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CuHgpom Anepa-KpysoHa wnn akpole-
$anocnHpaKTUINA — OAMH W3 pa3HOBUA-
HOCTe BPOXAEHHOTO YepernHo-NnLeBoro
Amn3socrtosa. Y 6onbHbIX Habnogaetca mManbii
pocT, fepopmaumna yepena («balleHHbIR ye-
pen»), KoTopasa CONPOBOXAAETCA 3HaUUTENb-
HbIM BbINAYMBaHMEM 163, TEMEHHOTO yyacTKa
n pedpopmaumei nmua. Hoc wmpokuin, Kpou-
KOOGPA3HO U30THYTHIN («KMOB  Mornyrasy),
CpefHAA 30Ha NuLUa 3anajaeT BCeacTane He-
[I0Pa3BUTKA BEPXHEl YentoCTy; YacTo BCTpe-
yaeTcA HecpalleHve TBepaoro Heba, onuro-
LIOHTUSA, BbICOKOE HEGO; HOPMarbHO pa3BuTas
HVKHAA YenioCTb BblAaeTca Knepeaw; rnasa
oTAaneHbl Apyr oT Apyra, nyyernasve rnas 3a
CYeT MAOCKMX MNa3HbIX BMaAWH, a TakKe pac-
XOXAEHWeE rnas; MoryT HabnaaTbCA U Apyrue
nepopmaLun KocTel (CHOCTO3 1 CMHaPTPO3
nnevya u JIOKTA); OTCTaBaHWe B OKOCTEHEHUMN
yepena n BepxHel YencTh, KoTopoe npo-
ABNAGTCA B MOABWMMXHOCTM nocnepHen. lNpo-

Puc. 8. ®omo nuua 8 ¢ac (a), npogpusns (6) u co-
cmosHue npukyca (8) nayueHma O-ka C., 15 nem,
¢ cuHOpomom Anepa-Kpy3oHa

BefleHHble Hamu UCCNefoBaHWA MoKasany,
yTO TaKoe 3aboneBaHWe Hanbonee xapakTep-
HO ANA L MyXCKoro nona. Bo Bcex ciyuasx
6blna yCTaHOBNEHa HacCnefCcTBEHHasA mnepe-
[Jauya 3a6oneBaHVA Mo OTLOBCKON, a He MaTe-
pviHCKoi nuHUW. Mpeobnagana cKy4eHHOCTb
1 aHOManNWHoe MosoXeHue 3y6oB, npenmy-
LLLECTBEHHO Ha BepxHelt yeniocTu. Mo faHHbIM
TenepeHTreHorpaduueckrx — 1ccnefoBaHus
BbIAB/IEHO: HEOPa3BUTME 1 PETPOMOOXKe-
HVe BepxHel uentoctn Ha doHe HopManbHO
Pa3BUTON HKHE YentoCTy, KoTopas Mo oT-
HOLUEHUIO K BepxHeil BbICTyMaeT Knepeaw;
Hefopa3BUTME 1 3anaAeHne CpefHein 30Hbl
NUa; NpeBanMpoBaHvie TUMOB LA CO CKO-
LIEHHbIM Knepean MoAGOPOAKOM; BbiCTyMa-
I0LWan HWKHAA ry6a v 3anajeHve BepxHeil.
MpUKyC y NaumMeHTOB NPOreHNYeCKnin (mesn-
anbHbliA) C MMy60OKNM 06PaTHBIM NEPEKPbITH-

€M, BeNiMyvHa caruTTanbHON Wenn npu 3Tom
Bapbupyet ot 3 go 10 mm. OpTofoHTUYecKoe
neyeHre TaKke OblNo MPOJOMKUTENbHbBIM,
Mano3pPeKTUBHbIM B 3CTETUUECKOM TMJlaHe
1 3aKJ104anocb B KOPPEKLUN NONOXKEHNA OT-
JenbHbIX 3y60B, pacwmpeHun 3y6HON ayru
BEPXHEN YenoCTV U HEOGHOTO LB, YTO Lene-
coobpa3HO NPOBOAWTL B paHHEM Bo3pacTe.
McnpaBneHne nporeHMYeckoro COOTHOLUe-
HUA yentocTeln 6e3 XMPYpPruyeckon peKkoH-
CTPYKLMN NPKKYyca 6bli10 AOBOSIBHO CIIOMXHbIM.
JleyeHne yepenHo-NMLEBbIX AN30CTO30B, Kak
OTMEYaloT 1 Jpyrue crneumanucTbl, Tpebyet
YUaCTVA B HEM HE TONIbKO YeNTIOCTHO-NNLIEBbIX
XVIPYProB 11 CTOMaTOJIOrOB, @ U HeMpPOXMpyp-
roB, OKYJINCTOB, OTONTAPUHIOJIOrOB, aHeCTe3n-
onoros u ap. (puc. 8, 9).
CuHgpom DpaHueckeTTN
Ha-KnenHa) —

(LiBane-
HWKHEYeNoCTHO-NNLe-

Puc. 9. ®omo nayueHma c cuHopomom Kpy3oHa 0o (a, 6) u nocne (8, 2) xupypaudeckozo ieqeHus (npu-

mep npugedeH npogh. lonamuHeiM A.B.)
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BOW WAN  YenoCTHO-IMLEBON  AU30CTO3
(mandibulofacialis). OH MOXeT 6bITb NOMHbIM,
unn noyTn nonHbiM (c. OpaHyeckeTTH-Knen-
Ha), 60 OrpaHNUNBATLCA N3MEHEHUAMY Op-
6UTbl 1 cKynoBol KocTu (c. Tpuyepa-Konmh-
3a). MpuunHa 3aboneBaHnA — HapyLleHWA
reHesa nepeo »KabepHol fyrn 1 xabepHoii
60po3apbl. [JoBONMbHO pefKoe HacneacTBeH-
Hoe 3aboneBaHne 1 XapaKTepr3yeTcs OfHO-
CTOPOHHMM WS OBYCTOPOHHVM MOPaKeH-
AM nvua. M3meHeHMA  YenoCcTHO-NULEBOM
006nacTi oYeHb XapaKTepHble: MopakaloTca
MArKME TKaHW U KOCTHbI OTAEN CpepHen
N HWKHEN 30H nnua. JIMLo MMeeT «nTu4unin»
npodunb, NOAGOPOAOK CKOLLUEH, BO3MOXEH
SNWKAHTYC W aHTVMOHIONOUAHBIN pa3pe3
rMasHbIX LWenei BCIeACTBME ABYCTOPOHHEN
rMNOMAa3nNm CKYNOBbIX KOCTeW 1 fiyr, 0cobeH-
HO HWXHe-BHELWIHKX Y4acTKoB opbuT. uno-
Mnasva KpblibeB HOCa MPUBOAUT K CYKEHWIO
Ho3apel. K OCHOBHbIM Mpu3Hakam crepyeT
OTHeCTW: OTCYTCTBME PEeCHUL, Ha HUXHUX
BEKax, Hanmume KonoboMm, BUCOYHO-Mpen-
ylWIHOe OBOJOCeHeHMe no ¢opme A3bIKa,
HOCONOGHBIV YroNn He BblPaXXeH, aHOManuu
$opMbI 11 Pa3MepOB YLLUHbIX PakoBUH, acuM-
MeTpua nvua (MpyY OAHOCTOPOHHEM Mopa-
»eHun). Tlo paHHbIM PEHTreHONOrMYeCcKnx
N TeNnepeHTIreHONOMMYECKNX WCCIIeAoBaHWIA
BbIAIBNIEHbl: MUKpoLuedanusa, yMeHblUeHue

bPOHTaNbHBIX CMHYCOB 1 BEPXHEUENIOCTHBIX
nasyx; HeAoOpasBUTME WM OTCYTCTBUE CKY-
noBbIX KocTen; gedekTbl Typeukoro cefsa;
rANOMNasnsa COCLEBUAHBIX OTPOCTKOB U X
rMnonHemaTy3aums; HepopasBUTME 1 YKOPO-

YEHWA HIKHEN YeNioCcTU, a TaKKe ee BeTBY;
HapyLeHne B GOPMMPOBAHNN BUCOUHO-HUXK-

Puc. 10. ®omo nuya 8 ¢ac (a), npogpusns (6) u
npukyca nayueHma f1-ko C., 15 nem, c cuHopomom
@paHyeckemmu-L{eaneHa
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HeuesnoCTHbIX CyCcTaBOB (HEAOPa3BUTUE FONO-
BOK, YKOPOUEHME MbILLEeSIKOBOrO OTPOCTKA);
He[lopa3BUTVE BEPXHEN YentocTh; pasmepbl
MO3rOBOrO Yepena npeBanmpyloT Haj pasme-
pamu IMLEBOro, AJIMHA NepefHen YepenHomn
AMKW yMeHblueHa. [py 0gHOCTOPOHHEM ro-
paxeHUn HabnaaeTca 3HaunTeNbHasA acum-
METpUA LA, KOTopas 06YCIOBNEHA HE TOSb-
KO U3MEHEHUAMMN KOCTel NNLEBOro CKesneTa,
a 1 Hejopa3BUTUEM MATKMX TKaHen nuLa: xe-
BaTeNIbHbIX Y MUMWNYECKMX MbILLL, CITIOHHBIX
enes (MHorga oTcyTcTBME nocnefHux). Mpu
3TOM CMHAPOME HepeaKo NPOUCXOANT HeMnos-
HbIli Mape3 MMMUYECKOW MyCKynaTypbl nba,
HVXKHero Beka 1 yrna pTa. B Hawen npakTtuke
Mbl HabnOAANN Y OLHON 13 NaLNEHTOK OfHO-
CTOPOHHee Kocoe HecpallyeHne nuua (oT yxa
[0 yrna pTa) C ABOWHbIM anbBeONAPHbLIM OT-
pocTKoM 1 3y6HbIM pAgom. CTomartonoru-
yeckme CMMNTOMbI CUHAPOMA NPOABAANUCH
B CKYYEHHOCTW 1 aHOMaNMMNHOM MONOXEHNN
3y6oB, Cy)KeHun 3y6HbIX ayr, aedopmauum
anbBeOoNIAPHbIX OTPOCTKOB W Tena YentocTels;
HapYLIEHNN MEXOKKNIO3MOHHBIX COOTHOLLe-
HWU, @ UMEHHO: AWCTanbHbIA NPUKYC (npo-
rHaTvs) 3a CYeT AWCTANIbHOTO MOJSIOXKeHWs
N HeOPa3BUTUA HVPKHEN YeniocTn 1 nepe-
KPEeCTHbIN (KOCOM) NMPUMKYC B CJlyyae OfHO-
CTOPOHHEro nopaxeHuna. OpTofOHTMYeCKoe
NneyeHme 3aKoYanocb B KOPPEKLMN MEXKOK-
KJTO3VOHHBIX COOTHOLLEHWI NyTemM CTUMYnA-
LK1 pOCTa YenocTer, nepemMeLLeHN H/XHEN
YenocTy Knepeau, NCNpaBieHnm NooXKeHnA
oTfeNbHbIX 3y60B, paclMpeHnn 3yOHbIX ayr

1 HebHoro wwBa. Horaa npuberanu K yaane-
HUIO OTAESNbHBIX KaK BPEMEHHBIX, TaK 1 MOCTO-
AHHBIX 3y60B. AnnapaTtypHoe feyeHre 6bino
3$PEKTMBHBIM, €C/IN OHO HAUYMHAMNOCh B PaH-
Hem BO3pacTe 1 NPOBOAUIIOCH NosTanHo. Oa-
HaKo, OPTOOHTNYECKOE JIeYeHNEe NO3BONANO
B onpefeneHHoON mMepe ynyylnTb Nnb Me-
YKOKKJIO3MOHHbIE COOTHOLEeHUsA. NcnpaButb
3CTeTUYHbIE HedoCTaTKU HEeBO3MOXHO 6e3
XVPYPruyeckmx BMeLLaTenbCTs, T.e. 6e3 pe-
KOHCTPYKTVMBHOW YeNioCTHO-NNLIEBOI XUPYP-
rn. NMo3ToMy OCHOBHbIM METOAOM fleyeHus
NoYTn BCEX YENOCTHO-IMLEBBIX AN30CTO30B
ABNAIOTCA  KOppervpyowme nnactmyeckue
onepauumn. Xvpyprmyeckoe neyeHne coctomt
MNX MHOTUX 3TaroB 1 HaMpaBfieHO Ha yCTpaHe-
Hye Hefopa3BuUTVA U aedopmMaLmini KOCTHbIX
1N MArKKX TKaHen nuua. C 3Tol Lenbio UCrnonb-
3yI0T XeMNonnacTuky, ayTo- N annoreHHyio
TPaHCMNaHTaLmnio, UHAMBMAYaNIbHO CMoAeny-
pOBaHHbIe CUIMKOHOBbIE MMMIaHTaThl, U T.M.
(pnc. 10, 11).

CuHgpom [lbepa-Po6eHa (aHOManag
cuHapom). Pap cneumanncToB cuuUTaloT mu-
NOMMa3nlo HUXKHEN YentocTu (MUKPOreHuto)
BeAyLMM CUMNTOMOM [AAHHOTO CUHAPOMa.
Jedopmanua HUKHEN YeIloCTU CONPOBOXKAA-
€TCA 3anafieHneM KOPHs A3blka Hasag 1 BHU3
(rmoconTo3). Y MonoBrHbI HOBOPOXAEHHbIX
obHapymMBaloT HecpalleHve Heba, 3aTpya-
HeHHOe [bixaHue, KoTopoe obycraBnvsaeT
runokcuto. Mpu cuHapome PobeHa HapyLUeHb!
MbILLIEYHbIA TOHYC A3bIKa, MMOTKN U ropTaHu,
a TaKXe »enyaoUHO-MULLEBOAHbIN pedritoKc.

Puc. 11. ®omo niuya 8 ¢ac (a), npogpuss (6), popma Heba Ha 2uncosoli modenu (8 5 iem) (8) 8 nonocmu
pma (8 17 nem) (2) u cocmosHue npukyca (0, e) nayueHmku K-eye K., 11.1em, ¢ cuHopomom @paryeckem-

mu-LjeaneHa

COBPEMEHHAAl OPTOJJOHTUA, 2015, N203(41)



3 COBPEMEHHAS CEEE
£2 opTOnOHTHS

CIAH,EIpOM conposoXaaeTca TUNUYHbIMU N3~
MeHeHNAMN BCEro NMUeBOro ckeneta, TpaHc-
Bep3aJibHble pa3mepbl MMUeBbIX KocTel npe-
BanupyrT Haj carntrajibHbIMW. Haun6onee
ynnoweHa HWXXHeYentoCTHaa KOoCTb, LenKn
CYCTaBHbIX OTPOCTKOB W3O0rHYyTbl, d)opma Ccy-
CTaBHbIX TOJIOBOK M BeHEYHbIX OTPOCTKOB

o6bluHan. Bcneactene gaBneHus aHoManumi-
HO PACrOIOKEHHOIO A3bIKAa Ha HWPKHIOW ye-
TIIOCTb, KaK OTMEYAIOT CMELNANINCTbI, FONOBKN
BMNCOYHO-HUXKHEYENIOCTHBIX CYyCTaBOB CMelLle-
Hbl AUCTANbHO. JleueHvie B NEPBbINA Frog, *KN3HN
pebeHKa CBOAWUTCA K HOpManu3aummn Hapy-
LUEeHHbIX PYHKLWMIN, 0cO6eHHO AbixaHuA. C 3Toi

Puc. 12. ®omo iuya 8 hac, npocpusie u npukyca nayueHma H-zo /., 6 iem, c cuHopomom leepa-PobeHa
0o steyeHus (a, 6, 8) U Yepe3 2 200a NOcs1e Xupypau4ecKozo U 0pMoOOHMUYHO20 JIeHeHUs (2, 0, X)

Puc. 13. ®omo nayueHmku Lf-ko @., 15 nem, ¢ cuHdpomom Onbpatima, gpac (6) u npocpuns (a, 8) nuya,
cocmosHue noslocmu pma (u) u 2uncosele Modesnu Yesocmed (K, 1)
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Lienblo Cpasy nocie poXAeHNsA NPOBOAAT Xu-
pypruyeckvme BMeLLaTeNbCTBa: NPOLUMBAIOT
LUENKOBOWM NWraTypoii TOMLLY MbILL, KOPHA
A3blKa U PUKCMPYIOT A3bIK K NOA60poAoYHO-
My OTAENY HUXKHel YenmocTy nnm GUKCUpyoT
NMOABA3bIYHYIO KOCTb C HUPKHUM Kpaem HIUK-
Hell YenCTy NPU NoMoLUM NraTypbl. Kopmat
rpyAHbIX AeTel B BEPTMKaNbHOM MONOXKEHNN
C NepefHUM HaK/IOHOM TOJfI0BbI, UCMONb3yA
30HA. MHorga npuberaoT K TpaxeocTomumu,
a He K dUKcauuy A3blka XMPYPruyeckum me-
TopoM. [lepopMMpoBaHHAA HUXKHAS YeNoCTb
CoXpaHsAeT CMOCOBHOCTb K pOCTy, 1 ee fedop-
MaLus B TEUEHMM NEePBOro rofja >KU3HN 3ameT-
HO yMeHblLuaeTcA. 1o AaHHbIMM MPOBEAEHHbIX
HaMW UccnepaoBaHniA, y 60nbHbIX NpeBanupo-
Basin: MPOrHaTUA (BMCTaNbHbIA NPUKYC), UHO-
rfa OCNIOKHEHHAs OTKPbITbIM GPOHTaNIbHbIM
NMPUKYCOM; CyXeHue 3yOGHOIN Ayry BepxHei
yentoctn (V-nogo6HoM Gopmbl); yKopoueHue
N CKOLIEHHOCTb HWXKHEN yYacty nmua (CKo-
LIeHHOCTb MoAGopoAKa, «NTUYKI» NPodUIb
nrua). 3aMeHa BpeMeHHbIX 3y60B Ha MOCTOSAH-
Hble NpoxoAauna cBoeBpemMmeHHo. OpPTOJOHTU-
yeckoe fieyeHne CoCToANo B HOPManM3aLum
bYHKUMOHAMBHBIX HAPYLIEHUIA Y MEXOKKHO-
3MOHHbIX COOTHOLWeHM. C 3TON uenblo nc-
Mosib30BanncCb NPEVMyLLECTBEHHO CbeMHble
KOHCTPYKLMM annapaTtoB. JleueHne npoBoau-
JIOCb MO3TArNHO A0 U NOCsie OPTOrHATNYECKON
XNPYPriv NMpu y4acTm CneLyanmncToB pasHo-
ro npo¢uns (puc. 12).

CuHgpom On6paiita wnM HacneacTBeH-
Hasi oCTeoAnCTPOdUs, KOTOpas XapakTepu-
3yeTcAa fedopmaumeli CcKeneta, CHUXKEHMEM
COLEPKAHUA KasbUMA B CbIBOPOTKE KPOBMU.
Broxummyeckrne M3MeHeHVsA 3aK/oyalTcA
B rvnokanbuyvemmm u runepdocdaremmu,
Ha KoTopble He BNVSET BBeAeHMe napatu-
peoupgHoro ropmoHa. OKonowWwnUTOBKAHbIE
xenesbl  GYHKLMOHUPYIOT HOPMasbHO, Mo-
3TOMy Takoe 3abonieBaHVe HasblBaloT MCeB-
gorvnonapatmpeosom. [aHHbIi  CUHAPOM
BCTPEYAETCA JOBOJIbHO PEAKO, NPOSABNAETCA
NPenMyLLECTBEHHO Y AEBOYEK U XapaKkTe-
pu3yeTcs BOBNIEYEHMEM B MPOLECC OfHOM
WM HECKOMbKUX KOocTel (B TOM uucne ue-
JIIOCTHBIX), HaNMYMEM TMUIMEHTHbIX MATEH
Ha KOXe M PaHHVM MOJIOBbIM CO3PEBAHMEM.
JTrnonorusi 3aboneBaHns Ao CUX NOP He Bbl-
ACHeHa. MMCToNOrMueckn NopaxeHHasa KocTb
3amellaetca  GUOPO3HOWM COeaUHUTENBHOMN
TKaHbto. Komnnekc ykasaHHbIX CMMMTOMOB
B 3HAUUTENbHOW CTENeHN BapbUpyeT Mo WH-
TEHCUBHOCTV CBOUX MPOABMIEHWUN, KOTOpble
3aBUCAT OT rMyOUHbI NOPaXeHUA B Nepurof,
SMOpUOreHesa, a TaKKe TAKECTU SHOOKPUH-
HbIX U HENpPOreHHbIX HapyLeHui. Matonoru-
YECKMM MPOLIeCCOM MOTYT MopaxatbcA Bce
KOCTW cKeneTa, Ho B 50% — nuueBble KOCTw,
NpenMyLLeCTBEHHO YeniocTHble. Ha uentoctax
BO3HMKAIOT KaK HeGObLUME NTOKANIM30BaHHbIe
AYelrky, Tak 1 Auddy3Hble nopaxeHna Bcel
KOCTW. XapaKTepHO yToMLIeHNe KOCTY B 00b-
eme (B BMAe B3AyTWA) 3a CYET paspacTaHuA
OCTEOUAHOW TKaHWU. B cBOMX MccnepoBaHusxX
Mbl, KakK 1 Apyrvue creuuanncTbl, BCTpeyanu
NperMyLLecTBEHHO OAHOCTOPOHHee nopa-
eHve KocTeli (C neBol unu ¢ Npa.oi CTo-
poHbl). Mpwn 3TOoM Habnoganacb acMMMeTpUA
nuua, 6onee pas3BmTa aHOMANMNHAA CTOPOHA
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1 ry6a. BepxHsas yeniocTb Ha aHOMaNMNHOW
CTOPOHe YTOnleHa, AecHa runepTpodupo-
BaHa, 3ybbl Gonbluen BennuuHbl. HuKHARA
YenioCTb CMeLLeHa B MPOTBOMONOMXHYIO CTO-
POHY, Yr/bl pTa pPacrnonoeHbl acMMeTPUY-
HO. Y 60nbHbIX NpeBanupyeT NepeKkpecTHbIn
MPUKYC C 3afep>KKoi mpopesbiBaHUA 3y60B
Ha aHOMaNMMHOWM CTOPOHE, MHOTAA NaToNorn-
Yeckas pe3opbuua KopHeii. Kpome Toro, Ha-
6ni0aaeTca acMMETPUA BEPXHUX U HUXKHUX
KOHEYHOCTeN, pa3Han ux BefmunHa (6onblue
OHV MO pa3Mepam Ha aHOMaJsIMNHOWM CTOPOHe
1 MeHbLUe — Ha NPOTUBOMONOXHON). Y Taknx
MauueHToB CO BpemMeHeM MpOsABNAETCA He-
3HauuTeNIbHOE OTCTaBaHWE B MNCUXNYECKOM
pa3BuTUK. JleyeHne B OCHOBHOM XMpypruye-
cKoe — nocsie nybepTaTHOro Neprnoaa, a fo
3TOro NanANaTVBHOE — Y CreLnanucToB Co-
oTeeTcTBYytowero npoduna. Mostomy opTo-
IOHTMYECKOE NleYeHne HanpaBneHo NULlb Ha
ynyulleHre MEXKOKKITI03UOHHbIX COOTHOLLe-
HuK (purc. 13).

CuHgpom Bunbamca (CMHOHWMMbBI: CUH-
OPOM  MAMOMNATAYECKON FuMepKanbLumemmu,
CUHAPOM «nua 3Nbdar). et ¢ TakuM CUH-
LPOMOM VIMEIOT HU3KUIA POCT, Manblid BeC Npu
poxaeHun. [nAa HUX XapakTepHbl: 3MUKaHT
(CcKnafika KOXW, OCHOBaHWe KOTOpOW pac-
MONOXEHO Ha YyyacTKke BHYTPEHHero yrna
BEPXHErO WSIN HUXKHErO BeKa), KOPOTKUIA HOC
C OTKPbITbIMY Krepean HOo3ApAMU, WrpoKas
BEPXHSAA YENoCTb, NOSHbIE WEKM, ManeHbKas
HVXKHAA YeNoCTb, OTKPbITbIA POT, OTTOMbIPEH-
Hble yww. MNaTonorvsa cepaeyHo-cocyamcTomn

Puc. 14. ®omo nuya 8 ¢ac (a), 8 npogune (6) u
cocmosHue npukyca (8) nayueHmku I-ay O., 7
Jiem, ¢ CUHOPOMOM Bunbamca («1uyo 3/16ga»)
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CUCTEMbI 3aKJIOYAeTCA B HaNMYMKU MOAKNa-
NMaHHOrO aopTafbHOro CTeHO3a W CTeHo3a
NEroyHoV apTepuy, MUTPaNbHOW HeJocCTa-
TOYHOCTU. B HEKOTOpbIX Cyyasx HabnopaeT-
CA: YMCTBEHHAA OTCTaNOCTb Pa3HOi CTeneHu,
XPWNbIA rof0C, MaxoBble FPbIXKK, NOBbILLEHWE
YPOBHSA XONecTepyrHa, MNOTOHKA BCIeACTBME
runepKanbUemMmy, foyeyHas HeAOoCTaTou-
HoCTb. 3aboneBaHne HacnefcTseHHoe. Y na-
LIMEHTOB C CMHAPOMOM BunbaAmcs, KoTopble
HaxXOAMSINC Y HAaC Ha NeyeHn, HabnAANNCD,
KpOMe Toro, crieflytoLe CTOMaToslornyeckmne
CUMMTOMbI: 3HAUMTENbHOE CHIKEHME TOHYCa
KPYroBoWi MbiLLbl pTa (ry6bl, 0COBEHHO HUXK-
HAS, CBMCAIOT, KaK «TPAMKW») HAa pOoHe obLiel
MWOMaTUM, OTKPbITLIV MPUKYC, aHOManuUn no-
NoXeHua 3y6oB, 3afep)KKa NpopesbiBaHuA
3y60B (puc. 14).

Cungpom ManuiioHa-NlepeBpa (Mnn ru-

nepkepaTo3 JIaA0HHO-MOAOLIBEHHbIV 1 Napo-
noHToNM3). CUHAPOM BKIOYAET BPOXKAEHHbIN
rmnepkepaTos lafAoHe 1 CTOorM, a Takxe Npo-
rpeccupyioLLyto AeCTPYKLMWIO anbBeonapHon
KOCTU BOKPYI BPEMEHHbIX W MOCTOAHHbIX
3y60B. [epBble CMMNTOMbI €r0 — 3puTema
N yTONLEHNE KOXW NafioHeNn 1 cTon — npo-
ABNAIOTCA YXKe Yy rpyAHbIx feTeil. 3abonesa-
HuMe nocTeneHHO nporpeccupyert. lMpouecc
pacnpocTpaHsaeTcsa Ha 6OKOBble MOBEPXHOCTN
NafloHel 1 CToM, 3aTeM Ha Y4aCTKMN aXuioBbiX
CYXOXKWIMIA KOMEHHDbIX U IOKTEBbIX CYCTaBOB.
OporoBeHne KOXW HapacTaeT, MoABAATCA
rnybokne TpewmHbl. Bo3moxHbl AedeKTbl
HOrTel, WCTOHYEHMEe BOJNOC, YMeHblueHue
KOPOHOK OTAeNbHbIX 3y6oB. MeBaTenbHas
N WeYyHas MbIlWLbl pa3BuTbl cnabo. Mepsble
CTOMaToNorMyeckme npusHakm 3aboneBaHusa
nposBsnaATca yxe B 2-3 roaa. lMpopesbiBaHne

Puc. 15. ®omo nayueHma P-xu B., 12 nem, ¢ cuHopomom lNanutioHa-J/lepespa: 8 OeHb obpaweHus —
cocmosHue 3y608 Ha HUXHel Yesrocmu (a), cocmosHue nosiocmu pma (6), opmonaHmomozpama (8) u
uepe3 2 200a nocsie 3y6HO20 NPoMe3UpPoBAHUS — cocmosHUe 3y608 Ha 8epxHeli Yesrocmu (2), cocmos-
Hue noslocmu pma (0), opmonaHmomozpamad (e), CocmosHue NoJIocMu pma nocsie yodseHus 8cex N0o-
BUXHbIX 3y608 C U320MOBJIeHHbIMU NOJTHBLIMU NIACMUHYAMbIMU 3y6HBIMU NPOMe3amu
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3y60B COMPOBOXAAETCA BOCMANIEHNEM JECEH,
KOTOpOE He YTUXaeT, a yCUNMBAETCA NMOABMX-
HOCTbIO 3y60B (CHauasa BPEMEHHbIX, @ MOTOM
MOCTOSIHHBIX), AUCTpPodMEN aNbBEONIAPHON
KoCTy, 0b6pa3oBaHMEM MaTONOMMYECKMX 3y-
60feCHEBbIX KapMaHOB C THOETeYeHMeM,
pa3pacTaHneM rpaHynALMOHHON TKaHW 1 No-
Tepeii 3y60B. Y fieTeli C 3TOW NaTonormein yxe
04,5 neT He OoCTaeTCA B MONIOCTUN pTa NPaKTu-
YeCKW HU OfHOTO BpeMeHHOro 3y6a. MocTosH-
Hble 3y6bl TaKKe NPOPe3bIBalOTCA B OObIYHbIE
CPOKM, OIHAKO Ye Yepes 2-3 roAa CTaHOBAT-
Cs1 NOABVKHbIMM 1 BbiNagatoT K 13-15 rogam
noutn Bce. MNocne BbinageHua 3y6oB AuC-
TpodUA KOCTHOW TKAHU YentocTeil OCTaHaB-
nmBaetca. OTHOCUTENbHO TaKTUKW JieYeHus
y CneuvanucToB CyLECTBYIOT HeKoTopble
npoTeopeuns. OgHU aBTOPbl CYMTAIOT, YTO
B CBA3Y C MOBbILLEHHOWN YyBCTBUTENbHOCTHIO
K VHpeKUMAM Takux 60NbHbIX, He06X0ANMO
CBOEBPEMEHHO yfianATb BpeMeHHble 1 NOCTOo-
AIHHble 3yObl C BbIPAaXXeHHbIM BOCMANUTENb-
HbIM AeCTPYKTVMBHbIM MPOLIECCOM B MONOCTN
pTa. [lpyrve aBTOpbl OTMEYAIOT, YTO peakuus
aQHTUTEN Y MOMOLbIX 6OMbHbBIX MOXET NPEeAoT-
BPATUTb Pa3BUTME FeHepPasIM30BaHHOIo Mo-
pakeHna napopoHTa. B cBA3M c 3TM OHM
cymTaloT LenecoobpasHbiM Hapagy C MecT-
HbIM CUMMTOMATMYECKMM JeyeHneMm, npwu
COrfacoBaHUM C UMMYHOSIOMOM, MPUMEHSATb
npenapatbl TUMYC-306HOM »Kenesbl (TVMasuH,
TUMOreH-2). K Ham Ha neyeHwve B KNMHUKY 06-
pawanncb nauueHTbl 6onee cTapliero Bos-

pacTa (c 11 net), B aHaMHe3e KOTOpbIX Gpury-
pupoBana paHHAA NoTeps BPeEMeHHbIX 3y6oB
B CBA3U CO 3HAUNTENbHOW X NMOABUXKHOCTBIO.
HekoTopble 60nbHble HaxoauMChb Ha feve-
HAW Yy NapOJOHTONIOrOB, OAHAKO Mpouecc
npoaosKan NPorpeccnpoBath. Takum nayu-
€HTaM U3roTOBJIANNCL CbeMHbIE MPOTE3bI, Ha-
YMHaA C YaCTUYHBIX U 3aKaHYMBasA NOMHbIMU.
MpoBeaeHHble NCCIeAoBaHUA MOKasanu, YTo
HW Te, HY ApYyrue NpoTe3bl He MoK obecne-
UnTb UX HOpManbHoe OYHKUMOHMPOBaHNE
B CUNY OOBEKTUBHBIX MPUYUH, @ UMEHHO: He-
BO3MOXHOCTb UCMONb30BaHNA aHaToMuye-
CKOW peTeHLMM B CBA3W C NporpeccupyoLLeit
HepaBHOMEPHOW MNoTepell KOCTHOW TKaHW
anbBeONIAPHLIX  OTPOCTKOB;  MOABWXHOCTb
1 HaKNOH 3y60B, OCTaBLUMXCA B 3y6HOM pAgy
(MpY M3roTOBNEHNM YaCTUYHBIX MPOTE30B);
NMOCTOAHHO MPUCYTCTBYIOLLlEe BOCManeHne
CNM3NCTON 0BONOYKM AeceH, KOTopoe yXyn-
Wano YCnoBUA afres3uv; HEBO3MOXHOCTb
MCNOMb30BaHMA  KnammepHow  dukcayun.
TonbKko cBOEBPeMeHHOE yaaneHune BCex nog-
BUKHBIX MOCTOAHHbBIX 3y60B MO3BONANO NpU-
OCTaHOBUTb MPOLIECC PaspyLUEHWA KOCTHON
TKaHW anbBeONAPHbIX OTPOCTKOB. [lo3Tomy
06 OPTOAOHTUYECKOM NeUeHUN TaknX nauu-
€HTOB He Morfio 6bITb U peun. Bolwenpuse-
[EeHHOe CBUAETENbCTBYET O TOM, UTO JleueHne
6onbHbIX ¢ cMHApPomoM [ManuiioHa-Jlepespa
TpebyeT B3BeLEHHOro nopxofda M yyactus
CrneLmanncToB COOTBETCTBYIOWero npoduns,
a TaKXKe paHHero BMeLlaTeNbCcTBa C LeNbio

Puc. 16. ®omo nayueHma 3-ko A., 11 nem, ¢ cuHopomom Kpucma-CumeHca-TypeHa: a — ¢ac, 6 — npo-
¢hunb uUa, 8 — COCMOAHUE NOIOCMU pmMd, 2 — O0pPMONAaHMOoMo2pamma, 0 — nocsie 3y6Ho2o0 npome-

3upoeaHus
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npoBeaeHUa MMyHOKoppeKuuu (purc. 15).
CuHgpom Kpucra-CumeHca-TypeHa —
CYMMTOMOKOMMIEKC aHMMAPOTUYECKON SKTO-
JepmanbHOW Aucnnasum BKAOYaeT cnepyio-
LMe NPU3HaKM: MMnonnasuio NOToBbIX Xenes
(oTCcyTCTBME MOTOBbIAENEHWs, HapylueHue
TepMOpeErynsaumu), rmnoTprxo3 (peakme Bo-
NOCbl VNN KX OTCYTCTBUE), MHOMXECTBEHHYIO
rMNOJOHTUIO (BPOXAEHHOE OTCYyTCTBME 3a-
yaTKkoB 3y6OB), AMCMNA3MIO NMUA U Yepena,
TNOMas3vio emnes CU3NCTON 06OoNoYKM
pta. Mpy guarHocTmke 3Toro 3abonesaHus
crefyeT yuuTbiBaTb BCE BblLIEMNEPEYNCTIEH-
Hble MPU3HaKKY, TaK KakK HU OfUH W3 HKX OT-
[eNbHO He ABNAETCA MNaTOrHOMAaTUYeCKUM
N B PasHbIX COYETaHUAX OHW MOTyT BCTpe-
yatbCA M Mpu Apyrux 3abonesaHuax. Mpwu
6onee BblpaxeHHOWN Gopme natonorun yxe
Ha MepBOM Mecsle XWU3HU pebeHKa nuuo
€ro CTaHOBUTCA [AOCTaTOYHO XapaKTEPHbIM,
a UMEHHO: aHrMapoTNYecknin daumec («ctap-
yeckoe NMLO»), BbICOKMIA /106 C BbICTynato-
MMM HagOpPOBHLIMM  Jyramy U NOGHBIMU
6yrpamu, cefioBUAHbIN HOC C runonnasuei
KpbiNbeB, 3anafeHue LWekK, MosiHble BblBep-
HyTble rybbl, aHOManMinHON Gopmbl yLIHblE
pakoBWHbI. ucnnasma yepena nposBnaeTca
B YMeHbLUEHNN BepTUKabHbIX Pa3mepoB
NALIEBOTO CKereTa, 0COBEHHO HIKHEN YacTn
ML, 3a0CTPEHHBIN nogbopoaok. Habniopa-
eTcA «6noaueobpasHoe» NMLO C 3arnageHnem
cpefHen yacTu. MMnotpuxos 6onblue 3ameT-
HbIl Ha BOJIOCMCTOW YacTy rofoBbI: BOMOCHI
pefKkne, OYeHb TOHKME, NyWKoobpasHble
N cnabo MUIMeHTUPOBaHHbIE, PacTyT Mea-
NeHHo; 6POBY 1 PeCHWLbI OTCYTCTBYIOT U
OueHb pefikue 1 KOpOoTKMe. Koxa BOKpyr rnas
N pTa UCTOHYEHa, MUTMEHTUPOBaHA, MOPLLM-
HWCTaA. f3bIK CyxOiA, y3euka BepxHeii ryobl
HM3KO NPUKPensieHa, BblpaXKeHHble LeyHble
CKNagKu cnusmcToin 06on0uku. IHO NonocTu
pTa Mefkoe, yMeHblUeHbl pa3mepbl CITIOHHbIX
enes, BbleNeHNsA CIoHbI CKyfHble. BonbHble
ManylTcsa Ha CyXoCTb B MONOCTW pTa 1 3anu-
BaIOT NUILLY BOAOW, MPY MMMOMAA3NN Cle3HbIX
Xenes — nnauyt 6e3 cnes. MNpopesbiBaHue
3y60B HauMHaeTcs nocne 1-3 feT, HapyLueHa
ero nocrefoBatenbHOCTb. Habnogaetca MHo-
XKeCTBeHHas, MHorga nonHas ageHTuA. Nepep-
Hye 3y6bl MEIOT aHOMASIMINHYIO KOHUYECKYIo
bopmy, MonApbI TakxKe aTUNnYHble. PeHTreHo-
rpaduyeckme NccneaoBaHNA CBUAETENbCTBY-
0T 06 YKOpOUEeHMM KopHel 3y6oB, rinonna-
31 anbBeoNAPHbIX OTPOCTKOB. CycTaBHble
FOJIOBKM BUCOYHO-HVXKHEYENIOCTHBIX CyCTa-
BOB YTOJILIEHbI, MOBbIWEHa MPO3PaYHOCTb
OKOJIOHOCOBbIX CUHYCOB. [lofiHble KAWHU-
yeckme MpU3HaKM CUHAPOMA HabniopalTca
NPEUMYLLECTBEHHO Y MYXUMH. Y >KEHLUMH,
KOTOpble ABNAIOTCA reTepO3MroTHBIMU HOCK-
TeNAMU reHa, HepeaKo MMEKTCA OTAeNbHble
cnabo BblpaKeHHble CUMMTOMbI (MMNOAOH-
TVA, aHoManuu 3y6oB). Tem He MeHee BCTpe-
YAIOTCA MKEHLUMHBI C MOJSIHBIM MPOABNEHNEM
CMHApOMa. VI3BECTHO, YTO MyTaHTHBIA FeH
nposBnAeT AeliCTBUE BO BHYTPUYTPOOHOM
nepuoge, Hapylasa BHYTPUYTPOOHbIN opra-
HoreHe3s. CyLuecTByeT MHeHMWe, YTO AeicTBMe
reHa BK/OYAETCA Ha TOW CTaAMM OHTOreHesa,
Korfa HaumMHaloT GopMMpPOBaTLCA AeprBaTbl
3KTOAepPMbl. B nuTepaType HacuuTbiBaeTcs
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oKono 120 cMHAPOMOB C HapyLleHnem npo-
N3BOAHbIX 3KTOZAepMbI. V3 uncna naymneHTos,
KOTOpble 06PaTUNCh K HaM Ha NeyeHue C Ta-
Kum 3aboneaHuem, nuwb 10% vmenn non-
HbIl CMMNTOMOKOMIMJIEKC aHIMAPOTMYECKON
SKTOAEPMaNbHOM AUChNasnn, T.e. CUHLPOM
KpucTa-CumeHca-TypeHa. KnuHnyeckue Ha-
6niofeHna nokasanu, 4to y 60MbHbIX OYeHb
cyxas MU MalepupoBaHHas KoXa, 0COOGEHHO
Ha pyKax u nvue, nmetotcs npobnembl 3a ee
yxogom. Hoc, Kak npaBuno, cegnoobpasHbiii,
HO MHOrAa MMen KplouykoobpasHylo dopmy.
JNnwb y 5% naumeHToB Obina BblABNEHA NoJ-
HaA ageHTMA Ha obeux yentocTax, Y 25% Ha
OfHOW U3 YentoCTen, a y BCexX APYrux Habmo-
hanacb MHOXeCTBeHHasA afieHTus. Mpopesbl-
BaHVe 3y6OB MPOMCXOAWSIO C HapylueHVem
CPOKOB 1 3aMefIeHHO. AlEHTNA BPEMEHHbIX
3y6OB CNyXuna nNpesBecTHUKOM afeHTUn
NOCTOAHHBIX. MoYTK BCe 3y6bl, KOTOPbIE NPO-
pe3blBanmcb UMeN aHoManuinHyto Gopmy: Bo
bPOHTaNbHOM yyacTKe — LIMNOBULHYIO U KO-
HMYeCcKyto, a B GOKOBBbIX, NPEVMYLLECTBEHHO

CNMNCOK JINTEPATYPDI

MONIAPOB — MNPEMONAPOBUAHYI0 6e3 Bbipa-
MEHHOro 3KBaTopa, YTO YXyALWano ycnosus
aHaTOMMYecKol peTeHUUW ana  ¢ukcauum
CbemHoro nportesa. B 6onblunHCTBE CryyaeB
6bI10 CIIOXKHO YCTaHOBWUTb, AaXKe PEHTFEHONO-
rMYecKu, FpynnoByIo NPUHAANEXHOCTb 3y60B,
a TaKXe MOCTOSIHHbIE OHW WV BPEMEHHbIE.
JleueHne 60NbHBIX COCTOANO B U3rOTOBAEHUN
CbEMHbIX YaCTUYHbBIX UK MOMHbIX NPOTE30B.
HebnaronpuatHble ycnosua ana dukcaumm
CbEMHbBIX KOHCTPYKUMIA 3y6HbIX MpPOTE30B:
OTCYTCTBME 3KBATOpPA Yy 3y6OB, Hefopa3BuUTMe
1 OTCYTCTBIE asIbBEONIAPHbIX OTPOCTKOB, MNO-
cKoe Hebo (MpeumyLlecTBeHHO C TOPYCOM),
Mesikoe nepeasepurie 1 AHO NONOCTU PTa, M-
rnocanuneaLua 1 CyxoCTb CIM3NCTON 060M0uY-
K — BCe 3TO 3aCTaBAeT CNeLnanncToB npo-
[OMmKaTb NOVCK HOBbIX MOAXOMOB B peLleHnn
3TOV BaXKHOW Npobnemsbl (puc. 16).

BbiBOg
Takum 06pa3om, MPOBEAEHHbIE HaMU WC-
CnefloBaHNA 1 KNNHWYECKMe HabnoaeHus

noKasanu, 4YTo MauueHTbl C CUHAPOMAJIbHOMN
naTonorviert Hy»paloTca B LesieHanpasieH-
HOM npodeccmoHanbHoOl  peabunuTaumn.
B nepsylo ouepeab, BCe OHW [OMKHbI Haxo-
ANTbCA Ha AMUCNAHCEPHOM yuyeTe MO MecTy
KUTENIbCTBA, Yero Mbl He BbIABUAM Cpean
60/1bHbIX, KOTOPble K Ham obpaTunnce. Ove-
BVAHO, y4aCTKOBble Bpauun elle HefoCTaTou-
HO O3HaKOMJIeHbI C JaHHbIMK 3aboneBaHus-
MKn. DTO KacaeTca He TOJbKO NMeamaTposB, HO
N cToMaTonoroB. Bonpocbl cBoeBpemeHHOro
1 aleKBaTHOrO NleYeHnA G6ONbHbIX C CUHAPO-
MasibHON MaTonornen Ha npodeccrmoHanb-
HOM YpPOBHe AOMKHbI pelaTbca COBMECTHO,
Kak CO cneuvannctamMu COOTBETCTBYIOLLEro
npoduna, Tak n NpyY BCECTOPOHHEN Noaaep-
Ke OpraHoB 3ApaBOOXpPaHeHWA rocyAapcTBa,
a Tak)Ke OpraHOB MECTHOrO CaMoyrpaBneHus.
B 3Tom nnaHe uenecoobpasHo co3patb crie-
umanbHble peabunuTauyoHHble LieHTpbl Ans
60/1bHbIX C CMHAPOManbHOWN NaTosnoruei, rae
6bl OHU MOMNM MONyYaTb KBANUGULMPOBAH-
HYI0 MEANLIMHCKYIO MOMOLLb.
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