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KNUHUYECKU CNYYAN CAHAPOMA YEPEMHO-KJTIOYNYHOIO AU30CTO3A:
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AHHOTALMA

Ipenmer. Knuanueckuii cirydaii B IpaKTHKE YEIIIOCTHO-JIMIEBOTO XUPYpra: peOeHOK ¢ YepenHO-KIFOYNIHBIM AU30CT030M. Briepsrie
9TOT cunpom onucad B 1898 rony P. Marie u P. Sainton. bonee moapo6HO onmcan maTtonornyeckre MposiBICHUS CKEJICTHBIX aHOMAIHN
H. Scheuthauer. Cunapom Lteiitxayspa—Mapu—CeHTOHa, WK YePEHO-KIIOYHYHBIH IU30CTO3, BKIIIOYACT aljIa3Hio WK THIOILIA3HIO
KITIOYHII, TT03/IHEE IPOpe3bIBaHNe 3y00B, CBEPXKOMILIEKTHBIN 3yObl M ApYrHe CKeleTHble aHoMaiauu. [Ipu aToM cMHIpOMe aHOMaluH
CKeJIeTa BKIIFOYAIOT KIFOYUYHYIO alllasHio, WK THITOIUIA3HI0, KOJIOKOJI000pa3HyIo ITPyIHYIO KIICTKY, YBEIHUCHHbIH CBOJ Yepera ¢ BBIILY-
KJIOH JIOOHOH KOCTBIO, OTKPBITBI POAHUYOK, OpaxUIaKTUIINIO, THIIOIIIA3HIO Ta3a, HU3KUI POCT, BHIPAXKCHHBIC aHOMAJIUH Pa3BUTHUS 3y00B
C U3MEHEHUSIMU OKKIIIO3UH, TO €CTh 3TO JOCTATOYHO TsDKeJask HacleICTBEHHAs MaToNorHs. PETeHIMs U TUCTONHS TOCTOSHHBIX 3y00B
OBbIBaeT CBsI3aHa C HAJIMYMEM OJHOTO MJIM HECKOJIBKHX CBEPXKOMIUICKTHBIX 3y0OOB Ha BEPXHEH W HMIKHHUX YEIIOCTSIX.

Ieas. [IpoBeneHre aHTPONIOMETPHYECKOTO, CTOMATOJIOTHYECKOT0, PEHTI€HOJIOIHYECKOro 00CIeJOBaHUS PEOCHKA C YePEITHO-KITIO-
YHYHBIM JTU30CTO30M.

MeTtoaoaorus. B cratbe npencrasiens! pororpadun pedeHKa, TaHHBIE TIEAHATPHUECKOTO H CTOMATOJIOTHIECKOTO 0CMOTpa, 0030pHast
peHTreHorpadus rpyJHOMN KISTKHU ¥ KIIFOYHILI, OPTOIIaHTOMOrpadysi BEpXHEil 1 HIKHEH YeTI0CTH, COCTABIICH IUIaH JICYCHUS TIPU YePeTTHO-
KIIIOYMYHOM Jn30CT03€e. B HacTosee BpeMs B CBSA3U ¢ HapyLIEHHEM NPOpPEe3bIBaHUS 3y0OB 00paTmiachk K Bpady-CTOMATOJIOTY, OCTIe
0CMOTpa peOEHOK HANpPAaBIICH K YETIOCTHO-JIUIIEBOMY XHPYPTY.

BoiBoabl. CHHIPOM YepenHO-KIIOUNYHOTO U30CT03a SIBISIETCS CIIOKHON BPOXKACHHO IaToIoOruel, B KOMIICKCHOM peaduinnTanuu
KOTOPOI TOJDKHBI IPUHUMATh yJacTHe HE TOJIBKO BPadH BCEX CTOMATOJIOTMYECKUX CHEIHANBHOCTEH, HO M TaKXKe YEIIOCTHO-JINIEBEIE
XHpPYPTH, OPTOIIE/bI, IEIHATPBI, HEBPOJIOTH, JIOTOMEAbl U MEAULIMHCKUE TICHXOJIOTH.

KiioueBble c1oBa: uepenno-kaiouuyHblil OU30CMO3, 0emcKas YentoCmMHO-TUYe8dsl XUPYPIUsl, 8POAHCOEHHbI NOPOK, 8PONCOEHHAS
anoOManus pazeumus, peadburumayus
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CLINICAL CASE OF CRANIOCLAVICAL DYSOSTOSIS SYNDROME:
CLINICAL AND X-RAY MANIFESTATIONS

Chuykin S.V.!, Davletshin N.A."2, Chuykin O.S.', Makusheva N.V.', Kuchuk K.N."?, Bilak A.G."?

! Bashkir State Medical University, Ufa, Russia
2 Republican Children’s Clinical Hospital, Ufa, Russia

Annotation

Objectives. Clinical case in the practice of an oral and maxillofacial surgeon: a child with cranioclavicular dysostosis. This cider
was first described in 1898 by P. Marie and P. Sainton. H. Scheuthauer described the pathological manifestations of skeletal anomalies
in more detail. Steithauer—Marie—Sainton syndrome, or cranioclavicular dysostosis, involves aplasia or hypoplasia of the clavicles,
delayed dentition, supernumerary teeth, and other skeletal abnormalities. In this syndrome, skeletal abnormalities include clavicular
aplasia, or hypoplasia, bell-shaped chest, enlarged cranial vault with a convex frontal bone, open fontanelle, brachydactyly, pelvic
hypoplasia, short stature, severe abnormal development of teeth with changes in occlusion, that is, this is a fairly severe hereditary
pathology. Retention and dystopia of permanent teeth are associated with the presence of one or more supernumerary teeth on the
upper and lower jaws.

Purpose. Conducting an anthropometric, dental, and x-ray examination of a child with cranioclavicular dysostosis.

Methodology. The article presents photographs of the child, pediatric and dental examination data, plain radiography of the chest
and collarbones, orthopantomography of the upper and lower jaw, and a treatment plan for cranioclavicular dysostosis. Currently, due
to a problem with teething, she consulted a dentist; after an examination, the child was referred to a maxillofacial surgeon.

Conclusions. Cranioclavical dysostosis syndrome is a complex congenital pathology, the complex rehabilitation of which should
involve not only doctors of all dental specialties, but also maxillofacial surgeons, orthopedists, pediatricians, neurologists, speech
therapists, and medical psychologists.

Keywords: cranioclavicular dysostosis, pediatric maxillofacial surgery, congenital defect, congenital malformation, rehabilitation
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AKTYaJIbHOCTH

Bnepseie aToT cunpom onucad B 1898 romy P. Marie u
P. Sainton. Bonee monpo6GHO OmmIca MaToI0rHIeCcKue mpo-
siBTICHUS cKeneTHIX anoManuii H. Scheuthauer. Cunnpom
[ TeiiTxayapa—Mapu—CeHTOHa, WU YePEeNHO-KIFOUMYHbIHA
JIU30CTO3, BKJIIOYAET aIlIa3uio WM THITOIIA3UI0 KITFOYHII,
M03/IHEee MPOpe3bIBaHNE 3yOOB, CBEPXKOMIUIEKTHBIN 3yObI
u npyrue ckenetHele anomanuu. T. Yoshida ¢ coaBropamu
B 2003, Furuuchi T. ¢ coasropamu B 2005 romy ycTaHOBUIIH
myTaiuio rera CBJA 1, KOHTpOIHMPYIOMIETro TUBEPTEHITHIO
KJIETOK MpPEeAIIeCTBEHHUKOB B 0CT€00JaCThl HEOOX0AH-
Mmoro ans popmupoBanus koctu. B 2014 Weinstein S.L.
u Flynn J.M. ycranoBunu 11 myranuii rena RUNX2
B JIOKyce 6p21, KOTopblil Takke oTBeyaet 3a auddepen-
LIUPOBKY O0CTE00sIacTOB [2, 4].

[Ipu 3TOM cUHIpPOME aHOMAJUU CKeJeTa BKII0YaloT
KJIIOYMYHYIO aljla3ui0 MJIW TUIOIIAa31I0, KOJIOKOJI00-
Opa3HyI0 TPYIHYIO KIETKY, YBEIUUYCHHBIH CBOJ deperna
C BBIMYKJION TOOHOM KOCTBIO, OTKPBITHIH POJHUYOK, Opa-
XUJAKTHIIMIO, TUIIOTUIA3UI0 Ta3a, HU3KUH POCT, BhIpa-
JKEHHbIE aHOMAJHHU Pa3BUTHIO 3y0OOB C M3MEHEHHUSIMHU
OKKJIFO3UH, TO €CTh 3TO JOCTAaTOYHO TsDKeNas Haclel-
cTBeHHas naronorus [1, 3, 5-20]. Perenuus u quctonus
MOCTOSIHHBIX 3y00B OBIBAET CBsI3aHA C HATMYHEM OJTHOTO
WJTM HECKOJIBKUX CBEPXKOMILIEKTHBIX 3yOOB Ha BEpXHEH
Y HIDKHUX YENIOCTAX.

Lean McciienoBaHus: TPOBEACHHE aHTPOIIOMETPH-
YECKOTO, CTOMATOIOTHYECKOTO, PEHTICHOIOTHIECKOTO
obcnenoBaHusl peOCHKA C YEPEMHO-KIIOUYNIHBIM JTH30-
CTO30M.

MarepuaJjbl 1 METOABI

B crarpe mpenctaBiensl Gotorpaduu pebGeHka,
JaHHBIE MEJUATPUUYECKOT0 U CTOMATOJOTHYECKOTO
0CMOTpa, 0030pHas peHTreHorpadus TpyAHON KISTKU
U KJIIOYUI, OPTOMaHTOMOIpadus BEpXHEH M HUXKHEH

Puc. 1. @omo pebeHka
8 NpAMOU npoekyuu

Puc. 2. ®omo pebeHka
8 60K0BOU Npoekyuu

Fig. 2. Photo of the child
in lateral projection

Fig. 1. Photo of the child
in direct projection

YCJIIOCTH, COCTABJICH IIJIaH JICUCHHS ITPU YCPCITHO-KIIIO-
YUYHOM JHU30CTO3C.

Pe3yabraThl H UX 00Cy:KIeHHE

B crienmanu3upoBaHHYIO KIHHUKY YEITIOCTHO-ITHIIEBOIM
XUPYPTUA MHOTONPO(PUIHHOTO ASTCKOTO CTaI[HOHApa
00paTHINCh MaTh C JEBOYKOH B BO3pacTe 8§ JIET ¢ kKallo-
0aMu Ha HapylIeHHE MPOpPE3bIBaHUS 3yOOB, HAPYIICHUE
OKKJIIO3UH, 3aTPyJHEHHOE MepeXeBbIBaHUE MHUIIH,
HaJHYUE MHOXECTBA CBEPXKOMIUICKTHBIX 3yOOB, dCTe-
Trdeckuit gedexrt. M3 aHamHe3a yCTaHOBJICHO, 4TO
pebenok Goien ¢ poxkaeHus. C 3-MecsiMHOTO BO3pacTa
HaOIIOANIACh BPauoOM-OpTOIeIoM. B HacTosmiee BpeMs
B CBSI3H C HAaPYILICHUEM IIPOPE3bIBaHMS 3yOOB 00paTHiach
K Bpady CTOMAToJIOTY, II0CJIe 0CMOTpa peOeHOK HalpaBieH
K YeJIIOCTHO-JIMLEeBOMY xupypry. Ilpu ocmorpe: poct
HaMHOTO HWXe Bo3pacTHOH HOpMbI — 110 cm. [lneun
HAKJIOHEHBI, OUY€Hb CHUIIBHO CYKEHBI 3a CUET THIOIUIa3HH
KJIFOYUYHBIX KocTer (puc. 1).

I'pynnas kieTka y3kasi, KOJIOKOJIOOOpa3HOH (OpPMEI,
MBIIIBI HEPA3BUTHI, allIaCTUYHBL. IMeeTcs HeKoTopas
nedopManusa ¥ TUIIOIUIa3us JIOMaTokK (puc. 2).

KosxHble TOKpOBBI (HhU3MOTOTHUECKONH OKpacku, 0e3
MPU3HAKOB BOCHAJIUTENbHBIX U3MEHEeHUH. JIUo cum-
METPUYHO, CBOJ Yepena yBeJHYeH, JIOO BBIMYKJIBIHA
U IIUPOKUH, ¢ SABICHUSIMH THIEPTEIOPU3MA, BBICTY-
naroue J00HbIe Oyrpbl, MIEPEHOCULIa CEATOBUIHON
¢bopmel. MeeTcss Hemopa3BUTHE MOAOO0POJOYHOTO
oTneNa HIKHEH yemtoctu (puc. 3).

Co CTOpOHBI MOJIOCTH pTa: peruoHapHbie TuUMpa-
TUYECKHE Yy3JIbl YEeNIOCTHO-JIMLEBON obIacTu He yBe-
nuyeHsl, 0e300ne3HeHHbl. OTKpBIBaHUE PTa B MOJHOM
obbeme, O6e3bone3HeHHo. B monoctu pra ciausucras
OneHO-po30Basi, BIakHasd, 0€3 BUAMMBIX MaTOJIOTHYe-
ckux m3MeHeHuil. Habmronaercs nedopmanus 3yoHOrO
psAla BepxHel M HIKHEH uemtoctu. ViMeeTcst aucTonus
3yooB 7.1, u 8.1, octanbHble 3yObl MOOUHBIE (pHC. 4).

Puc. 3. ®omo nuya aHgpac Puc. 4. @omo nonocmu pma

Fig. 3. Photo of the face
from the front

Fig. 4. Photo of the oral cavity
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B mnane xnmHMYECKOTO 0OCIIEIOBAHUS BHIIIOJHEHA
0030pHas peHTreHorpadus TPYIHON KICTKHA U KITFOUHUIL
(puc. 5).

Jns yTOYHEHMS JOKaJu3aluu CBEPXKOMIIEKTHBIX
3y0OB BBINOJIHEHA OpTOnaHToMorpadus (puc. 6).

[To naHHBIM OpTOMTaHTOMOTpa(GHH BEPXHEH U HIKHEH
YEIOCTH: OIPEIEIICTCS YaCTHIHASI BHEITHIS PEe30pOIIHs
KOpHel 3yooB 5.3, 5.2, 5.1, 6.1, 6.2, 6.3, 6.5.

1.4 3y0 — 3a4aTOK IHCTONMHPOBAH, PETCHUPOBAH,
Ha 4 craguu popmupoBanus Mo TOYMITHMHON, BeCTHOY-
JISPHO OTHOCHUTEIHHO KOPOHKH 1.4 3y0a omnpenenstorcs
IIBa pETEHUPOBAHHBIX 3a9aTKa CBEPXKOMILIEKTHEIX 3y00B,
Ha 1 ctaguu popmupoBanus o TOYMIHHOMN.

1.1, 2.1 3y0bl — 3a4aTKU AUCTOMHPOBAHBI, PCTCHH-
poBaHBl. 3yOBl MOBEPHYTH OTHOCHUTEIBLHO CBOECH Ipo-
JIoJIbHOU ocH mipuMepHO Ha 30°. 3yObl Ha 6 cTanuu
¢bopmupoBanus no ToumnuHoit. HeGHO 3a kOpKOBOM
yacThio 3a4aTtkoB 1.1 m 2.1 3y00B ompenensroTcs peTe-
HUPOBaHHBIE 3a9aTKU CBEPXKOMIUIEKTHBIX 3y00B. 3yOBI
Ha 2 ctaguu GopMHPOBaHUs MO0 TOUMIHHOM.

2.4 3y0 — 3a4aToKk AMCTONMHPOBAH, PETCHUPOBAH,
Ha 4 ctaguu popMupoBaHusd Mo ToUMIUHON, BECTHOY-
JSIPHO OTHOCHUTEIHHO KOPOHKH 2.4 3y0a OmpenessiroTcs
JIBa PETEHUPOBAHHBIX 3a4aTKa CBEPXKOMIUIEKTHBIX 3y0OB,
Ha 1 craguu ¢popmupoBaHus Mo TOUMITHHOM.

3.2 — 3ayarok Ha 3 ctaauu hopMupoBanus o Touu-
JIMHOW, HaJ KOPOHKOW BECTHOYISIPHO B Teje HUIKHEH
YeJIOCTH ONpPEeAesieTCs 3a4aTOK CBEPXKOMILIEKTHOIO
3y0a, Ha 1 cragmu GpopMupoBaHus Mo TOUMITHHOM.

3.3 — 3auarok, Ha 4 craguu popMupoBaHus no Touu-
JIMHOW, HaJ KOPOHKOW BECTHOYJISIPHO B Teje HUIKHEH
YeJIOCTH ONpPEeAesieTCs 3a4aTOK CBEPXKOMILIEKTHOIO
3y0a, Ha 1 cragmu GpopmupoBaHus Mo TOUMITHHOM.

4.3 — 3ayarok, Ha 4 cTagud GOPMHUPOBAHHS IO
TounnuHO#N, HaJg KOPOHKOW ONpENeNseTCs 3a4aToK
CBEPXKOMILIEKTHOTO 3y0a, Ha 1 cTamuu popMUpOBaHUS
no TounnuHOM.

Ha ocHoBaHMM BBIIIENEPEUYHUCIECHHBIX AaHHBIX
peOeHKy BBICTaBIIEH KIIMHUYECKHUM IMarHo3: «4epernHo-
KJIFOYMYHBIN JU30CTO3.

IInan neuenusn:

CaHanus MOJIOCTU pTa, yAaleHue pa3pyLIeHHBIX
3y00B BPEMEHHOTI'0 MPUKYyCa B aMOYJaTOPHBIX YCIOBHUSAX.

[InanoBoe onepaTuBHOE JeYeHHE — MO3TAIHOE ya-
JIEHHE CBEPXKOMIUIEKTHBIX 3y0OB 1OJ1 0011el aHecTe3ne.

JInteparypa/References

Puc. 5. 0630pHas peHmeeHozpagus spyoHol Knemku u Kao4uy
Fig. 5. Plain radiography of the chest and collarbones

Puc. 6. OpmonaHmomozpacgus sepxHeli U HUXHel Yyearcmu

Fig. 6. Orthopantomography of the upper and lower jaw

Iocnenyroniee OPTOJOHTUUECKOE JICUECHUE.

HaGmronenue opromnena mo MecTy >KMTEIbCTBA.

Maccaxx MBI CIIUHBI, STOAMI, HIKHUX KOHEYHO-
creit N10 kypcamu 2-3 pasa B Tofl.

3akiaouenue

Takum 00pa3oM, CHHAPOM YEPEITHO-KIIOUUIHOTO
JIN30CTO32 SIBIISIETCS CJI0KHOM BPOXKICHHOHN MaTOJIOTHEH,
B KOMILUICKCHOHW pea0dMiIuTaluu KOTOPOU JOJDKHBI TIPU-
HHUMAaTh Y4acTHE He TOJIbKO Bpayl BCEX CTOMATOJIOTHYE-
CKHX CIIEI[HAILHOCTEN, HO U TaK)K€E YETFOCTHO-IUIIEBBIE
XUPYPry, OPTOINEbl, EAUATPbI, HEBPOJIOTH, JOTOIE b
1 MEIUILIMHCKHUE TICHXOJIOTH.
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