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CIMEMHA ®OPMA 3MOPIIIKYBATOI'O A3UKA, IIJ/IAMHUCTOI T'IOIJIA3Ii EMAJII 3YBIB
TA TIHNNEPMOBIJIBHOCTI CYIVZIOBIB

B ocmaHHi poku cnocmepizaemuvcsi meHdeHyis 00 36i1bWeEeHHS KiabKkocmi 8podiceHoi, cnadkosoi ma 2eHemuyvHo-CXUAbHOT
namosozii, o 06ymoe1eHo HecnpusmAusUMU HaKmopamu 308HiWHL020 Ma 8HympiwHs020 cepedosuuja. lleped npakmuyHu-
MU AIKapsMU nocmaJ10 Henpocme 3a80aHHS CBOEYACHO PO3NI3HAMU OCHOBHI 03HaKu cnadkosoi namo.ozii, wo, Ik npasu.10, Ma-
1omb cuHdpomaabHull xapakmep nepebiey 3axeoprosaHHs. Tinbku ecebiuHe ma pemesbHe 06cmedceHHs: 00NOMON4Ce CBOEYACHO
posnizHamu, aikyeamu yi 3axeopreaHHs. Beauke 3ayikaeseHHs ceped HayKkosyie 8UKAUKAE 8UBYEHHS HA038U4AliHO piOKICHUX
3ax80pH08aAHb, ceped sIKUX — 3MOpulKysamuil 3uk. KosjcHe cnocmepesiceHHsl Yb020 CMAHy MAE 8e/u4e3He 3Ha4eHHs 8 NAaHi ydo-
CKOHA/IeHHs diagHocmuKu, AIKY8aHHS | npodinaKkmuKu MojicAUBUX YCKAAOHEHb

Mema. O3Haliomumu npakmu4Hux Jikapis 3 pesyibmamamu 8/4ACHUX cnocmepexceHb NOEOHAHHA Ha038U4atiHo pioKICHO20
cmay - 3MOPWKYy8amozo s13uKd, 2inepmobiabHocmi cyan06ie i nasimucmoi einonaasii emani 3y6ie Ha mai YucieHHUX comamuy-
HUX 30X80pH8AHb 3 MeMOoK paHHbOI diaeHocmuku, AiKy8aHHs: ma npoPinaKkmuKu MO#CAUBUX YCKAAOHEHD.

Mamepiaau ma memodu. PemebHo sugveHa ambysnamopHa ma cmayioHapHa dokymeHmayis dimell, mamepi. Pyxaugicmbu
cyan06ie oyiHrosasacs 3eioHo kpumepiii belimona. CmaH xpebma oyiH8ascst npu 0245101 cnepedy, 360Ky ma 30iticH08a8cs mecm
Adamca. KainiuHo oyiHI08a8Csi cmaH cmon — 8ucoma no30083cHb020 Ma NONEpevHo20 CKAeniHH. PenmeeHoso0ziuHe o6cmediceH-
Hs1 ma Y3/] - cmaHdapmHe o61adHaHHA. OYiHoeascst cmaH emadi 3y6ie — koalp, cmpykmypa (HaseHicms nasm, 60p03eHOK, Xeu-
Asicmux 3a24ub.J1eHs, epo3itl, HasisHicmb ckoie, mpiwuH). IIposipsiiace yymaugicms 3y6ie do x0.100H020, 2apss4020 ma co100-
K020. CmaH sA3uka oyiHweaau 3a makumu kpumepiamu: 1. Koaip. 2. Haaim. 3. Cyxicmb a6o 380/10%ceHicmb s3uka. 4. [lasmu. 5.
TpiwuHu. 6. Habpsk a3uka abo eidoumxku 3y6ie. 7. Hasisnicms 8upasok, nyxupyie, paH.

Pe3yasmamu. OnucaHo cimeliHy ¢popmy 3MOpwKy8amozo sizuka, nasmucmoi zinonaasii emani 3y6ie ma zinepmo6iabHocmi
cyan06i8 y mamu ma 060x ii cunie 13-mu ma 15-mu pokis.

Y xnonuuka A. 15 p. susiesneHo: cuHopom 2inepmobinbHocmi cyz2n06i8. []eo6iuHy naockocmonicms. Xeopoby Llotiepman-May.
S-nodi6Hull ducnaacmuyuHuli ckosio3 Il cm. Bady po3sumky nepedHboi cminka epydHoi kaimku. 3mopwkysamutl s3uk Cimetiny,
nasmMucmy, oeHuwesy, aezky opmy 2inonaasis emadi pizyie. Henpasusnvruii npukyc. ®imo3 (cmau nicas onepayii). l'inomaaa-
MiYHUll cuHdpom nybepmamHozo nepiody. Bady poseumky cepys - cundpom Kaepka-Jlesi-Kpicmecko (CLC cundpom). MHOsNCUHHI
cmuemu dusembiozeHesy.

Y xnonuuka /]. 13 p. eusiseHo: cuHOpom 2inepMo6inbHOCMI cy2006i8. S-nodi6Hull ducnaacmuyHull ckoaiosz I cm. Bady pos-
8UMKy nepedHvoi cminka 2pydHoi kaimku. 3mopwKysamuil s13uk. Mionilo eucoko cmyneHnsi cknadHocmi. Mioniunuill acmuama-
mu3sm 060x oueli. Pozsnadu akomodayii. Cimeliny, nasmucmy, 8oeHuwesy, Aezky gopmy 2inonaasii emani pizyie. HenpaguavHulii

© M. IIponaiino, T. Konuk, M. Tpoxumenko, O. lllynbraii, H. Ulep6aTiok, 2025

CtaTTsa nowuproeThCcsA Ha ymoBax JineHsii CC BY 4.0

ISSN 2786-7153 (Print), ISSN 2786-7161 (Online) 87



Cyuacna meduyuna, ghapmayis ma ncuxonociune 300pog ’s. Bunyck 3 (21). 2025

npukyc. Bady po3sumky cepys - cundpom Kaepka-Jlegi-Kpicmecko (CLC cundpom). ®imos (cmam nicas onepayii). JucgyHkyiro
HCOBYHO20 MIXypa no 2inepmoHivHoMy muny. JucnaHkpeamusm.

Y mamepi H. 34 p. susie/s1eHo 2inepmobinbHicmb cy2/100i8 n1e2k020 cmyneHs. 3mopwKysamuil s13uk. Taxcky ¢opmy 2inonaasii
emani pizyie 8 npoyeci nikysaHHs (npome3y8aHHsi).

BucHosKu. 3mopwKysamuil 13Uk Mae geauke diazHocmu4He 3HA4eHHs, OCKINbKU Modice 6ymu paHHIM MapKepoM cnadkosux
duc@yHkYill cnosly4HOi MKaHUHU, 3 YiIMKO 8IK080I npozpeciero iHmeHcugHocmi. Y daHoMy aunadKy xapakmepHuli CmaH si3uka
noedHysascs i3 CUHOPOMOM 2inepMobibHOCMI Cy2/106i8, cimellHo hopmotro nasmucmoi 2inonaasii emani 3y6ie, HenpasuUALHUM
npukycom ma imMo3oM y cuHie. [loedHaHHs 3MOPWKY8AMO20 A3uka, naamucmoi 2inonaasii emani ma 2inepmobinbHocmi cyano-
6i8 ymeoproe namo2HOMOHIYHY KOMOIHAYit0, ujo 00380.15€ hido3prosamu cucmeMHi 3aX80pO8aHHS CNOAYYHOI mKaHUHU. Baxcau-
8UM ACNEKMOM 3ANUWAEMBCS NPOZHOCMUYHE 3HAYEHHS, OCKIAbKU pO3Ni3HA8aHHA cimeliHux popm do3eosse enposadicysamu
npogirakmuuHi 3axodu(opmodoHmuuHa Kopekyis, piziomepanisi, 2eHemuyvHe KOHCYAbMYBAHHS), 3anobizaroyu npospecysaHHO
opmonedu4HUX ma IHWuUX yCK/AaOHeHb.

Kawuosi cioea: cundponm, 3y6u, s3uk, cyen06, cmona, xpebem, oui.

Mykhailo Protsaylo, Tetiana Konyk, Margaryta Trokhymenko, Oleksandra Shulgay, Natalya
Shcherbatyuk. FAMILIAL FORM OF WRINKLED TONGUE, SPOTTED HYPOPLASIA OF TOOTH ENAMEL, AND

JOINT HYPERMOBILITY

In recent years, there has been a tendency to increase the number of congenital, hereditary, and hereditary pathology, which
is due to adverse factors of the external and internal environment. Practitioners faced the difficult task of recognizing the main
signs of hereditary pathology in a timely manner, which, as a rule, have a syndromic nature of the course of the disease. Only
a comprehensive and thorough examination will help to recognize and treat these diseases in a timely manner. The study of
extremely rare diseases, including wrinkled tongue, is of great interest among scientists. Each observation of this condition is of
great importance in terms of improving the diagnosis, treatment, and prevention of possible complications.

The aim. To familiarise practicing doctors with the results of our own observations of a combination of extremely rare
conditions — wrinkled tongue, joint hypermobility, and spotted enamel hypoplasia against a background of numerous somatic
diseases - with a view to early diagnosis, treatment, and prevention of possible complications.

Materials and Methods. Outpatient and inpatient documentation of children and mothers was carefully studied. Joint mobility
was assessed according to the Beighton criterion. The condition of the spine was assessed by examination from the front and side,
and the Adams test was performed. The condition of the feet was clinically assessed, including the height of the longitudinal and
transverse arch. X-ray examination and ultrasound are standard equipment. The condition of tooth enamel was assessed, including
color and structure (the presence of spots, grooves, wavy depressions, erosion, and chips and cracks). The sensitivity of the teeth to
cold, hot and sweet was checked. The condition of the tongue was assessed according to the following criteria: 1. Color. 2. Plaque.
3. Dry or moist tongue. 4. Spots. 5. Cracks. 6. Swelling of the tongue or tooth impressions. 7. The presence of ulcers, blisters, and
wounds.

Results. The familial form of wrinkled tongue, spotted hypoplasia of tooth enamel, and joint hypermobility in a mother and her
two sons, aged 13 and 15, has been described. A 15-year-old boy, A., was diagnosed with joint hypermobility syndrome. Bilateral
flat feet. Scheuermann-Mau disease. S-shaped dysplastic scoliosis of the Il stage. Malformation of the anterior wall of the chest.
Wrinkled tongue Family, spotted, focal, mild form of hypoplasia of the enamel of the incisors. Malocclusion. Phimosis (condition
after surgery). Hypothalamic syndrome of puberty. Heart malformation - Clerk-Levi-Cristesco syndrome (CLC syndrome).
Multiple stigmas of dysembiogenesis. Boy D., 13 years old, was diagnosed with joint hypermobility syndrome. S-shaped dysplastic
scoliosis of the first stage. Malformation of the anterior wall of the chest. Wrinkled tongue. Myopia of a high degree of complexity.
Myopic astigmatism of both eyes. Accommodation disorders. Family, spotted, focal, mild form of hypoplasia of the enamel of the
incisors. Malocclusion. Heart malformation - Clerk-Levi-Cristesco syndrome (CLC syndrome). Phimosis (condition after surgery).
Dysfunction of the gallbladder of the hypertensive type. Dyspancreatism. The mother of N., 34 years old, was found to have mild
Jjoint hypermobility. Wrinkled tongue. Severe hypoplasia of the enamel of the incisors during treatment (prosthetics).

Conclusions. A wrinkled tongue is of great diagnostic significance, as it can be an early marker of hereditary connective tissue
dysfunction, with a clear age-related progression of intensity. In this case, the characteristic condition of the tongue was combined
with joint hypermobility syndrome, familial spotted enamel hypoplasia, malocclusion, and phimosis in sons. The combination of a
wrinkled tongue, spotted enamel hypoplasia, and joint hypermobility forms a pathognomonic combination that suggests systemic
connective tissue diseases. The prognostic significance remains an important aspect, since recognizing familial forms allows for the
implementation of preventive measures (orthodontic correction, physiotherapy, genetic counseling), preventing the progression of
orthopedic and other complications.

Key words: syndrome, teeth, tongue, joint, foot, spine, eyes.

Bceryn. CTaH s3MKa Ma€ BeJIMKe NpaKTH4YHe 3Ha-
YeHHA [Ji9 AIarHOCTUKM CUCTEMHHUX 3aXBOPIOBaHb
OpraHiaMy, OCKiJIbKM € NOTEHLiMHUM MapKep reHe-
THYHOI BpPa3jUBOCTi Ta MyJbTUPAKTOPHUX NMATOJO-
ri. OgHi aBTOpHU BiZI3HAYalOTh, L]0 3MiHU f3UKaA He
€ CaMOCTiMHMM 3aXBOpIOBaHHSAM, a pajue Mopdo-
JIOTIYHOI0 Bapialli€lo, AKa MOXe CJYryBaTU MapkKe-
POM CHUCTEMHUX NATOJIOTIHA, TEHETUYHOI CXUJbHOCTI,
3alpoBa/P)KEHO HaBiTb TEPMiH «JIIHIBOAIarHOCTUKA»,
10 BUBYAE CTaH OPraHi3My I10 XapaKTEpHUM 3MiHaM

noBepxHi f3uKa [11, 12, 14]. 3 HaykoBOI Ta MeJUYHOI
NepCrneKTHUBH, TPILIMHU Ha SA3ULI He € CAaMOCTiIMHUM
3axXBOPIOBAaHHAM, a pafuie MopdosioriuHow Bapia-
Li€lo, fAKa MOXe CJAYyTyBaTHU MapKepoOM CHUCTEeMHUX
MaToJIOTiH, FeHETUYHOI CXUJIbHOCTI Y4 MeTabO0JIIYHUX
nopyuweHsb. [HIIi HayKOBLi Bigial0Th NepeBary cy4ac-
HUM, IHCTpYMEHTaJbHUM MeTOZaM OOCTeXeHHs,
HeJIOOLiHIOIOUU CTaH fA3MKa. TodaTbcd CylnepedykH
BiiHOCHO iHopMaTUBHOCTI TpiluH s3uKa [1-2,5-9].
Y cBiti Bix 5 1o 20% Jrofelt MalOTh TPIlIMHU Ha
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MOBEPXHI A3MKa, 3 YITKOI0 TeHJEeHIi€I0 0 3pOCTAHHS
3 BikoM: y oci6 crapiie 40 pokiB BoHa csrae 40%.
Yos0BiKM CTpaXAaloTh 4YacTime (crniBBigHOIIEHHS
1,5-2:1), mwo Moxe GyTH MOB'I3aHO 3 TeHAEPHUMH
BiAMiHHOCTAAMU B TreHeTHUUHIid ekcnpecii 4u rop-
MOHaJbHUM BIUIMBOM. [12]. [Hmi Ha3BW TpiuKMHA
s13uKa - linguva plicata, 3MopLIKyBaTH 13K, MOLIOH-
KOBUH fA3UK. bopo3eHKH, TPIIUHU A3MKaA BBaXKalOTh
HEeWKIiJJIUBUM CTAaHOM i B KOXHOI JIIOAWHU MaKTb
CBill xapakKTepHUH MaJslOHOK. Po3pisHawTL Taki
$opMU 3MOPIIKYBATOro SI3UKa:

1. llentpanbHa popMa - Benauka MeJiaHHa Tpi-
IIMHA CIUHKHU f13MKa BiA fKOi B 60KH pO3raly>KyloThCs
MEeHIUI TPilUHHU.

2. Jlonbyacta popMa - MHOXKHUHHI TPIL[UHYU CHUHKU
S31Ka, SKi NOAINAI0Th HOro Ha OKpeMi AiSHKHY.

3. /lu3'loHKTHMBHA ¢popMa - MHOXKHHHI i30/1bOBaHi
TPII[UHU CIUHKU SI3UKa, SKi He CIoJIyYeHi Mixk co60t0
[10-11].

[IpyyriHa pO3BUTKY TAaKOIo f3MKa HeBifoMa. IcHye
rirmoresa, 110 TyT BiJirpa€ roJOBHY pOJib CIAJAKOBICTb,
aJie moTpebye AOAATKOBUX A0CTiLKeHb. EkciepTH Bia-
MiYaloTh, 1[0 JIOJHU 3 TAKUM SI3UKOM, YacTillle MaloTh
TaKi 3aXxBOpPIOBaHHA: CUHAPOM MesbKkepccoHa-PoseH-
Tand; [ayHa; lllerpeHa; XpOHiYHy rpaHyJ/ieMaTO3HY
XBOpOOY; ncopias [1-4, 6, 7, 12-15]. Oco6iuBuii iHTe-
pec NpeACTaBJAATb CUCTEMHI MPOSABU Y KOHTEKCTI
CMaAKOBUX AUCOYHKLIN CIIOYyYHOI TKAHUHH, 30KpeMa
cungipomy Enepca-/lannoca (EDS), ne 3MopuIKyBaTHi
SI3UK TpamseTbea y 71% nanienTis [13].

BpaxoBylouu Besuki po36ixkHoCTI mono iHpopma-
LiAHOI I[iIHHOCTI CTaHy s3MKa, BBAXKAEMO 3a NOTPiOHE
NOAIIMTUCA HAWIMM KJIHIYHUM CIIOCTEpeXXeHHAM
ciMelHHOro BUNAZKy LIbOTO CTaHY.

Kniniynuit Bunazgok. Xnomyuk A. 15 p. Big nepioi
JOHOIIEHO] BariTHOCTI, TSXKKUX moJjoriB. Maca npu
HapomxeHHi 3450 r. HaciiikoM TSKKHUX MOJIOTIB Gysia
BeJsIMKa KedasoreMaToMa, NpU NyHKLii IKoI oTpUMau
30 mua kpoBi. Ha mTy4yHomy BurozoByBaHHI. Y BiLi
7 pokiB onepoBaHui 3 npuBoAy ¢imosy. Crocrepira-
Jiics 9acTi HocoBi kpoBoTedi (y 1-3 ksacax). /Ba poku
TOMY BUSIBWIM BUKDUBJIEHHS XpeOTa, He JIIKyBaBCsl.
B ocraHHili yac ckapru Ha nepiofiIMYHUHN 6iJlb B CIMHI
SIKUM NOCUIIOETbCA NPH QI3MYHMX HABaHTAKEHHAX
i 3HUKaE B CTaHI CIIOKOI0.

3araJbHUH CcTaH 33/10BibHUHI. AcTeHiuHa GynoBa
Tisa. My Byx 36i/1b11eHi i CHJIbHO po3BefieHi B 6OKH,
esnacTUyHi. [lepeHda cTiHKA rpyAHOI KJIITKU CIJIOLLEHA,
JliBa MOJIOBUHA BTHCHEHA, paBa — BUNMWHAE. HxHA
anepTypa rpyaHoi KJiTKH po3lIMpeHa, peGepHi Ayru
noToBuleHi. [pyaHuil Kiho3 nocuaeHuH, npu naabna-
uii 6isb mapaBepTe6paJbHUX 30H HUMKHBOTPYAHOTO
Biaziny xpebTa, fedopmarnis dpikcoBaHa. Bicb xpebTa
B IpyAHOMY BiAJili BifjixujieHa BIpaBO, B IIONlepPeKO-
BoMy BJIiBo. CipaBa moJioruii pe6epHuii rop6, nedop-
Mauis pikcoBaHa.

BucoTa ckJieniHHA CTOII CUJIbHO 3MeHLIIeHa, LIUPOKi
nepili Mi>k asibLieBi IPOMIXKKH HiTl, CUJIBHO BUJ0BXKeHi
Apyri nanbui cron (puc. 1).

ToHyc MyckysaTypu 3HM:kKeHUH. HagMipHa pyx/u-
BiCTb MepUIMX Ta M'SITUX NMa/bliB KUCTEH, JIKTbOBUX
cyryo6iB (puc. 2).

[lIkipa TOHKa, eJlacTU4YHa, BOJIOTa, MiJBUILeHa IiT-
nuBicTh. Ha piBHI nonepekoBoro Bif/iny xpe6Ta MHO-
»KUHHI, monepeyHi po3Tspkku (ctpui) 10 x 0,5 cm yep-
BOHOTI'0 KOJIbODY.

[Ipu ornsazai poTOBOI NOPOXXHUHU BUSIBJIEHO HasAB-
HiCcTh 6i/MX (BamHSIHUX) IJISIM Ha MepeJiHii MmoBepxHi
pisuiB. [IpaBuii pizenpb 3MilleHU Brepes i 4acCTKOBO
BUCTYIIA€E Ha JIiBUM pi3enb. BokoBi moBepxHi Ta KopiHb
SI3MKa NOKPUTI MHOXXUHHUMH, TJIMOOKUM OOpO3€eH-
KaMHU HeNpaBW/bHOI GopMH IMHOGHUHOI 10 2-3 MM
(puc. 3).

Ha penmeeHozpami xpe6bTa B IBOX NMPOEKIiX MAE
Micre BifxuieHHs oci Xpe6Ta B TpyJHOMY Bigzin
BIIPaBO, BepllMHa BUKpHBJeHHA Th,, Benrnunna 16°
3a MeTogoM Ko66a. B monepekoBoMy — BUKPUBJIEHHS

Puc. 1. Xnonyuk A. 15 p. ILl10CKOCTONICTB.
Cturmu au3eMGpioreHesy

Puc. 2. Xnonyuk A. 15 p. HagmipHa pyx/iuBicTb
Cy106iB KUCTI
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Puc. 3. Xsionyuk A. 15 p. 3MopIKyBaTHil 13MK. MHOXKMHHI 60p03eHKH Ha GOKOBHUX NOBEPXHAX
Ta KOpeHI0 si3uKa. l'inonuasia emaJi pisnie. HenpaabsHuii IpUKyc BEpXHbOIr0 3yGHOTO PAAY

BJiBO, BesinyuHa 18°3a metomom Ko66a, BepiirHa LZ.
Posmenienns ayxxu L, Ha 60KoBi# mpoekuii - mocu-
JIeHH# rpyAHoro Kido3y, kauHoBuAHa fedopmauis Th
o4y PO3IYLIYBaHHA Ta HEPIBHICTh 3aMUKaIbHHUX MJIAC-
THUHOK, MOoAUHOKI rpuxi llIMmopasa. [locunenuit nomne-
pekoBuUi Jiopfo3 (puc. 4).

Y3/l opraHiB YepeBHOI IOPOKHUHU - IATOJIOTiY-
HUX 3MiH He BUABJICHO

EKT PS - 78. CuHycoBa apUTMisi, HelloBHa 6Ji0Kajia
npaBoi HixKKM nyd4ka [ica. Ykopouenna PQ mo 0,10
C. Cunpapowm CLC. I'inokcia Miokapaa.

Kniniynutl diazHo3. CuHJpoM rinepMo6isbHOCTI
cyrn06iB. /IBo6iyHa maockocTomnicTb. XBopoba llokep-
MaH-May. S-nofi6HUi gucniacTUYHUN ckosios Il cT.
Basa po3BUTKY INepejHBOl CTiHKM TpPyJHOI KJITKH.

Puc. 4. Xnonuuk A. 15 p. S-noai6Hmit
JUCIIAaCTUYHHUHM cKoJtio3 11 cT.

3MopmikyBaTud s3uk. CiMeliHa, MJISIMHCTA, BOTHHU-
meBa, Jierka ¢gopma rinonsasii emasni pisuis. Hempa-
BUWIbHUH npukyc. ®imMo3 (cTaH nicasa onepatuii). ['ino-
TaJaMiYHUH CHHJApOM nyb6epTaTHoro mnepiogy. Baga
po3BUTKY cepusa — cuHzapoM Kiepka-Jlesi-Kpictecko
(CLC cunapom). MHOXKUHHI CTUTMU JJU3eMbioreHesy.

Xnonuuk /I. 13 p. Big ipyroi oHOLIEeHO] BariTHOCTI,
TSXKKUX noJioriB. Maca npu HapogxeHHi 3300 r. Ha
IPYAHOMY BUIOJOBYBAHHI TpU THXHI. Y Bini 4 poku
onepoBaHU# 3 npuBogy ¢imo3sy. Y mepuiomy kJjaci
3aMiTU/IM 3HMXKEHHS TOCTPOTHU 30pPY, KOPUCTYETbCA
OKy/nsApaMU. /[[Ba pOKHM TOMY BUSIBUJIM BUKPHBJIEHHS
xpebTa, He JIiKyBaBCsl.

3arasbHUH CcTaH 3aA0BiIbHUM. AcTeHiyHOi Tijo-
oynoBu. IlepenHsi cTiHKa rpyaHOI KJIITKU CILJIOLIEHA,
JliBa MOJIOBUHA BTUCHEHA, NpaBa — BUNMHae. HuxHA
anepTrypa rpyAHoi KJIiTKM po3livpeHa, pebepHi aAyru
noroBuleHi. Jlebopmanis ¢ikcoBana. Bicb xpe6Ta
B FPYAHOMYy Biffiji BiixuJjieHa BIIPABO, B IONEpPEKO-
BoMY BJiBo. CipaBa moJioruii pebepHuii rop6. Jedop-
MaLisa pikcoBaHa.

[Ipu orsiAAl poTOBOI MOPOXKHUHU BUABJIEHO HAAB-
HiCTb 6iMX (BamHSAHUX) IJIIM Ha NepejHilM moBepxHi
pisuis. [IpaBuil pisenp 3MileHU Brepes i 4aCTKOBO
HaloB3a€ Ha JIiBUM pi3elb (aHa/JOrIYHO SIK y CTApLIOTrO
6paTta). bokoBi moBepxHi Ta KOpiHb sI3WKA NOKPHUTI
MHOXXWUHHHUMHM, IIMOOKMM 60pO3eHKaMu HelpaBUJIb-
Hol opMHU rIM6KHOW A0 2-3 MM (puc. 5).

Ha penmeeHozpami xpebTa B [JBOX NPOEKILiAX MaE
Miclie BiJxujieHHs oci xpebGTa B TpyJHOMY Bifzgin
BIIPaBO, BepllMHa BUKpuBJeHHA Th,, Beaudnmna 10°
3a MeTozsoM Ko66a. B monepekoBoMy — BUKPUBJIEHHS
BJIiBO, BesmyMHa 8°3a MeTosoM Ko66a, BepmmHa L,
Ha 60xoBil npoekuii - po3nyuyBaHHs Ta HEPiBHICTb
3aMUKaJIbHUX IIJIACTUHOK, TOOAUHOKI rpuxki llIMops.

OrysiHyTHUH OKy/iCTOM Ta BCTAHOBJIEHO Taki Jiia-
rHosu: retepodopisi, Miomniss BUCOKO CTyIeHs CKJaJ-
HOCTi, MionmiyHMHA acTUrMaTH3M 060x oudeH. Posnagu
akoMozaliil.

Y3/l opranHiB 4epeBHOI IOPOXHUHU: NedYiHKA
He3HauyHo 36ijblIeHa, mpaBa JoJssd 126 MM, jaiBa
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Puc. 5. 1. 13 p. 3MopmIKyBaTHH A3HUK.
MHOXKMHHi 60p03€eHKHU HAa 60KOBUX MOBEPXHAX
A3uKa. 'inonsasia emaJi pisuis.
HenpaibHui IpMKyC BEPXHBOT0 3yGHOTO PAAY

66 MM. JKoByHUN Mixyp 88x26 MM, neperuH WHUHKY,
BHUpa)keHi o3Haku xoJiectasy. [lifmnyHkoBa 3ajo3a
36isbuieHa 19x18x19 MM nomipHa rizpodinbHicTh
napeHxiMu. HUpku He 36ijblieHi, TUNOBe po3Tally-
BaHH4, JIpiOHi exoreHHi BKJIO4YeHHs 10 3,5 MM B 060X
MHCKaX.

EKT: PS - 76. CunycoBa apuTMis. HenoBHa 6/10kaja
npaBol HixkkW nyyka [ica. Ykopoyennsa PQ po 0,09
C. Cungpom CLC. T'inokcisa Miokapza.

Kniniynutl diazHo3. CuHApoM rinepMo6isbHOCTI
Ccyra06iB. S-moAiGHUM AuCHIACTUYHUM ckoJjio3 | cT.
Baza po3BUTKY nepefHbOI CTiHKa TpPyAHOI KJITKH.
3mopiikyBaTuil s3uk. [eTepodopisa. Mionis Bucoko
CTymneHs1 ckjaafHocTi. MiomiuHu# acTurmMaTtusMm 060X
oueil. Posnagu akomopauii. CiMmeliHa, nissMMCTa, BOT-
HUIEB], Jierka popma rinmoriasisa emadi pisuis. Hempa-
BWJIbHUH NpUKyC. Baja po3BUTKy cepus - CUHJpPOM
Knepka-Jlesi-Kpictecko (CLC cunapom). ®iMmo3 (ctan
micas omneparnii). JucoyHkiisa xoBYHOro Mixypa mo
rinepToHiyHOMy TUIy. JluCIaHKpeaTU3M.

Mama H. 34 p. Pocsia i po3BuBasiaci HOpMaJILHO.
3 paHHBOrO JAWTHUHCTBA BiJj3Hayaja HaJ3BUYANUHY
TCHYYKICTh CyrJIo6iB, mpo6JjieMu 3 3y6aMu, BOHM Majiu
61/l MIAMH, KpUIIUJIKCA i Ticis noJioriB 3y6H BepxXHbOI
lesleNy NPAaKTUYHO MOBHICTIO BUMNAIU. 3a/UILNJIOCS
JlekiibKa 3y6iB. KopuctyeTbcs npoTe3oM. 3MasKy Masia
XapaKTepHUM MaJ/IlOHOK S13MKa, 1[0 IOCUJIMBCS B IpO-
Leci pocty. BigMiyae, 1m0 npu nosiorax Majia MHOXXUHHI
BHYTPILIHI Ta 30BHILIHI PO3PMBHU IOJIOTOBUX ULIAXIB.
['pyzsHe rogyBaHHA MaJlOKIB TPUBAJIO TPU THXKHI.

BynoBa Tina mnpaBusibHa, mnpomnopuiiiHa. ToHyc
MYCKyJaTypH 3HMKeHU#. HagMipHa pyx/uBicTh Besu-
KHMX MaJIblliB, Mi3HHIIiB 060X KUCTEH.

[Ipy ornsafi poToBoi NOPOXXHUHU BUSIBJIEHO MHO-
>KUHHI MoMepeyHi Ta MO3/0BXKHI 60p03eHKU TUJIbHOI
Ta 60KOBUX MOBEPXOHb sI3MKa MIMOUHOMW 2-3 MM. [Ipo-
Te3 BEpXHbOI'o 3y6HOro psiy. BepxHs ryb6a Habpsk.a,
MOTOBLIEHA, LiJIbHA NMpPU NajbHalii 4epBOHO-KOPUY-
HEeBOTO KOJIbOPY (CTaH Micjs KOCMeTH4YHOI KOpeKLiisi

ry6) (puc. 6).

JiaznocmosaHo. TinepMob6inbHICTh Cyr106iB Jier-
KOro CTyneHs. 3MOPIIKYBaTHUH fA3UK. Tskka dpopma
rinomnsiasia emaJi pi3iiB B npoueci JikyBaHHSA (IpoTe-
3yBaHH#). CTaH Mic/1s1 KOCMETHUYHOI KOpEKIIis Ty0.

CiMelHHMN xapaKTep 3MOpPLIKYBaTOro s3MKa,
rinomnJsiasii eMaJi, rimnepMo6inbHicTi cyrno6iB) Bka-
3y€ Ha CNaJKOBY JUCOYHKIiIO CIOJYYHOI TKaHUHH,
HaliMoOBipHile rinepMo6ibBHUN TUN CUHAPOMY
Enepca-Jlansnoca (hEDS). 3MopumkyBaTuil s3UK
y cuHgapomy Esepca-/lansioca 3yMoBJIeHUH c/abki-
ctio lingual frenulum Ta nigBUIEHOIO €/1aCTUYHICTIO
cau3o0Boi yepes gedinuT konaareny Il tTuny (myra-
nii COL3A1) [7]. TinepMoGinbHiCTh I3UKa CHOpUSIE
dbopMyBaHHIO XapaKTepHUX 6opo3seHok.[lasaMucra
rinomnsasiga emMaJli NOSACHIOETbCA MOPYILIEHHAM MiHe-
pajisauii B nepios amesioreHesy: gepeKTHUH KoJa-
reHOBUH MaTpHUKC JecTabinisye emaseBi KJITHHH,
1110 NPU3BOAUTD [0 JIOKAJbHUX MiTiB Ta niaMm [7, 13,
15]. CimeiiHa izeHTUYHICTDb fedeKTiB pi3LiB y 6paTiB
NiATBepJpKye TeHeTUYHY JeTepMiHaniio. linepmo-
6isbHiCTB cyro6iB (Beighton score 24) Bigo6paxae
CHUCTEeMHY CJ1abKiCcTh 3B’S130K, 1110 KopeJto€e 3 opoda-
IjiaJbHOIO rinepMo6inbHicTI0O (guchyHKLia y 75%
3 cuaapomoM Enepca-Jannoca) [1, 6, 7]. Ckouios,
Baau rpyaHoi kaiTky Ta CLC-cMHAPOM [J0IOBHIOIOTH
MYyJbTUCHUCTEMHY KapTHUHY.

Y naHoMy BUNAAKY ciMeiiHa ¢opMa fA3MKa Xapak-
TepusyBajacid BIKOBUM MOCHJIEHHA IHTEHCHUBHOCTI
3MOpILYBaHHA fA3MKa. Tak y cuHa BiKkoM 13 pokiB
3MOPILKYBATICTh A3MKa JIOKaJ1i30BaHa TiJIbKA Ha 60KO-
BUX NOBEPXHAX | BUpakKeHa He CUJIbHO, ¥ CUHA BiKOM
15 pokiB - xapakTepHa KapTHHA si3MKa MNOCHUJIEHa,
nosiBa 60p03eHOK Ha CIMHLI f3MKa i y MaMU BiKOM
34 poku riauboKi, 4iTKO OKpecJieHi, MHOXXUHHI 60po-
3eHKU TOKPUBAIOTb BeCb SI3UK. BificyTHicTh cy6'ek-
TUBHOTO AUCKOMGOPTY He 3MeHILIYE AiarHOCTUYHOTO
3HaueHHs - CTaH NOTpebye MOCUJEHOI ririeHu pus
npodinakTUKN KaHAU03Y.

Puc. 6. Mama. T. 34 p. 3MOpILIKYBaTUH SI3UK.
MHOKMHHI TPilUHM, 60pPO3€HKH CHUHKH
Ta GOKOBHMX NOBEPXOHb A3MKA. CUMeTpUYHUI
Ha6psAK BepxHbOi ry6u. Tsmkka ¢popma rinomiasis
eMaJli pisiiB B npoueci JliKkyBaHH4.
IIpoTe3 BepxXHBLOI 1Ie/1enu
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BHCHOBKHM. 3MODIIKYBaTUH $3UK Ma€ BeJIUKe
JIarHOCTHYHe 3HauyeHHs], OCKIJIbKM MoXke OyTH paH-
HIM MapKepoM CHajKOBHUX JAUCOYHKLIA CHOJIY4YHOI
TKaHWHH, 3 YITKOI0 BIKOBOIO NpOrpeci€l0 iHTeHCHB-
HOCTi .Y JJaHOMY BMUNAJIKy XapaKTepHHUH CTaH s3MKa
MOEHYBABCS i3 CHHAPOMOM TillepMObiIBHOCTI CyT/0-
6iB, ciMmeiiHOIO popMoOI0 MAAMUCTOI rinomaasii emasi
3y6iB, HEMPaBUJIbHUM NPUKYCOM Ta $iMO30M Yy CHUHIB.
[loefHaHHA 3MOPLIKYBATOr0 A3MKa, IJIAMHUCTOI Timo-
mJiasii eMasi Ta rinepMo6iIbHOCTI Cyr/a106iB yTBOPIOE
MaTOrHOMOHIYHY KOMOiHallito, 1110 J03BOJISIE Mil03pI0-
BaTH CUCTEeMHi 3aXBOPIOBAHHS CHOJY4YHOI TKaHWHHU.
BaX/JIMBMM acneKkTOM 3a/MUIAETbCA IPOTHOCTHUYHE

3HaueHHs, OCKIZIbKU po3Mi3HaBaHHA ciMelHUX dopM
Jl03BOJIIE BIPOBAa/PKyBaTH NpoQiNakTU4YHI 3axofu
(opTomoHTHYHA Kopeklis, ¢isioTeparis, reHeTUYHe
KOHCYJIbTYBaHHA), 3anobiralodd NporpecyBaHHIO
OpTONeAUYHHX Ta IHIIUX YCKIaHEHb.

IlepcneKTHUBH NOAAIBIIUX AOCTiAKeHb. [lofanbii
KJIiHI4HI ciocTepekeHHs [[bOr0 Ha/I3BUYalHO LiKaBOro
CTaHy, KOJIM Ma€ Miclle MOEAHAHHA CiMelHOI dopMu
3MOpILIKYBaTOr0 f3UKa, TilepMOOGIIBHOCTI CYIJOO6iB,
rinonsiasii emasni 3y6iB Ta pi3BHOMaHITHUX COMaTHUY-
HUX 3aXBOPIOBaHb, JONIOMOXYTb NPAaKTUYHUM JiKapsM
CBOEYACHO JiarHOCTYBAaTH, JIIKyBaTH Ta 3[iMCHIOBATH
npodilaKTUKY [[UX NATOJOTIYHUM 3MiH.
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