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Introduction. Serotonergic (5-HT) neurons play a key role in the modulation of
behavior reactions and their dysfunction is associated with severe neurological and
psychiatric disorders such as depression and schizophrenia. However, the molecular
mechanisms, which are the basis of the differentiation of progenitor cells, specification
of 5-HT phenotype and some aspects of mature serotonergic neurons, are not fully
studied. The cell-culture system gives the unique opportunity to study in details the
generation of 5-HT neurons, their expansion and regulation of these processes by
specific genes and neurotrophic factors. Cell population, enriched by serotonergic
neurons and their determined precursors, expanded by this way, can be used in clinical
and scientific experiments as the model system in pharmacology and physiology and
as the source of the cell material for nerve grafting.
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NPOABU CMAAKOBOIO BYJIbO3HOIO ENIAEPMONI3Y
B MOPOXHWUHI POTA'Y AITEUN

IHcTUTYT cTomaTtonorii HauioHanbHOI MmeguyHOI akageMii nicnaauNNoMHol
ocBiTu imeHi IN.J1. LUynuka

Betyn. Cnapkosuin 6ynbosHuii enigepmonia (CBE) maHicecTye 3HMxeHo pesuc-
TEHTHICTIO LUKIPHOIO MOKPUBY Ta CIIM30BMX 0BOMOHOK A0 HE3HAYHUX MEXaHIYHMX BNU-
BiB 3 PO3BMTKOM TpaBMOIHAYKOBaHUX abo CMOHTaHHUX MixypiB. Bnnssko 400 000 —
500 000 yonosik B cBiTi xBopi Ha CBE. 3 po3sutkom CBE acouinosaxi 1500 myTauin
B 17 reHax. CBE nigpo3ginstotb Ha 4 ocHoBHi rpynu Ta 32 nigtunu. HeobxigHicTb
TOYHOI AiarHOCTMKM 3aXBOPIOBaHHA MOB’SI3aHa 3 NepcnekTMBHUMK MeTogamMun Tepanii.
CBE xapakTepusyeTbCs OaraTouMCNeHHUMK MaHidecTauissiMm B MOPOXHUHI poTa
3 nepenbadvyBaHUMM CTPYKTypaMu 3aryyeHHsl, siki acouioBaHi 3i crneundivyHuMmn
nigTMnaMun 3axBoploBaHHs Ta NOTPeObyOTh cnelianbHoro niaxody. ICToTHI BigMiHHOCTI
B nposiBax koxxHoi popmy CBE BkasyloTb Ha BaxnuBiCTb iX po3rnsgy ansa avde-
peHuianbHoI AiarHOCTUKW, MiaHyBaHHA CTOMAaTOMOrYHOT NMPOMINakTUKK Ta fiKyBaHHSA
B cknagi 6aratonpodinbHOi fonomoru.

Knro4yoBi cnoBa: cnagkoBuii Gyrnbo3HuiA enigepmonia, Mixypu, cnvusoBa o6onoHka
NOPOXHWMHM POTa, rinonnasis emani, aHKiNnornocis, MikpoCcToMisi.
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Bcrtyn. CnagkoBuit OynbosHuin enigepmonia (CBE) — rpyna MOHOreHHuxX
reHogepmarosiB, WO BiQHOCUTbLCA 00 PiOKICHUX BPOMXEHUX 3aXBOPHBaHb, SAKi
MaHiPeCTYOTb 3HUKEHOK PE3UCTEHTHICTIO LLKIPHOMO NMOKPMBY Ta CNn3oBuX 060-
MOHOK [0 HE3HAYHUX MEXaHIYHUX BMIUBIB 3 PO3BMTKOM TpPaBMOiHAYyKOBaHUX abo
CMOHTaHHMX MixypiB [4 — 6; 19; 25; 28]. Ilerke ypaxxeHHs LUKipU NOPIBHIOETLCS 3
HDKHUM KpUIIOM MeTenuka, TOMy AiTel 3 AaHOK MaTornorieto HasmBalTb «4iTh—
mMeTenukny» [26]. Mpo akTyanbHICTb Npobrnemun CBigYMTL BIACYTHICTb OOCTaTHIX
3HaHb 3 60Ky cTomartonoris Npo ocobnmeocTi NnposBiB CBE B NOpOXHWHI poTa.
Bnunabko 400000-500 000 yonosgik B cBiTi XBOpi HAa CBE. ®opMu 3 nerkum nepe-
Girom 3ycTpivatoTbes 3 yactoToro 1 Ha 50000, a GinbLu Tskki — 1 Ha 500000 xmBMx
HapomKeHb Ha pik [26]. YacToTa reTepo3nroTHOro HOCINCTBa reHiB AMCTPOIYHOIO
CBE cknapae 1 Ha 340 4onoBik. 3axBOptoBaHHsSI O4HAKOBO BpaXxae npeacTas-
HuKiB 0Box cTaTen. Temnu eKomnoriYHUX HOBOBBEOEHb MEPEBULLYIOTb MOXIU-
BOCTi ajanTauiiHMX BNacTMBOCTEN OpraHiaMy, MOpPOLXKYHYM FeHHi MyTauii, SKi
npu3BoAATb 00 cnagkoBux xBopob [27]. 3 possuTkom CBE acouiioBaHi 1500
MyTauin B 17 reHax, siki KogyroTb CTPYKTYpPHI Binku enigepmicy Ta gepmo—enigep-
manbHoro 3’egHanns [7; 20; 23]. B pesdynbraTi MyTaLin reHiB npunuHaeTbca abo
3MEHLUYETbCA CUHTE3 X npoaykTiB — BinkiB, siki € dyHKUioHanbHO abo CTpyk-
TYpHO HenoBHouiHHMMK [23]. CBE nigpo3ginsatoTs Ha 4 OCHOBHI rpynu Ta 32
NiaTMNK, SKi XapakTepuayloTbCs reHETUYHOK HEOAHOPIAHICTIO 3a TMMOM ycnaa-
KyBaHHS Ta Pi3HUMW YNbTPACTPYKTYPHUMU XapakTepucTukamu. OCHOBHI rpynu
CBE: npocTtun, mexoBui, guctpodivnmn ta Kinanep—cungpom [5; 19; 23]. MNMpoc-
Tmn CBE ycnagkoByeTbCcs 3a ayTOCOMHO—AOMIHAHTHUM TUMOM, MEXOBWUM Ta
KiHonep—cuHapom — 3a ayTOCOMHO-PELLECMBHUM TUMOM, 3aXBOPHOBaHHS 3 rpymnu
auctpodpiyHoro CBE — sk 3a ayTOCOMHO—AOMIHAHTHUM, TaK i 3@ ayTOCOMHO—
peuecusHUM TUNOM [4; 6; 28]. [laHi 3aXBOPIOBaHHS MOXYTb MPOTiKaTW B NErKiu i
TSDKKIN bopMi, O NpU3BoanTb A0 iHBanigHOCTI abo paHHbOI CMEPTHOCTI.

Metoaon monekynsapHoi Gionorii npoaeMoHcTpyBanu, Lo pi3Hi opmu CBE
€ pesynbratoM MyTauil B YiTKMX reHax: npoctun CBE BuHuKae B pesynsrari
OOMiHaHTHO—HeraTMBHMUX MYyTaLin reHiB, sKi kogyoTb KepaTuHu 5 Ta 14;MexoBui
CBE - myTauii B reHax, ski kogyoTb kalinin/laminin 5, 332, konareH XVII (COL
17 A1), anbcha 6 Geta 4 integrin (ITG6A, ITGB4); anctpociyHmun CBE — myTauii
reHy konnareHyVIl tuny (COL7A1); Kingnep—cuHgpom — myTtauii reHy KIND1,
skvn kopye kindlin-1[14; 24; 30]. Npn CBE BMAiINst0Tb TOYKOBI MyTaLii, NPy SKNX
MyTauiiHomy BNnuBy nigaaeTbcst oguH Hykneotug AHK a6o PHK. 3a mexaHiamom
BOHM NOAINATLCA Ha TPaH3ULito | TpPaHCBEPCIto, iHCepLUito | geneLito; 3a ecbekTom
Ha TpunneT — HOHceHc—MyTauii (peuecuBHun auctpodivHnin CBE (RDEB)),
miceHc—MyTaUil (ZoMiHaHTHUI aucTpodiuHnit CBE (DDEB)); MoBuasHy myTaLlito
(BU3Havae iHOMBIgyanbHUA PO3BUTOK 3aXBOPIOBAHHS); MyTaLii caiTy cnnawnciHry
[20; 29]. Mpwu gomiHaHTHOMY TWMi ycnadKyBaHHS AedeKTHOro reHy y Bonopaps
FOMO3WIOTHOTO TEHOTUMY crocTepiraeTbes Ginbl TsHxkun nepebir CBE, Hix y
nauieHTiB 3 reTepo3nrotHum reHotunom [3; 10; 13; 20].

HeobxigHiCTb TOYHOI [AiarHOCTMKM 3axBOPHOBaHHA MOB'si3aHa 3 nepc-
NeKTUBHUMU MeToAamMu Teparnii, siki po3pobnatoTbCs B JaHU Yac Ta HanpaeneHi Ha
niKyBaHHS XBOPUX 3 NEBHUMW (hOpMaMM 3aXBOPHOBaHHSA. [1Nst TOYHOI AiarHOCTUKK
CBE BUWKOPWCTOBYHOTb METOAM iIMMYHOMMIOOPECLEHTHOIO aHTUIEHHOro Kap-
TYBaHHs1, TPAHCMICIIHOT eNeKTPOHHOI MikpoCKonNii Ta reHeTU4YHoro aHanisy [6; 19].
EdektuBHi metoan nikyBaHHs CBE He po3pobneHi, TOMy BaXnvBe 3HaYeHHSA Ha
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cTagii nnaHyBaHHS CiM'T 3 rpynn pusuKy MalTb MpeHaTanbHa AiarHoCTUKa Ha
OCHOBI aHanisy detaneHoi HK B nepliomy TpumecTpi BariTHOCTI Ta reHeTu4He
KOHCYynbTyBaHHS. lNMpeiMnnaHTauinHa reHeTu4Ha giarHocTuka, B TOMY YACNi METOA
npeiMnnaHTauinHOro reHeTUYHOro rannoTUMNYBAHHS, SABNAETLCS NEPCNEKTUBHOK
npu ekcTpakopnopanbHoMy 3annigHeHHi [16; 19]. MNepBUHHUM AiarHOCTUYHUM
nigxoAom € MoLuyK BigoMux MyTauii. MNoLwyk HEBIAOMUX MyTaUin 34INCHIOETLCS
3 BukopuctaHHaMm [OHK-amnnidikauiiHoro metogy Ta cekBeHyBaHHsaM PHK
nedextHux renis [2; 19]. Mpu npoctux dpopmax CEE B 0CHOBI Mixypa 3HaxoauTbCs
HeypaxeHa 6a3anbHa MembpaHa. [Npn MexoBrx hopmax BiadineHHs enigepmicy
Bi OepMM CMOCTepiraeTbCs Ha PiBHI CBITNOI MacTuHkM 6asanbHoi membpaHwy,
npu AUCTPOivYHMX hopMax — Hmk4e BGasanbHoi MembpaHu. Kinanep—cuHapom
XapaKkTepu3yeTbCa BUHUKHEHHSIM MiXypiB Ha pidHUX piBHAX enigepmicy [20].

KniHivHi nposiBn CBE 3Ha4yHO BapitoloTb 3anexHo Bif rpynu i hopMu Tsk-
KOCTi 3aXBOPIOBaHHS, BKIOYakouM Mixypu, epoasii, pyoui LKipK, poriBKKU, KOH'FOHK-
TUBW, MOBIK, CNN30BNX 060NOHOK NOpoXXHMHK poTa (CONMP), cTpaBoxony, KULLKIB-
HVKa, cevyocTaTeBOi cucTemMun; cumbnedapoH, eKTPOomioH, OBCTPYKLit0 CMi3HOro
X0[y; BIACYTHICTb HIrTiB, OHIXOAMCTPOQito; pybLeBe 0BNUCIHHSA; OBLUMPHI rpaHy-
nsauii, nirmeHTawii, KOHTPAKTYpW; IMOTKOBUIA CTEHO3, Ancdarito; XPOHiYHY HUPKOBY
He[ocCTaTHICTb; AvnarauinHy kapaiomionartito [9; 14; 21; 28]. Npn RDEB ncesgo-
cuHaakTunis y 30% nauieHTiB po3BMBaETLCSA y paHHBOMY BiLli (40 2 poki) Ta fo 20
pokiB cnocTepiraetbea 'y 100% [1; 28]. B pe3ynbsraTi He4OCTaTHLOrO HAAXOAXKEHHS
B OPraHiamM MoXvBHUX PEYOBUH BiAOyBaeTbLCS 3aTpMMKa POCTY i PO3BUTOK MyNbTU-
dakTopHoi aHeMil [6; 28]. EniTenisauia epo3mBHUX OedeKTiB Npu MeXOBOMY
Ta guctpocbivHomy CBE BigbOyBaeTbcsi 3 hopMyBaHHSIM aTpodiyHOi pyOLeBoi
TKaHuHW i miniymis. Wkipa B AinsHui pybuiB nosbasneHa 3gaTtHOCTI 4O MOTO- Ta
canoBugineHHs [21]. OgHMM i3 rpi3HUX ycKnagHeHb € po3BUTOK MenaHomu (2,5%
y Bili 12 pokiB) [28]. MpakTnyHo y BCix xBopux 3 RDEB B pesynkrati nocTiiHo
peLmnanByoYMX eposiit Ha LLKIPi Ta CriM3oBrx 060NOHKax B APYTill NOMOBWHI XUTTS
pO3BMBAETLCA x0o4a 6 OAHE BOTHWLLE MMOCKOKMITUHHOMO paky [6; 15; 28]. 87%
naujieHTiB BMUpatoThb Bif MeTacTasiB NPOTAroM 5 pOKiB 3 MOMEHTY BCTAHOBIEHHS
AiarHo3dy, He3Baxaloun Ha pagukarnbHy XipypridHy pesekuito nyxnuHu [8; 28]. Ha
COI1P nyxnuHa 4YacTille NnokanisyeTbcs Ha S3uLli, Xova € AaHi Npo ypaxeHHs ryo
Ta TBepaoro nigHebiHHA [14; 15]. [iarHO3 BCTAaHOBMETLCA Y XBOPUX CTapLue
25 pokiB. TpuBanicTb XWUTTS Npu AUCTPOdiYHUX dopmax crtaHoBuTb 20 —30
pokiB. MopyLueHHsa 3 B6OKy LeHTpanbHOi HEPBOBOI cucTemMM BiacyTHi [22]. Mpwu
dopmax lepniya Ta Mannono— CrvMeHca iCHye pu3vK CMEpTi B AUTSHOMY Billi.
CBE xapakTtepusyetbcst 6araTtouMcrieHHMMn MaHidecTauisgMy B MOPOXHUHI poTa
Ta notpebye cneujianbHOro nigxoAy. Y cToMaTornoriyHii nirepatypi HegoCcTaTHbLO
onucaHi ocobnueocTi cTtomartonoriyHoro cratycy npu CBE, xoua ui nuTaHHA
MOBEPXHEBO PO3MMAHYTI B AePMaTonoriYyHnx Ta negiatpuyHnx nybnikauisx. MNpu
CBE € nepenbadvyBaHi CTPYKTYpW 3aryyeHHsi MOPOXHWHM poTa, acouilioBaHi 3i
cneuundidHMK nigTunamuy 3axsoptoBaHHs [18]. KonareH VII Tuny npunmae yyactb y
niaTpumui uinicHocti COMP. Laminin®, 332 3anyyeHnin 4o TepMiHanbHOro Andeper-
LitoBaHHsA amenobnacTis, yTBOpEHHsi eManeBoi MaTpuL, TPOTETHIB KNITUHHOT aaresii
OOOHTOreHHOro enitenito. AmMenobnactn AeKPeTyTb MO3aKMNiTUHHY MaTpuULo i
NiaTPMMYIOTL aaresito 40 CycifHiX amenobnacTiB Ta, TakKUM YMHOM, KOHTPOMIOTL
MiKpoCepeaoBULLIE, SIKE KPUTUYHE ANs HopMarnbHOI MiHepanisauii emani. [ledektn
emani yTBOpTbLCA Npu BTpaTi agresii Mixx amenobnacrtamu.
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OncdyHKuinHe 3'egHaHHA Mibk amenobrnactaMmu MoXe NpyM3BoOAWTU 40 BTpaTy
CepororiYHnX pignH B Npoueci po3BUTKy emani, Wwo Bede A0 3aTpuMkn Ginka Ta
3MeHLLUeHHA MiHepanisauii. BHacnigok uporo y XBopux 3 MexoBuMu hopmamu
CBE Big3HavatoTbest fedekTy emani. [liana3oH 3MiH emani 3y6iB Big HEBENUKMX
npucyTHin B8 COIP, B ToMy yucni B enitenii, siknii dikcye cnuaoBy 0O0MOHKY A0
3yba. Tomy y xBopux Ha KiHONnep—CUHAPOM BUSIBMSIETLCA CXMITbHICTb 4O PaHHiX
napogoHTuTis [18].

Mixypwu, Bupasku Ta eposii COlNP € 3aranbHo0 0cobnmBICTIO POTOBOI MOPOX-
HVHKM xBopux Ha CBE. B nepiog npopidyBaHHsi 3y6iB NPOBOKYHOUNM (hakTopoM €
BriacHi 3you. [1o epo3uBHNX ypaXkeHb MOXe NPUEAHYBaTUCb BTOPVHHA iH(DeKLis
[21]. Bin3sHauyaeTbcst npopidyBaHHs 3y6iB i3 3aTpumkoto [14]. Mpu CBE pauioH
XapyyBaHHS CTaHOBUTb nepeTtepTa ika. [nsa 36inbleHHsa KanopiHOCTi NauieHTn
BXXMBAIOTb BYrMeBOAWCTI Hanoi. YnweHHsa 3y6iB yTpyAHEHO Yepes3 KOHTPaKTypu
KucTiB pyk Ta nerke TpaBsmyBaHHs COlP, wo € pusnk-akTtopom po3BUTKY 3aXBO-
plOBaHb TBEPAWMX TKaHWH 3ybiB i 3yMOBMIOE BWCOKI MOKA3HWKU MOLUMPEHOCTI
Ta iHTeHcuBHoCTi kapiecy [18]. Mpu npoctomy CBE BiabyBaeTbcsa yTBOpEHHS
MixypiB i eposii Ha COIMP po3mipom A0 1CM, 3aroeHHst sikux BiobyBaeTbcsi 6e3
pybutoBaHHs. 3yOHi paam cpopmoBaHi HopManbHO, OYHKLiSE CIIMHHUX 3ano3 He
nopyLueHa. IHTpaopaneHi Miniymu 3yctpidatotbea y 10 — 20% xBopux. Mexosuin
CBE cynpoBogyeTbCs YTBOPEHHsIM MixypiB i Bupasok noHag 1 cm [14; 18].
[MaTorHoMoHiI4YHOI O3HakKot uboro Tuny CBE € cucTtemHa rinonnasis emani, LWo
XapakTtepuayeTtbca aedektamm abo 3MeHLIEHHAM ii TOBLLMHN. Y 66, 7% nauieHTiB
3apeecTpoBaHa rinonnasisa emani 3 gedekramu, B iHLWMX BMNagkax — emanb 3
6opos3Hamm [9; 18]. CnocTepiraeTbCsa CKyN4YeHiCTb 3y0iB Yepe3 HeLOPO3BUHEHHS
wenen. Pi3Li 4acTo NpopisytoTbCst B OpanbHOMY MOMOXEHHI no3a 3y6Ho Ayroto.

OcobnuBoctamu Herlitz nigTuny mexosoro CBE € HagmipHe yTBOpeHHs
rPaHynAUIMHOI TKaHWHM, WO MPU3BOAUTbL OO0 MIKPOCTOMIi; BTpaTa PyXJIMBOCTI
ry6; remopariyHi ypaKeHHs1 HaBKOIOPOTOBUX TKaHWH, NepuHasarnbHi LUKOPUHKK;
cuUCTeMHa rinonnasisi emani 3 KOBTO-KOPUYHEBUM 3abapBrneHHsM, 6e3npusameHa
emarnb [2; 19]. BunagkoBi TpaBMM MOXYTb NpU3BOAUTM A0 0b6niTepalii CMHHOI
npotoku [18]. MNMoninweHHs cTaHy cnocTepiraeTbesa nicns nybepraTtHOro nepioay.

MamidpecTauii guctpodpiyHoro CBE BigHocHo ypaxeHb COIP BapitoloTb
Big ctyneHs TsbkkocTi. MNpn DDEB cnocTepiraetbes nigsuweHa kpuxkicte COTP.
lMpn RDEB Big3HavaeTbca ekcTpemanbHa kpuxkicte COTMP, wo nepelukomxae
rpyoHOMY BWrofoByBaHHK. Bupasku 3arowooTbcs 3 pybutoBaHHSM. Micuem
NPUKPINNEHHS A3MKa € AHO NMOPOXHUHW pOoTa, BHACHIAOK YOro 0BMeXyeTbCcs oro
pyxnuBicTb. Eposii Ta BUpa3sku Ha CnuHLi A3vKa Npu3BOASATL A0 BTPaTUM COCOYKIB.
B pesynbrati BTpayalTbcs cMakoBi BigyyTTs. PyOLOBaHHA € NPUYMHO BECTU-
OynspHoi obniTepauii nabianbHOro Ta LWi4yHOro NPUCIHKY MOPOXHUHK poTa. Yepes
obMmexeHy pyxnuBiCTb A3MKa i BeCTMOYNspHy obniTepauito NPUCIHKY MOPOXHUHN
poTa 30inbLlyeTbCs Yac npuinomy ixi. MNoBepxHs NigHebiHHA cTae rmageHbKo
yepes aTpodito MigHeGiHHMX BanukiB Ta BKpUTOl Bupaskamu [15; 18; 28]. Y
xBopux Ha RDEB 3HayHO 36inblueHui piseHb SIgA, Lo, BiporigHO, NoB’s3aHo
3 BMCOKOK 4acTOTOK YTBOpeHHs1 MixypiB Ha COrP. MNMopylieHe npupogHe oum-
LLEHHS MOPOXHWMHU poTa. BigMivyaeTbca HagmipHe YTBOPEHHsSI 3yOHOI GrsiLKu.
HesapoBinbHa ririecHa NMOPOXHWHM poTa NPU3BOAWTL O BMPA3KOBOrO TiHFIBITY.
Y xBopux Ha RDEB pedekt emani cnoctepiratotecs B 8,6%, BecTubynspHa
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ob6niTepaLisi NpUCIHKY POTOBOI MOPOXHWH, Aenaninsauis s3vka Ta aHKinornocis — B
90%, nporpecytoya mikpocToMisi — B 100%. BenuumHa mixxpisLieBoi MakcumanbHoi
anepTypu NopoxxHUHM poTa (3a metogom Naylor, Douglass (1984))ctaHoBuTb < 30
MM (TsxKa MikpocToMmis) y 80%, 31 —40 MM (momipHa mikpocToMmis) —y 20% xBopux
[11]. MikpocTomisa y xBopux Ha RDEB € npuynHoto Garatbox ¢yHKLiOHanbHUX
npobrem, BKMYayy TPYAHOLLi MPU NPUINOMI 1Xi, 3BYKOYTBOPEHHI, 34INCHEHHI
ririEHW POTOBOI MOPOXHUHN Ta YCKMNa[AHIOE CTOMATONOrvYHe nikyBaHHS, 3aranbHy
aHecTesito. IHTpaopanbHi Miniymu 3ycTpivatotbes Y 50% XBOpux Ha AMCTPOdIYHI
dopmu CBE. Moxnueuii po3BuTOK obnitTepauii BMBIAHMX NPOTOK CHMHHWX
3ano3 i nenkonnakii [27]. Ockinbkn npu RDEB onucaHi BMNagku cKBamMo3HOro
KNiITUHHOrO paky, HeobxigHa ocobnMBa OHKOHACTOPOXEHICTb NMpW 3MiHax Mex
BMPa30K B MOPOXHWHI poTa [14; 15]. 3miHM emani MOXyTb HaragyBaTu HegoC-
KoHanuin amenoreHes. Npu RDEB nosigoMnsaeTbcsa npo rinonnactuyHi gedektm
B LiepBikanbHin emani, BUNagkyu Ta ypoAoHTU3MY, LLIO iMCTPYE 3B’AA30K i3 3aXBO-
PIOBaHHSAMU TKaHWH eKTodepManbHOro noxomkeHHs [15]. EnexkTtpoHHa mikpo-
ckonist (SEM) npwu rictonoriyHnx gocnimxeHHsx 3y6iB BusBMNa HopMarnbHe yTBO-
PEHHSI LEMEHTY Ta OEHTUHY, LUMPOKY aMOpdHy 30HYy emarii, Wo npuMuKae oo
AeHTHy. CuctemaTyHO B CTPYKTYPI eMari 3ycTpivatoTbCs WaponogibHi indHKy B
Mexax nNpu3aM, siki € micusiMy gedopmadin. [Ans ypaxeHux 3y6iB xapakTepHa rino-
marypauis. ToBwmHa emani 3MeHLueHa Ha 36% B NopiBHAHHI 3 Hopmoto [18]. Mpwu
JocnigXeHHi XimiyHoro cknagy emani 3y6iB nauieHTiB npu inversa nigtvni RDEB
BUSIBINIEHO, L0 KOHLEHTpauis 6inkiB, BYrneBoaiB, aMiHOKUCIOT He Bifpi3HSETLCS
Bi, HOPMW, ane BMICT MiHepaniB 3HA4YHO 3MEHLUEHWA, HASBHUN CEPOMNOriYHUN
6inok (iHribiTop kpucTanivyHoro pocTty) [9]. Y xBopux Ha RDEB onucaHi pisHoMaHiTHi
aHomanii oknt3ii, B Tomy uucni Il ckeneTHuii knac npukycy 3a Enrnem, wo €
HacnigKoM YNoBiNbHEHHS POCTY anbBeonsipHOi Ta 3yOHoi ayr. LlecdbanometpnyHe
OOCTEXEHHA BUSABWUMO 3HAYHE 3MEHLLEHHS PO3MIpIB Luenen, CyTTEBY OEHTO —
anbBeONsipHY HEMPOMOPLIAHICTL Ta CKYMYeHiCTb 3y6iB, 3MEHLLUEHHS cepeaHboi
Ta HWXKHBLOT TPETMHU 06nMYYs, 3HaYHe 36inblleHHs HasonabianbHUX KyTiB. 3MiHK
NMLBOBOrO CKENeTy € HacnigkoM npobnem 3 xapyyBaHHSM, HACTYMHOIO 3MEH-
LWEHHS1 POCTY KiCTKM Ta pyOLOBaHHS HaBKOMOPOTOBUX TKAHWH Yy AWUTUHCTBI. Y
xBopux Ha RDEB 3a pesynsratamu KT giarHOCTYyeTbCA OCTEONoOpo3 Ta aTpodis
kicTku wenen [12]. Knioyoermu ocobnusoctamu KiHanep—cMHOpoMy, OnMcaHuMm
B NniTepatypi, € paHHs BTpaTa MOMoYHMX 3y6iB, KiCTKM HaBKOMO MOCTINHMX 3y0iB,
MOXIIMBaA MIKPOCTOMIs, 4YacTKoBa BecTubynsipHa obniTepauis npuciHky po-
TOBO| MOPOXHWHW, aTUNOBWUM NAPOAOHTUT i3 CaMOBINBHOK KPOBOTOYMBICTIO Ta
KPUXKMMUN [EeCKBaMaTUBHUMW sicHaMu. [1apogoHTUT 3yCTpivaeTbcs y XBOPUX 3
naHoto chopmoto CBE B paHHbOMY MianiTKOBOMY BiLi, LUBMAKO NPOrpecye.

Oani  mikpoGionoriyHMx AocnifpkeHb cBig4YaTb MNPO HASABHICTb HU3bKOrO
piBHA napopoHTonaToreHis (Porphyromonasgingivalis, Dialister pneumosintes,
Actinomycetemcomitans). MNpu Kinanep—cuHapomi Kinbkicte ypaxeHb COIMP
3MeHLwyeTbea 3 BikoM [17]. IcTOTHI BigmiHHOCTI B nposiBax pisHux ¢opm CBE
BKa3yloTb Ha BaXNMBICTb iX po3rnsagy Ansg gudepeHuianbHOi AiarHOCTUKM Ta
nnaHyBaHHA NPOMInakTukM i nikyBaHHSA. Y CBIiTi cTBopeHa acouiauia RDEB —
DEBRA, ska 06’egHye 40 rpyn, WO CTBOPEHi B Pi3HMX KpaiHax Ans gornagy 3a
XBOPMMW Ta iHbopMaLiiHOT NIATPMMKM X POAMH, @ TaKOX MiABULLEHHS AKOCTI
XuTTA nauieHTiB i3 CBE, BKkMO4YauM HayKoBi OOCMIMKEHHSA Ta KOHCynbTauii
MeandHuMn daxisuamu [22]. PisHomaHiTTa npobnem, nos’a3anux i3 CBE, ankTye
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HeoOXiaHICTb MynbTMAMCUMNNIHAPHOIO nigxody Ao NiKyBaHHSA Ta npodpinakTukm
ycKnagHeHb — «bpuragHoro» Metoay, Konm cCKoOopAuHOBaHI Aii pidHMX cneianicTis
(oepmatonora, negiatpa, Xipypra, cTtomaronora, Aietonora, odTansmornora
Ta iHwwux) [21; 27]. OpgHieto i3 3agay € 3abe3neyeHHs POAMHN XBOPUX AiTen Ta
crieyjianicTiB 3a MicLueM NPoXMBaHHSA iHPOPMaLEr LWoA0 0cobnuBoCTeN ornNaay
3a JaHUM KOHTUHIEHTOM MauieHTIB.

MuTaHHa NpodinakTukm Ta nikyBaHHS ypaxeHb COIMP, napogoHTy i TBEpAKX
TKaHuH 3y6iB y Aaiten i3 CBE € octatoyHo HeBupiweHum. Tomy akTyanbHUM
3aBOaHHAM cy4vacHoi ctomaronorii € po3pobka, kniHiyHa anpobalis Ta Bnpo-
Ba[KEHHS1 MpPaKTUYHMX peKoMeHaaui wono Bubopy 3acobiB iHAMBIAyanbHOI
ririEHN MOPOXHMHU pOTa, CXeM CTOMAaTOMNOrYHOI NPOMINAKTUKKX, MPOTOKOMIB Ha-
[aHHSA CTOMAaTOSOrYHOT AOMOMOrN 4iTSM i3 reHogepmaro3amu, Lo Ha AaHui MO-
MeHT B YKpaiHi BiacyTHi. O6’ekTMBI3auia iHdopmaLii Ta LinecnpsamoBaHuii BUGIp
3acobiB i meToAiB NPohiNnakTMkM 3axXBOPIOBaHb MOPOXHUHN poTa y aiten i3 CBE
3 ypaxyBaHHSIM BCiX HECTIPUSATIIMBUX YMHHUKIB CTOCOBHO [JAHOIO 3aXBOPHOBAHHS
[03BONMUTL 3MEHLUUTM CTOMATOINOTYHY 3aXBOPKOBAHICTb Ta MONErLWTY 3aranbHui
CTaH XBOPUX.
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H.O. Caeuuyyk, H.A. CopoyeHKo

MposiBneHus HacneacTBEHHOro GynnesHoro anuaepmonusa
B NOJIOCTU pTa y Aeten

WHcTuTyT cTomaTonormm HaunoHanbHOM MeAULIMHCKOM akageMumn nocre-
AunnomMmHoro o6pasoBaHusi umeHu MN.J1. LUynuka

BctynneHue. HacneactBeHHbIn 6ynnesHein anuaepmonua (HB3) maHudectmpyert
CHWXXEHHOW PEe3NCTEHTHOCTbIO KOXHOro MOKPOBa WM CAM3UCTLIX 000MoYeKk K HesHa-
YATENMbHBIM MEXaHWYECKUM BO3AEVCTBUAM C PasBUTUEM TPaBMOUHOYLIMPOBAHHBLIX
W CNOHTaHHbIX Ny3blpen. Okono 400 000 — 500 000 yenoBek B Mupe G6onbHbl HED.
C passutnem HBS accoummposaHo 1500 myTtaumn B 17 reHax. HBEQ nogpasgenstor
Ha 4 ocHOBHble rpynnbl M 32 noatuna. HeobxoguMOCTb TOYHOWM AMArHOCTMKM
3aboneBaHus CBsi3aHa C NepcnekTBHLIMU MeToaamMm Tepanun. HBES xapakTtepuayetcs
MHOFOYMCINEHHbIMU MaHudecTaumMsaMmM B NOMOCTU pTa C npeanonaraeMbiMy CTPYK-
Typamu BOBMEYEHUs, acCCOLMMPOBaHHbLIMK CO crieumnduyecknMmmn nogtunamm sabone-
BaHuWs, KoTopble TpebylT cneumansbHoro noaxoda. CyllecTBEHHble pasnuuus B
nposiBneHnax kaxagon dopmbl HB3 ykasblBalOT Ha BaXXHOCTb MX PAacCMOTPEHUs Ans
aunddpepeHLmanbHOM  ANarHOCTUKKN, MaHMPOBaHUS CTOMAaTONOrMyeckon npodu-
NaKkTUKN 1 fle4eHnst B cOCcTaBe MHOronpoduibHON NOMOLLIN.

KnroueBble cnoBa: HacneacTBeHHbI GynnesHbli aNMaepMonun3, ny3sbipuy, crnmavucTtas
obornoyka NonocTu pTa, rMnonmasvs amManu, aHKUIornocusi, MUKPOCTOMUS.

N.O. Savychuk, N.O. Sorochenko

Manifestations of MechanobullousDisease in Oral Cavity
in Children

Shupyk National Medical Academy of Postgraduate Education

Introduction. Mechanobullous disease manifests itself by the low resistance of the
skin and mucous membranes to minor mechanical stress with the development trauma
induced or spontaneous blisters. About 400,000-500,000 people in the world suffer
from Mechanobullous disease. With the development of Mechanobullous disease
there are associated 1,500 mutations in 17 genes. Mechanobullous diseases are
divided into four main groups and 32 subtypes. The necessity of accurate diagnosis
of disease is associated with promising methods of therapy. Mechanobullous disease
is characterized by numerous manifestations in the oral cavity with the alleged
involvement of structures, which are associated with specific subtypes of the disease
and need special approach. Significant differences in the manifestations of each
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form of Mechanobullous disease indicate at the importance of their consideration
for differential diagnosis, planning dental prevention and treatment as part of a
multidisciplinary care.

Key words: Mechanobullous disease, blisters, oralmucosa, hypoplasia of the enamel,
ankyloglossia, microstomia.
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KOPOHAPHUW CUHAOPOM X. MEPEQYMOBU ANA
®OPMYBAHHA HOBUX MiAXoAaiB Woao AIArHOCTUKU
TA NATOFrEHETUYHOI O JIIKYBAHHA

Opecbkun HauioHanbHU MegUYHUIA YHiBepcUTeT

BceTyn. Y cTatTi npeacrasneHo ornsig cy4acHoi Nitepatypu 3 nnTaHb eTionorii, natoreHesy
Ta [iarHOCTUKN KOPOHAPHOTO cuHapomy X (MiKpOLIMPKYNATOPHOI cTeHokapaii). BuaHaveHi
CynepeYnvBi MOMEHTU Cy4acHOro NMOHATTS NpoGremMu, OrmsHyTi NepeayMOBU BU3HAYEHHS
[JaHOr0 3axBOPHOBAHHSI SIK BapiaHTa HeaTepoCKNepOTUYHOI hopMi iLLeMiYHOI XBOpOOK
cepLs, B OCHOBI SIKOTO € ANCHYHKLA eHO0TENI0 Ta NOPYLLEHHST MIKPOLMPKYNALLi.
KntroyoBi cnoBa: kopoHapHUii cMHAPOM X, HOBI NiAX0AM, AiarHOCTUKa, NaTOreHETUYHE
nikyBaHHS1.

BusHauveHHs. MNpubnusHo y 7-15% xBopwux, SKMM NPOBOAUTLCS AiarHOCTUYHA
KopoHaporpadisi y 3B’A3Ky 3 rocTpym abo XPOHIYHUM KapgianbHUM ilLeMidHUM
CMHAPOMOM, KOPOHapHi apTepii BUABNAIOTECA IHTAKTHUMU. FAKWO HaBiTb npumnyc-
TUTK, WO Y YACTUHM 3 HUX CUMMTOMM ieMii MOXyTb OyTn 0BYMOBMEHi iHLWMMMN
KapgianeHUMK i HekapgianbHUMK NPUYUHAMK, TO, NPUHAMMHI, B OQHOMO 3 AeCATU
XBOPWX 3 HAsIBHICTIO TUMOBOI CTEHOKAPAii BiACYTHI reMOAUHAaMIYHO 3HauyLli CcTe-
HO3M KOPOHApHMX apTepin. HasiBHICTb TMMNOBOI CTeHoKapAaii nNpyv He3MiHEeHUX
KOpoHapHuX apTepisx Bnepe onvcas M.Kemp B 1973 poui, siknii gaB in Has3By
«CUHAPOM X», KU OiarHOCTYETLCA Y XBOPUX 3 TUMOBMMM 3arpyavHHUMK 6onsamu,
NO3UTVBHUMW HaBaHTaXyBalbHUMKW TecTamu, aHriorpaciyHo HOpManbHUMK
enikapgianbHUMM KOPOHAPHMMK apTepisMy i BiACYTHICTIO KiHIYHMX abo aHrio-
rpadiyHux [OKa3iB HAABHOCTI cna3my kopoHapHux apTepii [1]. Kpim Toro, y xsopux
He MOBMHHO OyTW CUCTEMHOK apTepianbHOI TNepToHii 3 rinepTpodieto niBoro
LUMYHOYKa | 6e3 Hel, a TakoX MOopYyLUeHb CUCTOSMIYHOI (OYHKLII NIBOrO LUMTyHOYKa
B Cnokoi. [pn HaBaHTaXeHHi cucTonivyHa yHKLUiA Moxe ByTn HopmanbHow abo
He3Ha4yHO 3MiHEHO. Xo4a BinbLUiCTb XBOPWUX 3 TUMOBOK GOMem B rpyaHIn KriTui
NpU HaBaHTaXEHHi i MO3UTUBHMM HaBaHTaXXyBarbHUM TECTOM 3a3Bu4aii MaloTb
BMpaxeHy (0BCTPYKTUBHY) KOpOHapHy XBOpoby cepus, 0cobrnmMBO KonvM BUSB-
NATLCA OCHOBHI YMHHUKWN PU3KKY, ane npnbnuaHo y 10-20% 3 HUX BUSBNSOTb
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