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MHO>XWHHI JECTPYKTUBHI 3MIHU B LLENEMNHO-TULEBIX AINAHL
Y XBOPOI 3 CHHAPOMOM CETPE-YOT3EHA (KNIHIYHUHX BUMAZIOK)

O.A. Ceigno, C.M. l'puropos, I'.I. Pyzix

XapkiBcokul HauioHanbHul meduyrul yHiBepcumem
Kagpedpa xipypeiuHoi' cmomamosoeii ma uienenHo-auyeBoi xijpypeii

Y cTaTTi HaBeLeHO KJiHiYHe CMOoCTepeXKeHHsl MoeTanHoro JiikyBaHHs XBOpoi 3 cuHppomom Cetpe-
YoT3eHa, 3 MHOXMHHUMH KOMBIHOBAHUMU AECTPYKTUBHWMHK 3MiHAMM BEPXHbOI Ta HUXKHbOI Luener.
3BepTaeTbca yBara Ha HeobXigHICTb KOMM/IEKCHOTO MiAX04y 4O NiKyBaHHSA AaHOT naTonorii.

KnrouoBi cnoBa: cundpom Cempe-Homserna, ducnaasis, kicma, YucmeKmomis, KIopemadxc.

KinbKicTb XBOpWMX 3 BajamMW PO3BWUTKY KiCTKOBOI
TKaHWHU, LLO 3BEPTAIOTLCS B KAIHIKK LLENEeNHO-NULEBOT
Xipyprii, HeBeNMKa y MOPIBHAHHI 3 iHWMMKW 3axBOpto-
BaHHAMU. OpHak UA NaTonoris iCHYe, i BMiHHS BipHO
NOCTaBUTM fiarHo3 i 3actocyBaTW MOTPIBHY TaKTH-
Ky NiKyBaHHs HeobxigHe. 3 LMX PIAKICHUX 3axBoOpio-
BaHb CNif BiA3HAYUTU Pi3Hi HPOPMU AWCNNACTUYHKUX
MPOLECiB, fKi HEPIAKO MOELHYIOTbCA 3 FeHEeTHYHO 3y-
MOBJIEHUMU 3MiHaMU. [lo Takux 3axBOpKOBaHb MO>KHa
BigHecTH xBopoby Memketa, xsopoby OnbpaiTta, cUH-
npom MpanuesketTi-LiBanena-beppi, cuugpom lMetepc-
Xeeenbca, cuHapom KpysoHa, cuHapom Cetpe-HoT3eHa
[1, 2]. Y pocTynHii HayKoBil MeguuHIM niTepatypi MM
He BWSIBU/IM BiJJOMOCTEM MNPO TaAKTUKY XipypriyHOro
NiKyBaHHA MNpW HeOOXiAHOCTI HafaHHA  XipypriyHoi
CTOMATOJIONYHOI [OMOMOrM XBOPUM 3 KOHKPETHUMMU
rEHETUYHUMHU 3aXBOPIOBAHHSIMM, TOMY BBaXKAEMO 3a
HeobXifHe ornucaTW Hawe CMOCTEPEXXEHHS, 30KpeMa,
NiKyBaHHs xBoporo 3 cuHapomom CeTpe-HoTt3eHa.

Cungpom Cetpe-HoTaeHa — pifKicHe 3axBoptoBaH-
Hfl, sIKe 3ycTpivaeTbca npubnusHo y 1 Ha 25000—50000
HOBOHaPOIXKEHUX. YCNagKOBYETbCS 3a ayTOCOMHO-
OOMIHaHTHUM TUNoM. Haibinbw 3arasbHi O3HAaKW CHH-
OpOMy, £Ki crnocTepiraloTbCsl y TPETUHW MNaLiEHTIB,
— KOpOHapHWM CHHOCTO3 — Opaxuuedpanis, nMUbOBa
acuMeTpisi, rinepTesopuMsM, KJAWMHOAAKTUAIA. B iHWwMX,
MeHLL NOLIMPEHUX BapiaHTax, Moxe ByTH nnariouedanii,
TpiroHouedanis, 3ani3He 3aKPUTTS BEJIMKUX OXKEpeneLb
i TIM'SSHUX OTBOpIB, PO3LIMPEHHS TypeubKoro ciana,
cnioweHHs NobHO-HOCOBOro KyTa, cynparnabenspHa
nenpecia, nnatubasisa. Hic mae a3bobosuaHy copmy,
XapaKTepHO BiAXWJIEHHSI HOCOBOI neperopoaku. XBopi
MaloTb BUCOKE rOTHUYHE NigHEBIHHSA, HENPaBHIbHO Chop-
MOBaHMWH NPUKYC Ta NOELHAHHS PI3HUX CTOMATOJIOTYHMX
aHoManii. Mo>k/MBKUM NTO3, KOCOOKICTb, APiIBHI Op6ITH,
TeNeKaHTaNnbHi Ta enikaHTanbHi cknagku, 6nedapo-
rMO3, JaKpiocTeHO3, aTpodiis 30pPOBOro Hepsa,
a TakoX rinotesiopuaM abo rinepresiopuaM. AHo-
MasbHa ¢opMa BYLIHUX PaKOBMH — BOHW MaJsieHbKi
i HM3bKO pO3TallOBaHi, MOXIMBO, 3HWXKEHHSI CIyXY.

[HTeneKT y TakKWX NaLi€HTIB 4acTo B MeXax HOPMH,
B OKPEeMMUX BHUMNaAKax CMOCTEPIra€TbCsi MOro 3HUXKEHHS.
[Hofi 3ycTpivaeTbCcA WKipHa CUHOAKTWAIA, MOXe 6yTw
BpaxifakTunis i KIMHOAAKTHAIA. XapakTepHa HasBHICTb
LLUIMPOKMX BEJIMKMX NasibLLiB 3 Ba/brycHoo fedhopMaLieto.
KpiMm Toro, Mmoxke Matu Micue HWU3bKOPOC/ICTb, CHHO-
CTO3 NyYenikTboBOro cyrnoba, KOPOTKI Kwouuui, Mani
KNyBOBI KICTKMU, KPUNTOPXIi3M | BpOIyKeHi Baau cepus.

Y Hawi# KNiHIYHIM NpaKTULi MaB MicLe BUNadoK 3Bep-
HeHHs xBopoi 3 cuHapoMoM CeTpe-HoT3eHa y noefHaHHi
3 andysiiHo hibpo3HO ocTeoAMCNIA3IEID Ha BEPXHIH
weneni Ta NosiKictTo3oM.

Xsopa X., 19 pokiB, Bneple 3BepHynacs B Hawly
KniHiky y 2016 poui 3i ckapramu Ha HUOUMI 6inb y 3y6i
Ha BEpXHil uieneni cnpasa, PyXJMBICTb LbOro 3y6a,
HUIOUMI BiNb y BEPXHiK Lieneni cnpasa. 3 aHaMHe3y 3a-
XBOploBaHHs By/10 3'9COBaHO, WO AaHi ckaprv TypbyoTb
XBOPY NMPOTArom 6 Mic, NpoTe B OCTaHHI Kifibka TUXKHIB
6inb nocunueca. 3i cnis XBopoi, BAANOCA BCTAHOBWTH,
L0 Y AMTAYOMY Billi XBOpa onepyBanacs 3 NpuMBOLY MHO-
>KUHHUX KICT Ha BEPXHIN i HUXKHIW weneni. 3 aHaMHe3y
YKWTTS BAANOCSH BCTAaHOBWUTH, WO XBopa nepebysae Ha
CMOCTEPEXXeHHI B FeHeTUYHOMY LieHTpPi, 3 NPUBOAY CHH-
apomy CeTpe-YHoT3eHa, a TakoXK CMOCTEPIraeTbes y He-
Bponarosiora, Kapgaiosiora, seprebponora.

Mpu ornagi xBopoi BiA3HAYaOTbCA  MHOMMHHI
nedopmalii KICTKOBOro ckeneta. XBopa HUXXUe cepen-
HbOrO 3POCTY, aCTEHIYHOI CTaTypH, NP 30BHILLUHbOMY
ornani 3sepranu Ha cebe ysary gechopmalis rpymnHoi
KNMiTKK, CMWUHKW, Ta3y, BKOPOYEHHSI MpPaBOi HUXKHbOI
KiHuiBKW. [onoBa Mae nofosxeHy hopmMy, obnUuUs BU-
[LOBXXeHe BHAC/1iJOK NOJOBXEHHS CepeHbOro i HUXKHbO-
ro Bigfinis, BUABNEHO rinepTeNopuam, MUraanenoibHoi
PopMHU oui, Hic KptoukoBHAHOT popMH. YcCi Ui KAiHIYHI
O3Haku BignoeipaoTb cuHapomMy CeTpe-HeTaeHa.

Y poOTOBIM NOPOXHWHI BiA3HAYAETbCSH CKYMYEHICTb
3y6iB y (DPOHTA/NbHUX BiffiNnax Ha HWXKHIN | BepXHiK
wenenax, BUCOKe roTWuHe nifgHebiHHs, BOCbMi 3y6u Ha
BEPXHiH weneni BigcyTHi. MepexpecHui npukyc. Mpwu-
UMHHWI 17-0 3y6 iHTaKTHWM, 2-ro CTyneHs pyxauBOCTI,
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nepkycis 6onicHa, cnMszosa obonoHka 6e3 o3Hak 3ana-
JIeHHS; NpU Nanbnalii 3a3Hadvanacst BATUHaHHS KiCTKOBOT
TKaAHWHW Y LiNSHUI KOMIPKOBOrO NapocTKa Ha BepXHiK
weneni Buwe 17-ro 3yba, 1o PO3NoOBCIOAXKYETLCA [0 Oy-
rpa, Ta Mae rnagKy nosepxHto, 6ezbonicHe Ta wjinbHe.
Mpw peHTreHonoriuHoMy obCTeXKeHHi Byu BUsIBAIEHI BO-
rHYLLLA BECTPYKLiT KiCTKOBOI TKAHWHW OKPYr/10i (oOpMH Ha
BEpXHil Wweneni 8 obnacTi Tina i Byrpa npasopyy, 10 2,0 cm
y niameTtpi 6e3 pi3ko BuparkeHo! Mexi. Ha HuxHIlM weneni
3/iBa AECTPYKLiA KICTKOBOI TKaHWHK Ao 3,5 cM y piamertpi,
33 3y6 iHTaKTHMM, 3HAXOAWTLCA B OCEPEAKY AeCTPYKLI.
Xeopa X. 6yna rocnitanizosaHa y kitHi 2016 poky
3 piarHosom: «PibposHa aucnnasia Ha BepxHin weneni
cnpaea B CTafil 3anasieHHs», NPOBEAEHO onepaTuBHe
BTPYyuaHHs nig KombiHoBaHolo aHecTesicto. MposeaeHo
BupanerHHs 17-ro 3yba, 3 iyHKW OTPUMAHO CJIM30BMH
KnelcteponoaibHuii ekcyaat, 6inoro Konbopy, 6e3 3a-
naxy, npu 30HAYBaHHI BU3Hauasacs MNOPOXKHWUHA, OO
2 cm 3aBrambuikn. OnepatveHe none Gyno poswmpeHe,
BUPOBNEHO KlopeTaXk KICTKOBOI paHu, 3’€fiHaHHA 3 rai-
MOPOBOIO Na3yxolo BiACYTHE, 06O/IOHKA He BU3Hauana-
cA, KiCTKOBa TKaHWMHA Mana AeLlo LIOPCTKY MOBEPXHIO.
Bmict 6yno supaneHo, Kictkosa paHa obpobneHa aHTH-
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CenTUYHUM PO3YMHOM, TaMMNOHOBaHa HOJOJPOPMHO
cMy>KKoto. XBopa 6yna BunucaHa 3i ctauioHapy Ha 4-Ty
noby. Y nicnsonepauiiHomy nepiofi nposogunacs amMiHa
MOJO(OPMHOro TaMnoHa [0 MOBHOI rpaHynsauii paHu.
MicnsonepauiiHWi Nnepiol NPOXOAWB 3aJ0Bi/IbHO.

Yepes pik, y BepecHi 2017 poKy, xBopa 3HOBY 3Bep-
Hynacs [0 KNiHiKK XipypriyHoi ctoMaTtosiorii 3i ckapramu
Ha 600Uy NPUNYXICTb Ha HUXKHIM Weneni 3 NiBoro Goky.
Mpu ornsai NOPOXHUHW poTa BUABNSAAAcs Habpakna,
rinepeMoBaHa ciM30Ba 0600HKa Y iNAHLL KOMIPKOBOro
napocTKa Ha HWXHIM Weneni 3MiBa, y AiNSHLUI gUcTono-
BaHWx 32-ro i 34-ro 3ybis, npy nanbnauii Big3Hayascs
cumntom [LiontoitpeHa. lNepkycis 34-ro 3yba 6osnio-
ua, pyxnueictb Il ctyneHs. [lpu peHTreHosnorivHomy
nocnigxkeHHi 6yna BusiBNeHa LeCTPyKLis KiCTKOBOI TKa-
HWHW OKPYrnoi POPMU 3 YiTKMMK KopgoHamu go 3,5
CM Yy [JiamMeTpi 3 HasiBHICTIO MOBHICTIO C(HOPMOBAHOIO
33-ro 3yba ocepeaKy necTpyKLii, KopiHHa 32-ro i 34-ro
3ybiB AMBEpProsaHi, a KOPOHKM LiMX 3yDiB KOHBEProBaHi
(puc. 7). Ha nigcrasi ckapr i gaHux obcrexxeHHs 6ys no-
cTaBfieHWH giarHo3: «DonikynsipHa KicTa HUXKHbOI Lwene-
nu y ctagii 3ananeHHs». Xsopa X. 6yna rocnitanizosaHa
y cTomatonoriyHe BiggineHHsa XOKJI.

Puc. 1. PenTreHorpama xBopoi X. Ha eTani 06CTexeHHs

Puc. 2. PeHtreHorpama xeopoi X. uepe3s 6 Mic nicns xipypriuHoro BTpyyaHHs
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Min kombiHOBaHUM 3HeOoOMOBAHHAM XBOpPiK Byna
npoBefeHa LUCTEKTOMis 3 BuganeHHsMm 33-ro i 34-ro
3y6is. Nig uac onepauii BUsiBNEHa LeCTPYKLis KiCTKOBOT
TKaHWHW KOMiIpKOBOrO NapocCTKy 3 BECTUOYNAPHOI CTO-
POHW MO BCiM [OBXMWHI, TOMY nicna BuaaneHHs obo-
NOHKK | 3yBiB y ccopMmoBaHy «byxTy» Oye BKnage-
HUHM CNU3OBO-OKICHWM KNanoTb i BLWUMTUWA HanpsiMHUMUH
weamu. OBonoHKa KicTM — LWifbHa, BMICT — Xapak-
TEPHUM AN PONiIKYNAPHOI KiCTW 3 AOMillKaMK FHOto.
MicnsonepaLuiiHWi nepion Npoxoaue 3af0BiNIbHO, XBO-
pa BunucaHa Ha 3 goby 3 pekomMeHaauisMK ambynaTop-
HOrO CNOCTEPEXKEHHS.

Xeopa X. 6yna ornsHyTta yepes 6 mic. Y pginsHui
npoBefieHHs onepalii cnM3oBa 06OSOHKA MOBHICTIO
BiZlHOBJIEHA, BUSBNIAETbCA LECTPYKLis KOMipKOBOro na-
POCTKY Y BWMNISIAI 3BY>XEHOIO asIbBEOJSIAPHOrO rpedHsi.
Ha peHTreHorpami — yacTkoBe BiJJHOBJIEHHS KiCTKOBOI
TKaHWHHM Y Micui, fie NpoBoAMNacs uucTekToMis (puc. 2).

Y nepiog nepebysaHHs B KAiHiLi naujeHTui 6y/10 nposeaeHo
KOMI'toTepHe 0BCTEXKEHHS!, NPH IKOMY BUsiIB/IEHa CDONIKYISipHa
KiCTa Bifi peTMHOBaHOro, aucronosaHoro 27-ro 3yba, WO
npopocna B BEPXHLOLLENENHY MOPOXHWHY, Y MOAA/bLLIOMY
MIaHYETbCS OnepaTUBHe JliKyBaHHS XBOpoi (puc. 3).

Tpeba Big3HAUUTH, LLLO NPU ONEePaTUBHOMY NiKYBaHHI
xBopux 3 cuHapomom CeTpe-HoT3eHa € cknafHoui
3 aHecTesionoriyHum 3abeanedeHHsM (NpPU3HAYEHHs
MiopenakcaHTiB NpPOTUNOKa3aHo), TOMy B AaHOMy BM-
nafiky 3aCTOCOBYBaslOCSi MOEAHAHHS BHYTPILUHbOBEHHOI
cepalii 3 NpoBOAHUKOBOI aHecTesielo. Bpaxosyiouu
Te, WO XBOpA 3HAXOAMTHCA Ha AMCNaHCEPHOMY OOJiKy

Jlitepartypa

Puc. 3. Komn’toTepHa ToMmorpama BepxHboi Lenenu
Ta raiMopoBOi MOPOXKHUHM 3 NiBoro Goky xsopoi X.

y Kapgiosiora, HeBponartosiora, reHeTuKa, il NliKkyBaHHs
Oyn0 norogykeHe 3 JaHUMK paxiBLSMU.

Bunagku 3BepHEHHS B LLENENHO-IMLbBOBI KAiHIKKU XBO-
PUX 3 FeHETUUHUMU 3aXBOPIOBAHHAMM HE TaK YacTi, OgHaK
BMiHHS MPaBWUJIbHO AiarHOCTYBaTH NATOJIONIO i, 3aCTOCYBaTH
paLjioHanbHy TaKTUKY JliKyBaHHS HeobxifHe, TOMy MU BBa-
>KasIn 3a NoTPIOHE BUCBIT/IUTU JaHWH KNIHIYHWIA BUNaAOK.
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MHO>XECTBEHHbIE JECTPYKTUBHbIE U3MEHEHUA B YEJIIOCTHO-JIMLLEBOW
OBJIACTU Y BOJIbHOU C CHAPOMOM CETPE-YOT3EHA (KIMHUYECKUU CNNYYAHN)

B pnaHHOM cTaTbe onMcaHO KAMHWYECKoe HabnlofeHWe noaTanHoro nedeHus GonbHoM ¢ cuHapomom Cértpe-
l'|OT3eHa, C MHO>XeCTBEHHbIMUH KOM6MHMpOBaHHbIMH AECTPYKTUBHbIMU U3MEHEHUAMU BerHeljl U HM)KHeﬁ YEeNoCTH.
O6pallaeTtca BHUMaHUe Ha HEOOXOAUMOCTb KOMNIEKCHOrO NOAX0Aa K IEYEHUIO AaHHOW NaToNOMUM.

KnaroueBeie cnoBa: cundpom Cémpe-Yomsera, ducnaasus, Kucma, YUcmaIKmMomMUus, KIopemasi.
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MULTIPLE DESTRUCTIVE CHANGES IN THE MAXILLOFACIAL REGION

OF THE PATIENT WITH SAETHRE-CHOTZEN SYNDROME (CLINICAL CASE REPORT)

The number of patients with malformations of bone tissue development that apply to the clinics of maxillofacial
surgery is not so great, in comparison with other diseases. However, this pathology exists, and the ability to correctly
diagnose and apply the necessary treatment tactics is necessary. Of these rare diseases, one should note various
forms of dysplastic processes, which are often combined with genetically determined changes.

This article describes the clinical observation of the step-by-step treatment of a patient with Saethre-Chotzen
syndrome, with multiple combined destructive changes of the upper and lower jaw. Saethre-Chotzen syndrome is
a rare genetic disease in which there are systemic malformations of bone tissue, which entail a disruption of the
internal organs and systems. Attention is drawn to the need for an integrated approach to the treatment of dental
diseases in patients with this pathology.

Key words: Saethre-Chotzen syndrome, dysplasia, cyst, cystectomy, curettage.
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