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CunzpoMm Bau ziep XyBe — Hac/IeICTBEHHOE TeHETUYECKU 00yCIOBIEHHOE TeHEPATM30BaHHOE HapYyIIeHHe CO-
€IMHUTENbHOM TKaHU, KOTOPOEe XapaKTepH3yeTcsi oOpa3oBaHUEM «IIaTOJNOTMYECKH HE3PENoro KojutareHa
I Tuma». B inTepaType onMcaHbl pe3y/bTaThl KOXJIeapHOM MMIUIAHTALMH Y MAllMeHTOB C CUHAPOMOM BaH zep
XyBe, MOCJIe YEro YacTO BCTPEYAIOTCA OCIOKHEHHA KaK MHTPAOIEPAIMOHHbBIE, TAK U ITOCJIEONepaloOHHbIe.
B maHHOM cTaThe ONMMCAHBI [BA KIMHUYECKUX CIy4das ¢ CHHAPOMOM BaH ziep XyBe C TSKeIOH CTeNeHbIo Tyro-
VXOCTH M IJIyXOTOH. B ciydasx omucaHbl: MpegoniepalloHHas AUarHOCTHKA M 0COOEHHOCTH XUPYPrHUYECKO-
r'0 3Tala KoxXJieapHOW UMILUIAHTAIL[UU U TOC/Ie0NepallioHHbIe Pe3y/IbTaThl. [JuarHoCTUdecKre 0COOEHHOCTH —
pa3KmKeHHe KOCTHOW TKaHU 10 JaHHBIM KT BHCOYHBIX KOCTEH, paclIMpeHne YIUTKOBBIX XO/I0B, IIyXOTa 110
TOHAJIBHOW MOPOTOBOM ayzmomeTpun. BrimonHeHa KU ¢ npuMenennem OTH 1oz KOHTposieM MHKPOCKOIIA,
WCTIO/Ib30BaHbl TPSIMbIE AJIEKTPOAHBIE PEIIeTKU, TECTUPOBaHUE B HOpMe. OTIMYUTETHHON OCOOEHHOCTHIO
JJAaHHOT'O CUH/IPOMA — MATKOCTh KOCTHOW TKaHU YJIUTKHU, ONIACHOCTh B TOM, YTO IIPU BBEJEHUU JIEKTPOZHOMN
pelIeTKH BO3MOXKHO TOTaZjlaHre 3a IIpeJiesibl YIUTKU. TakKe [P IepBOM ITOAKII0YEHUH WIN B IIOCJIEAYIOIEM
MOYKET OBbITh MAaTOJOTHYeCKass CTUMYJISALINS JIUIIEBOTO HePBa.

KiroueBblIe cI0Ba: OTOCKJIEPO3, CEHCOHEBPAIbHAS TYTOYXOCTh, IyX0Ta, KOXjleapHas UMIUIaHTAlMs, peabu-
JIUTALMA.
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Van der Hoove syndrome is an inherited genetically determined generalized connective tissue disorder
characterized by the formation of , pathologically immature type I collagen®. The literature describes the results
of cochlear implantation in patients with van der Howe syndrome, after which there are often complications
both intraoperative and postoperative. This article describes two clinical cases of van der Howe syndrome with
severe hearing loss and deafness. In cases described: preoperative diagnosis and features of the surgical stage
of cochlear implantation and postoperative results. Diagnostic features — thinning of bone tissue according to
CT of temporal bones, expansion of cochlear duct, deafness according to tonal threshold audiometry. Cochlear
implantation performed with the use of the endotracheal anesthesia under the control of the microscope,
straight electrode grids were used, testing was normal. A distinctive feature of this syndrome is the softness of
the cochlea’s bone tissue, the danger is that when the electrode array is inserted, it may fall outside the cochlea.
Also, during the first connection or later, there may be pathological stimulation of the facial nerve.
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BBezenue
Cunzpom Ban zgep XyBe — HaclieACTBEHHOE Te-
HeTU4YeCcKH OOYCJIOBJIEHHOE TeHepaIr30BAaHHOE

HapylleHNe COeANHUTENbHON TKaHU, KOTOPOe Xa-
pakTepusyeTcs 06pa3oBaHUEM «IIATOJIOTMYECKU He-
3pesioro kosutareHa I tuma» [1].

CunzipoMm BaH ziep XyBe, WiH «TOMyObIX CKJIED»,
BKJIIOYAeT TPUAZy CUMIITOMOB: XPYIKOCTb WJIU IIO-
BBIIIEHHYIO JIOMKOCTh KOCTeli; TOyOBle CKIIEPhI; TY-
rOyXOCTb. BeIllleniepeqncieHHyI0 TpUaLy CUMITOMOB
BIIepBhble onuca B 1917 rozy Bau aep Xyse. JlaHHBIN
CHUH/ZIDOM BCTpedaeTcs KpaliHe peAko [2], B ofHOM
ciydae Ha 40 000-60 000 HOBOPOX/JeHHBIX.

B Hay4yHO TUTepaType UMEIOTCS JaHHbIE O pac-
[IPOCTPAHEHHOCTY HAPYUIEHUA CJIyXa Y HAIlEHTOB C
cuHZpoMoM BaH zep XyBe — oT 57,9 g0 62% ciyya-
€B — OT JIETKOM CTEeIeH! TYTOyXOCTH 10 TIYXOThI [3].

[Mporpeccupyomas TYyrOyXoCTb HIPU CHHAPOMeE
Ban ziep XyBe HauMHaeTcs ¢ MOJIOZOTO Bo3pacTa (OT
20 1o 30 neT) y 6osee 50% marueHTOB [4].

[Ipu cunzgpome Bau fep XyBe nmopakaeTca BUCOY-
Has KOCTb, BCJIEZICTBHE YeTr0 HapyIIaeTcs CIIYX B BUJE
KOHZYKTUBHOM, CMEIIaHHOU WU CeHCOHEeBPaIbHOU
Tyroyxoctu [5]. TIpu 3TOM 4YacTo cOOOUIAETCs, YTO
3BYKOIIPOBOJAIIASA IIOTEPSI CIyXa BCTpedaeTcs y 60-
Jlee MOJIOABIX TAIeHTOB C IIPOrPEeCCUPYIOUINM Te-
YeHHeM, TOTZla KaK CeHCOHeBPaIbHAasA IOTeps CIyXa
BIUIOTb /IO IVIYXOTHI — Yallle Y TOXKWIbIX [4].

HapymuieHue 3ByKONIpOBeZeHUs IPU JaHHOM
CUH/IpOME MOXXeT OBITh Pe3y/lbTAaTOM «IIaTOJOrHYe-
CKO¥» TIOJBIKHOCTHU CIYXOBBIX KOCTOYEK M3-3a OC-
J1abyeHys CBA30YHOTO aIllapara, MepejoMa HOXKU
CTpeMeHH Wi QUKCAIlMU CTpeMeHU (ITOAHOXKHOU
IUTACTUHKY) OvYaraMu JleMUHepaau3anuu, aTpopuu
JVCTAIBHOTO OTZeNa AJUHHOU HOXKW HAKOBATbHU
[6]. CuuTaeTcs, 4TO ceHCOHEeBpaJbHasA MOTEPS CIyXa
ABJIAETCA Pe3yJIbTaTOM psfa IPUYMH: aHOMAaJIbHOE
pa3pacTaHre KOCTHOHN TKaHU B YJIWUTKe, BBI3BIBAIO-
IIee MeXaHU4YeCKoe IMOBpeXKJeHue 6a3nIapHON MeM-
OpaHbI; 00pasyoIIUecs OdYard JAeMHHEepaTUu3aIyuu
B YIUTKe MOTYT OKa3aTh TOKCHYECKOe BO3JEHCTBHUE
bepMeHTOB Ha BOJIOCKOBBIE KJIETKU; MUKPOTPEIIU-
HBI; aHOMAJINA Pa3BUTHUA TEKTOPUAIBHOU MeM6pa-
HBI, KPOBOM3NMUAHUA U (WIK) MPOHUKHOBEHUE pe-
MMapaTUBHOHN cocyaucTod win GUOPO3HOU TKAaHU B
VJIUTKY U BOKPYT Hee; aTpodus M KaabIMUKALIMSI
COCYAUICTOH TIOJIOCKY, YTO IOZATBEP:KAAIOCh HCCIe-
JIOBAaHUSAMHU TPYIIHBIX BUCOYHBIX KOCTEH IIpH HECo-
BepIIEHHOM ocTeoreHese [7].

[Ipu cungpome Ban zep XyBe KMMEIOT MECTO
BBIpaKEeHHAas pe30pOIusa KOCTHOUW KarlCysibl Jabu-
PUHTa, KOTOpas 3aIloJHEHA COeJUHUTENbHON TKa-
HbIO, U 6oJbIIAA CTENeHb CTPYKTYPHOH JAe3opra-
Husanuu [8]. HabisofaeTcsi TakKe BBIPAYKEHHBINA
OCTEeOIIOpPO3 MIHUPAMUZABI BHUCOYHONH KOCTH C IATO-
JIOTUYECKM HWCTOHYEHUEM KOPTHKAJIBHOTO CJIOS
u TpabeKys, IPaKTUYECKH 0 IOJHOTO OTCYTCTBUSA
[IEPUKOXJIEAPHOTO CJIOA W3-3a JeMUHepaIn3aluy;
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TeM CaMbIM KOCTHAs TKaHb MOXKET OBITh MATKOH U
XpymKo# [9].

VisyuyeHue TUCTONATOJOTMYECKUX JaHHBIX IIO-
Ka3ajo reHepaau30BaHHOe HapylleHWe COeJVHU-
TeJbHOM, B TOM YHCJe ¥ KOCTHOW TKaHU, IPHU He-
COBEpPIIEHHOM OCTeoreHe3e, B TO BpeMsa Kak IpHU
OTOCKJIepO3e OTMeuaeTcs TOJNbKO JIOKaJIU30BaHHOE
ropakeHue BUcoYHOU koctu [5, 10]. Takke rucro-
JIOTMYECKUHN aHAMN3 BUCOYHBIX KOCTEN IIPU CUH/PO-
Me Ban ziep XyBe Imokasas, 4To B IIpOLIeCC leMUHepa-
JIM3allMY KOCTHOM TKaHU YJIUTKYU BOBJIeYEeHBI BCe TPU
CJ108 KOCTHOM Kamcyssl [11].

IIpu cunzpome BaHu gep XyBe, Kak U IIpU OTO-
CKJIepO3e, He Hali/leHa KOppesAanua MexX Ay JaHHBIMU
KT (creneHbio mopakeHus) BUCOUYHBIX KOCTEH U cTe-
TIeHbIo HapylIeHus cayxa [12].

Bosnee BricoKas yacToTa BCTpe4yaeMOCTH BBICOKO-
YaCTOTHBIX IIOTEePb CJIyXa FTOBOPUT O TOM, UYTO BOBJIE-
yeHre 06a3aTbHOrO 3aBUTKA YIUTKU 9acTO BCTpeda-
eTcs y MalueHToB ¢ cuHApoMoM Bau zgep Xyse [13].

[To pganubiM MPT BHCOYHBIX KOCTeUW IpU CUH-
ApoMe Ban zep XyBe OTMeYaroTCA AeMUHepaaiusa-
II1dA, IIepUuKoXjeapHoe IopaKeHHe C MOBBIIIeHHBIM
CUrHajaoM (M3-3a yCWIEHUA WHTEHCUBHOCTU U KOH-
TpacTHOCTH) [8, 14].

KoxsieapHasa uMIUIaHTalysa y NalueHTOB C CHH-
ZpoMoM Bau zep XyBe C Ts)KeJION CTENeHbIO TYyro-
YXOCTH M INIyXOTOU obecreyrBaeT BO3MOXHOCTH
BoccTaHOBNeHUs ciayxa [15]. OgHako B UTepaType
HEKOTOpble aBTOPH! YKa3bIBalOT HA HEy/0BJIEeTBOPU-
TeJIbHbIe pe3y/IbTaThl 13-3a OCJI0XKHEHUH.

L. J. Rotteveel u coaBTOpPHI ONMUCANN TPU KJIU-
HUYECKUX C/lydasd KOoXJeapHOM MMILIaHTaluM y Ia-
LIMEHTOB ¢ cuHApoMoM Bau zep Xyse. Y 50-metHei
MalMeHTKU I0oc/e aKTHUBALMK 3JIeKTpoJa OTMeva-
JIach TIaTOJIOTHYecKas CTUMY/IALNA JIUIeBOro HepBa.
B zpyrom ciiy4ae a5eKTpoj OUIMO0YHO pa3MeleH BO
BHYTPEHHUM cIyxoBou npoxoz [16].

[To maenuto S. O. Streubel u coaBTOpOB, TIpPHU
cuHzpome BaH ziep XyBe 4acTo BCTpedYaeTca IIOBBI-
IleHHasd CTHUMYJALKA JHULEBOro HepBa, BIIpOYEM,
Kak ¥ Ipu oTockepose [15].

ITareHTHI ¥ METOZBI HCC/Ie0BaHUA

Ha 6aze ®I'BY HMUIIO ®MFEA Poccuu B oTze-
JieHnY 3a60eBaHUH yXa KoxJleapHasa UMIUTaHTAIA
IIpoBeZieHa 2 IalyeHTaM C JUarHo3oM: CHH/POM
Bawu ziep XyBe c IV cTeneHbio TyTOyXOCTH U IIyXOTOU.

[Tpu oTbope aTux manueHToB Ha KU npoBeseHa
KOMIUIEKCHAaA AUarHoCTHKa B COOTBETCTBUM C KJIU-
HUYECKUMU PeKOMeH/aluAMMU.

B npejonepanioHHOM IleproZe NallieHThl O3Ha-
KOMJIEHBI C OCOOEHHOCTSMU JaHHOTO 3ab60JeBaHus,
XOZOM OIlepaliy, BO3MOXXHBIMM OCJIOXHEHUAMU
(MHTpaomepalMOHHBIMU U MOCIEOTIEPAIIMOHHBIMU),
MTOCJIEOTIEPAIIMOHHOM peabuIuTale.

Knuauveckut cnyqair 1. Ilamuent K., 54 roza.
Knuuuveckuit auarHos: cuHzgpoMm Ban gep Xyse.
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Puc. 1. IIpu 06beKTUBHOM OCMOTpe — roly6Gble CKIEpH! P CUHApoMe BaH zep XyBe.
Fig. 1. On objective examination - blue sclera with Van der Hove syndrome.

CocTosiHUe Tocje cTaneaoracTuku ot 2005 r. —
npaBsoro yxa, ot 2010 r. — ieBoro yxa. /[ByCTOpOHHAA
IIyXOTa.

JKanobe! Ha oTCyTCTBHE CiTyxa Ha oba yxa, IIyM
B ylIax.

AHamHe3 3abosieBaHUA: CO CJIOB IMAIUEHTA,
¢ ll-neTHero Bo3pacTa OTMeYaslIMCh dacTble Iiepe-
JIOMBI KOCTel; CIyX Hadaja CHIKATbCA ¢ 27-TeTHero
BO3pacrTa, BIIepBBIE 00CIe/[0BAJICA Y Bpa4a-OTOPUHO-
JlapuHrosora B 33-1eTHeM Bo3pacte. Uepes 3—4 roga
MOSAABWICA He3HAUUTEJNbHBIN LIYM B IIpaBOM yxe, 4e-
pes noaroja — U B jieBoM yxe. B 38-neTHeM Bo3pacte
NIpoBe/ieHa cTale/oIIacTiKa Ha IIpaBoOM yxe C IIpU-
MeHeHHeM TeIOHOBOI'O IIPOTe3a, Iocje oIepaluu
cIyX yaydiuniacsa. B 45 jer us-3a yxXyAlleHus ciiyxa
Ha JIeBOM yxe 6GbUla BBIIIOJIHEHA CTAIEeAOIUIACTHUKA C
IIpUMeHeHneM TedIOHOBOI'O IpOoTe3a, C YIydlleHU-
eM cJIyxa Iocje ollepalliy, OZIHAKO Yepe3 5 MecALeB
OTMETWJI CHIKEHUE CJIyXa, B IOC/IeyIoleM I10Ib30-
BaJIcA CIyXOBBIMU ammapaTaMu (3 roza — Ha JIeBOM
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yxe, 6 JIeT — Ha IPaBOM yxe). 3a IocesHee 7 Mecs-
1leB Ha JIEBOM yXe U ¢ KoHIa 2017 r. Ha IpaBoM yxe
IIpeKpaTWI HOLIeHNe CIyXOBBIX allllapaToB M3-3a UX
HeapPeKTUBHOCTH.

[Ipu mocTyIuleHUH B CTallMOHap Ha XUpyprude-
CKOe JIedyeHHe NPOBe/eH KOMILUIEKC 00CIeZ0BaHuH,
HeOOXOAMMBIX I TOATOTOBKY K KU (puc. 1-4).

O6beKTUBHO: bOapabaHHBIE TIEPEITOHKU CephIe,
KOHTYPBHI YeTKHeE.

BBI6ODP CTOPOHBI OIIEPATHBHOTO BMELIATeIbCTBa,
YUUTHIBAA JaHHBIE Iy4eBbIX METOZOB AUAarHOCTUKU U
ayZIM0JIOTMYECKOT0 06CIIeJOBaHNUSA, 3aBUCEN OT IpeJ-
[IOYTEHUA NTaljieHTa.

B 2018 r. nog KOHTpoOJIeM OIlepaliuOHHOTO MU-
kpockoma OMPI Sensera S7 Carl Zeiss ¢ nprumMeHe-
HUEM H/IOTPaxeaJbHOIo HapKo3a OblIa BBIIIOJHEHA
onepauusa Ha IIpaBOM yXe — KOXJieapHas HMILIaH-
Talnus MO KJIaccHyeckol MeETOZAMKe, BKJIOYaroIas
CJleflyIolye dTalbl: 3ayurHblii C-06pasHbIil paspes,
IO OTOBKA JIOXKA [JIA UMIUIaHTa, aHTPOMaCTOUAOTO-
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Puc. 2. ToHanpHaaA oporosas ayguorpaMma — AByCTOpoHHAA mryxoTa: KCBII — V nuku He BU3yaln3upyoTCs Ipu
uHTeHcHBHOCTH ctuMysia 100 g5; TEOAE — He perucTpupyoTcs ¢ 06enx CTOPOH.

Fig. 2. Tonal threshold audiogram — bilateral deafness:

ABR - Vpeaks are not visualized at a stimulus intensity of

100 dB; TEOAE - Not registered on both sides.
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Puc. 3. [TopaxxeHue yIUTKU IIpU cUHApoMe BaH ziep XyBe, paciipeHne YIUTKOBBIX XO/I0B.
Fig. 3. The lesion of the cochlea in Van der Hove syndrome, expansion of the cochlear duct.

Puc. 4. /lanneie MPT BucodHbIX KocTeil B T1-pexume, cTpeKkaMu
yKasaHbl 006J1aCTH MOPAXKEHUA YIUTKH CIIPaBa U cJeBa IPU CHH-
Zpome BaH zep Xyse.

Fig. 4. MRI data of the temporal bones in T1 mode, arrows indicate
the areas of the cochlear lesion on the right and left in Van der
Hove syndrome.

MUA, 3aJHAA TUMIIAHOTOMUA; BCKPBITUE BTOpPI‘-IHOﬁ
MeM6paHbI OKHa YJIUTKH, a IIOCJIE 3TOTO AKTUBHBIN
JJIEKTPOJL OBLI ITOJTHOCTBIO BBE€ZI€H B TUMIIaHAJIbHYTO
JIECTHUILY 4Y€pe3 OKHO YIUTKU. Hcniosnb3oBanu zo-
CTyrIHbIﬁ B Poccun KOXJIeapHOﬁ HUIMIUVIQHT C IPAMBIM

2020;19;4(107)

TUIIOM aKTHUBHOro 3ynekTpoga — Neurelec Digisonic
SP. IIpoBezeHO HHTpaollepallUOHHOE HW3MepeHUe
MEX3JIEKTPOJHOTO COTPOTHUBIEHUA: HMMIIEZAHC B
npeziesiax HOPMBI.

VIHTpaomnepalioHHbIE HAXOAKU U OCOOEHHOCTH:
MIPY BBIIOJTHEHUU 3aJHEH TUMIIAHOTOMUM — KOCTb
ObUIa OTHOCUTEJBHO MATKOM IO CBOEM KOHCHUCTEH-
I[UY; CIU3UCcTas 6apabaHHOM TosoCTH 6e3 BOCIaiu-
TeJIbHBIX IIPOLIECCOB; JUIEBONM HEPB PAaCIOJOXEH B
KOCTHOM KaHajie, He3HAaUUTeJbHO HaBHUCAET; BU3Y-
aMu3upyeTcs MpoTe3 B 001aCTU OKHA IIpeJABepUs,
OKyTaHHBIM pybOllaMH; OTCYTCTBOBaJa IepeZiadya Ha
BTOPUYHYIO MeMOpaHy. BCKphITa BTOPWUYHAs MeM-
OpaHa OKHa YJIUTKH, Jjajiee aIMa3HbIM 60pOM CHATA
BepXHsA CTeHKA OKHA YIUTKU — KOCTb ObLTa OYeHb
MATKOW (CHIIKeHa IUIOTHOCTb KOCTH); OKHO YJIWT-
KU PAacIIMpeHO W BBeJileHA 3JIEKTPOJHAsA pelleTKa
MIOJIHOCTBIO B TUMIIAHAIBHYIO JIECTHUILY. B paHHeM
MIOCJIEOTIEPAIIMOHHOM TIepro/ie OCJIOKHEHUA He Ha-
BJIIOfAINCE.

Ha 1-e cytku mocie omepauuu BbinosHeHa KT
BHUCOYHBIX KOCTEH, 3JIEKTPO/, TOJHOCTHIO YCTAHOB-
JIeH B YJIUTKY CIIpaBa.

[Tpu aKTUBUPOBAHUM peYeBOro Ipolleccopa ye-
pe3 4 HeZenu mocse olepaliy OCJIOKHEHUs B BUJE
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o
Puc. 5. lannsie KT Bucounoi koctu nocsie KV pu cunzpome Ban
Zep Xyse.
Fig. 5. CT data of the temporal bone after cochlear implantation in
Van der Hove syndrome.

[1aTOJIOTUYECKOH CTUMYJIALUY JHUIEBOTO HEPBAa HE
OTMeYasoch, B OTJAJEHHOM IIOC/IEOIePalIOHHOM
[IepHoZie OCIOXKHEHU TaKXKe He HabJIIoaich.

Knmunueckuii ciydait 2. ITanument 3., 50 jeT.
Knuuudeckuii guarHo3: cuHApoM Ban zep Xyse.
JIByCTOPOHHSS IIyXOTa.

JKano6sI: Ha OTCYTCTBHE CiIyxa Ha oba yxa, IIyM
B yIIax.

AHamMHe3 3a00yIeBaHMSA: CO CJIOB MAI[UEHTa, C
JIETCTBA OTMEYAINCh TIePEJIOMBI KOCTEH; CHIDKEHUE
cryxa otMeTwI ¢ 30-eTHero Bo3pacra; Habrogan-
cs1 Y Bpadya-OTOPUHOJIAPUHIONIOrA, cypgosnora. Ciryx
CHIDKAJICS TIOCTETIEHHO, 3aTeM IPUCOEAUHWIC IIIyM
B ymax. C 36 JieT HavasI M0JIb30BaThCs CIYXOBBIM all-
[apaToM Ha JIEBOM yXe, 4epe3 2 roZia — 1 Ha [IpaBoOM
yxe. 3a MOCTIeHUE TOZBI CIyXOBBIE aNIapaThl ObUTH
He 3bdEKTHUBHBI, B CBSI3U C YeM OBUT HalpaBjieH Ha
XUPYPTUYECKOe JIeUeHUE.

(" Cospatb pary 15.05.17 11:07
Ums B

Wmn
Address 1

[Ipy mocTyIuleHny B CTallIOHAp Ha XUPyprude-
CKOe JIe4eHHe IIPOBeZieH KOMIUIEKC O0C/IeZ0BaHMMI
(puc. 6, 7).

OOGBEKTUBHO: CKJIEPHI TOTyObIe; IPU OTOMUKPO-
ckoruu GapabaHHBIE MEPENOHKH Cephble, KOHTYPBI
YeTKUe.

Bomonnena KV ¢ mpuMeHeHHWeM 3HJOTpaxe-
aJBPHOTO HApKO3a I10J, KOHTPOJIEM OIEPAIIOHHOTO
mukpockorna OMPI Sensera S7 Carl Zeiss. Onepanus
BHIIOJIHAJIACH ~ II0  KJIACCMYECKOM  MeTOJUKe:
C-006pa3HbIi 3ayIITHBIN pa3pes, IOAT0TOBKA JIOXKa IS
MMIUTaHTa, aHTPOMAaCTOUJOTOMUSA ¢ OOHApYKeHHeM
KOCTHOT'O BBICTYIIA TOPU30HTAJIBHOTO IIOTYKPY>KHO-
ro KaHaja; pacllupWwiId aAUTYC JO BU3yaIU3AIIHI
KOPOTKOH HOXXKY HAKOBAJIbHU, 3aTEM — 3a/IHSA THM-
[TAHOTOMUS, BCKPBITHE BTOPUYHON MeMOpaHbl OKHA
VAUTKA (JOCTYIl K TUMIIAHAJIbHOM JIECTHUILIE YJIUT-
ku). Vcnonp3oBaHa cTaHZApTHAA MpsMast SJIeKTPo-
JHag pelleTka 22-KaHajJbHad, KOTOpasd YCHELIHO
BBe/leHA B TUMIIAHAJIBHYIO JIECTHUILY IIOJTHOCTBIO.
[lpoBesleHHOE WHTpAOIEPALMIOHHOE TECTHUPOBA-
Hue — 6e3 0coOeHHOCTE.

VIHTpaonepanioHHble HaXOAKU U 0COOeHHOCTH:
cmmsrctas 6apabaHHOM MOMOCTH 6e3 BOCITATUTENb-
HBIX IIPOIIECCOB; JUIIEBOM HEPB PACIIONOKEH B KOCT-
HOM KaHaJsie; HeIlOIBUKHOCTb CTpeMeHU (aHKWIO3);
OTCYTCTBOBAJIA Ilepefjaya Ha BTOPUYIHYIO MeMOpaHy;
BTOpUYHAsA MeMOpaHa n3MeHeHa. BckpeiTa BTOpUY-
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Puc. 6. ToHa/IbHAs IOPOrOBas ayAuorpaMMa, JByCTOPOHHSAA IIyXOTa.
Fig. 6. Tonal threshold audiogram, bilateral deafness.
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Puc. 7. I3MeHeHNUs YAUTKY C IepUKOXIeapHBIM TOpaXeHNeM IIpU CHHZApPoMe BaH zep Xyse.
Fig. 7. Changes in the cochlea with pericochlear lesion in Van der Hove syndrome.

Hasg MeMOpaHa OKHa YIUTKY (aIMasHbIM 60pOM CHAT
KOCTHBIN HaBeC — KOCTb OblIa OYeHb MATKOH, XPYII-
KOI 13-32 CHIDKEHUSI IVIOTHOCTU KOCTH).

B panHeM mocsieonepaniOHHOM TIEPUO/IE OCTIOXK-
HeHUs He Habsroganuck (puc. 8, 9).

2020;19;4(107)

Ha 1-e cyrku mocie omepauuy BbimosHeHa KT
BHCOYHBIX KOCTEH, JIEKTPOZ IMOJTHOCTBIO YCTaHOB-
JIEH B YJIUTKY.

[Ipy aKTUBUPOBAaHUU PEUEBOTO IPOIleccopa ye-
pe3 4 Hezesu MoCJIe ONepalviv U B OTAAJEHHOM IIO-
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Puc. 8. KT BUCOYHBIX KOCTEH MTOCTIE OTIEPALIUHL.
Fig. 8. CT data of the temporal bones after surgery.
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Puc. 9. KJIKT BUCOYHBIX KOCTeH IIOCIIe OTIepalyH.
Fig. 9. Cone Beam CT of the temporal bones after surgery

c1eonepaiquoOHHOM II€EpUoJ€ OC/JIOXHEHHA B BUAE
MTaTOJOTUYECKOMN CTUMYJIAIVHN JINIIEBOTO HEPBA HE
OTMEYa/IOoCh.

3ak/rouYeHue

HecMmoTps Ha TSecTh TeUeHUs U CUH/pPOMaJb-
HBIM XapaKTep JaHHOTO 3a00JieBaHMs, a TaKXKe Ha-
JINYMe CYI[eCTBEHHBIX M3MEHEHUHN CTPYKTYyp BHY-
TpeHHero yxa mo JaHHbIM KT BHUCOYHBIX KocCTel,
KOXJleapHasi HMIUIAHTAIUusA 00ecrevynBaeT XOpo-

e pe3ylbTaThl peabWINTAllUM TaKUX IalleH-
ToB. TiareabHOE U3yYeHUE JaHHBIX 0O'bEKTUBHOTO
obceZioBaHUs MAlMEHTOB C CUHAPOMOM BaH zep
XyBe C y4eTOM BCeX 0COOEHHOCTEN CTPYKTYP VJIUT-
KU TI03BOJIAIET YCIEIIHO MPOBOAUTh XUPYPrUIeCKU
dTan KOXJIEApHOW WMIUIAHTAIlUd C MUHUMAaJIbHBIM
PHCKOM BO3HUKHOBEHUS OCJIOXKHEHUH, CBA3aHHBIX C
omepanuen.

ABTOpBI 3agBJISAIOT 00 OTCYTCTBUHM KOHQIHUK-
Ta UHTEPECOB.
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