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BBEJAEHUE

Cunznpomom Ocniepa — Bebepa — Pamio, mim Ha-
CJIEJICTBEHHON TeMOPParnyeckol TeJeaHTnoaKTa3nei
(HT'T), crpamaer 1 na 5000—-8000 uesioBek B reHepasib-
noit nonysanuu. HI'T otHocuTCA K TeHeTHYecKnM ay-
TOCOMHO-ZIOMUHAHTHBIM 3ab0steBanusiM. Tsikects HT'T
yeyrybusierest ¢ Bogpactom. B ucxone HI'T nponcxoaut
neOpMUPOBAHNE COCYUCTON CETU U 9HOTETNATb-
HBIX KJIETOK 110 TIPUYMHE MYTAIlUU B T€HAX 9H/IOTIIMHA
nmn ACVR1, koTopbie MOTYT BAUATH B TOM YHUCJIe U Ha
TGF-beta cynepcemetictso (Tabmuia 1). Aprepnoo-
BEeHO3HAs Masib(hOpPMaITst TPUBOIAT K TIPABO-JIEBBIM
IIyHTaM B cucteMe KpoBooOparienust. [Tocse mryHTH-
POBaHUS 1 CHYKEHUS JIABJICHHS B OJTHOM MeCTe ITPOHC-
XOJIUT TIOSIBJIEHNE CUMIITOMA OGeJIoro IsITHA, a B JIPYTOM
CTAHOBSITCS BU/IHBI TEJIEAHTHOIKTA3UU B POTOBO U HO-
cOBOM nosiocti. MuHUMasbHasl TpaBMa MOKET TIPH-
BOJINTH K Pa3pbIBy COCY/IUCTBIX CIJIETEHUN, KOTOPbIE
OOBIYHO PACIIOATAIOTCS HA TIOBEPXHOCTU CJIM3UCTON
o6osoukn. [ToBTOpstoNrecs: KPOBOTEUEHHs B HOCOBOM
06J1aCTH SBJSIOTCS HarboJIee 4acThiM KIMHUYECKUM
nposiiennem HI'T [1, 2, 3, 4, 5]. ApreprioBeHO3HbBIE
MaJb(hOpMaIuy MOTYT BO3HUKATh B JIETKUX (JIETOUHAS
apreproBeHo3Hast Masibhopmaims — JIABM), B remna-
TOOMJTHAPHO# cucTeMe (TIe9eHOUHAsT apTEPUOBEHO3-
Hag Maibhopmarimst) u Mosre (ILABM — nepe6paiib-
Hasl apTepUOBEHO3HAsT MaTb(OpMaIIns).

OpmnuMm u3 ocaoxuennit HI'T aBisercs Bo3Huk-
HOBeHMe GaKTepueMUu B pe3yJibTaTe MPOBeICHUS
CTOMATOJIOTHYECKUX TIPOIEYP, TAKUX KaK ylaJeHre
3y0a, mpodeccnoHa bHas YUCTKA 3yOOB U JieUueHHe
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KOpPHEBBIX KaHaJIOB. bakTepuemus yaiie BbI3bIBaeT-
cst aHaapoOHOoIT (hsropoii. CylmecTByeT CBSA3b MEKILY
BO3HUKHOBEHUEM TIEPUOJIOHTAIBHOTO BOCIIATIEHUS
1 M03T0oBbIX abciieccoB. Kpurepuu Kropacao Brioua-
10T TIOBTOPSIIONIIECS KPOBOTEUEHMS B 00IaCTH HOCA,
MOSIBJIEHUE TEJCAHTMOIKTA3UN B MTOJIOCTU PTa, CJIU-
3MCTOM 000JI0UKK Iy U HOCA, Ha MAJIblIAX, CJIM3UCTOI
KETYOTHO-KUIIETHOTO TPAKTA, COCYIUCTHIX CIIIeTe-
HUI TOJIOBHOTO, CITUHHOTO MO3Ta, IeYeHH U JIETKUX,
a TakKe HaJW4yue POJCTBEHHHUKA IEPBOIl CTelneHun
poactsac HI'T [6,7, 8,9, 10].

OCHOBHOII 11€JIbI0 JAHHOTO UCCJIe0BaHUsT OBLIO
ompejiesieHie CTOMATOJOTHIECKUX TTPOSTBJIEHUH Ha-
CJIEICTBEHHOI reMOpparnvyecKkoil TejleaHInOodKTa-
3UM Y TIAIIUEHTOB JIETCKOTO BO3PacTa U BOCIIOJHEHNE
npobeia B 3HAHUAX 110 9TOU TeMaTUKe y I1eMaTPOB
U CTOMATOJIOTOB.

MATEPUMAJIBI 1 METO/IbI

JlaHHbBII cucTeMaTHYeCKNIA aHAJI3 ObLT IIPOBE/IEH
coryiacHo pekomenarusim PRISMA.

Kpurepuii or6opa. Bbuim paccMoTpeHbl HaydHble
CTaThU HA AHTJIMHCKOM $13bIKe. BrItouaimch ciemyto-
1€ TUTTBI CTaTel: paHIOMU3UPOBAHHBIE KOHTPOJIH-
pyeMbie MCCIeloBaHus, KOTOPTHBIE MCCJIeTOBAHNS,
HCCJIeIOBAHUS CIy4ail-KOHTPOJIb, MOMEPEeYHbIe UC-
cJIe/IoBaHU, PeJTAKIIUOHHBIE CTAThU U TEMATUYECKHUE
JIOKJIa/IbI, Kacarolecs aeTckoro Hacenenns ¢ HI'T.

Crparerust morcka. beljio mpoBeieHo ncceoBaHmue
HOAPOOHBIX ¥ COOTBETCTBYIOIIUX JOKYMEHTOB B TAKUX
0azax nanublx, kak MEDLINE. /17151 OBBIIIEHUS TOY-
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Tabnuua 1. eHsbl, yyacTByowme B pa3sutum HI'T
Table 1. Genes involved in HHT

["eHbl J1oKyC XpOMOCOMbI benok
ACVRLA1 12913.13

ENG 9034.11 OHAOrNo6uH
SMAD4 18021.2

HOCTH ObLIN WCKJIIOUEHBI MOBTOPSIIONINECS 3ATUCH.
bBbum BbISIBJIEHBI M TIPOCMOTPEHBI BCE TISITH CTaTel.
Crpaternd moucka BKJIOYaja Takhe Ha3BaHUs, KaK
cuagapom Panmio — Ocnepa — Bebepa, HacieicTBeH-
HBIl, TeMOPPArnyecKnii, TeJ€aHTMOIKTA3US, JIETCKOE
HaceJIeHIe, POTOBas II0JIOCTh 1 3yObl. BbiOpaHHbIe cTa-
ThU OBLJIN TIOJHOCTBIO TPOYUTAHbI U PE3IOMUPOBAHBL.

PE3YJIBTATDI

Pesynbrarsl 3TOTO aHANMM3a OCHOBAHBI HA 11ECTH
MOJIHOTEKCTOBBIX CTATBSX, KACAIOINXCS ITPOSIBACHUI
HacJeJCTBEHHOU TeMopparnyeckoil TeJeanrnoaKTa-
31U B IIOJIOCTHU PTA TOJIBKO Yy JE€TCKOrO HAaCeJIeHUs.

CepuH/TPEOHNH-NPOTEMHKNHA3bI peuentop R3

Mothers npotns gekaneHTannernyeckoro romonora 4, yqacreytoLLero s nytm TGFS

CTOMAaTOJIOTH SIBJISIOTCS TTEPBBIMU CITEITMATINCTAMH,
CTAJIKUBAIOIIUMUCS C OPAJbHBIMU MPOSIBJICHUSIMU
HacJeJCTBEHHOU reMopparndeckoil TeJeanrnoaKTa-
3WH y JIeTcKoro Hacenenust. Hanbosee wacto mopa-
JKEHHBIMU Y4YaCTKaMU BBICTYMAIOT CJIWU3UCTAs PTa,
JIeCHBI, He0O, A3BIK, CAU3UCTASA HOCA.

[TPAKTUYECKWE PEKOMEHIAIIVUM [1JIA
BPAUEN (TABJIMIIA 2)

TepaneBtbi. CyIliecTByeT CBA3b MEK/LY JETOTHOM
dbopmoit HI'T u BosHuKHOBeHMEM abciiecca MO3Ta.
BakrepueMust MoxkeT 06pasoBaThCsl IIPHU IIPOBEje-
HUM PEryJISIPHOIT uncTkY 3y60B. CTOMATOIOrMYECKIe

Tabnuua 2. MeToapbl Ne4YeHnsa HacneacTBEHHOM reMopparmyeckoil TefeaHrmoakTasmm
Table 2. Methods of treatment of hereditary hemorrhagic telangiectasia

ABTOP o, Bup ctatbn  OcHoBHas Kon-Bo MeToabl nevYeHns/kKnmHn4eckas 3Ha4MOoCTb
chepa nauyeHToB
Meuvp Men-3axas 2006 MNMepekpect- OM 14 MpwxuraHne 1 nasepHas abnsaums.
1 COaBT. HOE nccne-
noBaHune

Ixenmmn Mak 2006 0630p oM - YBnaxHeHne, MecTtHas yBlaxHsoLLLaa Tepanus, re-

Jonang v dasug, MOCTaT4ecke NIekapCTBEHHbIE CPEACTBA, aHTUDU-

CTVBEHCOHbI OpuHoOAUTMYECKasa Tepanus, aMonsaums, CUCTEMHbIE
aHTMaHIMOreHHble Npenapatbl, CENTOAEPMOMNIacTU-
Ka, HasanbHas 6nokaja.

Yeszape JaHecnHo 2023 0630p OM - ApProHoBO-M1asMeHHasa koarynsauusa. dmoéonuaaums.

1 COaBT. CrepeoTakcmyeckas pagnoxmpypris n Xmpyprus.

Mpunsa Bepma 2022 0630p oM - Yuctka 3y6oB, yoaneHue 3y6oB, OpTOA0HTUYECKOe
nieyeHne, aHAOOOHTMS, 3aMeHa ¢pakTopa CBepThiBa-
HWSA, TOPUCTbIE A0OABKN, MHCTPYKLUMM MO TUrMeHe
MOSIOCTM pTa, repMeTu3aumsa TPELLNH, AByXpasoBast
eXxeaHeBHas YncTka 3yboB, MPOMbIBKa pTa, AMETUYE-
CKME peKOMEHAALNN, MHEHWE remaTonora, npopu-
nakTuyeckas aHTMbuoTmkoTepanus n aHTMGUOPUHO-
TINTUKW.

Banuiipn Xanaca- 2022 0630p oM - YnaneHue 3y60B, Ynctka 3yb6oB, PTopucTbie go06aB-

ryHoxu LLneaky- K1, MHCTPYKLWM NO FMrMEHE MO0CTM pTa, AByXpa-

Map 1 COaBT. 30Bas exenHeBHas 4YMcTka 3y6oB, NPOMbIBKa pTa,
9HAO0AOHTMKA, 3aMeHa GpakTopa CBEPTbIBAHUS,
OVeTnYeckne pekoMmeHgaumm, npodunaktmyeckas
aHTUBUOTUKOTEPaNUS, KOHCYbTaLMS reMaTonora
1 aHTUDUOPUHONUTUYECKAS TEpanus.

OHHMO BpamaHtn 2014 MNepekpect- OM 116 Koppekuus uennaknm n neamaTpnu4eckoe ctoMarto-

N COaBT. Hoe uccne- NIorMyeckoe neyeHue.

[oBaHue
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mporteaypsl st narmeHTos ¢ JIABM u HI'T nosmkab
IPOBOJIUTHCS C IIMCbMEHHOTO COTJIACHS TIOCJIe MOJTY-
YeHMst aHTHOMOTUKONPODUIAKTUKH TIEPE/] JIeUeHUEM
3yoos [11, 12, 13, 14, 15].

Cromarosoru. V30MpoBaHHbIe TEJIEAHTHOIKTA-
31U HE TPEOYIOT JICUCHVS.

YemocTHo-uieBas xupyprus. [Ipu vHeobxomu-
MOCTH MEUIIMHCKOTO BMEIIaTeIbCTBA PEKOMEH/I0BA-
HO UCII0JIb30BaHUE TPA[UIIMOHHBIX METO/IOB BMeIIa-
TEJTbCTBA, a TAKKE MPUMEHEHUE JIA3ePHOTO CKAJIBITEJIST
u anexTpokoaryJssanuu [16, 17, 18, 19, 20].

IHIOIOHTBI. JHIOJIOHTUYECKOE JIeYeHNe TallN-
eHTOB sleTckoro Bo3pacta ¢ HI'T MoskHO TTpoBOIUTH
nocJie THOOPMUPOBAHHOTO COTJIACHS, TIOJTYYEHHOTO
Ha OCHOBE HaJIeskareil MHMOPMAITIU O PUCKaX pas3-
BUTHUS OCJIOKHEHUI.

IMapoaonronoru. [Ipodunakrrka mopaskenus mna-
POIOHTA BKJTIOYAET B ce0sT MHCTPYKITUH 110 TUTHEHE 0~
JIOCTH PTa, MPaBUJIa U TOJIOKEHMsI, 60pbOY ¢ 3yOHBIM
HajleToM 1 Macirtabuposanue |21, 22, 23, 24, 25].

Takum 06pa3om, coOOIIEHNE BBISBIISIET TIPOOEJIBI
B CTOMATOJIOTMYECKUX U MeJMATPUIECKUX ACIIeKTaxX

JINTEPATYPA/REFERENCES

HACJIeICTBEHHON reMOpparnyeckoil TeseaHTnodK-
Ta3uu y JleTeil 1 oTMedaeT Ba)KHOCTH JlaJlbHeHIINX
HCCJIeIOBAHUI KOHKPETHOM 00/1acTh (TeMaTHYecKue
JIOKJIa/Ibl, OpUTHHAJIBbHBIE nccsefioBanms ). Indopma-
I¥sI, TIPUBEIEHHAsT B pabOTe, MOJKET CIYKUTD JOCTO-
BEPHBIM /0KA3aTeJbCTBOM U PYKOBOJICTBOM 110 TIPH-
HATHIO TPABUJIbHBIX KIMHAYECKUX pentennii |26, 27,

28,29, 30].

SAKJTIOYEHUNE

Cy1ecTByeT orpaHudeHHOe KOJIUIeCTBO myOIim-
Kal[uii B 06JIaCTH JIETCKUX OPAJIBHBIX U YETIOCTHO-JIH-
IIEBBIX MTPOSIBJIEHUH, CBSI3AaHHBIX C HACJIECTBEHHOMN
reMopparuueckoi TejeaHrnoskTtasueir. lannag
CTaThsl MOJKET CIIOCOOCTBOBATH MOHUMAHUIO BaKHO-
CTH BBISIBJIEHUST 3a00JIEBAHUSI CTOMATOTIOTAMK KaK
CHENUATNCTAMU TI€PBOIi IMHUH, CTATKUBAIOIIMMUCS
¢ TaHHBIM cocTosiHreM. HeoOXonmbl nccienoBanust
B MeIMATPUN W YEJIOCTHO-JIUIEBOI XUPYPIUU C aK-
[[EHTOM Ha HeOOXOAMMOCTH aHTUOUOTUKOIIPOUIIAK-
THKH, Pa3pabOTKHU TIPOTIELY P JIeUeHNUs 3yO0B U 10JITO-
cpouHoro Habmoxenust y naruentos ¢ HI'T.
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