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CuHapom Enepca-QlaHnoca
(NnposABM B NOPOXKHUHI poTa).
KniHiyHnM Bunapok

Apowenxo O.I'2, Coxonoea I.1?

L x.meo.n., acucmenm xagpeopu

cmomamonozii XapKiecbko20 HAYIOHAIbHO20
MeouuHo2o yHigepcumemy, Xapkis, Ykpaina

2-0.me0.1., npogecop, 3a6i0yeau
Kageopu cmomamono2ii XapKiscbko2o
HaYioHAbHO20 MeOUUHO20 YHIGepcumemy,
Xapxis, Ykpaina

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 Eanepca-/lanioca
(«rimepenacTivyHiCTh MIKIPH», HEIOCKOHATHA
JIECMOTEeHe3,  HEJIOCKOHAIUW  JeCMOTEHE3
PycakoBa) - 11e rpymna cnajgkoBUX CHUCTEMHUX
3aXBOPIOBaHb  CHONYYHOI  TKAaHUHH, IO
BHUKJIMKAaHI Je()eKTOM CHHTE3y KOJIareHy.
Cunapom  Ha3BaHMMI Ha  4YecTh  JBOX
JIepMaToJIOriB, SIKI 11eHTH(]IKYBaIu HOro Ha
nmoyatrky XX cromitta: Enapnma Enepca
(1863-1937) 3 J[anuii ta Amnpi-Onekcanapa
Hanmoca (1844-1912) 3 ®panmii. 3anexHo Bif
OKpeMoi1 MyTallii, TSKKICTb CHHIPOMY MOXKE
3MIHUTHUCS B1JI TIOMIPHOT 10 HEOE3MEeUHOI ISt
*KuTTs. Cxemu JiKyBaHHS JIaHOT MaToNorii, Ha
XKanb , BICYTHI. AJie ICHYIOTh TIEBHI 3aXOH
00 AOTVIALY 1 1€ CHpHsE€ MOM'SIKIICHHIO
HOr0 HACIIIIKIB.

CuMNTOMM  CHJIIBHO  BapilolOTh B
3aJIe)KHOCTI BiA THIY XBopoOw [ 1, 2, 3], mpore,
BCl BOHHM BHK/IMKAHI IIONIKO/DKEHHSIM a0o
nedimurom komareny tumy III. XBopoOa, sx
MpaBWwIO, Bpakae Cyrioow, MKipy 1
KPOBOHOCHI CyIWHH, Ma€ MPOSIBU y BHIJIAII
TaKMX CHUMIITOMIB: HECTaOLIBHICTh CYIJIOOIB
(CXWIBHICTH 10 PO3TATYBAaHHS, BHBHXIB,
IBUBUXIB, HAIMIPHOTO IEPEPO3THHAHHSI
CyrII00iB); TUIOCKOCTOIICTh; BUCOKE W BY3bKE
migHeO1HHS; JIETKiI CHHII, OKCAMUTOBO-TJIaKa
mKipa,  sKa  JIETKO  TOMIKOPKYETHCS;
OCTEOIEHIsl, PaHHIM MOYaTOK OCTEOMOpO3Y;
YpOKEHHSI cepls 3 MiJBUIICHUM PHU3HKOM
EHJIOKApANTY; M'si30Ba  CJIa0KICTh; 4YacTi
3aroCTpeHHs B XOJOAHY MOTOTY.
Cumnromamu  cunapomy Enepca-/laninoca
TakoX € nedopmarii xpedTa, Taki IK CKOII03
(BukpuBieHHs xpebrta), kidpo3 (ropd B
rpyaHoMy Bimaini), en: Tethered spinal cord
syndrome, Oa3wisipHa iHBariHamis (cranial
settling), a Takox Manbpopmallis ApHOJIbIA-
Kiapi (ypaxeHHs 1OBracToro Mo3Ky, MO304Ka

3  BUP@XCHHM  TNOTHJIMYHUM  Oojem,
NOPYUIEHHSMU  KOBTaHHs, aTakCi€l0  Ta
IHIIMMU ~ CUMITOMaMHu),  (YHKIIOHAIBHI

po37aau KMIIKIBHUKA (TaCTpUT, CHUHAPOM
MOJIPa3HEHHS KilIKiBHUKA), HEPBOBOI CUCTEMHU
(cuHApOM 3am'ACTHOrO KaHally, mHapectesii,
HEBpAaJITis TpiliyacToro Hepsa) [4, 5, 6].

BpaxoByroun Bullle BUKJIa/IeHE, PAHHE
BUSIBIICHHA  JaHOI  Marojiorii  Crpwuse,
0€3yMOBHO, TIONMIMIICHHIO SKOCTI KHUTTA
TMTHHU.

Binomo, mo NOpoXHMHAa poTa €
BiJOOpaXeHHSIM CTaHy BCHOTO OpraHi3mMy M
JUTSYUM  JTIKap -CTOMATOJIOT TPH  OTJIsl
MOPOKHMUHM POTa MOXKE€ BHUSBUTH TEPIIi
CHUMIITOMH P13HUX 3aXBOPIOBaHb, Y TOMY YHCII1
W nmadoi marosorii. BuacHo mocraBieHU
JlarHO3 CHUJIBHO 3 JIIKapsIMM - Te€HETUKaMHU
JIOTIOMOKE  HE TUIBKU TOKPAIIUTH SKICTh
KHUTTS, @ B YHUKHYTH 0aratboX YyCKJIaJHEHb
JAHOTO 3aXBOPIOBAHHS. [Tpuxnagom
CKa3aHOI'0 MO)K€ OYTH HACTYNHHUN KIiHIYHUI
BUIA/IOK.

JIUIbBHUYHUM JIIKapeM CTOMAaToJIOTOM-
neaiaTpoM Ha MPUHOM 10 Y HIBEpCUTETCHKOTO
CTOMATOJIOTIYHOTO IEHTPY Oyna cKepoBaHa
niBuMHKa 9 pokiB (ictopist xBopobu Ne
162536).
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31 ciiB MaMH y JUTHHH €CTeTUYHUHN
Hemosmik 3y0iB. Ornsa MOPOXXKHUHHM poTa 'y
JKaps-CTOMATOJIOra MPOXOIMIIN JIBa pa3d Ha
pik. 31 cJliB MAMU TUTHHA COMAaTUYHO 3/I0POBA.
Bunucka 3 ictopii xBOpoOM Bix memiaTpa
MIATBEPKYE HAICKHICTh JUTHHU JIO MEPIIOT
rpynu 3a0poB's. Ilpu gerampHOMY 300pi
aHamMHe3y Oyino 3'sCOBaHO, IO JUTHHA
KOPUCTYEThCS OKYJISIPAMU 3 5-TH POKIB.

Ob'exmuéno:  maHi  30BHINIHBOTO
OISy BIAMOBIAAIOThH BIKY AUTHHM, JA1BUMHKA
KOHTakTHa. HmkHg  TperuHa  oOIHYYS
3MEHILIeHa, HOCOTYOHI CKJIaJIKU 3TJIa/KeH1, Ha
migoopiai BIJI3HAYAECTHLCS CUMIITOM
HariepcTKa. JlaHi Oy MOPOKHUHH pOTa:
rmuOMHA TPUCIHKY MOPOKHUHU POTa MEHIIA
3a HOpPMY, CIIM30Ba OOOJIOHKAa MOPOKHUHU
pora OJiIO POKEBOTO KOJIBOPY, IMiIHEOIHHS
BY3bKe€, KYIOJIONO10HEe, IPUKYC 3MIHHUH,

niacrema. Ha BepxHiit mpaBiil memnerni:
MOCTIHHUMA LEHTpaNIbHUN pi3elb, MOCTIMHUN
JaTepaIbHUN  pi3ellb, THUMYacoBe  1KJIO,
TUMYAacoOBUN  Apyruid  Mouidp  (mepuiuii
TUMYacOBUNM MOJIAp BIJACYTHIH, TakoXX HeMma
BiACTaHi MiDX 3ybamu 5.3 Ta 5.5), mepmmid
nocTiiHuid Mossip. Ha BepxHii miBid 1esneri:
MOCTIHHUM LEHTPANbHUN pi3ellb, HAasABHICTh
THUMYAcOBOTO 1KJa 1 TMEpIIoro MOCTIHHOTO
Mostsipa. (puc. 1, puc. 2).

[Ipu ormsini MOpPOXKHUHM pOTa: Ha
HIDKHIM TMenerni Big3HAYaeThCs TEepPBUHHA
aZCHTIS IICHTPAJbHUX TIOCTIMHMX  PI3IliB
(puc.3, puc.4). IlopoxxHHHa poOTa paHimie
caHoBaHa: B 3y01 4.6 Ha *yBaJlbH1{ IOBEPXHI €
mwiomba, a B 3y0i 3.6 Hamu mpoBeaeHa
HeiHBa3uBHa repmeTusaris dicyp.

Puc.1. ®oto BecTuOy. 1sipHOI NOBEpXHi 3y0iB
1.1,1.2,5.3,6.3.

Puc. 2. Ilinne6inug By3bKe, KynoJionoaioxe,

aiacrema, HasBHicTBh 3y0iB 1.1, 1.2, 5.3, 5.5, 1.6,
(BizcyTHicTh BigcTani mixk 3y0amu 5.3 Ta 5.5), 2.1, 6.3

Ta 2.6.

Puc.3. ®ponTajibHa JUIAHKA HUZKHBOI LIeJIeNH,
Bi/ICYyTHI HeHTpa/bHi nocriiini pisui. [leppunna

anenTis 3y0iB 3.1 ta 4.1.

Puc.4. Huskns mesena, ;KyBajabHa MOBePXHS
THMYAaCOBHUX Ta NocTiiiHuX 3y0iB (B 3y0i 3.6

NPOBe/IecHO HeiHBa3UBHY repMeTu3auiio gicyp, B 3y0i

4.6 —HasIBHICTH MJIOMOM).
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ITicna MIPOBEICHOTO OTJISAY
MOPOKHUHU pOTa HaMu OyB BCTaHOBIICHUI
JllarHo3:  4YacTKOBa  TIEPBHMHHA  QJICHTIs
nocTiiHux 3y0iB. [l yTOWYHEHHS AiarHO3y
JUTUHY CKEpOBAaHO B  PEHTICHOJIOTIYHE
BIJUTUICHHS JUISL MIPOBENICHHS CKPUHIHTOBOTO
OCIIIIKEHHS.

Ha naHopamMHOMY  pPEHTI€HIBCHKOMY
3HIMKY (pHC. 5) BiJ3HA4Ya€ThCsA Ha MpaBiil
BEpXHill 1mienem - BIACYTHICTh 3auyaTKiB

MIPEMOJISIPIB 1 IPYroro NOCTIMHOIO MoJIsipa, Ha

JiBI BEpXHIN IWIeNem € IIUIONOIIOHMI
JaTepalbHUM  pi3elb, MOCTiHE 1KMo 1
BIJICYTHICTh 3a4aTKiB MPEMOJISIPIB 1 JPYroro
mocTiitHOrO MoJsipa. Ha HwkHIM menemi -
BIJICYTHICTh 3a4aTKiB HEHTPaJIbHHUX pI3LiB, 3
JmiBoro OOKy BIJICYTHICTb 3a4aTKiB APYroro
peMoJisipa 1 APyroro MocTiiiHOro Mouspa, 3
npaBoro OOKy - BIACYTHICTb 3ayaTka ikia,
JIpyroro mpemMosisipa 1 APYroro MOCTIHHOTO
MOJIsIpa.

OTxe MU MOXKEMO BiJI3HAYUTH HACTYIHE: Ha
BEpPXHIM IIeneni y OUTUHU BiJICYTHI IIICTh
MOCTIMHUX 3y0iB, a Ha HIDKHIA Imenemni
BIJICYTHI CIM NOCTIHHUX 3y0iB, 110 T'OBOPUTh
PO MEePBUHHY YACTKOBY QJICHTIIO TOCTIHHUX
3y0iB. BimcyTHicTh Takoi KiIbKOCTI 3y0iB
MOJKE CBIIYMTH HA KOPHCTh TEHETHYHOI abo
CMAJKOBOI CXMJIBHOCTI JI0 PO3BUTKY JAaHOI
MaTOJIOTi.

Ha mnacrymHomy erami putuHa Oyna
CKEpOBaHa Ha OOCTEeXEeHHS B XapKiBCHKUI
Mixo0nacHul MEAUKO-TeHETUYHUHN IEHTP, JIe
TTICJIS IPOBEJICHOTO OOCTEKESHHSI IIBYMHIT OyB
nocraBneHuit giarno3: Cuniapom Enepca-

Jlanmnoca.

Jani  ormany Ta oOCTe)XeHHS — JIiKapiB-
iaTepHiB.Ilicns ormsani # oOcTexeHH] JiKap-
OKYJICT TIOCTaBMB HACTYHNHHMHM  JiarHos:

TIEPMETPOHIST CEPEAHBOTO CTyHEHs 000X
oyeil. AHOMaJIisi pO3BUTKY T'OJIOBKH 30POBOTO
HepBa MMPaBOro oka. Po3xozsma KOCOOKICTb.
IIpu mpoBeaeHHi O10XIMIYHHMX JOCIHIKEHb
KpOBI Ta  cedi, TMICIs  TPOBEACHHS
TOHKOIIApOBOi Xpomartorpadii 6yi0 BUSIBIEHO
neImUT TakuX MIKpOEJIEMEHTIB, SIK MarHi,

Puc. 5. [TanopamMuuii peHTreHiBChbKUii 3HUMOK (MEPBUHHA YaCTKOBA a/1€HTisl MOCTiliHUX 3y0iB

1.3,15,24,25,3.1,35,4.1,4.3,45).
IIUHK, MiIb, ceieH. [ligBuUIeHHS piBHS
KpeaTuHiHy, HOMIpHa TiNeproMoLiCTeHeMis,
rinepoinipyOiHOHEMIs.
BucHoBoK Kapiosiora: 10/1aTKOBa XOp/a.
BucHoBOK  racTtpoeHTepojiora:  TOMipHa
TUCRyYHKIS, MepUBacKyssipHa iHQUIBTpaLis
TIEYIHKH.

[Ticns MOCTaHOBKM J1arHO3y «CUHAPOM
Enepca-/lannocay, JiKapsIMUA-TeHETHKAMH
Oy710 pEeKOMEHJOBaHO U mpu3HaueHo: 1)
KodakTopHa mieToreparisi (3 0OOMEXKEHHSIM
I'PEYKH, SUIOBUYMHH, CHPY, TBEPAOIO CHUDY,
S€YHOTO OiNKy, M'ICHUX OynbiOHIB); 2)
¢dapmakoTtepamnis: Mg B6 no 1 tabnerui 2 pa3u
Ha JeHb, mporsroM | wmicsms, L-omrilliak
(30Mr) 1o Y4 Tabun. Ha neHsb, 1 micsnp, CeneH
o 0,75 r Ha nens 1 micsk., Koersum Q 10 mo
30 mMr Ha nmedbp 1 Micamns. PexoMmeHnmoBaHo
MTOBTOPHE OOCTEKEHHS Yepe3 2 MICHIII.

Ha mnHactynmHux eramax CIIOCTEpEeXEHHsS 3a
MaIl€HTKOO HaMu Oyna MpoBeIcHa
peMiHepaizyroua Tepartis COJILOBOIO
CHUCTEMOTIO I TIMOOKOTO (PTOPYBAHHS eMalli
«Ftorcalcit — E» 3y6is 1.1, 2.1, 1.2,3.2,4.2 1a
HeiHBa3iBHA repMeTH3ariis ¢icyp 3y0iB 16, 26,
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36. JliBumnka Oyma ckepoBaHa A0 JKaps -
OpPTOJIOHTA 3 METOI0 CHUIBHOTO TIPOBEICHHS,
JKyBaHHS, TPOTE3yBaHHs MOPOKHUHU pOTa Ta
JTUCTIAHCEPHOTO OOJIIKY.

BucnoBku: Cunapom Enepca-/lanmoca - 1e
CIIaJIKOBE 3aXBOPIOBaHHS, BUKJIMKAHE
neeKTOM CHHTE3y KojareHy. Tak sk
CEpHO3HICTh CHHAPOMY MOXKE 3MIHUTHCS BiJ
MTOMIPHOTO JI0 HEOE3MEYHOTO JIsl XKUTTS, ICHYE
HEOOXIOHICTh  SIKOMOTa  OifbIl  PaHHBOI
IarHOCTHUKA aHol [1aTOJIOTIT TUTS
ITOM'SIKIIIEHHS HACIIIKIB 1 HOJIIIIEHHS SKOCTI
JKHUTTA.

Jlikap cToMaToJIoT IPH OTJISITI ITOPOKHUHH
poTa y Takux JiTel Moke OyTH TEpBHUHHOIO
JIAHKOI0O B IIOCTAHOBI[I TaKOro0 CKJIaJHOT'O
JiarHo3y, 110 Haxaii CIPHUSATUME
KOMIUIEKCHOMY ~ OOCTEXEHHIO Yy JIKapiB-
TeHETUKIB Ta JIiKapiB-meniaTpiB  BY3bKUX
CIIeIiagbHOCTEH.

Jucnancepue CIIOCTEPEKEHHS 3a

MTOPOKHUHOIO POTA AUTUHU CIIiJ 31HCHIOBATH
4 pa3u Ha pik.. [licns canaii MopoXHUHU poTa
CIIiJ] TPOBOJUTH pPEMiHEpali3ylouy Tepario
ycix 3y0iB Ta repmeTH3ailito Gicyp mocTiiHux
MOJISIPIB 1 MPEMOJISIPIB 3TITHO CTPOKaM iX
MpOpi3yBaHHS.
Takox 1uIaH JiKyBaHHS Ta CIIOCTEPEKECHHS 32
TaKUMHU JIITHhbMHU JIIKApPIO- CTOMATOJIOTY CJIif
CKJIaJaTH CHLIBHO 3 OpPTOJIOHTOM,
BpPaxOBYIOUH [IEPBUHHY AJCHTIIO.

Cungpom  Enepca-/lannoca BuMarae
MIPOBEJICHHS! KOMIUIEKCY JIIKYBaJIbHHUX 3aXO0/IiB
13 3aJydyeHHsSM JIiKapiB-TleiaTpiB  Pi3HOTO
npodinto. JlikyBaHHS Mae OyTH KOMITJIEKCHAM
(3aXBOpIOBaHb O4YEH, MNITYHKOBO-KHUIIKOBOTO
TPaKTy, 3aXBOPIOBAHHS MOPOKHUHU POTA), SIK
CHUMIITOMIB OJIHOTO 3aXBOPIOBaHHS, a HE SK
KOKHOI TIaTOJIOT11 OKPEMO.
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CHH/TPOM EJIEPCA-JAHJIOCA (ITPOABH B IIOPOKHHHI POTA). KJITHIYHHH BHITA/IOK.

1

O.I'. Apowenxo, LI Cokonosa®

- K.MeO0.H., acucmenm xageopu cmomamonozii XapKkiecbkoeo HayioHatbHo20 MeOUUHO20 YyHigepcumemy,

Xapxis, Ykpaina

2-0.me0.1., npoghecop, 3asioyeau kagpedpu cmomamono2ii XapKiecokozo HAYioHANbHO20 MEOUHHO20

yHigepcumemy, Xapkie, Ykpaina

Pesrome. [lposedeno obcmedicenist noposichunu poma oiguunku 9-mu poxie. byna eusienena nepeunna adenmis
nocmitinux 3y0is. Ilayicnma 6y10 cxeposano na oocmedicenns 6 Miscoonracnuit meouxo-eenemuunuil yenmp. Ilicis
nposedenoco obcmedicents i 00caiodcenus 0ye nocmasienull diacnos, cunopom Enepca - Jlannoca.

Kniouosi cnosa: nepsunna adenwmis, cnoiyuyna mxauuna, cunopom Enepca - Jlawnoca, pemmeenocpadis,

xonacen muny I1I .
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