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Pe3tome. y cmammi npedcmasneno Kainiunuii 6unadok OKyn0-aypukyio eepmebpanvnoi oucniaszii (cunopomy

Tonvoenxapa) y HO8OHAPOOICEHOT OUMUHU.

Kniwouegole cnosa: degpopmayis 6ywnux pakosun 3 npeaypukyispHuMu naniiomamy 10KAIi306aHUMU HA TIiHiL, W0
3’€0HyE Kymuk poma ma HUMCHIU Kpatl 8yxXd, 38YJiCeHHs ab0 ampesis 306HIUHIX CYX08UX NPOX00ie, Ninodepmoionuil
VMGIp Yy HUNCHbO-3068HIWHIN OLNAHYI OKA, acumempis 00au4ys i3-3a 00HOCMOPOHHB020 HEOOPO3BUMKY HUNCHLOT ujesleni.

Cungpom Tonenxapa (OKyJ0-aypHKyJIO-BepTe-
OpanbpHa AMCIUIA3isl) — 1€ CUMIOTOMOKOMIIIEKC, IIO
BKJII0OYA€ aHOMAIii ByX, ouel, xpeOTa.

Cungpom OyB Bmepme omucaHuit B 1952 poi
M.Goldenhar.

BinbiicTe BUNMaAKiB CHHAPOMY CIIOPAJHYHI, MOX-
JUBHUH ayTOCOMHO-JIOMIHAHTHUW THUM CHaJKyBaHHS.
Ien, nerepMiHyrouMi KIIHIYHI TPOSBU CHHAPOMY
lonpaenxapa, KAPTOBAHWH Ha JOBTOMY IUIEUi XpPOMO-
comu 14, B moxyci 14q32. ¥V mamieHTiB 3 GEHOTHIIOM
curapomy lonbacHxapa omucaHi pi3HI XPOMOCOMHI
abepamii [2].

Ha nanuii yac ineHTudikoBaHo 8 TeHIB, SKi MO-
KYTh BUKJIMKATH reMidanianpay Mikpocomiro (HFM)
abo cuagpom Tompmenxapa. I'er orthodenticle
homeobox 2 (OTX2) 6yB imenTudikoBaHUN dHacTimie
IHIIUX CEMH TEHIB, a TAaKOX BiH BH3HAa4Ya€ T€HETUY-
HUM KOJ TPAHCKPHUIIIHHOTO QaKkTopy.

Kallen et al. (2004) BBaxaroTh 1110 cuHIpoM [0J1b-
neuxapa Ta CHARGE cunapoMm moeanye enuHui
MAaTOTEHETHYHUI MeXaHi3M, a caMe NMOPYIICHHS 3a-
KJIaIKH HEPBOBOTO BalHKYy [2].

[Monynsuiiina gactora cuaapomy 1:3000 — 5000
HoBOHapo/uKkeHuX. CmiBBimHomenHs crari (3:2), 3
nepeBaror 4osjaoBivoi crati [3].

CunoniMu cuHApomy lonbaeHxapa: OKyyo-ay-
pUKyT0-BepTeOpaIbHUI CIIEKTD, reMigarnianrbHa
MIKpOCOMisi, OKyJo-aypHuKyilIo-BepTeOpanbHa IHC-
miaasis, (Qaiio-aypukyiao- BepTeOpadbHHH CHKBEHC,
CHHJIpOM Tepiuoi Ta apyroi xabepuux ayr [2].

Okyno-aypikyno-BepreOpaibHa AUCIIIA3is Xapak-
TEepU3YETHCS KIIHIYHUM ToJiMopdizMoM. Sk mokazye
caMa Ha3Ba, IMONIKOJUKCHHS BKIIOYA€E aHOMAJIT Oouei,
ByX, xpebTa [1]. BigmiwaeTscs nedopmaris ByIIHUX
PaKOBMH, 4YacTillle OJHOCTOPOHHS, 3 XapaKTePHUMHU
npeaypuKkyIsipHUMHU nanijiomamMu. [Hkonu i BHpOC-
TH IUIOCKI, iHKOJMM Ha Hikui. [IpeaypukynspHi nami-
JOMHM MOXYTh OyTH 3 000X CTOpiH, aje MEepeBaKHO
OIHOCTOPOHHI. YacTo MeKiibka TaKUX BUPOCTIB PO3-
MilIeHi Ha JiHii, Ka 3’€IHy€ KO3EIOK ByXa i KyTHUK
pota [3]. Cami Byxa B OINBINOCTI BHUIAAKIB 3MCHIIIC-
Hi, 1epopMoBaHi, 3pijika OyBarOTh aTpe3ii i 3ByKEH-
Hsl 30BHIIIHBOTO CJIYXOBOTO NPOXOAY YCKJIaJHEHHI
KOHAYKTHBHOIO TYTroByXicTio. XapakTepHa acume-
Tpist 00MMYYs i3-32 OJHOCTOPOHHBOTO HEIOPO3BUTKY
HUXKHBOT mesenu. [TomKoIKeHHsT ouell IpOosIBISETh-
Cs B MEpIIy 4epry B JEPMOIJHUX HallapyBaHHAX Ha
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ckuepy. EniOynsbapui nepmoinu abo minmomepmoinu
6110T0 YM KOBTYBATOTO KOJBHOPY 3 TIJIAJKOIO0 MOBEPX-
HEI0, JIOKANI3yIOThCS 3a3BHYall B HIDKHIM 30BHIIIHIH
IinAHOl oka. [lomkomkeHHS MOke OyTH OJTHOCTOPOH-
HiM, ajie yacrtinie OyBae ABOCTOPOHHIM. MOXINBI 1HIII
aHOMaJIil o4el i MOBiK: MIKpo(TaibMisi, MIKpOKOpHEa,
Kollo0oMa palIyKKH, KOJIOOOMa BEPXHBOI MOBIKH.
Hatiyactime cuanpoM lonpieHxapa BKIHOYAE TITBKU
aHomalii odedl i Byx, 0e3 aHomaxmiii xpebta. AHOMa-
mii xpeOTa BKIIIOYAIOTH 3POMIEHHS MEPIIOTO IIMIHO-
ro xpeOIs 3 MOTHJINYHOI KICTKOIO, 3POIICHHS 1HIIUX
XpeOIIiB MiXk c00010, pO3IICIUICHHS Ayr XpeOIliB, a Ta-
KOX CKoJ1i03 1 Kihockomio3. OnucaHi TakoX PO3LIITHHU
BEPXHBOI I'yOM 1 pO3IIITUHY MiJHEOIHHS, TOPYIICHHS
pocTy 3y0iB. MOKIIHBI KapIioBacKyIsIpHI aHOMAJIi: Te-
Tpaga Pamro, KoapKTamis a0pTH, AePeKT MIKILTYHOU-
KOBOT NEPETOPOJAKH, €AMHHI apTepiaJbHUNA CTOBOYD.
CroctepiraetbCs TiMOIMIA3is JICTCHb, €KTOIIS HHUPOK,
areHesiss HUPOK, MYJIBTHKHUCTO3 HUPOK, rigpouedainis,
arenesis corpus callosum. PozymoBa BincramicTs, 6ins
10% Bcix BUNA/AKIB, BUpakeHa B pi3Hil cTemeHi [3].

JAudepennilina niarHOCTHKA TPOBOAUTHCS 3 MaH-
ni0yino-damialbHUM JAU30CTO30M dpaHYECKETTI,
CHARGE, VATER, OEIS cunapomamu [2].

VY crarTi npencTaBlieHO KIIHIYHHUI BUMALOK OKY-
J0-aypuKyJo-BepTeOpanbHOi qucniasii y HoBOHapo-
JoKeHoi autuHH (Man.l, 2).

JutrHa woioBiuoi cTaTrTi, BiA 1 BariTHOCTI
YCKJIaJIHEHOT aHeMi€l, KpailoBUM TMepeie’KaHHIM
IJIAEHTH, CIAHUYHUM IepeiiexKanHsam, nojgoru B TT
39 THKHIB, HIIXOM KECapCchbKOro po3TuHy. Maca npu
HapomxkeHHi 3000 r, 3picT 52 cm, OI' 34 cm, OT'K 32
cM. Ominka 3a mkanoto Anrap 8 6axis. [Ipu mocty-
MJICHHI y BiAAiNeHHs HeoHaTalpHOTO neHTpy BOJ-
TMO cTaH AUTHHU CEPEAHBOI BaXKKOCTi, MSI3CBHIi
TOHYC NiJBUINEHUH, (i3ionoriuHi pedaekcu BUKIH-
KaloThCs HEAOCTATHBO, IIKipa CyOiKTepHuyHa.

®enorumn: 1BodiYHa feopMallis ByIIHUX PAKOBHH
3 NpeaypuKyJISIpHUMHU MAMiJIOMAMH JIOKATi30BaHUMH
Ha JiHil, MmO 3’€IHye KYTHK POTa Ta HUXKHIN Kpail
ByXa, aCHMETPIisi 00JUYYsi, MIKPOTEHIs, JIMOAECPMOI-
HUH yTBIp y HUKHBO-30BHIIIHIN IIJsIHI OKa (Mau.3).

['eHeanoriyHnii aHaMHe3 He OOTSIKEHUH.

Jutuna Oyna orIstHyTa JiKapsMH: T€HETHKOM, IIe-
JICTTHO-JINLIEBUM XipyproM, HEBPOJIOIOM, CypAOJOrOM,
a TaKOX TPOBEJEHO YIbTPA3ByKOBE OOCTEXKEHHS, fKE
HE BUSABHJIO MTATOJOTIYHUX 3MiH 3 00Ky CHCTEM OpPTraHiB.



Bunaoxu 3 npaxmuxu

Puc. 1. NMpaBo6GiyHa aedopmaliisi ByLLUHOI
PaKOBUHM 3 NpeaypUKyNsipHMMU NaninoMmamm

Puc. 3. Acumetpist obnmyus,
MiKporeHisi, MaKpocToMmisi
Koncynpramnis mikaps reHeTHKa. 1iarHo3: CHHIPOM
lonbaenxapa: aABoOiuHa gedopmarlis BYIIHUX PakKo-
BHH 3 IIpeaypUKYJISIPHUMH HamiJIoMaMu JIOKali30BaHH-
MU Ha JIiHii, 0 3’€JHy€ KYTHK pOoTa Ta HWXHIH Kpai
ByXa, aCUMETpis 00Iu4us, MiKpOTeHis, JinoaAepMoi-

NiTepaTypa

Puc. 2. JliBoGiuHa necbopMéuiﬂ BYLUHOI
PaKOBUHM 3 NpeaypUKyNsPHMMMU NaninomMamm

HUH yTBIp y HU)KHBO-30BHIIIHIN JIJISHII OKa.

Koncynpramis nikaps okyiicra, 1iarHo3: Jinoaep-
MOiJ HHKHBOTO CKICTIHHS IPaBOro oka. Bpomxkena
K01000Ma HHKHBOI MMOBIKH TPaBOTO OKa.

KoHcynbranis 1eJenHo-JIMIEeBOro Xipypra, aia-
I'HO3: aCUMETpisi 00IMYYsl yepe3 NPaBoCTOPOHHIO Tilo-
I1a3ilo HWKHBOT mmenenu. /IBocTopoHHs aedopmaris
BYUIHUX PAKOBHH 3 MPEaypUKYISIPHUMH MaIiJIOMaMH.

Koncympramis nmikapst cypaonora, AiarHO3: JIBO-
CTOpOHHS AedopMallis ByIIHUX  PaKOBHH 3 Ipeay-
puKynspHUMH mnaninoMaMmu. OTOaKycTHYHA eMicis
HeviTKa crpasa i 3JiBa.

JUTHHY BHIIMCAHO [TOJOMY 3 PEKOMEHAALIsIMHU
CTOCOBHO MPOOIeM, SKi MOB’3aHi 31 CTAHOM 3I0POB’ s
npu cuHgpomi lonpnerxapa. PekomeHnoBaHo y Bimi
3 MicsAIiB MPOBECTH KOMIT IOTEPHY ayJiorpaMmy B iH-
crutyTi ortonapunrosorii im. O.C.Komowmiliuenka 3
METOK BYACHOI JIarHOCTHKH MOKJIHBOI KOHIYKTHB-
HOT TYroBYXOCTi. BujaneHHs 1inoepmMoigHOTO YTBO-
pPY B IUIAHOBOMY MOPSIAKY.

IpodinakTuka cuaapomy [onpaeHxapa moisirae B
MEIHUKO-TeHETHYHOMY KOHCYJIBTyBaHHI ciM’i, IpeHa-
TaJbHIA yIbTPa3ByKOBIH J1arHOCTHII, SKa JO3BOJISIE
BUSBUTH TO€JHAHI aHOMATIT.

1. HacnencTBeHHBIC CHHIPOMBI H MEUKO-TeHeTHUecKkoe koHcynbTHpoBanue / C.M. Ko3nosa, H.C. /lemuxoBa, E. Cuma-

HoBa [n ap.]. — [2 m3x.]. — M.: IIpakTtuka, 1996. — 196 c.

2. Hemifacial microsomia [Enextponnunii pecypc]. — Pesxxum noctymy: http://omim.org/entry/164210.
3. Jones KL. Oculo-auriculo-vertebral spectrum // Smith’s Recognizable Patterns of Human Malformation. — [5th ed.]. —

W.B. Saunders Company, 1997.— 642p.

KJIHIYHAN BUIDATOK CHHIPOMY
TOJBAEHXAPA Y HOBOHAPOJIKEHOI'O

I.B. Bawyunin, J1.A. I'azanoecoxa, M.M. I'namis, C.O.
Kanunxka, JK.1. Mapmuniok, JI.M. 3aiiyeea

BonuHcbke o0J1acHe I1UTAYe TepUTOpiajabHe
MeaHYHe 00’ €AHAHHA

Pe3lomMe. y cTarTi mpeicTaBieHO KIIHIYHMNA BUIAZOK
OKylO-aypuKylio BepreOpaibHOi aucmnasii  (CuHApOMY
Tonpnenxapa) y HOBOHAPOIKECHOT TUTHHU.

Kuro4oBi ci10Ba: HOBOHAapODKeHNI, nedopMallis By IIHUX
PAKOBHUH 3 MpeaypHKYIIPHUMH MaNiToMaMi JOKali30BaHUMH
Ha JiHii, mo 3’€IHy€e KyTHK pOTa Ta HWKHIN Kpall ByXa; 3BY-
JKeHHs1 a00 aTpesist 30BHILIHIX CIYXOBHX MPOXOJIB, JNiMOJep-
MOTIHUH yTBIp y HH)KHBO-30BHIIIHIN TUISHIN OKa; aCUMETpist
00MHMY4s Yyepe3 0OJHOCTOPOHHIO TIMOTUIA3110 HHKHBOT [IeTEeTTH.

CLINICAL CASE OF GOLDENHAR SYNDROME
IN A NEWBORN

G.V. Vashchylin, L.A. Hahalovska, M.M. Hnativ,
S.0. Kalynka, Zh.1. Martyniuk, L.M. Zaitseva

Volyn Regional Children’s
Territorial Medical Center

Summary. The article presents a clinical case of oculo-
auriculo-vertebral dysplasia (Goldenhar Syndrome) in a
newborn child.

Keywords: newborn, deformity of external ear with
preauricular tags on the line connecting tragus and the
corner of the mouth, external auditory canal stenosis or
atresia, lipodermoid on the lower eyelid, facial asymmetry,
unilateral mandibular hypoplasia.
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