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AM. CyneﬁMaHOBl, M.B. Y6a171;[ynnae}32, I''M. Araﬁ;[apOBal, b.M. I[I/IaHOBl
KJIUHUYECKHA CJIYYAN YEPEITHO-KJTIOYUYHOI'O
JIN30CTO3A, OCJOXKHUBIIETOCA ®JTETMOHOM HUKHEN
YEJKCTU, B IPAKTUKE YEJIOCTHO-JIUIHEBOI'O XUPYPT A
'I'BY3 PE «lopodckas kuunuueckas Gonvruya Ne21y, 2. Vpa
2@I'BOY BO «Bawkupckuii 20Cy0apcmeenblii MeOUYUHCKUTE YHUBEPCUMEM »
Munszopasa Poccuu, 2. Ya

UepenHO-KITIOUMYHBII TU30CTO3 — 3TO HACIECACTBEHHOE OphaHHOE 3a00/eBaHne, CBI3aHHOE ¢ MyTanueil B rene Runx2, pacmo-
JIO’KCHHOM Ha KOPOTKOM IIIede 6-if XxpoMocoMbl. KirtounaHo-uepenHoil U30CT03 ayTOCOMHO-JOMUHAHTHAS IATOIOTHS, IPOSBIISIET-
sl 3a/IepIKKOI OKOCTEHEHHs uepera, OOJbIIMMU pa3MepaMy POAHUYKOB M 3aKPBITUEM YEPEITHBIX IIBOB. PeTeHINs U IUCTONUS MO-
CTOSIHHBIX 3y0OB CBSI3aHBI C HAJTMYUEM OJHOTO MIIH HECKOIBKUX CBEPXKOMIUIEKTHBIX 3y0OB Ha BEepXHEH M HIDKHEH democTsx. Oxn-
HHM U3 XapaKTePHBIX CHMIITOMOB JaHHOTO 3a00JICBaHNUsI SIBIISICTCS TUIOILTIA3KS WM ATIA3Ksl KITFOUHLI.

B craThe mpHBOAMTCS ONMCAHWE CIy4as BBIABICHUS YeperHO-KIounyHOro ausoctosa (UKJI) y MykuuHbl 42 JIeT ¢ TSKENBbIM
THOMHBIM OCJIO)KHEHHEM H3-33 OTCYTCTBHSI CBOCBPEMEHHOIO JICYCHHUsI B JIETCKOM Bo3pacte. IlamueHT 0OpaTwics B KIMHHKY 4Ye-
JIFOCTHO-JIMIIEBON XUPYPIHUH C jXaso0aMu Ha OOJIH M OTEK B MOJHIDKHEYEIIOCTHOH o0acty ciea. Ha cepuy KOMITBIOTEPHBIX TOMO-
rpamm (KT) kxocteii uepena BbisiBIeH OeeKT CBOAA Yeperna, MHOXKECTBO PETEHUPOBAHHBIX 3yOOB HIDKHEH M BEepXHEHl democTeil.
IMocne obcIenoBaHMs BHICTABICH AMATHO3: OJOHTOrEHHAas ()NIErMOHA JICBOH ITOIHIKHEYETIOCTHOH O0JIACTH, MOKEBATEIBHOIO,
KPBUIOBHAHO-YETIOCTHOTO [POCTPAHCTBA CJIEBA, YCPENHO-KIFOYMYHBIA AN30cT03. IIpHYMHHBIM 3yOOM pasBUTHS THOIHO-
BOCIIAJINTEIIEHOTO MPOLIECCa OKa3alicsi pETeHUPOBAHHBIN 3.8 3y0, pacroNoKeHHBIH PAIOM C IPYIIION JUCTONUPOBAHHBIX U PETECHH-
POBAHHBIX XKEBATEIbHBIX 3yOOB HIDKHEIT 4eNFOCTH ciieBa. [IpoBeaeHa oneparis BCKPBITHS THOHHO-BOCTIAINTEIFHOTO OYara, yaase-
HUe peTeHrpoBaHHoro 3.8 3yba. B cratee npencrasieHs! Gororpaduu nauuenta, nanasie KT depena u rpyaHON KIETKH.

Knrouegvie cnosa: runomiasus, KOCTHO-3yOHas aucruiazust JDKeKCoHa, KOA YepelmHO-KIIoYnyHoro au3octo3a no MKB-10:
Q74.0; KT (xommbroTeprast Tomorpadusi), ophanubie 3a001eBanms, PETeHUPOBAHHBIN 3y0, cumapom Lleiirxayspa-Mapu-Cenrona
YepPEHHO-KITIOYMYHBII AU30CTO3.

A.M. Suleymanov, M.B. Ubaidullaeev, G.M. Agaidarova, B.M. Dianov
A CLINICAL CASE OF CRANIOCLAVICULAR
DYSOSTOSIS COMPLICATED BY MANDIBULAR
PHLEGMON IN THE PRACTICE OF A MAXILLOFACIAL SURGEON

Cranioclavicular dysostosis is an inherited orphan disease associated with a mutation in the Runx2 gene located on the short
arm of chromosome 6. Clavicular cranial dysostosis is transmitted by an autosomal dominant type and is manifested by delayed os-
sification of the skull, large fontanelles and closure of cranial sutures. Retention and dystopia of permanent teeth is associated with
the presence of one or more super-complete teeth on the upper and lower jaws. One of the characteristic symptoms of the disease is
hypoplasia or aplasia of the collarbones.

The article describes the case of cranioclavicular dysostosis (CCD) in a 42-year-old man with severe purulent complication due
to lack of timely treatment in childhood. The patient went to the maxillofacial surgery clinic complaining of pain and swelling in the
submandibular region on the left side. A series of CT scans of the skull bones revealed a defect in the cranial vault, a lot of retarded
teeth of the lower and upper jaws. After the examination, the diagnosis was made: odontogenic phlegmon of the left submandibular
region, masticatory, pterygoid-maxillary space on the left side, cranioclavicular dysostosis. The causal tooth of the development of
the purulent-inflammatory process turned out to be a retinated 3.8 tooth located next to a group of dystopian and retinated chewing
teeth of the lower jaw on the left side. An operation was performed to open a purulent-inflammatory focus, remove a retarded 3.8
tooth. The article presents photos of the patient, CT scans of the skull and chest.

Key words: hypoplasia, bone-dental dysplasia by Jackson type, code of clavicular-cranial dysostosis according to ICD-10:
Q74.0; CT (computed tomography), orphan diseases, retentive tooth, Scheithauer-Marie-Senton syndrome, cranioclavicular dysos-
tosis.

Opdannsie 3a001eBaHUSI — 3TO OYCHD PEI-
KHE MaTOJIOTMYECKUE COCTOSIHUS C YacTOTOM pac-
npoctpaneHus: He Oonee 10 cirydaeB Ha 100 ThI-
CSIY HaceJeHHA. B mpakTHKe 4eTt0CTHO-JINIIEBOTO
XHpypra BCTpeYaroTcsl 3a00JeBaHHsI C pacmpo-
CTPAHEHHOCTHIO OJIMH CIIy4ail Ha MUJLJTUOH Yelo-
Bek B nomyJisaiud. OIHUM U3 TaKuX 3a00JIeBaHUI
SIBJSIETCSI  IePETMHO-KITFOYNYHBIN TU30CTO3, WIIH
cuapom llleitrxayspa-Mapu-CenroHna, cBsi3aH-
HBII ¢ MyTanuel B rene Runx2, pacnoyioxeHHOM
Ha KOPOTKOM ImIede 6-ii xpomocomsl. Hacmemo-
BaHHE OCYIIECTBISECTCS MO ayTOCOMHO-TOMHU-
HaHTHOMY THUITy U IPOSBIAETCS 3aJCPKKON OKO-

CTEHEHHS dYepera, OONBIIUMH pa3MepaMHu poj-
HUYKOB U 3aKPBITUEM YEPEITHBIX IIIBOB.
JlutepaTypHble NaHHBIC CBUACTEIBCTBYIOT
0 TOM, YTO JAaHHBIM CHHIPOM BIIEPBBIE ONHCAH
Martin B 1765 r. ¢ ganpHEHIIMM ITOIPOOHBIM
onucannem Sainton B 1897 r. [1]. Onnumu U3
XapaKTEepPHBIX CHMIITOMOB 3a00JI€BaHUS SIBIISIOT-
Ci THWIIOIUIA3WA WM armmasus kmouun. llpu
OCMOTpE MOJIOCTU PTa M U3YYCHHU CEPUU KOM-
MBIOTEPHBIX TOMOTPAMM BBISBISETCS HAIHYUE
PETCHUPOBAHHBIX U CBEPXKOMILICKTHBIX 3y00B. B
CHEIMAILHOW JIUTEpaType COOOIIEHUS HOCAT
OTHCATENBHBIN XapakTep BBUAY PEIKOCTH Ye-
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PEMHO-KIIIOYNYHOTO  JM30cT03a (B MHPOBOHU
npaktuke m3BecTHO o 1000 cimydasx maHHOTO
3aboneBanusi). HecMoTpst Ha peKOCTb MOHOTE€H-
HOT'O HACJEICTBEHHOTO 3a00JieBaHMs YEperHO-
KJIFOUMYHBIN JM30cTO03, Winu cunapom LlleiTxay-
spa-Mapu-CeHnToHa, UMEET MIECTh CHHOHHMOB:
o0mmii am3octo3 ['eHena; koctHO-3yOHast nuc-
riasus J[»ekcoHa; HaceCTBEHHbBIN KIOYHYHO-
YepenHoOu JIN30CTO3; KIJIFOUNYHO-YEPEITHO-
Ta30BbII JU30CTO3 SIHCEHa; KIIIOUYMYHO-YeperHO-
Ta30BbIi An30cT03 Kpy3oH, KOCTHO-3yOHas amc-
Tpodus. JlaHHOe MHOrOoOOpasue TEPMHHOB B
0003HaYCHNH NATOJIOTHH MOXXHO OOBSCHHUTH He-
JOCTaTOYHON W3YyYEHHOCTBIO opdanHOro 3a00e-
BaHUs, XOTA 3a00JI€Ba€MOCTh COCTABIISIET OKOJIO
0,5 caygas na 100000 ponuBIIHXCS KUBBIMHU Jie-
Tel B rojl. ABTOpPHl OTMEYAIOT OTCYTCTBHE T€H-
JIepHOU MPenpacnoioKeHHOCTH M, HECMOTPS Ha
JIpyTrHue CKeleTHbIE OTKIIOHEHWS, JUarHOCTUPY-
€TCSA YEePermHO-KIIOUMYHBIN JAU30CTO3 TIPEXKIe
BCETO MO M3MEHEHUSM B 3yOOUYENOCTHOH CH-
creme [1-8].

BonbHble ¢ Takodl peakoil maronoruei
HYXKJAIOTCS B MPOBEACHUN pPaHHUX peadwInTa-
UOHHBIX MEpOIPHATHI W KOMaHIHOM TOAXOJC
JUTSL PEIlICHUS BBISABICHHBIX TIpoOiieM [8]. B kiu-
HHUYECKOU MPAKTHKE OCBEJOMIICHHOCTh O JAHHOM
MaTOJIOTUU TIOMOKET TIOBBICHTH KauyeCTBO OKa3a-
HUS MEOUUMHCKON mnomomu. lIpeacraBineHHbIN
HaMH KJIMHUYECKUU cllydyail CBUJETEIBCTBYET O
TOM, YTO CBOEBpPEMEHHas CIIeIHAIN3UPOBAHHAS
CTOMATOJIOTHYECKass TOMOIIb CTOMAaTOJIOTrOB-
OpPTOAOHTOB TALMEHTy C OpdaHHBIM 3aboieBa-
HUEM T103BOJIHIIA OBl CHU3WTh PUCK BO3HHKHOBE-
HUS OCIIOKHEHUU.

Knunuueckuit npumep. bonvHout U. 42
JIeT ¢ op(aHHBIM 3a00JCBaHUEM TOCTIMTATHU3UPO-
BaH B OTJEIICHUE YEIFOCTHO-THIIEBON XUPYPTUU
I'bY3 Pb I'Kb Ne21, r. Y¢a 11.09.2023 r. mo
AKCTPECHHBIM ITOKA3aHUsIM.

[laruent oOpatuics B KIMHUKY YEIOCT-
HO-JIUIIEBON XUPYPTHH C XKaiobamMu Ha 00n |
OTEK B IMOAHIKHEUSTIOCTHOM 00JIaCTH CIIeBa.

OOmee cocTossHUE OONBHOTO Ha MOMEHT
O0CMOTpa yaoBieTBopuTeabHOe. Co3HaHHE SICHOE.
[Tonoxenue tena axtuBHOE. KOXKHBIE MOKPOBBI
¢u3nonornyeckoii okpacku. Temreparypa Tena
37,0°C. TouBI cepama pUTMHUYHBIC, apTepUATh-
noe masienue (AJ) 160/100 MM pT. CT., 9acTora
cepaeunbix cokpamienuii (HCC) — 78 ymapoB B
MuH. ['py/iHas kieTka BU3yaabHO HE H3MEHEHA.

MecTHBI cTaTyc: acUMMETpHUs JiMIla 3a
CYeT OTeKa MATKUX TKaHEH MMOHMKHEUETFOCTHOM
obnactu ciepa. [lpu manenanuu B MOAHMKHEYE-
JIIOCTHOW M OKOJIOYIIHO-)KE€BATEIBHON 00JIacTsIX
omnpeaessieTcs O0Ne3HCHHbIM HHPUILTPAT pa3Me-
pamu 5%4 cm. Koxka Han BOCHandUTENbHBIM HH-
(¢unIbTpaTOM HE TMIICPEMHPOBaHA, OTECYHA, IAC-
TO3HA. B TOIHMKHEUETIOCTHONH 00acTH clieBa
oTpeensieTcsl THHEWHBIH pyoOen nmuHou 1,5 cm
co cBUIIOM 0e3 BeieieHnid. OTKpbIBaHUE PTA JI0
2,5 cMm. Bo ¢poHTaNBHOM OT/IENE BEPXHEH Yelto-
CTH 5 KOpHEH 3y0OB, CKyYe€HHOCTh; B HIDKHEH
YeII0CTH CJIeBa KOPOHKOBas 4acTh 3.3 3y0a pas-
pyuena Ha 1/3 (puc. 1).

Koxa nuna (U3HOIOrHYECKOH OKpacKu.
Cnmsuctast 00ONOYKa TIONOCTH pPTa CBETJIO-
po3oBas, BiaxkHas. HEOHBIE MUHIATHHEI HE yBe-
JIMYEHBI. SI3BIK YWCTBIN, BIAXKHBIN, TOJBWKHBIN.
Pernonapusie TuMQoy3i16l HE YBEIUICHEI.

0 0 0 0 R 0 0 0 0 0 0 R R R 0 0
8 7 6 5 4 3 2 1 1 2 3 4 5 6 7 8
0 0 0 0 0 0 0 0 0 0 0 0 0 0 0 0

Puc. 1. 3yoHas popmyna nanuenra U.

Ha cepun KT «xocreldi depema oOT
11.09.2023 r. BBIABICHBI me(EeKT cBOAa depera
W3-3a He3apalleHUsl CaTUTTAILHOTO 111Ba, MHOXKE-
CTBO PETCHUPOBAHHBIX U JUCTOIMPOBAHHBIX 3Y-
0OB Ha HIDKHEH M BEpXHEH YEIFOCTIX clieBa (pucC.
2,3,4,5); ocTeonopo3 MEepUTANNKATBLHOW TKaHH
3.8 3y6a. Ompenenstorcsi ABYCTOPOHHUM AnAacTa3
B 00J1aCTH CKYJIOBBIX IYT.

Ha cepun KT opraHoB rpynHOH KIETKH
ompeAeNseTcsl JABYCTOPOHHSSA JUCIUIA3US KITIO-
YUII; ONPEACISIOTCS THIIOIUIA3Us 00CUX KITHOUMII
W THUIOIUIa3Msl CYCTaBHBIX KOHIIOB aKpOMHAJIb-
HBIX OTPOCTKOB 00eux Jomatok (puc. 6). Buem-
HUI BHJ| MalMeHTa C MPUBEACHHBIMH KIFOUHIIA-
MU IIPECTABIICH HA PUC. 7.

Puc. 2. 3D peKOHCTPYKIHS KOMIIBIOTEPHOH TOMOTrpaduu
gepemna nanuenta M.
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Puc. 3. KomnbioTepHast ToMorpadus HIKHEH YeTI0CTH C PeTeHUPO-
BaHHBIMH ¥ JIUCTOIMPOBAHHBIMU 3yOamu marmeHTa H.

Puc. 4. KommnbloTepHast ToMorpagus BepXHEH 4eIIOCTH ¢ peTeHH-
POBaHHBIMH U JIMCTONHPOBAHHBIMH 3y0amMu naiuenTa 1.

Puc. 5. 3D-pekoHCTPYKIHS KOMIBIOTEPHOH ToMOorpaduu yeperna
nauuenra W. Bun ceepxy

Puc. 6. 3D-pekOHCTPYKIHST KOMIBIOTEPHOH TOMOTrpaduu IpyaHOM
KJIeTKH nanuenTa M. ¢ arumasueit Kirroduig

Puc. 7. Bueurnuii Bua nanuenTa M. co CBeeHUEM I1Ied mepen
TYJIOBHILEM BCJIEJCTBHE THUIOIIA3UH KITFOUHIL

BricTaBieH aAuarHo3 ojoHTOreHHas ¢uier-
MOHA TIOJHIKHEUEITIOCTHON 00JIacTH, MOIKeBa-
TENBHOTO,  KPBUIOBHHO-YEIIOCTHOTO  TIPO-
CTpPAaHCTB CIIEBa.

B mpenmomepanuoHHOM M TOCTEOIEpaln-
OHHOM  TMEpHOJaxX  TPOBEICHBI  KIMHHUKO-
nabopaToOpHBIC UCCIICOBAHUSI.

O6mmit amanmm3 kpoBu oT 11.09.2023:
spurporutsl — 5,09%10%/1, He — 166 r/m, Tpom-
OOLIUTHI — 128X109/H; JICHKOIUTEI — 17,4X109/J'I,
COD — 8 mM/4; nefikodopmyna: 303MHODUIBI —
2%, cermenTosiiepubie — 86%, aMMAOIUTH —
8%, moHouuTsl — 4%.

buoxumuueckuii  aHamuM3  KpOBH  OT
12.09.2023 r.: oOmuii Oenok — 81,4 r/i1; OunHpy-
OuH oOmmit — 7,4MKMONB/N, KpeaTuHUH — 123
MKMOJIB/JT; TJIF0OKO3a B KpoBH — 4,1 monw/i; C-
peakTuBHBIN Oenok — 134,3 mr/m.

Koarymorpamma ot 12.09.2023r.: AUTB —
18,4c; MHO- 1,0; IITU mo Ksukxy — 100,0%;
¢ubpunorex — 4,2r/1.

Amnamuz moun ot 11.09.2023 r.: ya. Bec —
1030; Gestok — OTp.; peakys KUciasi.

OKI" or 11.09.2023 r.: CUHYCOBBII pUTM,
88 yn/mun; D0C ropuzoHTaNbHAS.

11.09.2023 r. mom »SHAOTpaxealbHBIM
HAapKO30M TIPOM3BENIEHO BCKPBITHE OJOHTOTEH-
HOW ()JIETMOHBI JIEBOW TOJHMKHEUEIIOCTHOM
00JacTi, KpPBUIOBHIHO-YEIIOCTHOTO MPOCTPaH-
ctBa. OOHakeHa Hapy)XHas BETBb HIDKHEU de-
JIOCTH, BBISABIEH Je(eKT KOMMAKTHOHN IUTacTH-
Hbl B 00JIacTH peTeHupoBaHHOro 3.8 3y0a, Ko-
TOPBIA yAalleH. YCTaHOBJIECHBI IIEHTOYHBIE U
TpyOUaThle npeHakn. HamokeHa acenmTudeckas
MOBSI3KA.

B mocieonepannoHHOM TeEpHOAE MpPOBE-
JIEHO TPOTHBOBOCTIAIHUTEIHHOE, aAHTHOAKTEPH-
anpHOe JieueHue. llpoBefieHa WHTEpHIpETALHS
JIAHHBIX KOMIIBIOTEPHOW TOMOTpa(uu TOJIOBBI,
€M W OpraHoB TIPYIHON KJIETKU. BrIcTaBieH
CONYTCTBYIOIIMH JUArHo3 BPOKIAEHHBIA uepen-
HO-KJIFOUMYHBIN TU30CTO3.
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BocnanurensHbii IIpOoHECC OKOJIOYETIOCTHBIX HE MOXKET HE BbI3BATh YMBJIICHHUC TEM q)aKTOM, qTo

TKaHeH KYIHMPOBAICS, TAIMEHT B YIOBJICTBOPH-  B3POCHBIA MAIMEHT ¢ OpdaHHBIM 3a00JIeBaHUEM
TeJIbHOM cocTostHuu 27.09.2023 1. ObLT BBINMCAH. OKa3aJIC BHE 30HBI BHHUMAaHHUA CIIELHMAJIKUCTOB IO

OrmmcanHoe Ha6J'IIOI[eHI/Ie HUHTCPCCHO PCAKO- MOMCHTA €10 06paH.[€HI/I$I C OCTPbIM BOCHAJIUTCIIb-

CTBIO TIPOSIBJICHUS B YEeIOCTHO-JIUILICBOU 00J1aCTH U HBIM 3a00JIeBaHHEM HIDKHEH YEJIFOCTH.
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PEINPOAYKTUBHBIE YCTAHOBKHU CTYJAEHTOB
BAIIKUPCKOI'O 'TOCYJAPCTBEHHOI'O MEJUIUHCKOI'O YHUBEPCUTETA
'\®IBOY BO «Bawkupckuii 20¢y0apcmeentbiii MeOUYUHCKUTL YHUBEDCUMEM»
Munzopasa Poccuu, 2. Yeha
’I'bY3 PE «/[ropmionunckas yeHmpanbHas patounas boavuuyay, 2. iopmrioau

Lenw. IIpoaHanu3HpoBaTh PENPOTYKTHBHBIE YCTAHOBKHU CTYIEHTOB ballkipckoro rocy1apcTBEHHOIO MEJMIIMHCKOIO YHHBEPCHTETA.

Mamepuan u memoour. ]I aHanu3a penpoayKTHBHBIX YCTAaHOBOK CTYAEHTaM OBUIO MPEIIOKEHO MPOHTH AUCTAaHIIMOHHOE aHO-
HIMHOE OHJAHH-aHKeTHpOBaHHUE, BKIIoJaonee 30 BOMPOCOB OTKPHITOTO H 3aKPBITOrO THUIOB. AHANIN3 JAHHBIX OCYIIECTBIICS C
MIOMOIIBIO [TAKeTa aHaJlM3a JaHHbIX Statistica 12.

Pesynomamur uccneoosanus. Cpeny onporeHHbIx 0bu1o 433 neBymku (75,3%) u 142 roHonm (24,7%), Bo3pact ux coctaBui 19
[18;21] mer. W3 obmero uncia pecioHAeHTOB 58,09% ykazamu, 9To yxe UMEIOT CEeKCYyalbHbIH OnbIT. PakTHUecKuil BO3PACT IOJIOBOTO
nedrota y onpoureHHsIX coctapui 17,5 [16;18] ner, y 57,5% peclioHAEHTOB OH HE COBIAT ¢ ONTHMAIBHBIM. ONTHMAIBHBIM BO3PAaCcTOM
JUIs pOXKIeHHs! peOEHKa cTyieHThl HaszBaim 25 [24;27] ner. bepemenHocTh B nape oTMedanu 3,65% OIPOIICHHBIX, KeJTaHHBIMH ObLTH
71,43% GepemenHocTeil. 96,52% CTyIEHTOB CUUTAIOT, YTO K POXKICHHUIO peOEHKa HEOOXOAUMO TOTOBHTECS 3apaHee.

MeanumMHCKnit BecTHMK bawKopTtocTtaHa. Tom 19, Ne 1 (109), 2024
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