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YcTpaHeHne Makporioccum rnpu CUHOPOME

bekButa-BnopemaHa

A. E. Pe3nukoBa, H. B. CtapukoBa

MoCKOBCKMI LEHTP OETCKOWN YENCTHO-NTULEBOW XMPYPrnm

Cunzppom omdasolese, MakKpOrJIOCCUM U IU-
raHTu3Ma — BekBura-Bunemana BrepBble ObLI
ormmcaH B 1964 r. (Wiedemann, Beckwith, 1964).
Begymumny nuarsocTudeckMy Ipu3HaKaMy I10c-
JIeHET0 ABJIAIOTCA: MaKpOIJIOCCHUdA, TphbIka IIy-
[IOYHOI'O KaHaTMKa, MaKpPOCOMMA, HacedyKy Ha
MOYKax yleil u runoramnkemnus. Hambosee gacto
BCTpPeYaroTCsa MaKporJjioccusd 1 oMdaJioliesie M,
pesKe, pacxoskJeHMe MNPAMBIX MBIIII] KMBOTA.
Magkpocomusa ¢ yBeaudeHneM MBIIIEYHO MacChl
¥ TIOOKOKHO-3KMPOBOTO CJIOA OTMedaeTcd C MO-
MEHTa POsKJIeHNA WM pa3BUBaeTCA IIOCTHATAIIBHO.
BoamoskHbl yMepeHHaa MUKpoledaans, Iuapo-
nedpasnsa, BBICTYIAIONNY 3aThLIOK, aHaMaJUNU
MIpUKyCa, CBA3aHHbIE C TUIOILJIA3UEN BepXHEN
YeJIFOCTY ¥ OTHOCUTEJBHOI TUHEePILIa3nell HUK-
Hell, BK30(pTaJIbM, OTHOCUTEJIbHAA TUIIOIIIa3Usd
TJIa3HUIL.

IInTonornueckn oTMedyaeTcsa BUCIEPOMETAIINA
(remmato-, HE(ppO- U maHKpeaToMeraausd). Berpe-
HalTCA UMMYHOIEe(UIUTHBIE COCTOAHUA, B 5 %
cJIydaeB PasBMBAIOTCA 3JI0KAUECTBEHHBIE OITyX0JIN
(omyxosbs BuipMmca, pak HazamodewyHUKOB). [Ipn
OMOXMIMIYECKOM aHaJV3€e KPOBY BbIABJIAIOTCA I10-
JUOUTEMUA, TUIOTJIMKEMUA, TUIIEPIININIEMUA,
IUIIepXOoJeCTepUHEMIA, TUIIOKaJbIeMusda. [lcu-
XWYECKOoe Pas3BUTHE OOBIYHO COOTBETCTBYET BO3-
pacty. Tumn HacienoBaHUA — ayTOCOMHO-IOMM-
HAHTHBII. B HEKOTOPBIX CJIydasaX BbIABJIAITCHA
CTPYKTYpPHBIE IIepecTpoiikyu 11-71 XpoMOCOMEI B
paiiore 11 pter-pl5.4. Makporsocensa — Hambo-
Jlee JacTad IPUUYMHA OIIePaTVBHOTO JIEUEeHUA e~
Teli ¢ cuaapomoM Bexsura-Bunemana. Ilocienane
MCCJIeJOBAHMA [I0KA3aJIM, YTO MAKPOIJIOCCUA OKa-
3bIBaeT 0OJIBIIIOE BIIMAHNE Ha IIPOTPY3NIO TEHTO-
aJIbBEOJIAPHBIX CTPYKTYP, B PE3YyJIbTaTe KOTOPOIL
00pa3yrTCA OTKPBITHINA KIepeay IIPUKYC U IIPOo-
THATUSA HMKHEN YeJIIOCTM 33 CYeT yBeJNYeHUS
ee AJVHBI ¥ NPUTYIIJIEHNA TeHMaJIBHOro (1mondo-
ponmounoro) yraa (Menard et al.,, 1995).

IIpn HOpMaJsILHOM aKTe IJIOTaHMUA A3BIK B CO-
CTOSAHMM IIOKOS HAXOAWTCA y cBoza Heba, a BO
BpeMsA IJIOTATeJbHOTO ABMMKEHUA KOHUMK A3bIKA
yompaeTcsa B CBOJ, IIpM 3TOM DOKOBBIE IIOBEPX-
HOCTY OKa3bIBAlOT JaBJEHVE B TPAHCBEP3AJIbHOM
HanpaBJgeHuy. Takoil aKkT IJIOTaHMA II03BOJAET
COXpaHUTH PopMy 3yOHBIX AYyT U IIyOMHY Heba.

IIpu makporsoccuy, Korga MIPOUCXOAUT yBe-
JUYeHVe MacChl M Pa3MepoB A3bIKA, HUMKHAA

YeJIIOCTb B COCTOSHUY ITIOKOS UCIIBITHIBAET HealeK-
BaTHOe JaBJeHUe U olryckaeTcsa BHU3. [Ipoucxo-
INT pa300IlleHre OKKJIO3UM B 3aJIHUX OTHeJax,
YTO OPUBOAUT K PAaHHEMY IPOPE3bIBAaHUIO ODOKO-
BbIX 3y0O0B. IIleyHble MBIIIIBI 32 CUET JJIUTEJb-
HOTO PacTAMKEHUA CYKalOT BepXHUIT 3yOHOI paAx
B OOKOBBIX OTZEJaX, MOJAPBI CMbIKAIOTCA B OyTr-
POBOM COOTHOILIEHUM, a MEKAY pe3laMy BepX-
Hell ¥ HUKHEeN YeJIIOCTeN MOSABJIAETCA BePTUKAJIb-
Had IIIeJIb.

Bo Bpemsa ryoTaTesbHOrO IBVDKEHUS A3BIK IIPO-
KJIAJbIBAETCA MEKLY BEPXHIMM U HYDKHYMU peslia-
M, CIIOCOOCTBYA JEHTAAJIbBEOJIAPHOI IIPOTPY3UN
U yBeJUYEHUIO BEPTUKAJIbHON ey, YTO [IPUBO-
IUT K (DOPMMPOBAHUIO OTKPBITOTO IIPUKYCA.

Meton ycTpaHeHMS MaKpPOIJIOCUN — XUPYP-
rudeckuit. OZHAKO eIVHO TOYKY 3PEeHNUs Ha TaK-
TUKY XUPYPIrUIECKOro JedeH A MaKpPOIrJoCCUy He
cymectByetT. K. Frohlich u gp. (1993) mnaygann
CTelleHb JaBJeHUA A3blKa Ha BEPXHIOIO U HIMK-
HIOI0 YeJIOCTM B IIOKO€ JI0 M IIocJie oIlepaliuiu,
P 9TOM OTMedeHO CHUKEeHMe NaBJIEHUSA yiKe B
paHHEM IIOCJEeOIIepPallMOHHOM IIepHrozie U depes
roz. Ilo gaHHBIM JIUTEPaTyPHL,I0Ka3aHUAMY K X1~
PYPIUYECKOMY JIeUeHUI0 OOJIbHBIX C MaKpPOIJIOC-
cueit mpu cuaapome BexkBura-Buaemana ciaysxm-
JIM: HapYIIEeHUA ObIXaHUA, peun, pa3Butne 3ybo-
YeJIIOCTHBIX aHOMAaJIMii, KocMeTndeckasa gedpop-
MaimsA. 3a nepuox ¢ 1992 mo 1999 rogwr B IlenT-
pe npoxoauau JiedeHue 12 gerelt ¢ CMHAPOMOM
Bexsura-Bunemana (CEB) B Bo3pacTte oT 3 mec
o 13 jger. VI3 HUX 8 MaJbUYMKOB 1 4 HEBOYKMN.
Y Bcex zeTel BeAyIINM KIMHUYECKUM CUMIITOMOM
OpL1a Makporsoccua. Bo Bcex caydadx IMarHo3
NOATBEPIKAEH TeHeTHu4decKnu. ¥ 8 meTeit oTmeda-
JIMCBh OMaJolesie MaJIbIX pa3dMepoB, y 6 — map-
MAaJbHBINA rUMraHTu3M (B 4 cirydaax — yBeJude-
HMe IIpaBOii IIOYKY, B 3 — yBeJudeHMe BepxHelt
U HUKHEl KOHedHocTell, B 1 — mosamxocurma).
Y 3Tux Ke gerell BbIABJAJACH aCUMMeETPUYHAA
MakporJgoccusd (y 5 — HUKHAA IPOMaKpPOrHATUA,
TpebyIlaa XUPYPIUIeCcKoil KOppekumun, y 2 —
OPOTPY3UA IeHTO0aJbBEOJAPHBIX CTPYKTYP C OT-
KPBITBIM OPUKYCOM, Tpebyrolas mocjeonepany-
OHHOTO OPTOAOHTUYECKOTro JieueHus). Kpome Toro,
Yy LeTell 9TOM IPyIHIIbl OTMEYaJIVICh 3aZlepiKKa pe-
4eBOI'0 Pas3BUTUSA, HapPYILIEeHUA pedM, IJIOTaHUA,
OBIXaHMA, a TaKiKe KOCMeTUdecKye JedpopMalinim.
Y 1 pebeHKa BhIpasKeHHAA MaKPOTJIOCCUS COIIPO-
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BOKJaJlach HaJM4yeM TPELIMH A3bIKa UM KPOBO-
Te4YeHMeM IIpM HU3KOM TeMIlepaType BO3oyXa.

Xupypruieckoe JiedeHMe BCeX JeTell 3aKJIIo-
4aJoCch B MOOMU(PUIIMPOBAHHO KJIMHOBUIHOM pe-
3eKkluM A3bIKa. [lesb pe3eKIUy — yMeHbIlIeHe
A3BbIKa II0 AJIMHe U IupuHe. B cayuae ¢ acum-
MeTPUYHON MaKpOrJoccHel IPOBOAUIIACh HECUM-
MeTpMyYHad pe3eKnua A3blKa. B 5 ciydyaax — B
KOMOVHAIVM C IBYXCTOPOHHEN CKOJIB3AIIEe Ooc-
TeoToMMel HypxHel demtocTtu. OcTeoToMusA mIpo-
BOAMJIACH JIMIIb y AeTell B BO3pacTe Iocje d JIeT.

Bripaskennasa mpomMakporsaTyisi, BO3MOXKHO, CBA-
3aHa C OJIMTEJIbHBIM JaBJIeHMeM A3bIKa Ha HUMKHIOK
4eJIIOCTh. B IocsieonepalioHHOM IIepuozie Bce JeTHU
TIOJIy4aJli OPTOAOHTMYECKOe U JIOTOIeau4decKoe Jie-
uyeHye. JIJmTeIbHOCTb HaOJIIONeHIT COCTaBIIANA OT 2
o 7 yet. Y 4 pnereil (onepupoBaHHBIX 10 1 rona)
OTMeyaJicA OTKPBITBI IPUKYC, ¥ 2 M3 HUX — He3Ha-
unTesbHaA HUKHAA MPOMaKpPOTHATUA OTUM Iarm-
eHTaM IIPOBOJUTCS OPTOAOHTMUecKoe JiedeHye. OHO
OCYILIECTBJIAETCA B PaHHME CPOKM II0CJIe XMPYyPridec-
KOTO BMellaTeJbCTBa M 3aKkJIodaeTcs B: 1) ammapa-
TYPHOM JleueHy 1 2) MMOPYHKIMOHAILHOI Teparn.

AnmnapaTypHoe JleueHMe HallpaBJeHO Ha yCT-
paHeHye necpopMmalmy 3yOHBIX PANOB B CarmT-
TaJIbHOM, TPaHCBeP3aJbHOM U BePTUKAJbHONI
IIJIOCKOCTAX.

J1a neTeit MitaanIelt BO3pacTHO TPYIIIb] IIPY-
MEHSEeTCs PacIIMPSAIINNI JaCTUHOYHBI anma-
paT, BRJIOYHAIOINNI BEePTUKAJBHBIN 3aCJO0H IJIA
A3BIKA, He TI03BOJIAIOIINI IIPOKJIAIbIBATE €T0 MEeXK-
Iy 3y0amy, pacIIMpsAONMiI BUHT (€CJy BEPXHUN
3yOHOII pAx TpeboBaJ paclipeHns), IeYHble I1e-
JIOTBI, IOCPEACTBOM KOTOPBIX yCTPaHAETCI KOM-
Ipeccus IeYHBIX MBI Ha OOKOBBIE OTIEJIbI
BepxXHero 3yOHOro pfAzxa, ¥ OKKJIO3MOHHbIE Ha-
KJaJK!M, IpeJoTBpallailye dpe3MepHoe IIpo-
pe3bIBaHMe MOJISPOB.

Jlna netelt crapiiiell BO3pacTHOM IPYIIbI IPU-
MEeHAJM LYTOBOJ HEChEMHBII anmnapar Ha o0e de-
JIIOCTH, MCIIOJb30BaJM PEeBEPCUOHHBIE AYTU U
MEYKYeJIFOCTHOM 3JIACTHUK.

MuodyHKIMOHAIbHAA Tepara OblyIa HallpaBJie-
Ha Ha HOPMaJIM3aLMIO IIOJIOYKEHNA A3bIKa B COCTOSA-
HUM TIOKOSI ¥ BO BpeMsA [VIOTaTeJbHOIO ABVLKEHNUA.

Ilocne oxoHwaHMA aKTUBHOTO IIEPHOAA Jeue-
HUA IJI5 NOAAepsKaHUA NPaBUJIBHOTO TUIA IJIO-
TaHUA B IlepefHell 4acTy PeTeHIMOHHOTO aIla-
para npogeJsbiBaeTca HeOOJIbIIIOE OTBepCTHE (3—
4 MM) Kak OpPMEHTHD, K KOTOPOMY IOJI’KEH Td-
HYTBbCS A3BIK BO BpeMsl IJIOTAHUA.

Heo0xoaumo oTMETUTB, YTO B IIOCJIETHNE BPeMA
MBI CTapaeMCs CHU3UTb BO3PACTHOM LIEH3 OIepy-

pyembIx neteit no 1 roga. OgHAKO IIpOBeleHHBIE
HaMM JICCJIEOBAaHMA II0KA3bIBAIOT, YTO YCTPAHAA
MaKpOIJIOCCHIO JasKe B PaHHME CPOKY Pa3BUTUA
peberka (o hopMMUPOBaHMA BPEMEHHOIO IIPUKY -
ca), HaM He yJaeTcs IIOJIHOCTHIO IIPeJOTBPATUTh
3y0OO04eJIIOCTHbIe aHOMAJIVM, & TOJIBKO HECKOJIBKO
YMEHBIINUTb UX. Takue IeTu He HYKIAIOTCA B
XVPYPrUUECKOil KOPPEeKLUUM YeJIoCcTell, HO UM
Heo0XO0IMMO OPTOINOHTHYECKOe JiedeHKe. Bee aTo
TOBOPUT O TOM, 9TO, IIO-BUIMMOMY, aHOMAJUU
IIpUKyca ABJSIOTCA He TOJIBKO CJIEJCTBUEM JlaB-
JIEHUA IMTaHTCKOIO A3bIKa, HO U IIpeNonpenesid-
IOTCS TeHeTUYIECKIL.

TakuMm o0pas3oM, XUPYPrudecKoe JedeHue
MakporJyioceny rpu cuaapome Bexksura-Bunema-
Ha I1eJsieco00pa3HO IIPOBONUTHL B PaHHNE CPOKMU
3aboJsieBaHMA, T. €. cpas3y ke IIOCJe yCTaHOB-
JIeHUSA JMarHosa, I[IOCKOJIBKY CBOeBPeMeHHasd
KOPPEeKUNA MaKpOIJIOCCHM TOPMO3MUT U IIpe-
LynpesknaeT pa3BuTue rpy0oii DeHTOoaJbBeO-
JgapHOoM naTonoruu. OTHAKO 9TY NalVIeHThl Hy K-
Jal0TCA B JaJIbHENIeM [IPUCTAaJIbHOM BHUMAaHUN
¥ Je4eHUY OPTOLOHTAMIU.

JIureparypa

Arweiler D. J., Jahnke K. Macroglossia as the initial
sumptom ofamuloidosis //HNO. — 1995. — Mau 43 (5). —
P. 318—320.

Katou F., Shirai N., Motegi K., Saton R., Saton S.
Summetrical lipomatosis of the tongue presenting as
macroglossia Report of two cases //J. Craniomaxillofac.
Sung. — 1993. — Oct 21 (7). — P. 298—301.

Menard R. M., Delaire J., Schendel S. A. Treatment of
the craniofacial complications of Beckwith-Wiedemann
sundrome //Plast. Reconsr. Sung. — 1995. — Jul 96 (1). —
P. 27—33.

Mickelson S. A., Rosenthal L. D., Rock J. P., Senior B.
A., Friduss M. E. Obstructive sleep apnea sundrome and
acromegalu //Otolarungol. Head Neck. Sung. — 1994. —
Jul 111 (1). — P. 25—30.

Morgan W. E., Friedman E. M., Duncan N. O., Suiek M.
Surgical management of macroglossia in children //Arch.
Otolarungol. Head. Neck. Surg. — 1996. — Mar 122 (3). —
P. 326—329.

Rimell I. L., Shapiro A. M., Shoemaker D. L., Kenna M.
A. Head and manifestations of Beckwith-Wiedemann
sundrome //Otolarungol Head. Necg. Surg. — 1995. —
Sep 113 (3). — P. 262— 265.

Seguin P., Freidel M., Pepoint B. Amuloid disease and
extreme macroglossia Apropos of a case //Rev. Stomatol.
Chir. Maxillofac. — 1994. — 95 (5). — P. 339—342.

Severtson M., Petruzzelli G. Macroglossia //Otolarungol.
Head. Necg. — 1996. — Mar 114 (3). — P. 501—502.

Wolford I. M. Cottrell D. A. Diagnosis of macroclossia
and indications for reduction glossectomy //Am. J. Orthod.
Dentofacial Orthop. — 1996. — Aug 110( 2). — P. 170 —177.





