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CuHapom Enepca-QlaHnoca
(npoaBM B NOPOXKHUHI poTa).
KniHiuHuM BUNagoK

Apowenxo O.I'!, Coxonoea I.1?
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Summary: Oral cavity oa a nine-year-old
girl was examined. Primary adentia of
temporary and permanent teeth was
detected. The patient was referred for
examination to the Interregional Medical
Genetics Center. After the survey and
research Ehlers - Danlos syndrome was
diagnosed.
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Cunapom Enepca-/lanjioca
(«rimepenacTiyHICTh IIKIpH», HEIOCKOHAIHH
JIECMOT€He3,  HEJOCKOHAJIMH  JIECMOIEHe3
PycakoBa) - 1ie rpyna cnagkoBHX CHCTEMHHUX

3aXBOPHOBAHb CI'IOJ'Iy'-IHO.l' TKaHHWHH, o
BHKJIMKaHI1 lqu)eKTOM CHAHTE3Yy KOJIar€HYy.
CI/IHIIpOM Ha3BaHUI Ha YECTb JABOX

JIepMaToJIOriB, SIK1 1IEHTH(IKYBaIHd HOro Ha
noyatky XX cromitra: Epnsapma Enepca
(1863-1937) 3 [lanii Tta Ampi-Onekcanapa
Jannoca (1844-1912) 3 ®panuii. 3anexHo Bij
OKpeMOi MyTallli, TSKKICTh CHHIPOMY MOJXeE
3MIHUTHCA BIJ MOMIPHOI 10 HeOe3neuHoi i
KUTTS. CxemH MIKyBaHHS J1aHOI [1aTOJIOT], Ha
aJlb , BIICYTHI. AJie iICHYIOTh MEBHI 3aX0IH
IIOJI0 JOMIAAY 1 L€ COpPHSAE NOM'SIKIIECHHIO
HOro HacIiaKiB.

CHUMIITOMH  CWJIBHO BapilolOThb B
3aJIe)KHOCTI B TUIY XBopoOH [ 1, 2, 3], mpore,
BCl BOHM BHKJIHMKAHI IOUIKO/DKEHHSAM abo
nedimurom komareHy tumy III. XBopoGa, sk
NMpaBWJIO, BpaXae Cymiodu, wKipy 1
KPOBOHOCHI CyJWHH, Ma€ NpPOSBU y BHUIJIAAIL
TaKUX CHMIITOMIB: HECTaOUIbHICTD CYTJIOOIB
(CXHJIBHICTH JI0 PO3TATYBaHHS, BHUBHXIB,
HiBUBUXIB, HAJMIPHOTO TIEpEepPO3TUHAHHS
Cyri00iB); INIOCKOCTOMICTh; BUCOKE W BYy3bKE
1IHeO1HHS; JerKi CHHIll, OKCAMHUTOBO-TJIaJIKa
miKipa,  SKa  JIETKO  TOLIKOJDKYETHCS;
OCTEOIlEHIsl, PaHHIA IOYATOK OCTEOINOPO3Y;
ypaKEeHHs Cepls 3 TMiIBHUIIEHUM PU3UKOM
CHJIOKapIUTy; M'A30Ba CJIaOKICTh; 4YacTi
3aroCTpeHHs B XOJIOAHY HIOTO1Ty.
Cumnromamu cungpomy Enepca-/lannoca
TakoxX € aedopmariii xpedTa, Taki K CKOJI103
(BuKpuBIeHHS XpeOta), kidpo3 (ropd B
rpyaHoMy Bimaimi), en: Tethered spinal cord
syndrome, Oa3wispHa iHBariHauisg (cranial
settling), a Takox ManbhopMaiiss ApHoJybaa-
Kiapi (ypaxeHHs TOBracToro Mo3Ky, MO304Ka
3  BHpPaXEHHMM  TNOTHIHYHUM  Ooiem,
NOPYLICHHSMH  KOBTaHHS, aTaKCi€elo Ta
IHIIUMH ~ CUMIOTOMamH),  (YHKIIOHAIbHI
po3JIaM KHIIKIBHUKA (TaCTpPUT, CHHIPOM
NoJIpa3HEHHs KIIIKIBHUKA), HEPBOBOI CHCTEMHU
(cMHIpOM 3am'sCTHOTO KaHally, MapecTesii,
HEeBpaJITis TpiyacToro Hepsa) [4, 5, 6].

BpaxoByrouH BHIllE BUKJIAJIEHE, PAaHHE

BUSBJICHHS ~ JaHOI  MAaToJorii  Crpuse,
0€3yMOBHO, TIOJIMIIEHHIO SKOCTI JKUTTA
JTUTHHH.

Bimomo, 1010 mMOpOXHWUHA poTa €

BiZJOOpaXX€HHSIM CTaHy BCHOI'O OpraHizMy W
IUTSYUM  JIIKap -CTOMAToJIOr IpU  OIJIsAI
NOPOXKHUHH pPOTa MOXK€ BHABHTH IEpIIi
CHUMIITOMH Pi3HHX 3aXBOPIOBaHb, y TOMY YHCII
i nmanoi mnatosorii. BuacHo mocTaBneHMi
IlarHo3 CHUIBHO 3 JIKapsMU - I€HETUKaMH
JIOTIOMOXKE€ HE TUIbKHM MOKpAIIUTH SKICTh
KMUTTS, @ U YHUKHYTH 0araTbOX YCKJIaJHEHb
JAHOTO 3aXBOPIOBaHHA. [Tpuxnagom
CKa3aHOTO MO)Xe OyTH HACTYNHHUH KJIIHIYHUH
BUIIAJIOK.

JIIIbHUYHUM JIIKapeM CTOMAaTOoJIOrOM-
ne/1iaTpoM Ha MpUIHOM 10 Y HIBEPCUTETCHKOTO
CTOMATOJIOTIYHOIO LIEHTpY OyJia CKepoBaHa
AiBYMHKA 9 pokiB (ictopiss xBopoOu Ne
162536).



=

- CINTERMED

b

rc%L JJ@)URNJAJ_L g

= ¥ A S

A8

31 ciiB MaMH y JIMTHUHH €CTeTHYHWH
Heonik 3y0iB. Ornisli MOpPOKHUHM poTa Y
JKaps-CTOMATOJIOTa POXOAMJIH JIBAa Pa3H Ha
pik. 31 CJIIB MAMHU TUTHHA COMAaTHYHO 3/I0POBA.
Bunucka 3 ictopii xBopoOu Bij mnejmiaTpa
MiATBEP/UKYE HAJIEKHICTh JUTHHH JIO TIEepIIOl
rpynu  310poB'a. Ilpu geranbHOMy 300pi
aHaMHe3y Oyyno 3'sACOBaHO, IO JUTHHA
KOPHUCTYETbCS OKYJISIpPaMH 3 5-TH POKIB.

0O6'exmusHo: JaHi 30BHILIHBEOTO
OIIAy BiANOBIAAIOTH BiKY JUTHHH, JiBYMHKA
KOHTakTHa. HwxkHa  TpeTMHa  OOMHMYYs
3MEHIIIeHa, HOCOTYOH1 CKJIQJIKH 3TJIa/KEH], Ha
nigdopia BiJI3HAYAETHCS CUMIITOM
HanepcTka. [laHi orisay MOpPOXKHWUHHM PpOTa:
rmMOMHA TIPUCIHKY NOPOXKHHHHM POTa MEHIIA
3a HOpMY, CJIH30Ba OOOJIOHKa MOPOKHHUHU
pota 0110 POKEBOrO KOJBOPY, MiAHEOIHHS
BYy3bKe, KyII0JIONOAI0HE, TPUKYC 3MiHHHH,

nmiactema. Ha BepxHiid mpaBii mieneni:
NOCTIHHUNA LEHTpPaJIbHUM pi3ellb, MOCTIHHUN
JaTepalibHUM  pi3ellb, THUMYacoBE  1KJIO,
TUMYAaCOBUM  Jpyrud  mosisap  (mepuui
TUMYacCOBMHA MOJISIP BIJICYTHIHM, TakoXX Hema
BiacTaHi Mk 3ybamu 5.3 Ta 5.5), mepummid
nocTiiHui Monsp. Ha BepxHii niBid menemni:
NOCTIHHUNA UEHTPATBHUN pi3ellb, HASBHICTh
TUMYAacOBOTO 1KJia 1 MEPIIOro IMOCTIHHOIrO
Mossipa. (puc. 1, puc. 2).

[lpu ornsai MOpPOXXKHUHHM poOTa:  Ha
HW)KHIM 11eseni BiJ3HAYa€ThCs TEpPBUHHA
aJIeHTid ULEHTPaJIbHUX IOCTIHHUX  Pi3LIB
(puc.3, puc.4). IlopoxkHuHa poTa paHie
caHoBaHa: B 3y0i 4.6 Ha )XyBaJIbHIi TOBEPXHi €
wiomba, a B 3y01 3.6 Hamm mnpoBeleHa
HEelHBa3WBHa repmertusais gicyp.

Puc.1. ®oto BecTnOy 1sipHOI MOBEpPXHi 3y0iB
1.1, 1.2, 5.3, 6.3.

Puc. 2. IlinneGinHs By3bKe, Kynosonoaione,

aiacrema, HasiBHicTh 3y0iB 1.1, 1.2, 5.3, 5.5, 1.6,
(BincyTHicTh BiacTaHi Mixk 3y0amu 5.3 Ta 5.5), 2.1, 6.3

Ta 2.6.

Puc.3. ®poHTanbHa IUIAHKA HHKHBOI 1IeJ1eNH,
BiICYTHI HeHTpa/IbHI nocTiliHi pizui. [leppuHHa

agenTis 3y0iB 3.1 Ta 4.1.

Puc.4. HuxxHsa mienena, )kyBajibHa MNOBEPXHS
THMYaCOBHX Ta NOCTiHHUX 3y0iB (B 3y0i 3.6

NPOBeIeHO HeiHBa3HBHY repMeTHn3auiio ¢gicyp, B 3y0i

4.6 —HasiBHICTb NJIOMOH).
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[Ticns NPOBEIEHOr0 ornany
MOPOXXHUHH poTa Hamu OyB BCTaHOBJICHHIA
JliarHO3:  YacTKOBa  MEpBHHHA  aJICHTIs
nocTiiHuX 3y0iB. Jlid YTOYHEHHs AiarHo3y
OUTUHY CKEPOBAaHO B  PEHTIeHOJIOTiuHe
BiJJIIIEHHs 11 MpPOBEJEHHA CKPUHIHIOBOIO
TOCJIIIPKEHHS.

Ha naHopaMHOMY  pEHTIreHiBCbKOMY
3HIMKY (puc. 5) Bia3HauyaeTbCs Ha IpaBiid
BEpXHill 1enemi - BIACYTHICTH 3ayarKiB
NPEMOJISPIB 1 APYroro MOCTiHHOro Mosipa, Ha

NiBi BepxXHid Iwesneni € MNONOAIOHUI
natepanbHUM  pi3eup, MOCTiHHE iKI0O |
BiZICYTHICTh 3a4aTKiB NMPEMOJSIPiB i Jpyroro
noctiliHoro Moispa. Ha HmkHid menemi -
BIJICYTHICTh 3a4aTKiB LIEHTPAJIbHUX Pi3LiB, 3
niBoro OOKY BIJACYTHICTh 3a4aTKiB Jpyroro
npeMoJsipa 1 Apyroro MOCTiHHOro Mouspa, 3
npaBoro OOKy - BiACYTHICTh 3ayaTka iKIa,
ApYyroro mnpemoJjspa i Jpyroro MocTiiHOro
MoJsipa.

OTxKe MU MOXKEMO BiJ3HaYMTH HACTYIHE: Ha
BepXHill Ieneni y AMTHHU BiACYTHI IWIICTh
NOCTIMHUX 3y0iB, a Ha HIKHIA wweneni
BIICYTHI CIM MOCTiiHUX 3YOiB, 10 TOBOPHUTH
NpO MEPBUHHY YaCTKOBY aJICHTIIO MOCTIHHUX
3y6iB. BiacyTHicTh Takoi KinbkocTi 3y0iB
MOJKE€ CBIIYMTH Ha KOPUCTh I'€HETHYHOI abo
CMajJKOBOI CXMJIBHOCTI O PO3BUTKY AaHOL
NaToJorii.

Ha HacTynHomMy erani autuHa Oyna
CKEpOBaHa Ha OOCTeXeHHs B XapKiBCbKHUH
Mixo6nacHu# MeIMKO-TeHETUYHUIA LEHTP, 1e
nic1s NpoBeaeHOro oOcTeXKeHHs A1BUMHLI OYB
nocrasneHui aiarHo3: Cunapom Enepca-
JlaHnoca.

Haui orasay Ta oOCTexXeHHs JiKapiB-
iHTepHiB.Ilics orasai # obcrtexeHHi nikap-
OKYJICT TMOCTaBMB HACTYNMHWH  JiarHo3:
TiNepMeTPOHIA CEpPeaHbOro CTymeHs 000X
oyell. AHOMaTis PO3BHUTKY TOJIOBKH 30POBOTO
HepBa npasoro oxa. Po3xoasina KOCOOKICTb.
[Ipy npoBeaenni OIOXIMIYHMX JOCIHIIKEHD
KpOBi ~Ta  cedi. MicAs  TIPOBeJEHHs

TOHKO1LIapoBoi xpomatorpadii Oyo BUSBIEHO
AeiluUT TakMX MIKPOSIEMEHTIB, K MarHii,

Puc. 5. IlanopamHHii peHTreHiBCbKHIf 3HHMOK (ePBHHHA YaCTKOBA aJeHTisi MOCTiliHUX 3y0iB

1.3,1.5,2.4,25,3.1, 3.5, 4.1, 4.3, 4.5).
UMHK, Miap, ceneH. [ligBUIUEHHS piBHSA
KpeaTHuHiHy, MOMipHa TiMeproMoLiCTeHeMis,
rinep6isiipydiHOHEMIs.
BucHoBOK Kapaiosiora: 101aTKOBa Xop/a.
BucHoBok  ractpoeHrtepoiora:  MoMipHa
auchyHKLISA, MepuBacKylspHa iHGiTbTpaLis
NIeYiHKH.

[licns NOCTaHOBKM JiarHo3y «CHHAPOM
Enepca-Jlannoca», NiKapsIMU-TeHETUKaMH
Oyno pexoMeHIOBaHO H mnpu3HaueHo: 1)
KodakTopHa aieroreparis (3 OOMEXKEHHIM
rPEeYKH, SUIOBUYUHH, CUPY, TBEPAOro CHpY,
s€4Horo Oinky, M'ascHUX OyibiOHIB); 2)
dapmakoTtepanis: Mg B6 no 1 Tabnerui 2 pasu
Ha JeHb, npotsaroM 1 Micsaus, L-onTillink
(30mr) no Y2 Tabn. Ha neHb, 1 Micsup, Cenen
no 0,75 r na genp 1 micsup., Koenzum Q 10 no
30 mr Ha geHp | Micsup. PexomeHnaoBaHo
MOBTOPHE 00CTeXEHHs yepe3 2 MicsLi.

Ha HacTynmHMX eTamax CHOCTepeXeHHs 3a
[aLI€EHTKOIO HaMH Oyna npoBe/ieHa
peMiHepaizyroya Tepartis COJIbOBOIO
CHCTEMOIO AJs rMO0Koro GpropyBaHHs emali
«Ftorcalcit — E» 3y6is 1.1, 2.1, 1.2, 3.2, 4.2 ta
HeiHBa3iBHa repmeTH3ais dicyp 3y0iB 16, 26,

AL Il (12) 2018
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36. JliBunHka Oyna ckepoBaHa 10 JiKaps -
OpPTOJIOHTa 3 METOIO CHIIBHOTO MPOBEIECHHS,
NiKyBaHHs, IPOTEe3yBaHHS MOPOXKHUHU POTa Ta
JMCTIAaHCEPHOTO 00iKY.

BucnoBku: Cunapom Enepca-Ilannoca -
L€ CMajJKoBe 3aXBOPIOBaHHs, BHKJIMKaHE
nedexkToM cuHTe3y KojareHy. Tak sk
Cepio3HICTh CMHAPOMY MOXE€ 3MIHUTHUCS Bif
MOMipHOTO 710 HeGe3Me4HOro A1 XKUTT, ICHY€E
HeoOXigHICTh  sfikomMora Oulbll  paHHBOI
JIarHOCTHKH naHoi [1aToJIorit bid)
NMOM'SIKLIEHHs HACIIJIKIB i MOJIMIIeHHs SKOCTI
HKUTTSL.

Jlikap cTOMaToJIOT MPH OrJIsii MOPOXKHUHU
poTa y Takux JiTeid Moxxe OyTH MEepBHUHHOIO
JaHKOK B TMIOCTaHOBLI TaKOro CKJaJHOTO
ZiarHosy, 110 Hajai CIIpUATHME
KOMIUIEKCHOMY  OOCTeXXEHHIO Yy JiKapiB-
FeHEeTUKIB Ta JiKapiB-neaiaTpiB  BYy3bKHX
crieniaabHOCTEH.

JucnaHcepHe CIIOCTEPEIKEHHS 3a
MOPOXKHUHOKO pOTa JUTUHU CJIiJI 3A1HCHIOBAaTH

4 pa3wu Ha pik.. [Ticns caHauii nopoXXHUHM poTa
CNiJ MPOBOJAMTH pEMiHepanizylouy Teparnito
ycix 3y0iB Ta repmeTH3anito ¢icyp nocriitHux
MOJIpIiB 1 MPEeMOJISIpiB 3riIHO CTPOKaM iX
NpOopi3yBaHHSI.

Takox nnaH NiKyBaHHS Ta
CTIOCTEpEeXKEHHS 3a TaKMMH IITbMH JiKapio-
CTOMATOJIOTY CIiA CKJaJaTH CHUTBHO 3
OPTOJOHTOM, BPaxoBYIOUU NEepBUHHY
aJIeHTIIo.

Cunnpom  Enepca-Jlannoca Bumarae
NpOBE/IEHHs KOMIUIEKCY JIiKyBaJbHUX 3aX0/1iB
i3 3alyyeHHsIM JiKapiB-NeAiaTpiB pi3HOro
npo¢into. JlikyBaHHS Mae OyTH KOMIUIEKCHUM
(3axXBOpIOBaHb OYEH, IITYHKOBO-KMIIKOBOTO
TpPaKTY, 3aXBOPIOBAHHs MIOPOXHUHU pOTa), SIK
CHMIITOMIB OJIHOTO 3aXBOPIOBAHHS, a HE SK
KOKHOT MMaToJIorii OKpeMo.
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