[TOPOKU Pa3BUTUA HAPYHKHOTO,
cpeAgHero u BHyTpeHHero yxa



3s8yKkonposodawdsa U 38yKO8OCNPUHUMAIOWds
cucmemei:

1 — HapyXHoe yx0; 2 — cpeaHee yxo; 3 — BHYTPEeHHee yXo;
4 — nposoasALlmMe NyTN; 5 — KOPKOBbIN LEHTP;

6 — 3ByKONpPOBOAALLMM annapar;

7 — 3BYKOBOCNPUHUMAKOLWMN annapaT



MwukpoTtna-aHoTUA —
HanpaBaeHnA pelweHna npobaemol

BoccTaHoOBIEHWE NPOXOANMOCTH ;
HapYy*HOro C/IyXOBOro Npoxoaa

PEKOHCTPYKLMA YLLIHOWN
PaKOBUHbI

OA4HOCTOPOHHAA rNyXoTa —
npobnema peabunmtaymm

Baha Implantation (Bone Anchored Hearing Appliance)
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Bone Conduction Hearing Aids
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uncreHesnm ywHOM pakoBUHbI — «YLLIHOM
byropok» (tag ear) + otcytcTBue
NPOTMBO3aBUTKa — Hanbonee YacTbl BapUaHT

i_




[lncreHe3nun yLHOM PaKOBUHbI —
«yLIHOM Byropok» (tag ear)

doTorpadum canta CtaHbopACKOM WKONAbI MeanumHbl: http://newborns.stanford.edu



[increHe3mnm yLHOM paKOBUHbI —

«ywHoun byropoKk» (tag ear) «oTBucLee yxo» (lop ear)

doTorpadum canta CTaHbOpACKOM LWKONbI MegnumHbl: http://newborns.stanford.edu



[increHe3nm ylHOM pakoBUHbI —
«HU3KO pacnosoxeHHoe yxo» (low ear)

doTorpadun canta CtaHpopackoi WwKonbl meanumHbl: http://newborns.stanford.edu



[lncreHe3nu yLLHOW PaKOBUHbI —
«BbICTynatoLwee yxo» (prom ear)

doTorpaduu canta CTaHdopAacKoM WKonbl MegnumHbl: http://newborns.stanford.edu



[increHe3nm yLHOM paKkoOBUHbI —
Mmunkpotma | (as Marx class.)

Lobular mirotia

doTorpadum canta CtaHbOpACKOM WKONbI MeanumHbl: http://newborns.stanford.edu



[lncreHe3nmn yuHOM pakoOBUHbI —
MunKpoTma | (as Marx class.) — «[1apBMHOB BYropok»




[increHe3snm yLHOM PpakoBUHbI —
y B3pocabix mukpotua | (as Marx class.)




Knaccudpukauymsa
MUKpoTumn (Marx)

Grade |: YMmeHbLIEeHHOe B
pa3mepax YXo C OCHOBHbIMMU
KOMMNOHEeHTaMU n
GYHKUMOHMNPYOLWNM
HApPY*KHbIM C/TyXOBbIM
NPOX0A40M

Grade Il: yacTnyHo
HAMoONOBUHY YMeHbLLUEHHOE B
pa3mepax yxo C 3aKpbITbIM NN
CTEHO3MPOBAHHbIM HAPYXHbIM
CIYXOBbIM NPOXOA0M U
KOHAYKTUBHOMW TYTOYXOCTbIO
Grade lll: OtcyTcTBME
HapPY*KHOTO yXa c HebonblWKMMM |
«BYropkamm» 1 NoaHOM
aTpe3nen CIyxoBoro npoxoaa
Grade IV: AHoTKA




N3meHeHnsa dopMbl yXa — N30IMPOBAHHbIN
NOPOK NN CTUTMbI ANCMopdoreHesa?

Helical crura

Scaphoid

Triangular fossa

fossa

Concha
cymba

Tragus—

Antihelix

Concha
cavum

Antitragus

Lobule

(&)



femmndaumanbHaa MMKPOCOMMUA
(cnngpom 1 kabepHoun ayrm) —
OAHOCTOPOHHMNN YENOCTHO-NNLEBOMN AN30OCTO3




CuHppom
Tpuuepa-
KonnunHsa

MwuKpocomuma (4aLe
OAHOCTOPOHHAA)

[T03, Konhoboma Bek
MWUKpoOTMA — aHOTUA

[nyxoTa




CHARGE -
CUHAPOM

Coloboma

Heart defect
Atresia hoanae
Retarded growth
Genital hypoplasia
Ear defects




CuHppom
fonpgeHxapa

OAQHOCTOPOHHAA
MMNKPOCOMMA

MaKpocTomusa, OTKPbITbIN
NPUKYC, paclenmHbl Heba,
BEPXHEMN ryobil

Konobombl BEpXHEro BEKa,
NTO3, KOCOornasue,
MUKPOPTaIbM
Jedopmaumnmn ywHbIX
PAKOBUH, NMOPOKM
cpeaHero yxa, rnyxoTa

[MopoOKK pa3BuUTUA
LIEMHOro oTaena
MNO3BOHOYHMKA

[MaTonorus
MOYEBbLIBOAALLUX NYTEN




Co4yeTaHue
MUKPOTUUN C
AnadparmanbHOU
rpbixKeu




MWKPOTUA — aHOTUA — HE M30JIMPOBAHHbIN AePEKT,
a KOMMNOHEHT AncmopdoreHesa, pa3BUBaloOLLLMIACA B
COCTaBe C/IOXKHbIX FeHEeTUYECKH
NeTepPMUHUPOBAHHbBIX CUHAPOMOB

ANATHOCTUKA MUKPOTUN —
AHOTUU



MwuKkpoTna — aHoOTUA
(KNMHMKa oTopmuHonapuHronorun ArMA)

2001 — pe3ynbTaTbl IeYEHUA
36 601bHbIX

[1narHoCcTMKa rnyxoTbl
OCYLLEeCcTBAAETCA NPU
obpalleHnn naymeHTa

[Ona sepndpunKkaumnm
ncnonb3lyetca R-rpadpus

XUpypruyeckmnm stan:
andpdpepeHUMpPoBaHHbIN 1-
2-n 6bonee sTanHbIN
noaxos,

2011 — pe3ynbTraTbl IeYEHMUA
42 60N1bHbIX

[narHocTuKa rnyxoTbl
OCYLLECTBNAETCA NPU
YHUBEPCA/IbHOM
ayaMON0rMYeCKOM CKPUHUHTE
na sepndukaumnm
ncnonbsyerca MCKT

XUpypruyeckunm stan:
anpdepeHuUMpoBaHHaAA TAaKTUKA

Peabunntauus s
CYpA0dOHMATPUYECKUX LLEeHTPaX



MHOI'OLI,EHTpOBbIe nccaneaqoBsaHmA
MUKPOTUN-aHOTUU

* P.Mastroiacovo et al. (1995) — Italian Multicentre
Birth Defects Registry

1983-1992 -1 173 794 HOBOPOXKAEHHbIX

172 MA (1,46:10 000)

* J.Harris et al. (1996) — registries of congenital
malformations (France, Sweden, California) —

France - 1 319 757 HoBopoOKAeHHbIx (1978-1992)

Sweden — 1 950 148 HoBoOpOXAeHHbIX (1973-1991)

California—1 921 698 HoBOpOKAeHHbIX (1983-1991)
954 MA (0,76-2,35:10 000)



dakTopbl pncka MA

Myckou non (0,9)

[1BycTOpOHHMIM nopoK (0,84)
[MpaBOCTOPOHHMMK NOpPOK (1,17)

Bo3pact matepu csbiwe 35 net (1,92)
4-e poabl n bonee (2,12)

Accoumnaumsa c apyrumm nopokamm (1,31)



CoyeTtaHne MA c gpyrmmu NnopoKkamu
(«BpaHXMO-0TO-peHaA/IbHbIN CUHAPOMY)

M He3apauweHue xKabepHbix
Lienewu
M [TopoKu cepaua

W AH(MKnKpo)odTanbmus

M PeayKUMA KOHEYHOCTEN

W [1pyrue nopoku



PeHTreHonorM4yeckne npusHaKkm
NNCreHe3nun cpeaHero yxa




XapaKTEPMUCTUKA aHOMAIMN BHYTPEHHETO yXa No AaHHbim PKT

HanmeHoBaHue XapaKTepuctmka npusHakos No AaHHbim PKT

dHOMainum

AHomanusa Mitchel  onHOe OTCYTCTBME KOX/1IE0-BECTUOYNAPHbBIX CTPYKTYP, annasus
BHYTPEHHEro CNYXOBOro npoxoaa

Annasuna yanTku OTcyTCTBME YNIUTKU, HOPMAIbHOE AU TMNONAa3nupPOo-BaHHbIE
npegasepue n NoNyKpyKHble KaHanol, BCM N

O6uwas noaocTb YNuTKa u npeaasepue — eanHasa NnonocTb

HenonHoe YnuTka — egunHaA nonocTtb, Npegnsepue paclwnpeHo
pasgeneHue 1 tuna

HenonHoe YnutKa — 1,5 3aBUTKa, pa3amepbl 6113KKN K Hopme (abs
pasgeneHuve 2 Tuna  cpefHui 3aBUTOK) KUCTO3HO paclumMpeHHble 6a3anbHbli 1
(Mondini) anuKa/ibHbIA 3aBUTKU



XapaKTepucTnKa aHoOMaIMm BHYTPEHHEro yxa no
AaHHbIM PKT

HanmeHoBaHue XapaKTepuctmka npm3Hakos No AaHHbim PKT
aHOManuu

N3onnpoBaHHbIe OtcyTcTBUEe/rnnonnasns/yBennyeHHble pasmepbl
aHoOMaNuu

npenasepua u

NONYKPYHKHbIX

KaHanoB

AHomanuu BCI1 LLUnpokni > 6 mm PacwupeHHbin BCIT

Y3Kni1 < 3 mm Cy»eHHbi BCI

PacluMpeHHbIN
BOAONPOBOA,
npeaasepus
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AHOMaNMNA BHYTPEHHEro CIYXOBOro Npoxoaa
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CoyeTaHMA OTOCKAEpPO3a C HeAOopPa3BUTUEM
cpeaHero yxa u BblpaXXeHHOM ancnaasven
BHYTPEHHEro yxa




AHOMaNNN OBA/ZIbHOIO OKHa N PUKcaLUU
cTpemeHun (stapes — dmKcauusa nam am3unc)




A. Cnnapom lMNMeHapena — pacumpeHne soanposoaa
npeannsepuA

B. AHOManna MoHAMHU — OTCYTCTBUE CpeaHero 3aBuUTKa y
YMEHbLUEHHOMN B pa3mepax YINTKU

Patient



AreHe3mna BHYTPEHHero yxa
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PaszButne nabmpmnHTta

bor/bor

bor/+ bor/bor bor/-
ac utricle
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Mark Mitchell Jones, M.D. 2001 Peachtree Road Northeast #630 Atlanta, GA
30309 call 404-355-3566 (http://www.atlantaear.com/microtia-ear/)

MuKpoTusa-aHoTUA — «bnarogapHas
Xnpyprmuyeckasa npobnema» —
MN HagBOAHAA YacTb ancbepra?



http://www.earsurgery.org/site/pages
/conditions/congenital-atresia.php

"T\BONE REMOVAL
\
_ 1’-\
f

SKIN GRAFT

B=Bony Atresia plate

M=middle ear, deformed ossicles

Mewely farmed
connective

lizzue ili
Free skin gra Silicone sheet

™ 77 Packing Gelfoam



PybuoBaa aepopmauma KOxKu Bcreacrsme
MHbEKUMN BOKPYr abaTmeHTa KOCTHOrO
CNYXOBOro annapara

dotorpadun canta JIOHAOHCKOro LLEeHTPa PEKOHCTPYKTUBHOM XUPYPIUn yxa:
http://www.earreconstruction.co.uk/index.html



CpaBHUTE/IbHAA XapaKTepPUCTUKA

PAa3MepoB YLIHOMN PAaKOBUHbI pebeHKa
(B % K pa3mepam YyLLHOMN paKOBUHbI B3POC/IOro)
c canTa JIOHAOHCKOTO LUeHTPa PEeKOHCTPYKTUBHOM
XUPYPIrnun yxa:
http://www.earreconstruction.co.uk/index.html

e LlInpunHa

— 66% * 90%
e [InnHa —

76%




Definitions

BapuaHTbl TYroyxoctu
KoHOyKmueHas
CmewaHHaA
CeHcoHespasibHAA

Microtia/Atresia

OTCyTCTBME HApPYXKHOrMO C/IyXOBOTO Npoxoaa

[1BYCTOPOHHAA MUKPOTUA C aTpe3neir HapyKHOro C1yXoBOro
npoxoaa

CTeHO3 Hapy*XHOTro CAyXoBOro Npoxoaa

OAHOCTOPOHHAA MUKpOTUA ¢ aTpe3uneint HCI

N3onnpoBaHHAA MUKPOTUA

BpoxaeHHaa dpukcaumsa ctpemeHun (MnM3nc ctTpemeHn — apyrux
bparmeHTOB OCCUKYNAPHOM LENU cpeaHero yxa)



Definitions

Ayanonorunyeckoe uccneaoBaHue
MeToabl nccnegoBaHUA — CM. COOTB. pa3aen

Devices
BAHA Bone Anchored Hearing Appliance
BCHA Bone Conduction Hearing Aid
HA Hearing Aid
FM System  Uses FM radio signal to send sound from
person wearing microphone directly to hearing impaired
individual
Sound Field System Like FM, but uses "boom box" or
amplifiers rather than headphones or hearing aids



Definitions

Surgeries
Atresia Repair Creation of an ear canal
Medpor Microtia Repair Creation of an outer ear

using a piece of high tech plastic

PORP Partial Ossicular Replacement Prosthesis

Rib Graft Microtia Repair Creation of an outer ear
using a rib

Stapedotomy Removal of stapes bone

TORP Total Ossicular Replacement Prosthesis
Tympanostomy ear "tubes" (sometimes called PE
[Pressure Equalization] tubes)

VORP Vibrating Ossicular Replacement Prosthesis



bnarogapto 3a BHMMaHue!

HO.Ha3apo4yKuH



