHE YEPEITHO-TUIEBbIE MUKPOCOMUH,
HE BBISIBJICHBI, IPEHATAIbHAS IMATHOCTUKA C TOMOIBIO MOJIEKYJIIPHO-TE€HETUYECKOT0 TECTUPOBAHMS
HeBO3MOXHAa [4]. B  eBpomelickoM  MOMyJSIIIMOHHOM  HMCCIICOBAHUU  OKYJIO-aypUKYJIO-
BepTeOpaIbHOTO CHHIPOMA MIpeHaTajIbHble aHOMAaNIuU ObuIH 0OHapy>keHbI B 18,9% OGepeMeHnHOCTEH;
onnako quario3 CFM He ObUT yCTaHOBIICH JI0 POJIOB WITH mo3aHee [14].

[Tpuntuner nedenus. Jledenne 6onbHBIX CFM SIBISIETCS KOMIUIEKCHBIM U pa3feliseTcsl Ha
ATaIbl B 3aBUCUMOCTH OT BO3pacTa MarfeHTa, a TAk)Ke CTETICHH TSHKECTH HAOII0aeMbIX OTKIIOHEHHUH.
Tak kak crekTp (EHOTUIMUYCCKUX MPU3HAKOB H3MEHYHB, JICYCHHE TPEOYyeT WHIMBHIYAIIBHOTO
MHOTO3TAITHOTO ¥ MYJbTHIUCIUIUIMHAPHOTO MoaXxoaa [7]. MyJabTHIUCHMILIMHAPHBIN TOIXO0.
BKJIFOUACT MPUBJICUCHUE CIICIMATUCTOB: ayJHOJIOTa, JAWETOJIOra, Bpada-TeHeTHKa, O(TaIbMOIIOra,
YEJIIOCTHO-JIMLIEBOTO XUPYpra, OpTOJOHTA, OPTONEAA, OTOPUHOJIAPUHI0JI0Ta, JETCKOI0 CTOMATOJIOra,
IJIACTUYECKOTO XUpypra, rcuxonora, joromneaa. Llemsmu neuenus CFM sBnsitorcs: oOecrieyeHne
aJIeKBATHOW PECIUPAaTOPHOM MOAJIEPKKH U HYTPUTUBHOTO CTaTyca, yIydllleHHue cilyXa U OOIIeHus,
ONTHMH3AIHS PA3BUTHsI, YMEHbBIIICHHE aCHMMETPHH JIAIIA U JICUCHHE HeMTPaBUIIbHOTO TpHKyca [4].

[TanmenTam co 3HAUMTENBHON MUKPOTHATHEHN, MAKPOCTOMHUEN MM paclienHON He0a MOTYT
moTpeboBaThes crenuanbHbie OyThutoukd (Hampumep, ¢uaep Xabepmana, OyTeutouka Mead-
Johnson Squeeze, cockum Pigeon, Dr. Brown), ycraHoBkKa Ha30racTpajibHOTO 30HAA WIH
racTpOCTOMHUYECKOH TpyOku [4]. MitajeHIbl ¢ TSDKEJIOM THIOMJIa3UeH HIDKHEH YeTOCTH MOTYT
HMMETh CEPHhE3HBIE HAPYIICHUSI CO CTOPOHBI BEPXHUX JBIXATEIBHBIX MMyTEH U HYKJIAThCS B HAJIO)KCHUU
TPaxCOCTOMBI, PAaHHEH XUPYPrHUECKOW KOPPEKIMM HIKHEW wW/winu BepxHeil uemoctu [4,17],
CO3JIaHUM TIOCTOSTHHOTO TOJIOXHUTEIBHOTO JaBlicHHs B JabixaTelbHbIX myTsix (CPAP), ycranoBke
Hazo(hapHHreanbHOTO BO3IyX0BO/Ia, MPOBEACHUH PEIyKIIMOHHON TYpOMHIKTOMUY, CENTOIUIACTUKH,
TOH3WJIDKTOMHH, aJ€HOUIIKTOMHUHU, YBYJIOMaNaTO(PapUHTOIUIACTUKH. bBOJBIIMHCTBO U3 3THX
BMEIIIATEILCTB BBIMOJIHACTCS B TEUEHUE MEPBBIX 6-u Mecsies xu3nu [7]. [IpemmaraemMbie MEeTOIBI
KOppeKIMH AeQopMalii HUKHEH YeNIOCTH 3aBUCAT OT CTENEHU IMOPAKEHUS HIKHEH YelroCTH
(Ta6.1) ¥ BKIIOYAIOT: AUCTPAKIIMOHHBIA OCTCOT€HE3, TPAHCIUIAHTAT W3 IOAB3IOIIHON KOCTH HJIH
pebeproro xpsimia  (mociae  6-u J€T), MaaoOepIOBBI  JIOCKYT, WMIUIAHTAThl BHCOYHO-
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HIDKHEUEIIOCTHOTO cycTaBa [17]. bimke k 3aBepIIeHHI0 pocTa CTPYKTYp Juua u yemoctu (ot 13 10
16 ner) OOJBIIMHCTBO JeTei TpeOyeT OpPTOAOHTHYECKOW M OKOHYATEeNBbHOW OPTOTHATHYECKOU
koppekuuu [4,7]. Cpoku KOppeKuuu aeduira MATKHX TKaHEH Yy OOJBHBIX 3aBHCAT OT
IUTAHUPOBAHUS JPYTMX OINEpPaTUBHBIX BMEIIATENIbCTB, OCOOEHHO Te€X, KOTOpbIe BIMSIOT Ha
cumMmeTprio Juna [17]. Xupypruueckue onepanu Mo MOBOJY MpeaypUKYJSPHBIX OTPOCTKOB,
MaKpOCTOMHH M PaclICIMHBl Heba YacTo PEKOMEHIYIOTCS B TEYCHHE MEPBOro roja xu3Hu [4].
PexoHCTpYyKTHBHBIE Omepaluy Ha YITHON paKOBUHE BBIMIOJIHSIOTCS Y JeTel 8-u jeT u crapuie. J{o
JOCTUKEHHS 3TOTO BO3pAacTa MCHOJB3YIOTCS BHEIIHUE CUJIMKOHOBBIE U MOJUATHIICHOBBIE TPOTE3BI,
HNPUKPEIUIIEMbIE C IIOMOIIBI0 MEUIIMHCKOTO KJIes, MM OCTEOMHTEIPUPOBaHHBIC UMILIAHTATHI [17].
KonnyKTHBHBIE HapyLIeHHs CIIyXa, CBs3aHHBIE C aTPe3Ued CIyXOBOrO TMPOX0Ja, Je(PEKTOM
CIlyXOBBIX KOCTOYEK, MOKHO JICUHTh CIIyXOBbIMH ammaparamu [4]. Jleth ¢ pesyiabTatamu
(bu3nKaIbHOTO 00CIEI0BAHNUS, YKA3bIBAIOIIMMHI HA aHOMAJIMH CEPLIa, TOJIKHbBI ObITh CBOEBPEMEHHO
HAMpaBJICHbI K KapHOJIOTY; JETH C aHOMAJHMsIMHU IMOYEK repeaatorcs Hedposory [4]. YauTeiBas
0COOCHHOCTH TMOPaKEHHsI HEPBHOM cucTeMbl, AeTd ¢ CFM moymkHBI HAaOII01aThCsl HEBPOJIOroM [7].
CFM Takxe MOXET HpOSBIATHCS MHTEIUIEKTYalbHBIMU UM KOTHUTUBHBIMHM HapyLICHUSIMH, KpOMeE
TOr0, MOTYT HaONIOAATbCA IICUXUYECKHE pacCTpPOMCTBA, TpeOyrolue ICUXUAaTPUUYECKUX
KOHCYJIbTaIMi U Tepamnuu [7].

Knunnueckuit cimydail. OcHoBHOe 3a0osneBanue: Cunapom [onbaenxapa) (BpokacHHAs
aHOMAJIUS yXa: aTpe3us Hapy>KHOT'O CIIyXOBOI'0 IIPOX0/a CJIEBA, ar€HE3UsI CIIyXOBBIX KOCTOUYEK CIIEBA,
MHKPOTHS CIICBA).

ConyrcrBytomnye 3a00JIeBaHMSL: Kucra MOCTOMO3KEUYKOBOT'O yria clieBa,
cy0apaxHOHMJIAIbHOE KPOBOM3IIMSHUE HETpAaBMAaTHUYECKOE 10 HaMETy MoO3kKeuka. MalloBecHbI K
cpoky recranuu. HeonaranpHas kenTyxa BCIEICTBUE IPYTUX YTOUHEHHBIX IPUYHH.

Manpuuk /. or 1 6epemeHHOCTH, IpOTEeKaBIIeH Ha GpoHe aHeMuu, poauics 17 suBaps 2023
rojia, poJibl CpOYHBIC, B TOJOBHOM Tpemiexanuu. Macca nipu poxaennu 2930 r, nmiomHa 52 cMm.
Ornenka mo mkane Anrap — 8/8 6amioB. PanHuii mepuo1 aganTauy NpoTekan 6€3 0COOEHHOCTEH.
IIpu ocMOTpe B pOUIIBHOM 3aJ1€ OTMEYEH Ha MECTE JIEBOW YIIIHON PAKOBUHBI BBIPOCT HENIPaBUIIbHON
(dhopMbl. HapyHBIH CITyXOBO# IMTPOXO/T 3aKPBIT. ACHMMETPUS JTUIA, CKOIIICHHOCTH JIEBOU MOJIOBUHBI,
nesoro yria pra (Puc. 1). JIBurarenbHas aKTUBHOCTH YJIOBICTBOpHUTENbHas. (OuaroBoii
HEBPOJIOTHYECKOW CUMITTOMATHKU HeT. Aynuockpunutr (ot 18.01.23): ciea He mporren.

#
Pucynok 1. poHTANBHEIH BHI MaJbIHKa 3-X JTHEH ¢

Pucynok 2. BokoBo#i BuI ManbuMKa 3-X JAHEH ¢ aTpesuei
acUMMeTpHEeH THIIa, CKONMEHHOCTERIO JIeBOH MOTOBHUHEI HapPy)KHOI'O CIIyXOBOT'O IIPOXO0JIa CIIeBa.
JMna, JeBoro yria pra. doTorpadust pa3zMeIeHa ¢ COTIacHs POJTUTEICH.

®@otorpadus pa3MelleHa ¢ COITIACHS POINTEICH.
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PucyHok 3. BokoRO# BH/I MaTbiIHKa 3-X JHEH ¢
TUIOIUIa3HeH JIEBOM yIIHOM paKOBUHEL,
TNpeaypHKYIAPHBIM OTPOCTKOM.
doTtorpadusa pazMenieHa ¢ COriIacusi poJuTeIeH.

B Bo3pacte 3-x qHEH jKHM3HU MajbUUK IOCTYIWI B OTJEJIEHUE ATOJIOIMH HOBOPOKIEHHBIX
AOJKDB u3 Pocrosckoii LIPb ¢ 1uarao3oM: ManoBeCHBIN K CPOKY T'€CTallMi, HEOHATAJIbHAS JKEITyXa
B CJIEJICTBHE IPYT'MX YTOUHEHHBIX IPUYHH. [Ipy OCTYIUIEHUH COCTOSHUE CPEIHEN CTENIEHH TSKECTH.
Macca 2727 rpammos, YA/l 45 B mun, YCC 145 B mMun. Ha ocmoTpe B co3HaHuu, pearupyer
anekBaTHO. CIIOHTaHHas JBUraTelbHas aKTUBHOCTb YJIOBJIETBOPHUTEIbHAsA. MBIIIEUHBI TOHYC
¢uznonornueckuii. KojxHple MOKpOBBI UUCTHIE, UKTEPUUHOCTD | cTenenu, yMepeHHOH BIIaXKHOCTH,
Teruiasi Ha OIYyIlb, ChIMKA HET. [10IKOKHO-)KUPOBOM CJION pa3BUT HEAOCTATOYHO. [ UIoIIa3us J1eBoi
YUIHOW PAaKOBHHBI, OTCYTCTBHE HApyKHOro ciyxoBoro mpoxoaa (puc.2,3). HocoBoe npixaHue
cBoOoHOe. Haz terkumu abIxanue myspuiabHOE, IPOBOJUTCS CHMMETPUYHO BO BCE OT/IENbI, XPUIIOB
HeT. ToHBI cepamna sCHbIE, PUTMHUYHBIE, IIyMbl HE BbIcaylmuBaroTca. JKuBoT msarkuil. lledens
BBICTynaeT Ha 1 cM oT kpasi pebepnoit ayru. CeneseHka He manbnupyercs. [lymounas panka
snuTenusuposana. Ilymounsie cocynsl He mnanbnupyrorcs. CTyn KenTbld, KalluieoOpas3HbIH.
Moueuncnyckanue cBOOOJHOE, MOYa CBETIIAs. DHTEPAIbHOE KOPMIICHHE YCBAUBAET.

IIpoBeneH KoMILIEKC J1JaOOPAaTOPHBIX U MHCTPYMEHTAIbHBIX UccienoBanuid. [1o pesynabratam
o6mero ananusa kposu oT 20.01.23 oTkinoneHuit BeisiBeHO He Ob110. Ha done poTorepanuu oOmmii
OounpyOuH kpoBu cHU3MICS ¢ 305 MkMOb/1 10 176,8 MKMOJIB/JI, YTO COMPOBOXKIAIOCH YyracaHUEM
xentyxu. Koarynorpamma — 6e3 ocobennocteid. [loceB kaja Ha MaTOTEHHYIO KUIIEYHYIO (Qiiopy —
POCT LIUTEIT ¥ CaTbMOHEIUT HE OOHapyXKEeH.

ITo pe3ynbraTaM HHCTPYMEHTAJIBHBIX METOJIOB HCCIIE0BAaHUS BhIABIIEHO cienytoniee: DKI' —
cuHycoBbIi put™, Taxukapaus (HCC 187 B MuH), anekTprdecKkasl 0Ch CepAlla OTKJIOHEHa BIPaBo,
HapyIIeHHe npoieccoB penoisipu3anuu. Heiipoconorpadust — 9XO-natonoruu He BbisiBIeHO. Y3U
opraHoB OptomHON monocth — OXO-mpuszHaku TpoMba B JIEBOM BETBH BOPOTHOW BEHBI
(rumepaxorennoe BrimoueHue 8,4 x 3,8 mm). DXO-KC — mexnpezacepanoe coodiieHne 3,5 MM,
HEJ0CTaTOYHOCTh AOPTAJIBHOIO KianmaHa HpucTtBopodHas. ¥Y3W mynoussix cocynoB ot — 9XO-
MIATOJIOTUU HE BBISBIICHO.

KomnbrotepHast Tomorpagusi BACOUHBIX KOCTEH U JIMIIEBOT0 cKenera: JleBast BUCOUHAs KOCTh:
Hapy>kKHbIH CIIyXOBOW IIPOXOJ HE BU3YaIU3UPYETCs; STUEHKN COCLEBUIHOIO OTPOCTKA CIIOHTMO3HOTO
TUINA CTPOEHUS; CIIyXOBbIE KOCTOUKM HE BHU3YaJTU3UPYIOTCS; YJINUTKAa M MOJYKPYKHbIE KaHAJIbI
BU3YaJIM3UPYIOTCA, CTPYKTypa HE HapylleHa; YIIHas pakOBMHA YMEHbBIIEHa B pa3Mepax,
nedhopmupoBaHa, cmerieHa BHU3. [IpaBast BUCOYHAsi KOCTh: HAPYKHBIN CITyXOBOW MPOXOJ OOBIYHOM
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KOH(Urypaiuu, MpocBET HE CY>KEH, KOCTHBIE CTEHKH POBHBIC, YETKHE; COCLEBUIHBIH OTPOCTOK
MMHEBMATUYECKOTO TUMA CTPOCHUS, sTUCHKHU BO3IYIIHBI, OapabaHHAs MOJIOCTh BO3AYIIHA; CIIyXOBbIE
KOCTOYKHU TPOCISKHUBAIOTCS; YIUTKA U MOJTYKPYKHBbIE KaHaIbI 0e3 ocoOeHHOcTel. JIoOHbIe ma3zyxu
HE Pa3BUTHI; IYCHKU PELIETYATOTO JIAOMPUHTA Pa3BUTHI IPABUIIBHO, BO3YIITHBI; BEPXHEUECIIOCTHBIC
na3yxw pa3BHUTHI clabo, BO3AyIIHBI. OTMeYaeTcsl TUIOIUIa3Ms HWKHEH democTu (C Haluduem
paciienuHsl 10 2-3MM), TOA00POJOK OTCTYMAeT BHU3 — peTporHatus. PaciienHa Ha TBepAoM Hebe
10 1-2 MMm. B mpoekuuu mUCTEpHBI MOCTOMO3)KEYKOBOTO YIJIa OMpPENENseTCs] KUCTa Pa3MepoM
12x17mm. 3akmrouenue: KT — nmpusHaky BpOXACHHON aHOMAJIMU PAa3BUTHS: aTpe3us Hapy>KHOIO
CIIyXOBOT'O NPOXOJia CJIeBa, areHe3usl CIyXOBBIX KOCTOUEK CJIeBa, MUKPOTHUS ClieBa, PETPOTrHATHUS.
Kucra MOCTOMO3KEYKOBOTO yTJIa CIIeBa.

MarHuTHO-pe30HaHCHast TOMOTpadusi TOJIOBHOTO MO3Ta: Cy0apaxHOUIaIbHOE TPOCTPAHCTBO
HE pacIIMpeHo; MO HaMETy MO3KEYKa U MEXKIONyIIapHOW O0po3ae ompeiensercss CKOIUICHHE
COJICPKIMOT O, MP-CUTHAJI KOTOPOTO COOTBETCTBYET KPOBH, TOJIIIMHOHN 2 MM; OTMEYAETCsl KHCTO3HOE
pacmmpenue neBoro MMY no 12 mwm. 3akmouenne: CyOapaxHouganbHOe KpoBousiusHue. Kucra
JIEBOI'0 MOCTOMO3)KE€YKOBOTI'0O yIJa.

PebGeHok OblT OCMOTpPEH PsIIOM CHELMATUCTOB. 3aKII0UEHNE YEIIOCTHO-TTUIEBOTO XUpPypra —
curzpoM ['onpaeHxapa, aTpe3ust Hapy>KHOTO CITyXOBOT'O IIPOX0/1a CJIeBa. 3aKII0UeHIe HEUPOXUPypra
— KHCTa MOCTOMO3XEUYKOBOI'O yria cieBa. 3akitoueHue JIOP- Bpaua — aTpe3uss Hapys>KHOTO
CIIyXOBOT'O IpPOXOJia CJeBa, MUKPOTHUS ClieBa. 3aKJIIOYEHHE HEBPOJOra — PUCK HEHpPOCEHCOPHOMH
TYTOYXOCTH CIICBA.

IIpu BeImMCKe W3 cTalOHapa MaTepu peOEHKa ObUIM JaHbl CIEAYIOLIME PEKOMEHIAlUH:
MIPOJOJIKUTH IPYJHOE BCKAPMIIMBAHKUE B CBOOOTHOM PEXHUME; KOHTPOJIb 32 MPUOAaBKON MaccChl Tela,
OKPY>KHOCTBIO TOJIOBBI, POCTOM; 00O€CIeunTh Oe30MacHbIi COH peOeHKa: IMOJOKEHHWE Ha CIIHHE,
HCKJIIOYHUTENILHO B KpOBaTKe peOeHKa B KOMHATE POJIUTENCH, Ha POBHOW MOBEPXHOCTH, 0€3 0/1esT U
UrpylieKk; u30erarb MAacCHUBHOTO KypeHHUs, CHJIBHOIO YKauWBaHUA H "Tpscku" peOeHka.
JlucniancepHoe HaOIIO/IEHHE OTOPUHOJIAPUHIOJIOrA, OKYJIHMCTa, CYpA0Jiora, reHeTHKa, HEBpPOJIOTa;
YeIOCTHO-JIMIEBOTO XUPYPra.

BriBogsl. PasHooOpasue (eHoTHNUUecKkux BapuUaHTOB cHUHApoMa [ onbaeHxapa TpeOyeT
WCTIOJNB30BAHUSI YETKUX KPHUTEPHUEB TUATHOCTHUKH, a TaKKe WHCTPYMEHTAJIbHBIX METOJIOB
o0cIieZIoBaHUs M TIPUBJICYCHHS PsAa CIEIHATUCTOB JJISi TOCTAaHOBKH JuarHo3a. [IpencraBieHHBII
HaMH KJIMHUYECKUI Cilydaidl MOKa3bIBAaeT BapHaHT cUHApoMa [ oibleHxapa, COOTBETCTBYIOIIMN 2
oompmuM u 1 manomy kputepusm ICHOM, u otobOpaxkaer mHpopmaTtuBHOCT, MeTona KT B
JMAarHOCTHKE JaHHOW maroyoruu. JledeHue TpeOyeT WHIMBUAYAILHOTO MHOTOJTAallHOTO U
MYJBTHIMCIMIIMHAPHOTO T10/IX0/J]a, COOTBETCTBEHHO BO3pAacTy IMAIMEHTAa M CTENEHU TKECTH
OTKJIOHEHH. Bompock! mpeHaranbHOi N1UarHOCTUKU JTaHHOTO 3a00JieBaHusl TPEOYIOT JalbHENUIIEro
W3yYeHUSI.
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