HacaeacTtBeHHbIe 3a001eBaHIL U
CHAPOMBI C aHOMAaAVSMU
pasMepoB 1 GpOopMbI 3yOOB

I IpesenTanuio moarorosuan: Hempeaiok Aaekcanap u
Cepreesa Exarepuna 201 (2)



AHOManuu 3yboB — pasnMYHoro poga mopdosnornyeckne n pyHKUMOHaNbHbIE OTKITOHEHNS OT
HOpPManbHOro KonnyecTsa, pasmepa, PopmMbl, LBETA, NOSIOXKEHNS, CPOKOB NMPope3biBaHUS,
CTPYKTYpbl TKaHen 3yboB. AHoManunu 3yboB conpoBoXxaarTca gedopmMmaumen YerntoCTHO-NULEBOU

obnactn, HernpasuiibHbIM NMPUKYCOM, 3aTpyaHEHUAMN MNMPUN OTKYCbIBaHUN U NepexXeBblBaHNN MNMALLIA,
Ll,ereKTaMI/I peyn, acTeTn4eCKMMN HeaoCTaTKaMMu.




Kaaccnduxanmsa 3yD0o4eAI0CTHBIX aHOMaAU

- AHOMaAuu pa3MepoB 4eAIoCTel (Makpo-
I MUKPOTHATVISA)

- AHOMaANM IOAOXKEHsI YeAIOCTeN
OTHOCUTEABHO OCHOBaHM: Yeperia
(accumertpus, npornatusa, BY n HY)

- AHOMaAuM COOTHOIIEHU ST 3yOHBIX AYT
- AHOMaANM IOAO>KeHsI 3y0OB

(CKy4eHHOCTD, IlepeMellieHue, II0BOPOT,
IIPOME>KYTKY, TPaHCIIO3ULIVIsL, PeTEHLIVAs)



AHOManuu nonoxeHus 3yoos

* [1pomexyTku mexay

3ybamu - TPEMbI .
JTO yBENNYEHHbIE
NPOMEXYTKN MeXay
3ybamn B 3yOHOM

pA4ay.

¥ [unactembl —
pacLUMpPEHHbIE
NPOMEXYTKN MeXAY
OBYMS LleHTpanbHbIMA
pesuamu.




AHOMaAMM 3yDO4eAIOCTHON CYICTEMBL
[10Apa3AeAslioT Ha BpOJKAEHHBIe U IIPOOpeTeHHEbIe.
3yOoueAI0CTHBIE aHOMAaAUMY 110 A@HHBIM Pa3AMYHBIX
aBTOPOB, BcTpevalorcs y 50% aeteit 1 30%
IIOAPOCTKOB U B3POCABIX.

AHOMaAanu 3y00UEeAIOCTHOV CUCTEMBI, He
yCTpaHeHHbIe B 4eTCKOM BO3pacTe, eCTECTBEHHO,
COXPaHSAIOTCS U Y B3pocabIX. KanHMueckas kapTiHa
aHOMaAUI IIPUKYyca Y HUX CAOKHee, TaK KakK K
OCHOBHOMY CTPaJaHUIO IIPUCOeAUHSIOTCS IIOTePs]
3y0O0B, gepopmaniyiyt 3yOHBIX PsI40B U YeAIOCTel],
(YHKIIMOHaAbHasl Ileperpyska apojoHTa,
BpI3BaHHAsI HAPYIIEHUSIMY OKKAIO3UU



HpI/I‘II/IHI)I 3}76O‘I€AIOCTHI)IX aHOMAAUNU U
ITOPOKOB pasBUITIIA

HACNEACTBEHHbIE BPOX/EHHbIE NMPUNOBPETEHHbIE
* nepepaeTcs * Pa3BUBAIOTCA B * BO3HMKAIOT NOCNe
NpeApacnoNoOXeHHOCTb K ambpuoHanbHOM nepuoae poxaeHus pebenka
Aedopmaymam NoA BAUAHUEM BCNEACTBUE
XeBaTeNbHON CUCTEMBI HebnaronpuaATHbIX HebharonpuaTHLIX yCN0BUIA
dakropos ero pa3suTus

Mo BpemeHu NOABAEHUA NPeAN0XEHO AeleHUe aHOMaIUKA Ha
nepuHaTaNbHble U NOCTHaTa/IbHble

faCcNe ACTBEHHD

obycnosneHHbie
(MOHOreHHbIe,
noNUreHHble,

nNopoku N 7 aencteus
HEeACHOM dakTopos
3TUONOTUMN. BHELWHeN

cpeabi




MakpoaeHnTust (Meraa040HTI:) - aHOMaANs Pa3BUTISL: YPe3MEPHO OOABIIIEe
pasMepbl O4HOTO MAV HECKOABKIX 3y00B. Pazandaior abcoAI0THYIO U
OTHOCUTEABHYIO MaKpPOAEHTHUIO.




MakpoaeHnTus mpeacrasasieT cOOOM HeIIpaBIABHOe pa3BUTHe 3y0OB, KOTOpOe
BBIpa’kaeTcsl Ype3MepPHBIM IX pOCTOM. JaHHasi HaTOAOINSI XapaKTepHa, B
OCHOBHOM, A5 CMEHHOTO IIPUKYycCa U 4Yallle BCero AMarHoCTUPYeTCs B BO3pacTe
oT 7 20 9 aet




3y6b1 CAVIBIIIVIECS

3yOBl CAMBIIECS — YBeAMYEeHHBIV TOPU30HTaAbBHBIN pasMep KOPOHKU 3y0a,
COUYeTaIOIINIIC B HEKOTOPBIX CAydasiX ¢ HaAudye 400aBOYHOIO KOPH:I (KOpHeIn)




TaypoaoHTI3M-BTO COCTOsIHNIE, OOHAapPy>KIBaeMOe B MOASPHBIX 3yDax
geA0BeKa, TPy KOTOPOM TeA0 3yOa 1 IIyAblIOBas KaMepa yBeANdMBatoTCs
BepTIKaAbHO 3a c4eT KOpHell. B pesyabrare 4HO nyabnel 1 pypKamys 3yoa
IIepeMeIIalTCs allMKaAabHO BHIU3 110 KOPHIO.




Cunapom Aapckoro —
Ype3BbIYarIHO peaKoe
reHeT4ecKoe
PacCTpONICTBO. DTOT
CUHAPOM
XapaKTepu3yeTcs
3agep>KKaMU pocCTa,
KOTOPBIe CTAHOBSATCS
SIBHBIMI B BO3pacTe
OKO/0 Tpex 4eT,
aHOMaAVAMU ANIIA,
KOCTHO-MBIIII€YHBIM I
1 IOZ0BBIMU
aHOMaAVIAMIY,
MSITKUMU
VMHTeAAeKTyaAbHBIMU
IIpoO0AeMaMIL.

Source: Bruno Bissonnette, Igor Luginbuehl, Thomas Engelhardt
Syndromes: Rapid Recognition and Perioperative Implications, 2nd Ed.
Copyright © McGraw-Hill Education. All rights reserved.



Posseaan-AxyaneHertu CMHAPOM. AyTOCOMHO-pPeLecCBHOe 3a001eBaHue C
AOKaam3anyen rena B o0aactu 11q23-q24. Bepssle 3a004eBanne onmcaso B 1961 1.
y 4 manyeHToB ¢ aHTAPO30M, IUIIOTPUXO30M, MUKPOACHTIEN, AVCIIAa3Vel HOITel,
pacieanHo ryosl/HéDa, sepopmalinent IaablieB M IOPOKaMU Pa3BUTIA
MOYEeII010BOV CYICTEMBI.




ATKVHa CHAPOM- X-CLIieII1eHHOe AOMMHAHTHOe 3a001eBaHue. XapaKTepus3yeTcs
HI3KVIM POCTOM, OKMpeHNeM, Makpoliedpaaneri, MapKOpPXAU3MOM, CKOAMO30M,
AedopMaliyent KOA€HHBIX CyCTaBOB, YKOpOUeHMeM KICTell U CTOII; yMCTBeHHas
OTCTaAOCTh, CYAOPOI.




Cunapom PormyHza-ToMcoHa - peakoe 3a004eBaHle, HacleAyeMoe 110 ayTOCOMHO-
peliecCMBHOMY TUITY U XapaKTepu3ylolleecs: (pOTOUYBCTBUTEABHOCTHIO, KOJKHOI
aTpoduerl, «IATHUCTON» IUTMEeHTallVell U TeAeaHIMDKTa3UsIMIY B COYeTaHUN C
IOBEHIABHOM KaTapaKTOM, HU3KUM POCTOM, DKTOAEPMaAbHOM AVICIIAa3Ve U

I'IIIOTOHaAAI3MOM.




Cungpowm Ilvepa Pobena — BHYyTpuyTpOOHO cpOpMIpOBaHHAs aHOMAANS,
XapaKTepu3yIoLasics IIaToAOTMIeCKIIM pPa3BUTIEM YeAIOCTHO-ANIIeBOV 00AaCT.
B opunmaapsHOM MeauIIIHe CUHAPOM Tak>Ke MMeHyeTcss aHoMaAns Pobena. OH
nmeet Koz, 110 MKB-10 Q87.0 11 oTHOCUTCA K BpOXKACHHBIM aHOMAaAVISIM,
M3MEHIOIIVIM BHEIIHNI BUA AUIIA Y IPUBOAAIIUM K YPOACTBY




Cunapom Kopueann ae Aanre (cunapom bpaxmana ae Zanre, cuagpom
AereHepaTVBHOIO HaHM3Ma aMCTepAaMCKOTO TUIIa) IpeACcTaBAseT coOoi peakoe
3a0ozeBaHIe, BlIepBble onycaHHoe bpaxmaHoM B 1916 1., HO HOcsAIIee UM
AATCKOTO Iteauarpa ge /lanre. CuHAPOM cuMTaeTcs O4eHb PeAKIM, 4acTOTa eTo
cocTaBAsieT Bcero oaguH caydait Ha 100000 HosoposkaeHHbix (Beck, 1976).




Cunapom Bnassmca (Buabsmca-boripena) - aTm10410rus1, KAMHNKA, AMarHOCTVIKA
Cungpom Buabsimca (Buabsamca-boripena) BkaodaeT poOAeMBI ¢ IUTaHNEM,
TPaH3UTOPHYIO IUIIePKaAbLNYPUIO, criendpidecKlie aHoOMaANu AUIA, AULIEeBBIX
KOCTel 11 yepelia («ANLo 54bda») 1 pa3dAMdHble BapMaHThl CTeHO30B KPYITHBIX
KPOBEHOCHBIX COCYAOB (B 4aCTHOCTU aOPTHI).




Cunapowm Pernma-
XogxkuHa (*129400, R).
Kannmyaeckn:
aHTMAPOTIYecKas
DKTOAepMaAbHasl
AVICTIAA3Vs, pacllieAVHa
ryObl 1 HEOA, MaA€HbKUIL
POT, pacienienue
HEOHOTO SA3bIYKa, Y3KUI
HOC, TpyOBbIe, Cyxue I
JKECTKIIE BOAOCHI, paHHee
o0ApICceHNe,
TUIIOAOHTI:, IITO3,
aHoOMaAUM CA€3HOIO
IIPOTOKA, Cy>KeHNe
CAYXOBOI'O IIPOX0Aa,
AVICTIAA3Vs €BCTaXMEeBbIX
TpyO, AucTpodus
HOI'Tell, TUIIOCIIaAVIS.




Cunapowm Perntno
COIIPOBO>KAAETCs
I10CAeA0BaTEeAbHBIM
M3MEHEeHVeM OKpacKU
I1aAblieB pyK (0aeaHbIN-
CUHUM-KPaCHBbII),
I10XOA0AaHIEM,
OHEeMEeHIEeM, YyBCTBOM
MypallleK 1 MHOTAa 00AAMU
B KUCTsX pyK. IloMmnmo
KOHEYHOCTeVl aHaAOTUYHbIe
IIPOSIBACHUS MOI'YT
OoTMedaThesA B 004acTu
KOHUIIKa HOCa, T0400p0oJKa,
MOYEK YIIIeV I sI3bIKa.
IIpoao XU TEABHOCTD
IIPUCTyIIa OOBIYHO
cocraBaser 15-20 MmunyT.




Crracn0Oo 3a BHUMaHue!

P. s. D10 OblA MHTEPEeCHBIN U II0Ae3HBIN
OIIBIT. Bompexkn Bcem nmpeayOexaeHneM,
AAHHBIN popMaT pabOTHI AEMCTBUTEABHO
yA00€eH 11 MHOTOMY Y4NT.



