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OIVCHNIA3IT - IIIJINMHNU TYBU
TA IIIJHEBIHHA Y HOBOHAPOJ>XEHOTI'O

Pesome. V cmammi npedcmagieno KAIHIYHUL 6UNAOOK CUH-
OpoMY eKmpoOaKmuiii — ekmooepmaibHoi Oucniasii — wiluHu
2ybu ma nioHeOiHHs Y HOBOHAPOOIHCEHO2O0.

CHHIPOM eKTPONAKTLNIT - eKTOJepMallbHOi JuC-
wrasii - minuan ryou ta migaebinus (EEC) — re-
HETHYHO JIETepPMiHOBAaHE 3aXBOPIOBAHHS 3 ayTOCOM-
HO-JIOMIHAHTHUM THIIOM yCTaJKyBaHHs, OCHOBHHMH
KJIIIHIYHIMH O3HAKaMH SKOTO € eKTOIepMallbHa JHC-
UIasis, aHoMalii QUCTAJIBLHUX BiAAUIIB KiHI[IBOK, IIi-
nuHa TyOu Ta/abo minHeOIHHS, a TaKoX MOPYIICHHS
(bopMyBaHHS CEUOBUBITHOI CHCTEMH Ta OPraHiB 30Dy,
HasgBHICTH JHIBOBUX MikpoaHoMamiii. CkxopodeHa
Ha3Ba manoro cuuapomy (EEC) ckmamaerscs 3 mep-
MUX JITEP TPHOX OCHOBHUX CHMITOMIB — €KTPOMAK-
tunii  (ectrodactyly), exTomepMaabHHX MOPYIICHD
(ectodermal dysplasia) Ta minuau ry6u ta/abo migHe-
6ianst (cleft lip-palate) [1, 3, 6, 8]. Brmepuie y camo-
CTilfHy HO30JOTiYHy (GopMy naHUIl cuHApPOM OyB BH-
ninenuit y 1970 poui N.Freire-Maia. Ha nannit yac y
HayKOBiif miTepaTypi omucano 6mm3pko 200 Bunaakis
EEC-cunapowmy [8].

IMaTomoTiuHi CHMNITOMH y TIOAEH 3 JaHUM 3aXBO-
PIOBaHHSIM BUHUKAIOTh BHACIHIIOK IIOPYIICHHS PO3BU-
TKy eMOpPiOHANBHOT €KTOAEPMH, 3 SKOi y MOJATBIIOMY
(opmyroThCcs mKipa, 3yon, HepBoBa TpyOKka Ta HEPBO-
BH TpebiHelb, a TAKOX 30BHIMIHBOTO MIApy Me301ep-
MU, siKa TIpUiiMae y4acTb y Mopdoreresi KiHniBok [9].

®opmyBaHHS crenupiyHUX KIIHIYHAX O3HAK
EEC-cunapoMy € pe3ylIpTaTOM MyTamii IeHy-CyIpe-
copy nyxunHu Oinka (p63), sikuii BIuIMBae HAa PO3BH-
TOK CKTOAEepPMH Ta Me3oaepMu. JloBeieHa reHeTHYHA
TeTEepPOTeHHICTh CHHAPOMY Ta BUIIIEHI TPU T€HETHY-
Hux Bapianra [1, 6]. Ilepmuii THO MOB’A3YIOTH 3 My-
TamismMu y 7-i xpomocomi (cerment 7ql1.2—q21.3),
npyruit — 3 myTtanismu y 19-if xpomocomi, TpeTiit — 3
myramismu y 3-it xpomocomi (cerment 3927, ne 3Ha-
XomuThes TeH TP73L, sakuil € roMoJIOTOM reHy-cympe-
copy myxauaHOTO pocty TP53) [4, 5].

CHHIPOM XapaKTepU3yEThCs KIIHIYHAM TOJiMOp-
dizmom. [IposiBu BKIIIOUAIOTH B ceOe 3MiHH E€KTOJEp-
MU, Taki K AUCIUIA3is IWKipH; aHaTOMiuHI a00 (QyHK-
HioOHaJbHI MOPYLIEHHS MOTOBHX 3aJ703; TOHKE, PiiKe
cBiTIIE Boyloccs; pinki OpoBu Ta Bii; nudysna rimo-
MiTMEHTAIlis MKipH Ta/abo HasBHICTH POJUMOK; JHC-
Tpo(iss HITTIB; MIKpOMOHTiIA ab0 YacTKOBa aJOHTIs;
HenpaBuiIbHa (OpMa MOCTIHHUX Ta MEPCUCTEHIIISA MO-
JIOUHMX 3yOiB; TIMOIJa3isi eMai; TiMormias3is COCKiB
MOJIOYHHUX 3aJ7103; aHOMaJIisl CJI3HUX MPOTOK Ta OYCH.
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CrocTepiraetbcss MOBHa ab0 YacTKOBa IIJIMHA TYOHU
Ta/ab0 migHEOIHHS, a TaKOX BPOJIKEHA BiJICYTHICTh
omHOTO abo Ginmpre manpmis (ectrodactyly) 3/6e3 cun-
NAKTHIIi€r0. Y XBOPHX BiJIMIYAKOTBhCS 3aTPUMKA/3HU-
JKEHHSI POCTY; BaJM PO3BUTKY CEUYOCTATEBOI CHCTEMHU,;
po31aayd UEHTPAIbHOI HEPBOBOI CUCTEMH, BKIIKOUAIOUU
BTpaTy CIIyXy Ta pO3yMOBY BIICTAIICTh. Y JEAKUX BU-
majKkax pPO3yMOBHM PO3BHTOK Bimmomimae Biky [1, 2,
3]. Oudepenmiitna miarHOCTHKA MPOBOTUTHCS 3 CHH-
npomoM Tombia, cunapomom Panm-Xomkkina, AEC-
cuaapomomM, cuaapomom Christ-Siemens-Touraine [2].

VYV crarTi mpeAcTaBiIeHO KIIHIYHWA BUMAJOK CHH-
JIPOMY €KTPOJAKTHIIIi—eKTOIepMaIbHOT JUCTIIA311—IIIi-
JIMHY TYOH Ta i aHe6iHHA y HOBOHApOmKeHoro (prc.1).

Puc.1. KniHiuHHH BUMAOK CHHAPOMY KTPOJAKTHIIII—
€KTOJIepMaIbHOI TUCTIIA31i—[IIIMHYU TYOH Ta miTHeOTHHS
Y HOBOHAPOJKEHOTO

Xnomuuk HapoauBces Bin [ GaxkaHoi Ta 3amiaaHo-
BaHOI BariTHOCTI, ska nepebirama Ha Qoni aHemii [
crynens, audys3Horo 300y I crTynens, MaioBoiis.
VYV rtepmini recranii 33-34 THXKHS TpH TPOBEACHHI
YIBTPa3ByKOBOTO OOCTEeHHsS Oyna IiarHOCTOBaHA
BpPOJ/I’KEHA Bajia PO3BUTKY: IIIMHA BEPXHBOI r'yOH Ta
TBepaoro migHeOiHHsA. Bisyanizaiis KiHIIBOK yTpy.-
HeHa. JluTuHa Hapoaunacs Bix I maToNOTiYHHUX MMO-
noriB Ha (oHI AMCTpecy Iona y APYyromy mnepioii
TOJIOTIB, M0 3yMOBHUJIO HEOOXiTHICTh MPOBECHHS Ba-
KyYyM-€KCTpakIii.

3 reHealioriyHoOro aHamMHe3y BiJIOMO, L0 CIHaJKO-



Bunaoxu 3 npaxmuxu

BICTB 1O JIiHIT MaTepi 00TsHKEHA 32 paXyHOK CEpIeBO-
cynuHHOi marosorii (aprepiajbpHa rimepreH3is), Mo
JiHii Garbka — OHKOHAToJjorii (IMyXJMHa rOJOBHOTO
MO3KY), CyAMHHOI narojorii (iHCyJbT) Ta IyKpOBOTO
niabety. BaThbko IUTHHU Tpamioe pi3HOPOOOUMM, B
yMOBaxX BHCOKOi TeMIEepaTypH Ta IiABHIIEHOI BiOpa-
1ii, BUKOHY€ Baxky (izugny poboTy; mamuts 3 15 po-
kiB. Kpim Toro, ¢eHOTHIIOBO y OaThKa BigMidaeThCs
BHJOBXXEHE OOJNWYYs, TIMOMJa3isi BEPXHBOI MIENeIH,
OpsIMHH HIC 13 3aTOCTPEHHUM OITyIIEHUM JOHU3Y KiH-
YHKOM, a TAaKOXX BUKPUBIICHHS XpeOTa.

IIpu HapomKeHHI Maca Tila HOBOHApPOIXKEHOTO
ckiagaina 2650 1, mosxuna Tiga — 53 ¢cM, 00Bijg romo-
B — 33 cM, 00Bix rpynHoi krituHU — 33 cM. OmiHka
3a IIKaJo0 ANrap HANPUKIHII IepIol XBIINHE Oyna
7 6axiB, m’saToi XBUIMHA — 8 OaniB. CTaH IUTUHU TIPH
HapOJKCHHI OyB pO3IiHEHHUH AK CepegHBbOI TAKKOCTI
32 paxyHOK HEBPOJOTiYHOI CHMIITOMATHKH y BHIJIA-
Il CHHApPOMY TIpUTHIUEHHS Ha ()OHI aHTEHATAIBHOTO
ypaxkeHHs (BpOKeHa Baja PO3BUTKY 0OiMYusl, KiH-
LiBOK, CTUIMHU au3eMOpiorenesy). Bitanbui ¢yHKuii
Oy KOMIIEHCOBAHI.

IIpu 30BHIIIHEOMY OTVISIAI y AMTHHH Bigmidamacs
MiTHHA BEPXHBOI I'yOM Ta aabBEOISAPHOTO MapoOCTKa
31iBa, SIKA MEPEXOANI0 Y ABOOIYHY HIUIMHY TBEPIOTO
Ta M’SKOro migHeOiHHs (puc.2).

Puc.2. lllinuHa BepxHBOI I'yOH Ta anbBEOIIPHOTO MAPOCTKA 31IiBa

TakoXx y XJIOMYUKA CIIOCTEepiraiaucs BUpaXKeHi Je-
dbopmManii mTUCTaNBPHUX BIAINIB BEPXHIX Ta HUXKHIX
KiHI[IBOK 32 paxyHOK €KTPOJAKTHUIIH Ta CUHIAKTH-
nii (puc.3, 4, 5). OkpiM TOro, y HOBOHAPOIKEHOTO
BifMiuamacs BHpaXkKeHa CyXIiCTh IIKIipHUX NOKPHBIB,
KPYIHOINIACTHHYACTE JIyIIEHHS eIMiTelNil0, CHMIITO-
MU HEMPOXiJHOCTI CIHO3HOTO KaHaly, 3MiHA TOJOCY.
BpaxoByioun KIiHIYHI NPOSBH, y TUTHHH Oyno mia-
THOCTOBAaHO CHHIPOM €KTPOAAKTUIii—eKTOAepMalb-
HOT JUCIUIa3ii—IIiMHY TyOu Ta migHeOiHHS.

Brpomosxkx mepmux TphOX AHIB CTaH TUTHHU 3a-
JHIIAaBCA CEPEeJHBOTO CTYNEHS TSDKKOCTI 332 PaxyHOK
CHHJPOMY TPHUTHIYEHHS Ta 3HUKEHOI TOJEPAHTHOCTI
JI0 i, 10 BUMarajio BUXO)KyBaHHSA B yMOBaXxX BiJfi-
JICHHS IHTEHCHBHOI Tepamii, mpoBemeHHs iHGy3iHHOT
Teparmii 3 METOI HOKPHUTTS (i3iomoridaux morped y
piAvHI Ta MOXHUBHUX PEUOBHHAX, a TAKOXK HOCTYIIOBO-
TO PO3IIMPEHHS EHTEPAIBHOTO XapuyBaHHS 311 KSHIM
MOJIOKOM 3a JOTIOMOTOI0 IITYHKOBOTO 30HIY. Ilicms

Puc.3. ledopmanis ANCTANBHUX BIAMIIIB HUXKHIX KiH-
HIBOK 332 PaxXyHOK €KTPOJAKTHIIIHN Ta CHHIAKTHIIH

Puc.4, 5. lepopmamiss gucTanbHUX BiJAITIB BEpXHIX
KIHI[IBOK 33 PaXYHOK €KTPOJAKTIIIH Ta CHHIAKTIII i

crabimizamii cTaHy AWTHHH, a TaKOX BiJINOBiTHOTO
HaBYaHHS MaTepi IMONO AOIISAAY 32 HOBOHApOIKe-
HUM, XJIOMYUK OyB NepeBeNeHUH Y MajaTy CIiIbHOTO
nepeOyBaHHS MiJ] CIOCTEPEKEHHIM MEIWTHOTO Mep-
coHaimy. Ha MOMEHT BHUIUCKH 3 IIOJIOTOBOTO OYyAHH-
Ky CTaH AWTHHH PO3UIHIOBAaBCS SIK KOMIICHCOBAaHHIA,
eHTepalbHe XapYyBaHHS MPOBOTWIOCH 3IiKEHHM
MOJIOKOM ¥epe3 30HA y AOCTaTHIX 00’emax. Y moio-
roBOMY OYIHMHKY 3IiICHEHO KOHCYJIbTYBAaHHS TUTHHH
crenialicTaMi: TeHETUKOM, CTOMATOJIOTOM-OPTOJOH-
TOM, HEBPOJIOT'OM, a TAaKOXK IPOBEJEHO yIBTPa3ByKOBE
00CTEXKEHHS, SIKE HE BHUABHUIIO IATOJOTIYHUX 3MIH 3
Ooxy cuctem opradiB. i mogansmoro mornudmie-
HOTO OOCTexXeHHS, pealbimiTamiifHOTO JiKyBaHHS Ta
comiaipHOI amanTanii ciMm’i JUTHHA Oylla mepeBelneHa
y BigminenHs martoniorii HoBoHapomkeHux OOmacHOI
MUTSY01 KJIIHIYHOT JIiKapHi.
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BpaxoByroun cnenudiuni (heHOTHIIOBI O3HAKH, Yy
KT HIYHIA TPAaKTUI CHHAPOM EKTPOIAKTHIIi—eKTomep-
MaJIbHOT JAWCIUIA3ii—IIUIMHA TyOu Ta/abo mimHeOiHHS
MOke OyTH BCTaHOBJICHHH CHHIPOMOJIOTIYHHM METOIOM
JIAarHOCTHKH 1 3a3BMYall He BIMAarae IMiATBEPIKCHHS 3a
JIOIIOMOTOI0 LIMTOTEHETHYHUX METOIIB JIOCIIHKEHHS.
KuniHiuHI crocTepexeHHS MOBHHHI OyTH MiXIUCIIHILII-

NMiTtepaTypa

HAapHUMH Ta BKJIIOYAaTH KOHCYJIBTATUBHY H peaOuriTamiii-
Hy JOTIOMOTY (haxiBI[iB 3 00IaCTi JepMaToIIOTii, MIacTd-
HOI Xipyprii, opTaneMonorii, HeBpPOIOTii, CTOMATOMNOTT,
KITIIHIYHOT TeHETHUKH, TICUXOJIOTIT TOIIO. 3yCHIUIA cremia-
JCTiB MaloTh OyTH CIPSAMOBaHI Ha JIOOMOTY TAIli€eHTaM
SK M0N0 30epekeHHS COMATHYHOTO 370pOB’s, TaK i 3a-
Oe3mneUeHHs BiIMOBIIHOI comianbpHOI afanTarii.
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Pe3rome. B craree mpencraBieH KIMHUYECKHUN
cIly4ail CHHAPOMA SKTPOINAKTUIUH -dKTOAEPMAIIbHOMN
IUCIUTa3UM - paclieNuHbBl TyObl W HEOGa y
HOBOPOXIEHHOTO.
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CLINICAL CASE OF ECTRODACTYLY
SYNDROME - ECTODERMAL DYSPLASIA -
CLEFT OF THE LIP AND PALATE
IN THE NEWBORN
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Summary. The article presents the clinical case of
ectrodactyly syndrome - ectodermal dysplasia - cleft
lip and palate in the newborn.

Keywords: newborn, ectrodactyly, ectodermal
dysplasia, cleft lip and palate.
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