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Mpw giarHocTuui AediunTy MarHito B opraHiami npocte BU3HaYeHHA MOro PiBHA B CMPOBATLL KPOBI HE 3aBXKAM €
[OOCTaTHIM A/18 MOCTAaHOBKM AjarHo3y rinomarHiemii. HeobxigHMM € BUKOPUCTAHHA iHWMX NOKa3HMKIB BMICTY MarHito
B OpraHi3mi (piBHi marHito B eputpoumTax, fimdpoumnTtax, cedi, Bonocci i iH.).

Mpobnemy AM vy piTet oyXe CKNAAHO KOMMEHCYBaTK JINLIE 3@ PAXYHOK CMOMMBAHHA TUX UM iHLLMX XapyOBUX
NpoayKTiB. HaBiTb Cy4acHa poC/IMHHA 1Ka MOXKe MiCTUTU A0CUTb Pi3Hi KiIbKOCTi MarHito, B 3a1eXKHOCTI Bif, 10ro Bmic-
TY B 'PYHTI i BiA, METOAWK BUPOLLYBAHHS pOC/MH. HaBiTb 6inbll BUCOKe CNOXKMBaHHA 36arayeHnX MarHiem NpoayKTiB
XapuyBaHHA AaNeKo He 3aBXKAM edeKTMBHO KomneHcye M. BucokoKkanopiltHa no ByrneBoAax i *Kupax i*a npakTmy-
HO no3b6assieHa 6i03acBOEHHA MarHito. [JM B Takii Ai€Ti NPOBOKYE HAKOMUYEHHA HAA/MLLKY BiCLLePasibHOTO XKUPY.
BiAKPUTUM 3a/IMLWAETLCS NUTAHHA MeAUKaMeHTO3HOT KoMmneHcauii M y AiTel Waaxom BUKOPUCTAHHS Npenaparis
Ha OCHOBI OpPraHiYHUX CONeN MarHito.

Kntouosi cnoBa: aediymT marHito, 4iT1, OXKMPIHHA, MeTaboNiIYHUI CUHAPOM.

IMPACT OF MAGNESIUM DEFICIENCY ON THE FORMATION OF OBESITY AND METABOLIC SYNDROME IN
CHILDREN (LITERATURE REVIEW)

Fastovets M. M., Hasiuk N. I., Kaliuzhka O. O., Artiomova N. S., Zhuk L. A.

Abstract. A sedentary lifestyle, fatty and high-calorie nutrition in recent years have led to a sharp rise in the
morbidity of obesity and other components of the metabolic syndrome in children and adolescents. During the
transition to adolescence, excess body weight, formed in childhood, is normalized only in some adolescents. In
many adolescents, obesity is complicated by insulin resistance, hyperlipidemia and arterial hypertension.

One of the reasons for the start of chronic inappropriate for age pathology is a violation of the micronutrient
balance in children. A certain spectrum of pathologies is associated with the deficiency of each micronutrient.
The development of insulin resistance and the problem of overweight at any age is associated, first of all, with
magnesium deficiency.

Magnesium, being one of the most important bioelements, is of particular importance for maintaining metabolic
functions of the body and preventing obesity. Magnesium ions are an essential cofactor of numerous enzymes
involved in the metabolism of carbohydrates and fats. Sufficient intake of magnesium from food and magnesium
preparations helps to normalize the sensitivity of tissues and cells to insulin, reduce hyperglycemia, hyperlipidemia,
lipid peroxidation and reduces the risk of metabolic syndrome.

Magnesium-deficient children and adolescents have a higher body mass index, stress level, and girls are more
likely to have menstrual disorders.

When diagnosing magnesium deficiency in the body, a simple determination of its level in the blood serum is not
always sufficient to diagnose hypomagnesemia. It is necessary to use other indicators of the content of magnesium
in the body (levels of magnesium in erythrocytes, lymphocytes, urine, hair, etc.).

The problem of magnesium deficiency in children is very difficult to compensate only by consuming certain
foods. Even modern plant foods can contain quite different amounts of magnesium, depending on its content in
the soil and the methods of growing plants. Even higher consumption of magnesium-enriched foods is not always
effective in compensating for magnesium deficiency. High-calorie foods in carbohydrates and fats are practically
deprived of magnesium bioavailability. Magnesium deficiency in a diet like this provokes the accumulation of excess
visceral fat. The issue of drug compensation of magnesium deficiency in children through the use of drugs based on
organic magnesium salts is open.
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38’A30K nyb6niKaujii 3 n1aHOBMMM HayKOBO-goCNiIA-
HUMM poboTtamu. [locnigKeHHA € GparMeHTOM NNaHOBOI
KOMM/IEKCHOI MixkKadeapanbHoi Temu Kadeapw aHaTOMii
noaunHn imeHi M. T. TypkeBuya i Kadeapu aHaTomii,
TonorpadiyHoi aHaTomii Ta onepatusHOI Xipyprii by-
KOBMHCbKOIO [IeP*KAaBHOTO MeAMYHOro YHiBepcUTeTy
«Ocobnumeocti mopdoreHesy Ta Tonorpadii cuctem i
OpraHiB y npe- Ta NOCTHaTa/IbHOMY Nepiofax OHTOreHe3y
NOAMHNY», HOMEpP AeprKaBHOI peecTpau,ii 0115U002769.

Bctyn. BuBYEHHA CTPYKTYPHO-OYHKLiOHANbHOI Op-
raHisauii NPUCIHKOBO-3aBUTKOBOrO OpPraHy AO4MHWU, 40-
Tenep He BTPAYa€ CBOEI aKTya/IbHOCTI Ta MA€E Ba*KAuBe
3HaYeHHA ANA NOAANbLUMX AOCAIAKEHD LWOAO NiKyBaHHA

ypoaskeHux Bag, po3suTKy (YBP). Cepeg, ycix YBP, o Tpa-
nasatoTbea B JIOP-npaktuui, YBP npnciHkoBo-3aBUTKOBOIO
opraHy ctaHoBnATb 50% [1]. Mpo HWMX MOXKHA rOBOPUTHU
TOZi, KONW NOMITHI 3MiHW LLLOAO CNPUNHATTA 3BYKY t0AM-
Hot0. Lle MOXyTb ByTV 3MiHU Y 30BHILLHbOMY, CEPEAHbO-
MY Ta BHYTPILLHbOMY BYCi, @ TaKOX TPanAsatoTbcA KOMbI-
HoBaHi abo noeaHaHi YBP.

YBP opraHy cayxy BUHWUKAOTb i3 4acToTolo npubams-
Ho 1:700-1:10000-15000 HoBOHapoarKeHux. HaluacTiwe
BOHM NPaBObIYHOI NOKaNI3aL|T; Y XNONUYMKIB BUABNSAIOTb-
cA, B cepeaHbomy, B 2-2,5 pasu vacTiwe, HiXK y gisyaT. Y
15% BMNaaKiB BUOKPEMIOKOTb CNaAKoBUI XapakTep YBP,
ay 85% — enizoanuHuii [2].
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3a gaHumu Bartel-Friedrich S. [3], yactoTta YBP BHy-
TPiLWHbOrO ByXa B OCib i3 YBP 30BHIilLHbOIO Ta cepegHboro
ByXa CTaHOBUTb 11-30%. TM He MeHLL, pPi3HKI embpiore-
He3 CTPYKTYpP 30BHILLUHbOTO, CEPEeHbOTO Ta BHYTPILLIHbOMO
ByXa CMPUYNHIOE BUHMKHEHHSA YBP 30BHiWHbOro abo ce-
penHboro Byxa 6e3 YBP BHYTpilIHbOro Byxa Ta HaBMaKu
[4].

Meta gocnigeHHA — MPOBECTU aHasi3 Ta y3arajib-
HEeHHA ArKepen niTepaTypu Wwono YBP 30BHiWHbOrO, ce-
pefHbOro i BHYTPILLHBbOrO ByXa, i 3aNpONOHYBaTH iX Kna-
cuoikauito.

Pe3synbratM pocnigreHb Ta iX obroBopeHHs. Ha
OCHOBI MPOBEAEHOro aHani3y Ax)epen HayKoBoi niTepaTy-
pu, Mun 3pobunn cnpoby ysaranbHUTK iCHytOUi gaHi Npo
YBP 30BHIilIHbOrO, cepeaHbOro Ta BHYTPILWHLOrO Byxa i
NPOMOHYEMO iX KnacuiKaLLito Ta TIyMayeHHs.

BywHi Baau (defectus auricularis), i 30kpema YBP
BYLUHOI paKoOBMHM MepeabayatoTb 3MiHy OpieHTaLji, no-
JIOXKEHHA, PO3Mipy UM PeNbeEPHOCTI BYLIHOI PAKOBUHMY,
BYLUHOI PaKOBMHM 33 OCHOBY MM B3A/M KnacudiKauito,
AKa byna 3anponoHosaHa . |. lastokom (1991), 3rigHo 3
AKOK PO3Pi3HAIOTL ABi PYNKY BaA;: i3 YPOAKEHOK HecTa-
Yyeto TKaHWHK Ta 3 i gedopmadieto. [aHy KnacuoikaLito
MW SONOBHWN | PO3LLMPUIN.

|. Bagu 30BHilLHbOrO ByXa:

1. Bagn BYLUHOI paKOBMHU 3 YPOAXKEHOK HecCTayeto
TKAaHUHU:

® QHOTIA — YpO4KEeHa BIACYTHICTb BYLLUHOI PAaKOBMHM
3 BIAKPUTMM CNYXOBMM XOZOM, NpU Yomy, BinbLicTb i3
bopm aHOTIl NOB’A3aHa 3 KOHAYKTUBHOK BTPATOO CAYXY;

® MIiKpOTifi — 3MEeHLUEeHa BYLUHA PaKOBMHA, AK NpaBu-
10, BUABNAETLCA MAZIMX PO3MIPIB BYLLUHA PAKOBMHA y MO-
€[HaHHi 3 aTpesieto cayxosoro xoay. Lla YBP 3a3Buyali
nos’sa3aHa 3 remigaLliaibHOK MiKPOCOMIEHD;

® HAABHICTb Ti/IbKM BYLUHOI YaCTO4KW;

® LIKiPHO-XPALLOBWUI BaNuK;

® OMyLleHa BYLIHA PAKOBUHa;

® 3rOpHYTa BYLUHA PAKOBMHQ;

e 3irHyTa BYLUHA PAaKOBUHQ;

N/10CKa BYLUHA PAaKOBWHQ;
BYLLUHA PAKOBWHa, LLLO BPOC/;
rodpoBaHa ByLIHa PaKOBUHa;
AedeKT BYLUHOI YaCTOUKM;

® BYLLIHA YaCTOYKa, Lo npupocna.

2. Baam ByWHOI pakoBUHM 3 il gedopmaliieto:

® MaKpoTia — 36i/blleHa ByLIHA paKoBMHa, 3a3BMYal
npu YBP HU3bKWIA BiACOTOK Bag 6yA0BM aHAaTOMIYHMX
CTPYKTYp BYLLHOI PaKOBUHMU;

e noniotia — 36inbleHa KiNbKiCTb BYLIHWX PaKOBWH,
npu ornAgi, Kpim HOPManbHOI BYLLHOI PAaKOBUHU, BUAB-
NAKTbCA A0AATKOBI, 4OCUTb YacTo AedOopMOBaHi, BYLLHI
paKoBUHU;

® FOCTPOKIiHLLEBE BYXO (BYXO caTMpa);

® KyTOnoZibHe Byx0 (Byx0 MaKaku);

e v dopmi Yyawi — 3a3BMYall ByLIHA PAKOBMHA HeBe-
JIMKMX PO3MIpiB, CKPYYYETbCA, HabyBatoun Takoi popmm
Yalui, picT BigdyBaEeTbCA foMnepeay Haf C/IYXOBUM XOA0M;

e IXCNAACTUYHE BYXO —aHOMania popmm Ta po3Tally-
BaHHA BYLUHOI PAaKOBWMHW, Kpai AKOI YBirHyTi BCepeamnHy,
3a3BMYall Taka popma nos’A3aHa 3 XPOMOCOMHMMM aHO-
Manismu;

e Byxa enbda — ByLIHA PaKOBWMHA rOCTPOi dopmu,
4aCcTo aHOMaNiA NPOABAAETLCA NPU CUHAPOMI Binbamca;

® BE/IMKMUI ropbok [apBiHa;

® PO3rOPHYTUI (CTPIUKONOAIGHWNI) 3aBUTOK;

® 33/1HA Hi¥Ka NpoTM3aBuTKa (Byxo LLTtansa);

® ByXa, LLLO CTUPYaTb;

® K/aMnoByXiCTb — BYLUHA pPaKOBWMHa pO3TalloBaHa
Ha 36inblUeHii BiacTaHi Big rosoBu Ta nig, 36inbweHnm
KYTOM BiZLHOCHO Yepena;

® BE/IMKA BYLLHA YACTOYKa;

* nepepaypuKynapHi (nepeasywHi) naninomu (go-
[OATKOBI BYLUHI PaKOBMHM, «BYLUHI MPUAATKU®);

® MonepeYyHuit po3TBip BYLLUHOI PaKOBMHU;

® MO3/0BXKHill PO3TBIP BYLIHOI YaCTOYKM.

3. AHOManii NONIOXKEHHSA BYLUHOI PaKOBUHMU:

® ANCTONIA BYLWHOI PAaKOBMHMU, AKi XapaKTepu3yeTbCA
aTunoBoto Tonorpadieto ByLHOT pakoBMHMU (ii noKanisaw,i-
€10 B HE3BMYHOMY MicCLij):

a) WiYHa BYLWHA PaKOBUHA;

6) WKiiHa ByLIHa pakoBMHa.

® Me/IoTiA — BYLUHA PAKOBMHA PO3TalloOBaHO 6aM3bKO
[0 LWOKM Yepes BiACYTHICTb CepeaANHHOI NiHii;

® HM3bKO PO3TALLIOBAHI ByXa — BYLUHi PAKOBWMHW PO3Mi-
LLLeHi HMXKYe NiHil, AKa NpoBeAeHa Bif, 30BHILHbOMO KyTa
oKa [5];

® CMHOTIA — BaJa PO3BUTKY, NP sIKi BHACNIAOK HeAo-
PO3BUTKY HUMKHbOI LLENENU BiAbYyBaETbCA 3MiLLEHHA BYX
(30BHILLHBOrO | CEepeaHbOro ByXa) LOCEPEAMHM i 3POLLEH-
HA IX NO cepeaHil NiHii Tina MiXK LUMEID | BEPXHbBOIO Liiese-
noto; Apyre 3Ha4YEeHHA — Lie 3POLLLEHHSA C/TYXOBUX KiCTOYOK
Mi¥ coboto.

4. Bagu 30BHILLIHbOIO C/IYXOBOrO X0A4y:

e areHesis (annasis) 30BHIWHbOrO C/YXOBOrO XO4y —
YPOAXKEeHA BiACYTHICTb 30BHILUHbOIO C/IYXOBOrO X04y, €
pe3ynbTaToM MnopyleHHs mopdoreHesy | i Il 396poBumx
ayr [6];

® aHKiNoTiA (aTpesia 30BHIWHbLOrO C/IYXOBOrO Xo4y) —
3apOLLEHHA 30BHILLIHBbOIO C/IYXOBOTO X0A4y.

5. Baau cnyxoBoi Tpybu:

e areHesis (annasia) cnyxoBoi Tpybu — ypoasKeHa Bia-
CYTHiCTb Clyx0BOi TpybMu.

6. IHWi YBP 30BHIiLWHbOrO ByXa:

e rinonnasia (He4OPO3BMHEHHSA) 30BHILLUHBbOTO BYXa;

® nepeAByLUHa KiCTa;

* nepeaByLwHi (6inABYLWHI) HOpPUL — X0AM, WO CAino
3aKiHYYIOTbCA, BUBIAHI NPOTOKM AKMX PO3TalloBaHi 6ins
OCHOBW BUCXiQHOI YaCTMHW 3aBMTKa nonepesy Ko3eska
ab0 BYLUHOT YacTOUYKM. 3aKiHYyeTbCA HOpULA Bina xpawa
CNYXOBOrO X0y, PaKoBWHW Byxa abo 6ina 3aBuTKa. LA
YBP 3ymoB/ieHa HEMNoBHWM 3polleHHAM | 356poBoi
LLiIMHMN.

Hapasi BuainaoTb Tpy pisHi Knacudikauii YBP 30-
BHiLLHbOrO BYXa, HAaM3PYYHILWO 3 AKMX AN1A OTOPUHONA-
puHronoris-xipypris € Knacuoikauis Mapkca (1926).

C. H. NanueHko (1969) BMAinsaB NOKanbHi Bagwm, rino-
nnasito Ta AM3reHesito opraHa ciyxy (Nerkui, cepeaHin,
BaXKKWI CTyMNeHi BayKKOCTi), @ TAKOXK 3MillaHi TMnu.

3a knacuoikauieto R. Tanzer (1960) suainstoTb 5 cTy-
neHis YBP 30BHiWHbOro ByXa:

| cTyniHb — aHOTIA.

Il cTyniHb — NoBHa rinonnasia (MikpoTis):

e A — 3 aTpesi€ro 30BHILLHbOIO C/IYXOBOrO X04Y;

* B — 6e3 aTpesii 30BHiLLHbOro C/IYXOBOro XoA4y.

Ill cTyniHb — rinonnasia cepefHbOi YaCTUHU BYLUHOI
PaKOBUHMU.

IV cTyniHb — rinonniasia BepXHbOi YaCTUHM BYLUHOI pa-
KOBUHMU:

e A —3aBepHyTe BYXO;

e B —Bpocne Byxo;
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e C—noBHa rinonnasis BepXHbOI TPETUHM BYLUHOI pa-
KOBUHMU.

V CcTyniHb — KNANoBYXiCTb.

H. F. Schuknecht (1993) y cBoiit Knacudikauii po3ainsae
aTpesii C1yxoBoro xoay Ha 4 Tunu:

Tun A — aTpesia XpALLOBOro C/1lyXOBOTO X04y.

Tun B — aTpesia aK y XpALWoBoOMYy, TaK i B KiCTKOBOMY
BifZiNax CNyxOBOrO XOAY, PEECTPYHOTb 3HUMKEHHA CNYXY
II-11l cTyneHis.

Tun C — BCi BMNAAKM CNyxOBOI aTpesii.

Tun D — noBHa aTpesia cAyxoBOro xoAy 3i cnabkoto
NHEBMATU3ALLIEI0 CKPOHEBOI KiCTKM, LLLO CYNPOBOAKYETb-
€A aHOMaNbHot Tonorpadieto KaHany NMUEBOro Hep.a i
Kancynv nabipuHTa.

He3Barkatoum Ha pPISHOMAHITHICTb NpeaCcTaBNEeHNX
Knacuoikauiii, 6inblWicTb OTOPUHONAPUHIONONB BiA-
OatoTb nepesary Knacuodikauii Mapkca (1926), 3rigHo 3
AKOIO BUAINAOTL 4 cTyneHi YBP 30BHiWHbOrO Ta cepes-
HbOrO ByXa.

| cTyniHb — rinonnasia ByLUHOI PaKOBUHM.

Il cTyniHb — gedopmalia ByLIHOI paKOBUHM.

Il cTyniHb — BYLWHI PAaKOBMHW Yy BUINALI MaNe€HbKOIo
pyAVMEHTa.

IV — noBHa BiAgCYTHICTb BYLWHOI pakoBWUHM [6].

HesBaxatoum Ha pisHi Knacudikauii, Ta CTyneHi Tax-
KOCTi YBP 30BHIiWIHbOrO ByXa, iCHYE BiACOTOK, PO3BUTKY
Baz, iHLUIMX YaCTUH ByXa HA OCHOBI HAABHMX Baf.

Tak, 3rigHo 3 BucHoBkamu Chen K. et al. [7], npo YBP
30BHilIHbOrO Byxa 1 cTyneHa (KnacudikoBaHi 3a Mapk-
com (1926)) 6yno BuaABAEHO [0AATKOBI Bagy 3MiHHOrO
CTYyneHA Ta YacToTW, WO BN/IMBAOTb HA CNYXOBI KiCTOYKM
(6-33%), Kpyrne Ta oBasbHe BiKHO (6-15%), NHeBMaTK3a-
Lit0 cOCKONoAibHMX KOMIpPOK (15%), NPOXOAKEHHA AnLe-
BOro HepBa (36%) Ta 30BHILLHIl cayxoBuit Xia, (42%).

Etionoria YBP Byxa [oCi MOBHICTIO HE AOCAIAMKEHa.
OAHWM i3 HAMAMBHIWNX DAKTIB € Te, LLLO KiNbKICTb XBOPUX
Ha 10000 HaceneHHs MOKe 3MiHIOBaTUCb BiAHOCHO Ha-
raTbOX YMHHMKIB. TaK, OKpeMi JocnigHUKM [6] cTBepaKy-
10Tb, L0 MOLUMPEHICTb XBOPOOU MiK perioHamm moxke
BapitoBatn B merkax Big 0,83 po 17,4 Ha 10000 HOBOHa-
poArKeHUX. 3a IXHIMM TBEpAKEHHAMM NOLWMNPEHICTb Binb-
Wwa cepen NaTMHOAMEPUKAHLiB, a3iaTiB, KOPIHHMX ame-
PVKaHL,iB, @ KPiM LbOro Ba*K/IMBI AOKa3n MiATBEPAKYIOTb
BM/IMB €KONOTYHUX T TEHETUYHMX NPUYMH HA PO3BUTOK
BaA,. YaCTKOBO MOXHA BUAIIUTU | BMJIMB HEFAaTUBHUX 3BU-
YOK MaTepi Ha PO3BMTOK MA0AQ, LLO TAaKOXK MOXKe Npwu-
3BecTu 8o YBP.

AKWO roBOPUTN MPO CBITOBY CTAaTUCTWMKY MO Pi3HUX
perioHax, To 3a @HUMK HM3KM aBTopiB [8-13], aki gocni-
OXKyBann YBP y pi3HMX TOUYKaX 3€MHOI Ky/li, MOXHa CKa-
3aTK, WO BOHA AYrKe Pi3HUTbCA. TaK, 3a IXHIMW JaHUMU:

YactoTta aHorii: y ®paHuii — 0,4:10000; y LWsewji —
0,2:10000; y ®iHnangii—0,2:10000; B Itanii—0,3:10000; y
Kutai—0,7:10000; y Yumni — 0,5:10000; y MNisgeHHIN Ame-
puui —1,6:10000.

Yactota mikporTii: y ®paHuii — 0,4:10000; y Lseuii —
1,8:10000; y ®iHnaHaii—4,1:10000; 8 Itanii—1,2:10000; y
Kutai — 0,7:10000; y Yuni — 8,3:10000; y MiaeHHi Ame-
puui —1,6:10000.

YBP cepefHbOro Byxa MOXHa MOAINNTM HA 3HAYHI, Ti
LLLO NOB’A3aHi i3 3a/1y4eHHAM 6apabaHHOI NepPeTUHKK Ta
30BHIiLLHbOrO ByXa, abo TaK 3BaHi HeE3Ha4Hi, TOBTO NOLLKO-
OMKEHHSA TiNbKW CKNaA0BUX cepeHboro Byxa [14].

1. Bagu cepegHbOro Byxa:

e rinonnasia (He4OPO3BMHEHHA) CKNALOBUX cepen-
HbOFO ByXa — XapaKTepPU3YETbCA HeA0PO3BUHEHHAM ba-

pabaHHOI MOPOXKHWUHM | CNYXOBUX KiCTOYOK, BiACYTHICTIO
3’€AHAHHA MiXK C/IYXOBMMM KiCTOUKaMM, YacTille MixK Mo-
JIOTOYKOM Ta KOBAZE/IKOM; YaCTO MOEAHYETLCA 3 MIKpO-
Ti€EO | HELOPO3BUHEHHAM 30BHILLIHLOIO C/IYXOBOTO X0Ay.

Hacnigku YBP cepegHboro Byxa MoxyTb 6yt pi3Hu-
MW, BOHW BapitotoTbCs Big, 3MiHEHOT KoHoirypau,ii Ta pos-
Mipy 6apabaHHOi NOPOXKHMHU A0 3MIHW KiNbKOCTI, po3-
Mipy Ta KOH®Irypauii ciyxoBuX KiCTOYOK. TaK Camo icHye
BiporigHicTb aHOManili Kpyrnoro Ta OBa/IbHOTO BiKHa,
X04a BOHM i 3ycTpiyatoTbeaA pigro. Halinowwperiwoto YBP
cepefHbOro Byxa € i3onboBaHa fedopmals KicTKoBOI
CTPYKTYpW CTpemiHuA, Wwo nepeabayae moro Haabyaosy
Ta TpMBanui anodis Kosagesnka [14].

Y 1993 pouj Teunissen E. B. i Cremers W. R. [15] cTBo-
puaun knacudikauito YBP cepegHboro Byxa, AKy OTOPUHO-
JIAPVHION0rM BUKOPUCTOBYIOTb i JOCi:

1. AHKino3 abo i30/1b0BaHO-ypoarKeHa dikcaLis cTpe-
MiHUA:

1.1. dikcauia BEpXHbOI YaCTUHW.

1.2. dikcaLia HUKHbOT YaCTUHW (OCHOBM).

2. AHKiNO3 cTpemiHuAa, NOeAHaHWUM i3 iHWMMK YBP
C/IYXOBUX KiCTOYOK.

2.1. YBP koBagenka i/abo monotouka, abo annasia
[0BroOi HIYKKW KOBaAe/Ka.

2.2. ®ikcauin KiCTKOBOI CTPYKTYpU mosioTouKa i/abo
KoBaeskKa.

3. YBP cnyx0oBMX KiCTOUOK 3 pyXOMOK OCHOBOHO (HUMK-
HbOIO YaCTUHOHO) CTPEMIHLA.

3.1. Po3puB (po3xoarkeHHs) naHutora (3’eAHaHHA)
CNIYXOBWX KiCTOYOK.

3.2. ®ikcaujia B 6apabaHHOMY npocTopi.

3.3. ®ikcauia B HapgbapabaHHOMY 3aKyTKY.

4. YpoparkeHa annasia abo yacTkosa Ancnaasia oBasb-
HOrO i KPYri0ro OTBOpIB.

4.1. Annasis.

4.2. Qncnnasia.

4.3. ONyLWeHHA N1LLEBOrO HepPBa.

4.4. TMynbcyoya cTpemiHLeBa apTepia (MoLWKnpeHicTb
cTaHoBuTb Big 0,02 no 0,48% cepepn HaceneHHs).

IHWi HekicTkoBi YBP cepenHbOro Byxa, Ha AKi cnif,
3BEpHyTK yBary:

1. YpoarkeHi nepunimobatnyHi dictynu.

2. Bucoko po3TtalioBaHa speMHa LubyanHa.

3. Abepalin BHYTPiWHbOI COHHOT apTepii [14].

Binbwictb i3 uux YBP mae reHeTuyHe niarpyHTA.
YsepTb i3 HMX L& HACAIAKM rEHETUYHUX CUHAPOMIB TaKUX
AK cuHgpom KpysoHa, cuHapom Kninenna-®eiins abo
cuHapom MNoatidepa Ta BOP cMHApPOM, TaK 3BaHUI HBpaH-
xiooTopeHanbHui cuHapom [9].

Cratuctuka YBP cepenHboro Byxa y CBiTi:

1. AHKiNno3 abo i30/1b0BaHO-ypoArKeHa diKcalis cTpe-
miHua — 30,6%.

2. AHKINO3 CcTpemiHuAa, NOeAHAHWUM i3 iHWwKMmKn YBP
CNYXOBUX KicTOUOK — 38,1%.

3. YpoayKeHi aHomanii CryxoBuMX KiCTOUOK i3 pyXomoto
OCHOBO (HUMKHbBO YaCTUHO) CTpemiHua — 21,6%.

4. YpoaxkeHa annasis abo YacTKoBa AMcnnasis oBasib-
HOro i Kpyrnoro oteopis —9,7% [14].

11l. Bagu BHYTpilWHbOrO ByXa:

® ypoayKeHa rnyxota.

IV. KombiHoBaHi YBP npuciHKoBO-3aBMTKOBOrO opra-
HY 3 iHWKMK YBP:

AHomanag | 3a6poBoi ayru (OMIM 164210; cuH.:
[onbaeHxapa CMHAPOM; AM30CTO3 LLLeNIEeNHO-NLEBUA O
HOBiIUHWIA, cuHapom | 3a6poBoi ayru, remidauiianbHa mi-
KpOCoMisn) — ogHOBIYHE HELOPO3BMHEHHSA KICTOK NNLLEBO-
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ro yepena (HUXKHbOI | BEPXHbOT LLlesen, BUIMYHOT KiCTKK),
HEIOPO3BMHEHHA M’'IKUX TKAHWMH 06/1Muun (3KyBasbHUX
M’A3iB, BE/IMKMX CANHHMX 3a103). Y 100% BMNaaKiB BU-
ABNAETbCA annasia, rinonniasis abo iHwWi aHomanii ByLHOT
PaKOBWMHM; 30BHILLHI/ CAYXOBWUIA Xig, moxe ByTw BiacyT-
Hil. Y 95% crnocTepeskeHb CnocTepiratoTbcs nepesaypu-
KYNIAPHI Nanifiomn. TakoX MOXKYTb TPANAATUCA aHOMANIi
opraHy 30py, 30KpemMa MikpodTanbmis, KicTu 11 kKonobomm
palify»KK1 Ta CyAMHHOI 060/I0HKM, KOCOOKICTb. O6/1Myun
aCMMETPUYHE, OYHA LWiNMHA 3 BOKY ypaxKeHHA po3mille-
Ha HUXKYeE, HiX 3 iHLWOoro 340poBoro 60Ky. BHacniaok rino-
nnasii MiMiYHMX M’'si3iB CTBOPIOETHCA BPaXKEHHN HasBHOI
MakpocTomii. ¥ 90% BUABNAETbCA MOPYLIEHHA MPUKYCY,
y 95% — rinonnasia HUXKHbOI | BepXHbOI Wenen. OnucaHi
BMNaAKK areHesii nereHb 3 6OKy ypaxeHHsa. MonynaujiiHa
yactoTa — 1:5600 [9].

AHomanag | i Il 3a6posux ayr (OMIM 601452; cuH.:
OKY/N10-aypiKyn0-GPOHTa3aNbHbIN CUHAPOM; HEKPOTUY-
Ha Aucnnasia) — ue ogHobiYHe He4OPO3BUHEHHSA KiCTOK
IMLEBOro Yepena (HUKHbOT | BEPXHbOT Lenen, BUANYHOI
KiCTKM), KOCUI NPUKYC, HEAOPO3BUHEHHA M’ AKUX TKAHWUH
06M4Us (3KyBaNbHUX M’SI3iB, BENIUKMX CAMHHUX 3a/03),
MAKPOCTOMifl, BiACYTHICTb BYLUHOI PAKOBWHWU i 30BHiL-
HbOTO C/IYXOBOTO X0OAY, LWiNMHW rybu i nigHebiHHsA, eHue-
danouene [10].

BpaHxiooTopeHanbHuit cuHgpom (BOR; cuH.: Menb-
HWKa-Ppasepa CMHAPOM) — LUE ABTOCOMHO-LOMIHAHT-
HUA CUHAPOM, LLO XapaKTEePU3YETbCA CEHCOHeBpasib-
HOO, MPOBIAHMKOBOIO abO 3MilAHOK BTPATOKD CAYXY,
CTPYKTYPHUMU AedeKTaMn 30BHILIHbOMO, CepeaHboro
Ta BHYTPIWHbOIO Byxa, 3A6pOoBMMK CBULLAMK abo Kic-
TaMM Ta NOPYLIEHHAMW PYHKLIT HUPOK, NOYMHAIOYM Big,
Nerkoi rinonnasii i 3aKiHYyouM MOBHOM iX BiACYTHICTIO.
BOR1 (OMIM 113650) CnNpUYMHEHUIA TETEPO3UTOTHOM
MyTaujeto reHa EYA1 Ha xpomocomi 8g13. BOR2 (OMIM
610896), cnpuumMHeHnin myTauieto reHa SIX5 Ha xpomoco-
Mi 19913. Y 40% nauieHTiB 3 BOR € myTauii reHa EYAL, ay
5% — myTauii reHa SIX5.

BbpaHxiooTuuHmii cuHgpom (BOS; 6paHxiooTMYHa
AMcnNasin) — KAiHIYHI NPOABM TaKi X fAK i B 6poHXiooTo-
peHaibHOMY CUHAPOMI ane 6e3 yparkeHHs HMpoK. BOS1
(OMIM 602588) 3ymoBneHunin myTalieto reHa EYA1 Ha
xpomocomi 8g13. BOS2 (OMIM 120502), siKkuit 3ymoBne-
HUI MyTaLieto Ha xpomocomi 1, i BOS3 (OMIM 608389),
AKUIA 3ymOBNEeHWI MyTauieto reHa SIXI Ha 14923. Tun
ycnazKyBaHHA — aBTOCOMHO-A0MiHaHTHMIA [11].

CuHngpom CHARGE (OMIM 214800; cuH.: Xona-XiTHe-
pa CMHAPOM) — Lie aKPOHIM, AKMIA NOeAHYE B cobi: Konobo-
My, aHOManii cepuA, aTpesito XoaH, 3aTPUMKY ¢i3nyHoro
PO3BUTKY, aHOMaIi CTaTEBUX OPraHiB Ta Baau PO3BUTKY
BHYTPILLHbOIO ByXa i CiTKiBKM. BUMKAMKaHWIA reTeposu-
rOTHOK MyTaLi€to B reHi CHD7 Ha xpomocomi 8q12. Tun
ycnazKyBaHHA — aBTOCOMHO-A0MiHAHTHUI [12].

CuHgpom HeHca — pisHOBMA, CNaaKoBMX aHOManin
CepeHbOro i BHYTPIWHbOrO BYyXa: ypOAXKeHa MyXoTa,
AKa NepeBa*KHO NPU3BOANTL [0 NTYXOHIMOTK, NOPYLUEH-
HA 3BYKOMPOBIAHOCTI Ta OpraHy piBHOBAarun; BUABNAETbCA
TifIbKM B 0Ci6 YonoBiyoi cTaTi. KniHiuyHi cumnTomm 3ymos-
NeHi pikcauieto oCHOBM CTpeMiHLA B cepeaHboMy BYCi Ta
aHOManiAMM PO3BUTKY NabipMHTY BHYTPILWHBLOTO ByXa.
YcnaakyBaHHA — 34ensieHe 3 X-XPOMOCOMOO, MOMK/IMBO
peLecuBHe.

CuHapom Tpiuepa-KonniHza (TakoxK Ha3MBAKOTb HUXK-
HbOLeNenHo-TMLEBMM AU30CTO30M) — PiZKiCHE ypoasKe-
He MOpPYLUEHHA 4YepernHo-MLEBOrO PO3BUTKY, AKE MAE
pi3Hi peHOTMMNOBI NPOsBU.

KomnneKc cnafikoBux LenenHo-IMLeBNX aHOManin,
AKi nos’s3aHi 3 gedektom | 396poBOI Ayrun: cnIoWEHHA
HOCO-71060BOr0 KyTa, aHTMMOHTIONOIAHUI PO3pi3 ouei
(89%), pBobiuHa rinonnasia BUAWYHMX KicTOK (81%) i
OYHMX AAMOK, KOIOBOMM HUKHIX MOBIK (69%), rinonnasia
Tina abo riIkn HUKHBOI Wenenn (78%), aHomanii ByLUHUX
pakoBuH (77%), «nTawmHe obanyysa» abo «punb’sue 06-
nvyyax». TpannaeTbea rinonnasia BepxHbOI wWwenenu; Ao-
CUTb YaCTO BUABAKOTLCA aTpe3iA 30BHILLUHbOIO C/TlYXOBOTO
xoay (36%) 3 yacTkoBOlO abo MoBHOW rayxoToto (40%),
BiACYTHICTb Bili HMXHbOI MoBiKM (53%), wWinvHa nigHe-
6iHHA (35%), MaKpPOCTOMIA, BIAKPUTUI NPUKYC; Y AEAKUX
BMMNaAKaX BiAMIYa€eTbCA PICT BOMOCCA Ha LWoOKax (26%),
aTpesia x0aH, nepeaByLWHi GicTyau, BiACYTHICTb NpUBYLL-
HWUX C/IMHHUX 330103, MiKpodTanbmif, KoNo6oMM BePXHbOI
NOBIKW i panay*KKkn, eksodTanbm, YBP cepus i KiHLIBOK,
rinonnasis 3y6is, CMHOCTO3M MPOMEHEBOI i NiKTbOBOI Kic-
TOK, KpunTopxiam Towo. Y 5% Bunaakis BM3HAYAETbCA
pPO3yMOBa BiACTaNiCTb. TUN ycnagKyBaHHA — aBTOCOMHO-
[OMIHaHTHMI 3 BUCOKOH NMEHETPAHTHICTIO Ta Pi3HOO eKc-
npecusHicTio [9].

binbwe 50% BMNagKiB € CNOPAAUYHUMU MyTaLLIAMM,
Xo4ya cimenHi BMnaakm gobpe Bigomi. Mpu cimeltHomy
cuHgpomi  Tpivepa-KonniHza Halbinblw nowMpeHnm
TUNOM YCNagKyBaHHA € aBTOCOMHO-AOMIHAHTHUWA. CUH-
apom Tpiyepa-KonniHza-1 (TCS1 OMIM 154500) Bu-
K/NMKaHWI reTepo3nroTHoto MyTauieto B reHi TCOF1 Ha
Xxpomocomi 5g32. CuHapom Tpiyepa KonniHza-2 (TCS2;
OMIM 613717) BUKAMKAETbCA MyTalieto B reHi POLRID
Ha xpomocomi 13ql2. CuHgpom Tpiuepa KonniHza-3
(TCS3; OMIM 248390) BMKAMKAETbCA MyTaLi€El0 B reHi
POLR1C Ha xpomocomi 6p21. CuHgpom Tpivepa Konnix-
3a-4 (TCS4; OMIM 618939) BMKAMKAETbCA MyTaLi€l0 B
reHi POLR1B Ha xpomocomi 2q14.

Cungpom otofaciocervical (cuH.: OFC; OTFCS) — ue
NOEAHaAHHA TYrOBYXOCTi 3 aHOMaifAMM 30BHILLHbOTO ByXa:
NOpyLEeHHA NOBITPAHOI i KiCTKOBOI 3BYKOMPOBIAHOCTI,
YBP BYLWHOI paKOBUHW, NpeaypuKynIapHUMM HOPULAMM,
CKENIETHUMM aHOMaANIAMM, TaKUMK K aedeKTn xpebLis,
HU3bKO PO3MILLEHUMM KAYULAMK, KPUAoNoaibHMMM
nonatkaMu, NOXMAMMMK JIoNaTKaMM Ta JIerKOK PO3yMO-
BOlO BiacTanicTio. Tun ycnazKyBaHHA — aBTOCOMHO-A0-
MiHaHTHUI. OTFCS1 (OMIM 166780) BUKAWKaHWIA MyTa-
uieto reHa EYA1 Ha xpomocomi 8g13.3. OTFCS2 (OMIM
615560) BUKAMKaHWI MyTaujieto reHa PAX1 Ha XpOMOCOMi
20p11 [13].

CuHgpom B’lopHctaga (BJS; OMIM 262000) — ue
ABTOCOMHO-pELLeCMBHE 3aXBOPIOBAHHA, LLO XapaKTepwu-
3YETbCA HelpoceHcopHot rayxoToto i Pili torti. BTpata
cnyxy ByBae ypoaKeHot i pisHOro ctyneHa TaxkocTi. Pili
torti (cKpyyeHHs BonoCCA), CTaH, NPU AKOMY CTEPXKHI BO-
NIOCCA 3MNALKYIOTbCA 3 HEperynapHUMU iHTepBanamm i
3aKpyuytoTbea Ha 180 rpagycis Big, HOpManbHOI OCi, WO
pobuTb BONOCCA Ay¥Ke NaMKUM, 3a3BUYalt PO3MI3HAETbCA
B PaHHbOMY AUTUHCTBI [16].

CuHapom ByXO-nigHe6iHHO-NanbLeBui
(otopalatodigital; abo »k OPD syndrome) — Byxo-nigHe6iH-
HO-MaNbLEeBUA CMHAPOM-1 € 0ogHUM 3 4 ByXO-NigHe6iHHO-
nanbLEBUX CUHAPOMIB, CMPUYMHEHUX MYTALAMM reHa
FLNA. Bagym, AiKki BKAtoYatoTb B cebe dpoHTOMeTadisapHy
aucnnasito (OPD1; OMIM 305620), a TaKox ByXo-nia-
HebiHHOo-NanbLesuit cuHapom-2 (OPD2; OMIM 304120)
Ta cuHgpom MenbHika-Tonga (MNS; OMIM 309350),
CTaHOBNATb deHoTUNiYHMI cnekTtp. Mpu nerkomy npo-
ABi cMHApPomy B 4ooBiKiB 3 OPD1 € winvHa nigHebiHHA
Ta He3HayHi aHOManii cKkeneta 3 NPOBIAHO [NYXOTOHO,
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CNPUYMHEHOK aHOMANIAMM KiCTOYOK CepefHboro Byxa.
OPD xapaKTepu3yeTbcA reHepani3oBaHOK CKeeTHO
ancnnasieto, ryxototo Ta YBP ceyoBo-cTaTeBMX OpraHis.
Yonosikm 3 OPD2 matoTb aHOManii Yepena, YBP 3agHboro
MO3KY, CepLA, KMLIEYHNKA Ta HMPOK, AKi 4acTo Npu3Bo-
OATb A0 NepuHaTanbHOI cmepTi. HaiBaxuuii deHoTmn,
MNS, xapaKTepu3yeTbCA MHOMWHHOIK CKEeNEeTHOW AMUC-
NNasi€to y reteposmnroT. B yparkeHmnx 4onosikis Tpanna-
H0TbCA TAXKKI YBP, NoAibHi 4o TWX, WO TpanaaoTbea B oCib
3 OPD2, siki npn3BoAATb A0 BHYTPILUHbOYTPOOHOI 3armbe-
Ni abo cmepTi B nepLui KinbKa micauis utra. Tun ycnag-
KYBaHHS — X-34enieHunit 4oMiHaHTHuUI [17].

CuHgpom PypmeHa-PypmeHa — cnagKoBa aHOMa-
NiA C/lYyXOBOrO amnapaty: TyroByXicTb abo NOBHa FyxoTa,
WO CNPUYMHEHI QHOMANIAMM PO3BUTKY BHYTPILIHBOrO
BYXa; BUABNAETbCA AePOopmalLiis Ta HMU3bKE PO3MILLEHHS
BYLUHWX PAKOBMH (MOTOBLUEHHA 3aBMTKA, MIKpOTis), AO-
CUTb YacTo crnocTepiratoTbcA 0AHOGIUHI dicTynn Ha wui
(3aTpumKa iHBOMIOULIT 3596p0oBUMX Ayr). Y 75% BMnaakiB —
04HO 4M ABO6IYHI NepeABYLUHI AMKM, @ Y AEAKNX XBOPUX
— nepeagyLHi NpUAATKW, 3a3BMYa ABOOIYHI, a TAKOXK
376p0oBi HOpPULL. B OKpemmx crnocTepexeHHAX nepeasyLu-
Hi AMKM 3’€QHYIOTBCA 3 NOPOKHMHOK CepeaHbOoro ByXa i
30BHILWHIM clyXxoBMM Xog0M. Mpun LboMy CUHOPOMI Bia-
MIYa€ETbCA aBTOCOMHO-A0MIHAHTHE YCNaZKyBaHHA.

CuHgpom Ewepa-Xipta — xapaKTepusyeTbcs MNOEA-
HaHHAM TaKMUX CNALKOBMX aHOMaiN AK ABOBGIYHA TyroBy-

XiCTb, KA 3yMOB/IEHa aHOManNiAMM PO3BUTKY CepeaHbOro
Byxa (aHKifno3 cyrnoba MixK KOBaZe/IKOM i CTpeMiHLEM),
rinepnnaasia BYWHOI YaCTOYKWU; aBTOCOMHO-AOMIHAHTHE
ycnaakysaHHA [9].

BucHoBKMW.

AHOManIi opraHa cnyxy BUHMKAKOTb i3 YacTOTO Npu-
6113Ho 1:700-1:10000-15000 HoBOHapoOAKeHUX. IX Hali-
yacTiwa /oKanisauis — npaBobiyHa, CNiBBIAHOLWEHHSA
YONOBIYOI i XiHOYOI cTaTi cTaHOBUTL 2-2,5:1. ETionoriyHo
15% Bunaakis matoTb cnagKkosuii xapaktep YBP, a 'y 85%
— eni3oguyHuii.

YBP npuCiHKOBO-3aBMTKOBOrO OpraHa 4acTo NMoEAHY-
I0TbCA i3 Pi3BHOMaHITHMMKM YBP KiCTOK Yyepena Ta MO3KY,
TOMY MpU BUAB/MEHHI OCTaHHIX, HeobxigHa peTenbHa Aja-
rHOCTWKa BigNOBIAHUX CTPYKTYP N104A YM HOBOHAPOAKe-
Horo.

Halbinbw posnosctoaxkeHow YBP cepeaHboro Byxa €
aHKINO03 CTPEMIHLA, MOEAHAHWI i3 iHWKMK YBP cnyxoBux
KicTo4oK — 38,1%.

MepcneKTMBM NoganblumMx pocnigKeHb. BigomocTi
WoA0 nepeaymoB MOMAMBOIO BUMHUMKHEHHA YBP npu-
CiIHKOBO-3aBMTKOBOIO OpraHy MoXyTb ByTM OCHOBO A/1A
po3p06KKM cnocobis xipypriuHoi KopeKLii i NikyBaHHSA 3a-
XBOPHOBaHb CKN3aA0BMX 30BHILLUHbOrO, CEPeAHbOro i BHy-
TPILWHbOrO ByXa.
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OHTONOrIA YPOAXKEHUX BAL PO3BUTKY NMPUCIHKOBO-3ABUTKOBOIO OPTAHA

Xmapa T. B., Pusuunuyk M. O., Yndypko I. T., bBatpaHoscbKa C. O., lNMeTptoK A. €.

Pestome. Cepep, yCi€ei ypoarkeHoi naTonorii, Wwo Tpanaatotbes B JIOP-npakTuLi, ypoarkeHi Bagn po3sutky (YBP)
NPWCIHKOBO-3aBUTKOBOTO OpraHy cTaHoBAATb 50%, TOMy BMBYEHHA CTPYKTYPHO-PYHKLIOHANbHOI opraHisauii npu-
CiIHKOBO-3aBMTKOBOIO OpraHy /0AMHN, AOTENep He BTPAYa€ CBOEI aKTya/IbHOCTI Ta MA€E BaXK/IMBe 3HAYEHHA AnA no-
DANbLUIMX JOCAIAMEHD WOA0 NiKyBaHHA YBP.
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YacToTa aHOMai BHYTPILIHbOrO ByXa Yy 0Cib i3 YBP 30BHilLHbOrO Ta cepeaHboro Byxa CTaHoBUTb 11-30%. Tum
He MeHLU, Pi3HNI1 embpioreHes CTPYKTYpP 30BHILLIHbOrO, CEPEAHBOTO Ta BHYTPILUHBOrO ByXa CNPUYNHIOE BUHUKHEHHSA
YBP 308BHilWHbOro abo cepeaHboro Byxa 6e3 YBP BHYTpilLHbOro Byxa Ta HaBMakKu.

ETionoria geaknx YBP 30BHiWHbOrO, CepeAHbOro Ta BHYTPILWHbOrO ByXa AOCi MOBHICTIO He BMBYEHA i LUMPOKO
Bapitoe Big, 0,83 £o 17,4 Ha 10000 HoBOHapoaKeHMX. [loKa3aHO BN/IMB €KONOTIYHMNX Ta TeHETUYHUX YUHHUKIB HA PO3-
BMTOK aHOMailh NPUCIHKOBO-3aBUTKOBOTrO OpraHy JtoAnHWU. YaCcTKOBO MOXKHa BUAIANUTY | BNAWMB HEFAaTUBHUX 3BUYOK
MaTepi Ha PO3BMTOK M10A3A, WO TAaKOXK MOXKe NMPU3BECTU A0 BUHUKHEHHA AaHUX aHOMaANIN.

Mpy MeanKo-reHETUYHOMY KOHCY/NbTYBaHHI HeobXxifHO 3ibpaTh peTesbHUI aHamHe3 BariTHOCTI, Ta 3’AcyBaTH
YMHHWEKM, LLLO Maau BRIMB HA NJIA Nif Yac BariTHOCTI (NpUMom meanKaMeHTO3HUX NpenaparTis, BNMB BipyciB, 6aK-
Tepil, rpnbKiB, HasBHICTb LWKiAAMBUX 3BMYOK MaTepi i 6aTbKa, TPaBMM, LlYKPOBUIA AiabeT TolLo), AKi 4ONOMOXKYTb
BCTQHOBUTU iXHili eTionaToreHes. TakoX CAig, NPOBOAMUTU OLLIHKY CTUHT an3embpioreHesy MLEBOro Ta MO3KOBOTO
yepena AUTUHK, Wo6 BU3HAUMTM HAABHICTb UM BIACYTHICTb CYNyTHIX aHOManil. MNicna BCTaHOBNEHHA nepenbayysa-
HOro ZiarHo3sy, HeobxifHa paHHA KOMMNEKCHA OLiHKa crnevianicTis, BKAtoYatoumn JIOP-nikapa, HeBposiora, reHeTuKa
[ONA BU3HAYEHHA NOAANbLIOT TAKTUKM NIKYBaHHA NATO/OriT NPUCIHKOBO-3aBUTKOBOIO OpraHy.

Ha ocHoBI NnpoBeaeHOro aHanisy gxepen nitepatypu 3pobaeHa cnpoba ysaranbHUTH icHyto4i BigomocTi npo YBP
30BHIiWHbOrO, CEPeAHbOro i BHYTPILWHbOrO ByXa, 3aNPONOHOBAHA iXHA Knacudikauia Ta TAyMayeHHA CMHAPOMIB, AKI
CYNnpoBOAKYOTbCA YBP NpUCiHKOBO-3aBUTKOBOIO opraHy. OCTaHHI MOXKHa pPO3A4iAUTH Ha TUNOBI (CaMOCTiliHi HO30/10-
riyHi ¢opmu) i aTMnoBi (KOMBIHOBAHI 3 IHWMMM aHOMaNIAMM YN 3aXBOPOBaHHAMM). [laHa KOPOTKA XapaKTepUCTMKa
HalnoLWKPEeHILNX CNafZKoBUX CUHAPOMIB i3 YBP opraHa cayxy.

KnrouoBi cnoBa: ypoarKeHi Baau po3BUTKY, 30BHILUHE BYXO, CEPeAHE BYXO, BHYTPILLUHE BYX0O, PO3BUTOK, t04MHA.

ONTOLOGY OF CONGENITAL MALFORMATIONS OF VESTIBULOCOCHLEAR APPARATUS

Khmara T. V., Ryznychuk M. O, Chyfurko I. T., Batranovska S. O., Petriuk A. Ye.

Abstract. Among all congenital pathologies that occur in ENT practice, congenital malformations (CM) of
the vestibulocochlear apparatus form 50%, thus the study of the structural and functional organization of the
vestibulocochlear apparatus is still relevant and important for further research concerning the treatment of CM.

The frequency of anomalies of the inner ear in individuals with CM of the outer and middle ear is 11-30%.
However, different embryogenesis of the structures of the outer, middle and inner ear causes the occurrence of CM
of the outer or middle ear without CM of the inner ear and vice versa.

The etiology of some CM of the outer, middle and inner ear is still not fully understood and varies widely from
0.83to 17.4 per 10,000 newborns. The influence of ecological and genetic factors on the development of anomalies
of the human vestibulocochlear apparatus is proved. As well as the impact of the mother’s pernicious habits on the
development of the fetus can be partially identified, which can also lead to these anomalies.

At medical and genetic counseling it is necessary to collect a thorough history of pregnancy and find out the
factors that affected the fetus during pregnancy (medication, exposure to viruses, bacteria, fungi, the presence of
bad habits of mother and father, trauma, diabetes, etc.) that will help to establish their etiopathogenesis. The stigmas
of the dysembryogenesis of the child’s facial and cerebral skull should also be assessed to determine the presence
or absence of concomitant abnormalities. After establishing the presumed diagnosis, an early comprehensive
assessment by specialists, including an ENT doctor, neurologist, geneticist, is required to determine further tactics
for the treatment of the vestibulocochlear apparatus pathology.

Based on the analysis of literature, an attempt to summarize the existing information about CM of the outer,
middle and inner ear is made, their classification and interpretation of the syndromes that are accompanied by CM
of the vestibulocochlear apparatus are suggested. The latter can be divided into typical (independent nosological
forms) and atypical (combined with other anomalies or diseases). Also a brief description of the most common
hereditary syndromes with CM of the hearing organ is given.

Key words: congenital malformations, outer ear, middle ear, inner ear, development, human.
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38’A30K ny6niKauii 3 nhaHOBMUMM HayKOBO-A0CNIA-
HUMK poboTamu. [aHa nybnikauis € dparmeHTOM Hay-
KOBO-AocniaHoi poboTtn Kadeapu AUTAYOT cTOMaToNorii
IGHMY «CyyacHi nigxogn no 36epeeHHA CTOMATos0-
riYHoro 340poB’a y HaceneHHsa Mpukapnatra», Ne aep-
»KaBHOI peecTpauii 0115U001535.

Kapiec 3ybiB € HalbiNbL PO3NOBCIOAKEHUM XPOHIY-
HUM iHPEKLiMHMM 3aXBOPIOBAHHAM Y AiTel i 3anuwwa-

€TbCA Y YMCAi HAWBINbLL aKTyanbHMX Npobaem cuctemm
0XOpOHM 310p0B’A [1, 2]. Kapiec 3y6iB paHHbOro AUTUH-
cTBa 3a gaHumu BO3 nolumpeHuii y BCbOMy CBITi, ane
XBOpPO06a WBMAKO MNOLIMPIOETLCA Y KpaiHaX 3 HU3bKUM Ta
cepegHiMm piBHEM A0X04Yy NapanesnbHO 3i 3MIHOK peXu-
MY XapyyBaHHS Ta cnocoby XuTTa. bamsbko 560 minbito-
HiB 4iTei y BCbOMY CBITi CTPaXKAa€ Bif Kapiecy 3y6iB He-
raTUBHI HACNiAKM AKOTO, TaKi AK 6inb, HEeraTUBHUI BNAMB
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