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Pe3iome

B cratbe maer peyb O kpaHnoauunanbHow mMukpocomuun nnn cuHgpome I ull xabepHbix gyr (KPM) —
KaK O BTOPOM [10 HaCTOTe BPOXLEHHOM IMOpOKe pa3BUTUS 4eJIIOCTHO-/INLEeBOV 06s1acTu nocse pacLyesiuH
rybosi nmHeb6a, nmerowemM kparviHe pa3HooOpa3Hblii peHoTUn m pasznunyHeie Tunbl. CuHgpom | m Il xabepHbix
ayr coctaBnset 11% cpean Bcex NopokoB GpopMUpPOBaHNSA TKaAHEW U OpraHoB 4eJIlOCTHO-JINLLeBON obnacTu.
Llenbio Hawero wuccrsiegoBaHusi $IBJISIJIOCb COBEPLIEHCTBOBaHUE KadyecTBa npouiakTUKU U oka3aHus
nomMown naymeHtam c cuHapomom K®OM. Bbinu paspaboTtaHbl aHKeTbl AJS poawvTesieli, BKJOYaBLine
BOMpPOCHI M0 aHaMHe3y XWU3HU u 3abosieBaHUsl, HacseACTBeHHbIM akTopamM, Te4YeHuio OGepeMeHHOCTH,
POCTY M pa3BUTUIO AeTer C [4aHHOW narosoruvei. Bbinn npoaHanuanpoBaHbl AaHHble 18 naumeHTOoB,
HaxoauBLUMXCS Ha JiedeHUn Ha 6a3e kageapni 4eTCKOW 4eNntoCTHO-uueBoli xupyprum MITMCY. B pe3ynbTare
uccnenoBaHus ObiIN BbiSIBJIEHbI 3K30r€HHbIE U 3HAOreHHble pakTopbl, BANSIOLWMNEe Ha pa3BUTUE CUHAPOMOB
kpaHnogaymanbHovi mukpocomun (KDPM). O60CHOBaHO uCMNOSb30BaHNE YUIHOW PakKOBUHbI poauTenen
B KayecTBe LwabsioHa OTCYTCTBYIOLLEro opraHa pebeHka npu npegonepaunoHHOW noaroTtoeke. BbiseBaeHo,
YTO NMaToJsIoOrusi MOYE€BbIAEJINTE/IbHON CUCTEeMbl U MaJibie aHOMasiuu Pa3BUTUS cepaLa He accounnpoBaHbl
C KpaHnogaLmnaibHON MUKPOCOMUEH.

KnoyeBsble cnoBa: kpaHnogaymanbHas MUKPOCOMUSI, KOMOPOuAHas NaTtosiornsl, 3K30reHHble N 3HAOreH-
Hble paKTopbl.

Abstract

Today we are talking about Craniofacial microsomia or First and second branchial arch syndrome (CFM) as
the second most common congenital malformation of the maxillofacial area after cleft lip and palate with ex-
tremely diverse phenotype and different types. First and second branchial arch syndrome amount to 11% of
all defects in the formation of tissues and organs of the maxillofacial area. The aim of our study was to improve
the quality of prevention and care for patients with CFM syndrome. Questionnaires developed for parents have
included questions for the anamnesis of life and disease, hereditary factors, gestation course, the growth and
development of children with such pathology. The data of 18 patients treated at the Department of pediatric
maxillofacial surgery of MSMSU were analyzed. During the study exogenous and endogenous factors influenc-
ing the development of craniofacial microsomia syndromes (CFM) were identified. It was justified to use the
ears of parents as a template of the missing organ of the child within preoperative preparation. It was revealed
that the pathology of the urinary system and small abnormalities of the heart cannot be associated with the
symptoms of CFM.

Key words: craniofacial microsomia, comorbide pathology, exogenous and endogenous factors.
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KpaHnodaumansHas mukpocomus (KOM) — nopok
pasBUTUA YENICTHO-NMLEBOM obnacTtu (4J10), nmetowmi
KpaliHe pa3HoobpasHbii deHoTun [5]. HacToTa BCTpeya-
emocTn cuHgpomoB KPMPM, no gaHHbIM POCCUICKUX aB-
TopoB., coctaBnsaeT 1:5000-1:5600 HOBOPOXAEHHbIX, 4TO
paBHO 11% cpean Bcex BpOXAEHHbIX naTtonornii 410 [2, 8].
Mo ctatncTuke, onybnukosaHHoi B CLUA 3a 2013 ron,—
1:3500 [7, 10], a3a 2018 rog, — 1:5600-1:26550. 3abone-
BaHMe BCTpeYaeTcs y ManbyimkoB Ha 50% yvalle, 4em y ae-
Boyek [4, 11].

CyuiectByeT 60bLLIOE KOIMYECTBO TEPMUHOB, UCMOJb-
3yembix s cuHapomoB KOM: cuHapomsl | n 1l xabepHbix
nyr, 6okoBas nuvueBasi gucnnas3us, YenCTHO-ULEBOMN
amsocTo3 n ap. KOM obbeanHsetT B cebe TpU CUHAOPO-
Ma: remmdaumanbHOM MUKPOCOMUKU, CUHAPOM FoNbaeH-
xapa v cuHapom Tpuuepa-Konnunsa-PpaHyeckettn [1].
HasBaHua CUHAPOMOB 0ObIMHO 3aBUCAT OT dopMbl KOM
C KOHKPETHbIMU KOMOMHAUMSMU MNPU3HAKOB U CUMMTO-
MOB, XOTS UHOT4a OHW UCMNOJIb3YIOTCS B3aUMO3aMEHSAEMO.
femndaumvanbHas MMKPOCOMMSA 4acTO COMPOBOXAAETCH
MUKPOrHaTUEN BEPXHEN N HUXHEN 4eniocTeln, Heaopas-
BUTUEM UK annasnen yLiHbIX PakoBUH. Y OeTen ¢ remum-
daunanbHOM MUKPOCOMUEN, Y KOTOPbLIX AOMONHUTENBHO
MIMEETCS XOPUCTOMbI rna3 — anubynsbapHblie AepMounbl
n gedopmauma WenHoro oTaena N03BOHOYHMKA, AMarHo-
CTupyeTcs cuHApOM [onbaeHxapa, Uiam oKynoaypukynsap-
Hasg aucnnasua [11] (puc. 1).

a

Puc. 1. MauneHnTka A. c cuigpomom lNonbaeHxapa,
JIEBOCTOPOHHUM MOpPaXxXeHeM: a — BHeLWHU BUA,
6 — MCKT c TpexmepHbIM MOAENIUPOBAaHUEM

M3BECTHO, 4YTO M3 TKAHEBbLIX CJI0OEB B LUECTM Mapax
rAOTOYHbIX AYr Pas3BMBAKTCSH MbILULbI, apTEPUN, HEPBbI
M XpAawm nmua un wen. B yactHoCcTn, n3 nepeow 1 BTOPON
rAOTOYHbIX AYr GOPMUPYIOTCH HUXHSAS YestoCTb, HEPBHI,
XeBaTe/IbHblE U MUMWYECKNE MbIlLbl, HapPyXHOE YXO0
M KOCTU CpefHero yxa. HapyweHusa HopMasnbHOro pas-
BUTUSA 9TUX CTPYKTYP MOTYT MPUBECTU K BOSHUKHOBEHWIO
cuHapomMoB KOM [11].

B coBpeMeHHOI nuTtepaTtype noapoOHO nayyeHsol dpak-
TOpbl, BAMsilOWME Ha pa3sButme nopokos YJ10, opHako
HEeT LOCTOBEPHbLIX AaHHbIX O NPUYMHAX BO3HWUKHOBEHUS
cuHpgpomMoB | nll xabepHbix ayr. Mo gaHHbBIM nuTepaTy-
pbl, Y HEKOTOPLIX NtoAe 06HapyXMBalOTCA XPOMOCOM-
Hble aHoManuu (oeneuuvs n oynnvkauus), KOTopble OT-
BeYaloT 3a pa3BuTve 3Tnx aHomanuii. KOM vauwe Bcero
BCTpeYaeTCsa y O4HOrO 4yesioBeka B CeEMbe W NepenaeTcs
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rno HacneacTsy. ECnv npuyvHOM aBnseTca XpoOMOCOMHas
abeppauus, To naTonorms MoxeT OblTb yHacnegoBaHa
OT O4HOro n3 pogutenen. Ecnuxe 310 pesynsraTt HOBOM
XPOMOCOMHOM MyTauun, 1o KOM BcTpedvaeTcs B ceMbe
sBnepsble [10, 11]. B 1-2% cny4yaeB KOM nmeeT ayTocom-
HO-OOMMWHAHTHbIN TUM HacNefoBaHUS, 9TO O3HAYaeT, YTO
0fHa KOMus U3MEHEHHOIrO reHa B KaXAon KneTke gocTta-
TO4YHa, 4TOObLI BbI3BATb HapyweHud. B peakux cnyyasx
naTonorna Hacnegyercs Mo ayTOCOMHO-PeLEeCCMBHOMY
TUMNy, 3TO 03Ha4aeT, 4To 06e KoMK reHa B KaX40W KneTke
umeloT mytaumn. Pogutenn nianemayyma c ayToCOMHO-
peLecCrBHbIM TUMOM HacNea0BaHUS UMEKT OAHY KOMUIO
MYTUPOBAHHOIO reHa, 4To 0ObIYHO HE NPOSBNSAETCS B BUAE
cumntomoB [11]. OgHako ybeauTenbHbiX OOKa3aTeNbCTB
O HaNIMYUM KOHKPETHbIX MPUYNHHBLIX FreHoB HeT [10, 11].

B opyrux nCTo4YHMKax ykasaHo, 4To TUM HacnenoBaHns
cuHapomoB K(OM oaHO3HAYHO ayTOCOMHO-A0MUHAHTHbIN
[3, 10].

Puck yepenHo-nnueBon MUKPOCOMUU TakxXe MOXeT
OblTb YBEJNIMYEH 3K3OreHHbIMU dakTopamu, TakMMu Kak
onpegeneHHble npenapaTbl, MNPYHUMaeMble MaTepbio
BO BpeMsi OepemeHHOCTU. OpOHako KOHKPETHble 3K30-
reHHble @akTopbl, BAUSIOWMNE HA BO3HUKHOBEHME KDM,
[0 cux Nop He n3eecTHbl [10, 11].

Hanbonee pacnpoCTpaHEHHOW SBNSETCS Teopus re-
MOpPpParn4eckoro MHCynbra, COMNPOBOXOAEMOro rema-
TOMOMN 1 KPOBOUINUAHMAMMN, BO3HMKaowmmm Bl u ll xa-
6epHbIX ayrax. 9TO Bbi3BaHO gedekTaMu B CTPEMEHHOM
apTepum — BPEMEHHOM COCYAe, KOTOPbIA COeanHAeTCs
C FMOTOYHOM apTeEPUEN, HO NO3XKE 3aMELLAETCS HAPYXXHON
COHHOI apTepueir. CuntaeTtcs, 4TO Noboe KPOBOUININS-
HVe BNUSET Ha pa3BuTme xabepHbix ayr [10].

MnageHubl MOryT poauTbCs C runonnasven uanna-
3Ven OuCTalnbHbIX OTAENIOB HUXHENM 4entCcTn, KoTopas
MOXET Bbl3BaTb aCUMMETPUIO NMua W JanbHeEnLWee Ha-
pyweHue npukyca. B cumntomokomnnekc KOM, nomumo
3TOro, MOXeT BXOAUTb Hedopas3BUTME CKYOBbIX KOCTEN
1 BEPXHEN 4YenioCcTu. BO3MOXHO Hanuyve npenyLlHbiX
npMAaTKoB, HEAOPA3BUTUE UM anfia3uns YLHbIX PakKOBUH,
aTpes3unsi Hapy>XHOro ciyxosoro npoxoaa. OpobuTel 1 rnas-
Hble 6/10KM 3aTParnMBaKTCA pexe, 0AHAKO MOryT BCTpe-
yaTbCa MUKPOdTaNbM M aCUMMETPUYHOE PACMONOXEHNE
rnasnuy, [10, 11]. Mo gaHHbIM psiga aBTOPOB, CUHAPOMbI
I n Il )xabepHbIx Ayr CONpPoOBOXAAOTCSA NOPOKamMn pa3Bu-
TNA CepnevyHOo-COoCyaUCTON U MOYEBLILENNTENIbHON CU-
cteMm [6, 9], oaHaKo AOCTOBEpHas B3aMMOCBSA3b AaHHbIX
nposieneHunii ¢ KOM He npocnexusaeTcs.

Ona knaccudurkaunm BbllLeNepeyncrieHHoro cnekTpa
CUMNTOMOB Obli padpaboTaHbl MHOTOYMCNEHHbIE CXe-
Mbl. OQHOM 13 COBPEMEHHbIX Knaccudbukauui asnseTcs
cuctema OMENS, no KoTopoii OLEeHMBAIOT MATb KNMHUYE-
CKMX MNPOSIBAIEHUA B 3aBUCUMOCTU OT gucmopdonormnye-
ckom TaxecTu no wkane ot 0 no 3: opbutanbHasg acumme-
TpUS, rMnonna3ns HUXHeN JyentocTtu, nedopmaums yxa,
ONCOYHKUMS HepBa 1 AeduumnT Markux TkaHen [11].

Peabunutaumsa nauymeHToB ¢ cuHapoMmammn KPOM ocy-
LEeCTBNASETCA B 3aBUCMMOCTU OT TSXECTU NPOSABIEHUS
Kaxaoro n3 cumntomoB. OgHUM M3 Hanbonee akTyasb-
HbIX BOMNPOCOB OCTAETCSA PEKOHCTPYKLUMS YLLHOWN PaKOBU-
Hbl [12].
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Mpy nnaHMpoBaHWM  aypuKynonnacTuku vy aeTen
¢ KIOM, He pocTuriinmx ceMuneTHero Bo3pacTa, LabnoH
OTCYTCTBYIOLLEIrO OpraHa coctasnsgercs no ¢opmMe 1 pas-
MepaM YLUHbIX pPakoBUH poauteneii. OOHAKO B Hay4HO-
MPakTUYeCKOW nuTtepaType HeT AOCTOBEPHON nHdopma-
LMK O 4aCcTOTe HacnenoBaHUs GOPM YLUHbLIX PAKOBUH.

LLEJ1Ib UCCJNTEQOBAHUSA

CoBepLUeHCTBOBAHME KayecTBa OKa3aHUs MNOMOLLN,
npodunakTnkn u peadbunmraumm nauneHToB C CUHOPO-
Mamu KpaHnodaumanbHON MUKPOCOMUN.

MATEPUAJIbl U METOAbI UCCNNTEOOBAHUSA

MccnepoBaHue COCTOSI0 U3 HECKOJIbKMX — 3TanoB.
B nepBoit 4acTu paboTbl 6L NPOAHANM3NPOBAHbI OaH-
Hble aHKeTMpoBaHua 18 nauueHToB, HaXOAMBLUUXCS
Ha neyeHUn U AnMcnaHcepHoM HabnoaeHun Ha 6ase Ka-
denpbl OeTCKOM 4enoCTHO-nuueBon xmpyprum MIMCY
um. A. V. EBOOKMMOBA. Bbiny ndyyeHsl nuctopun 6051e3Hn
C pesynbrataMmu 06CnefoBaHMin NeanaTpoB 1 cnewnanm-
CTOB CMEXHbIXx obnacteil. KOHTPONbHYO rpyrnny cocTa-
Bunu 18 petert 6€3 martonornm YentCTHO-NMLEBON 06-
nactu. B paspaboTaHHON HamMW aHkeTe ANs poauTenewn
OblN1 BKJIIOYEHbI BOMPOCKI MO aHaMHe3y X13HU 1 3abone-
BaHWS, HACNEeACTBEHHbIM dakTopaMm, TeHeHn BepemMeH-
HOCTW, BO3pPACTy poAUTENel, POCTY M Pas3BUTUIO AeTeln
C LaHHOW NaTonormnemn, y4mToeliBaamcb rpynnsl Kposu n Rh-
KoHONMKTLI. [poBeaeHa cTatucTuyeckas obpadoTka no-
JIYHYEHHbIX AaHHbIX Mo kpuTepuam duwepa B rpynne ae-
TEN C naTonormer 4entoCTHO-NNLLEBON 00aCTU U B KOH-
TPOJIbHOM rpynne.

Bo BTOpytO 4acTb nccnengoBaHus Bxoaunu 47 4enoBek
(18 cemeit), 6bINO0 NPOBEAEHO oNpeaeneHne HacnenoBa-
HUS GOPM YLLHbBIX PAKOBUH NYTEM LLUPPOBOro HANOXEHUS
KOHTYPHbIX N300paxXeHN HApPY>XXHOro yxa AeTen Ha U30-
OpaxkeHue yuen nux poantenen (puc. 2).

Puc. 2. YwHble pakoBUHbI aeTel oT 7 net o 18 netr
6e3 natonoruuv 4J10

PE3YJIbTATbl UCCJIEAOBAHU4A

U NX OBCY>XXOAEHUE

Mo AaHHbIM aHKETMPOBAHUSA, BbIIBNEHO, YTO pakTopbl
BHELLHEN cpenbl, 9KONOrva v pagmaunsa Ha KOHKPETHbIe
cnydyam poxaeHus OeTen C AaHHOW NaTosiorMen He Bin-
ann. OgHako No AaHHbIM MUHUCTEpPCTBA NPUPOOHLIX pe-
cypcoB 1 akonorun P®, ropoaa, B KOTOPbIX HAXOAUIUCH
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NauneHThbl, SBASIOTCA HeGNaronpuUATHbIMKU NS NPOXU-
BaHMa. Cpean $akTopoB, MMEBLUMX MPUHLUMMANBHOE
3Ha4YeHMEe, MOXHO BbIAENNTb CRneaylolmne: BpeaHble npu-
BblYkM (KypeHue, ankoronuam) — 44,5% (8 uyenosek),
Rh-koHPNuKkTl — 38,9% (7 4yenoBek), yrpo3bl NpepbiBa-
HUA 6epemeHHoCcTU — 50% (9 yenoBek), NepeHecEéHHbIe
OPBU — 44,5% (8 yenoBek), caMonpou3BOJibHble abop-
Tol — 50% (9 yenoBek), TOKCOMNIa3M0O3 1 BETpsHas ocna
B NepBOM TpumMecTpe 6bepemeHHocTn — 11,2% (2 yenose-
ka) (puc. 3).

Puc. 3. dakTopbl, BAUGIOWUE HA pa3BUTUE
cuHgpomoB KOM

Bo Bcex cembsx MNauMeHTOB, BXOAMBLUUX B MNEpPBYIO
yacTb paboThbl, 3aboneBaHne BCTpevanochb Bnepsbie. Ha-
nYMe MUKPOMPU3HAKOB W NaToONOruin y pOACTBEHHUKOB
BbISIBJIEHO TOJIbKO B OZIHOM Clly4ae.

Y Bcex MnauueHTOoB, BXOAMBLUMX B rpynny uccnenosa-
HUS, HE OTMeYyaNnocb 3aAePXKN YMCTBEHHOIO Pa3BUTUS.
Cpean conytcTBylowmx 3aboneBaHuini B 100% cny4yaes
OTCYTCTBOBAaJa NMaToJIOrna MOYEBbIAENIUTENbHO cucTe-
Mbl 1B 22,3% cnyyaeB BCTpeYanMCb MaJsible aHoOManum
passutna cepaua (MAPC). Ona 6onee 060CHOBaHHOMO
cyxaeHnsa o6 atuonorun KOM HeobxoamnmMo npoBeaeHne
reHeTM4YecKoro aHanm3a.

Mo pesynsTatam BTOpPOM Yactu paboThl, B 66,7% cny-
yaeB GOPMbI YLIHbIX PAKOBUH HacnenylTcs OT MmaTepu,
B 12,5% cnyyaeB — o1 otua n B 20,8% cnyyaeB — OT Apy-
rMx 4neHoB cembun. M3 18 cemelr TONbKO B OHON CEMbe
GOPMBbI YLLIHbLIX PAKOBWH AeTei oTinMYanich Apyr oT gpyra.

BbiBObl

1. MeTon aHKeTUpPOBaHUSA MNO3BOJISET YMNPOCTUTL
npouenypy Menuko-reHeTUY4eCKOro KOHCYNbTU-
pPOBaHUSA U NPOBOAUTb €€ ANCTAHLLMOHHO.

2. MpuHuMNruanbHoOE BAUSHME HA PAa3BUTNE CUHAPO-
MoB K(OM nmetoT BpeHble NPUBbLINKU poauTene,
Rh-KoH®NMKTLI, NpelecTBOBaBLLIVE CaMOMPO-
M3BOJIbHble abopThl, Yrpo3bl NpepbiBaHUs bepe-
MEHHOCTU, NEepeHEeCeHHbIe BO BpeMsi 6GepeMeH-
HocTn OPBW, Tokconnaamos 1 BeTpssHasa ocna.

3. na yTOYHEHUS TUNa HacnegoBaHUS AaHHbIX CUH-
OPOMOB HEOOXOAMMO NPOBEAEHNE FTEHETUYECKO-
ro aHanuasa.

4. N\ayyeHue KOHTPONbHOW rpynnbl geteii 6e3 KOM
Nno3BoONISET AOCTOBEPHO ONpenenntb Hacneao-
BaHMe GOpPMbI YLLHbIX PAKOBWH B HOPME, a Takxe
OLLEHUTb NPEAPaCnONIOXEHHOCTb K aHOManuam



B noMowb NpakKTUYECKOMY Bpauy

pas3BUTUSA APYrux OpraHoB NpuM OTCYTCTBUM NATO-
norunii 4No.

5. icnonb3oBaHMe YLWHOW pakoBWHLI poauTenen
B kKayecTBe wWabfoHa npu npenonepauoHHON’
NOAroTOBKE ABNAETCH 0OOCHOBAHHbIM.

6. AHOManumM ceppevyHo-coCcyaucTon 1 MOYeBbIAE-
NIUTENBHOW CUCTEM He ClefyeT BKJoYaTb B CUM-
NTOMOKOMMJEKC KpaHunodaumanbHON MUKPOCO-
MUN N3-3a OTCYTCTBUSA LAHHbIX, NOATBEPXOAl0-
LNX X BBAUMOCBSA3b C AaHHbIMU CUHAPOMAMN.
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