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M3ONATUYECKAS TEPANUS )
AMWUHOT IMKO3WAHO HEAPOCEHCOPHO
TYFOYXOCTH U FNYXOTbl

M.I'. Abakapos!, M.IO. I'orosckmii?, FO.B. Benoycos!, M.M. Maromeos?

'Kacpenpa knuHmndeckoii papmarosorum OY BI1O PFMY (r. Mocksa)
2LleHTP UHTENNEKTYaNbHbIX MeanLMHCKnX cucTem MMELNC (r. Mockaa)
Kapenpa otopuHonapuHronorum nevebHoro pakynbrera ®YB rOY Bro
«Poccuiicknin rocynapCcTBeHHbIN MeAUUMHCKMIA yHuBepeuTeT» Pocaapasa (r. Mocksa)

PE3IOME

Ljenbto HacTosILLEro KOHTPOMPYEMOIO K/IMHNYECKOrO UCCIe10BaHNS IBNISIETCS OLIEHKA 3 OEKTUBHOCTY M30NaTNHECKON Tepanm
OTOTOKCUYECKOW HEPOCEHCOPHO TYroyxoCTU MOTEHLIMPOBAHHbLIMM aMUHOTINKO3UAAMU.

JleweHne npoBoannock y 46 4en0BEK C XPOHNYECKOM OTOTOKCUYECKOIM HEMPOCEHCOPHOM TYrOyXOCTbIO TSXE0M cTeneHm (3-4
crenenm) u rayxotoi. BospacT ot 19 10 58 net, naBHocTs 3ab6oneBaHus ot 18 10 40 net. [puMeHsim NOTeHLMPOBAHHbBIE aMUHOI/TN-
koauabl B noteHumsix C3, C6, C12, C30 n C50. Npenapatbl, NOTEHLIMM 1 PEXUM Npuema noabupany MHAUBUAYaabHO B COOTBETCTBAN
C aHaMHE30M ¥ pe3ynibTaTaMu 3NEKTPOMNYHKTYPHOrO BEreTaTuBHOIO PE30HAHCHOIO TECTa.

MokasaH nonOXNTE bHbIA APPEKT B COOTBETCTBIM C 4 KDUTEPUSIMU. UCHE3HOBEHME CYObEKTUBHOIO YILIHOIO LLyMa; PACLLIMPEHNE
Avana3oHa BOCMPUHUMAEMbIX YaCTOT; CHUXEHWE MOPOroB BOCrpusaTys Ha yactoTe 1 kI wm 2 kI He meHee Yem Ha 10 ab; ymeHb-
LLIEHNE CTENEHM TYroyXoCTu, MEePExos Ha OfHY CTyneHb B CTOPOHY yny4LieHus. OTMeYeHa XopoLLasi NepeHoCUMOCTb IEHEHUSI.

BbiBoAbl. Pe3ynbTatsl KOHTPOIMPYEMOrO KIMHUYECKOro MCCenoBaHus 3 OEKTUBHOCTY N30MaTUYECKow Tepanim y 60/1bHbIX C
TSKEJI0/ XPOHNYECKOM aMUHOIIMKO3WAHOM HEVDOCEHCOPHOU TYroyXoCTbo CBUAETENbCTBYIOT O NO0XUTE/IbHOM BANSHUM MOTEHLIN-

[POBaHHbIX aMUHOTIMKO3UZAO0B Ha (PYHKLMIO C/TYXOBOIr0 aHanm3aTopa.

KnioyeBbie cnoBa: v3onatnieckas repanusi, HeiipOCeHCOPHas TYroyXoCTb, OTOTOKCUYHOCTb, MOTEHLMPOBAHHbIE AMUHOITINKO-

3UAHbIE aHTNOUOTYKN.

BBEJIEHNE

B nHacrosme pabore mpUBOgATCA pe3yJIbTa-
ThI KOHTPOJUPYEMOTO KJIVHUIECKOTO MCCIIE[0BA~
H1A d9PQPEKTUBHOCTY M30TATUIECKON Tepanun
OTOTOKCUYECKUX 3(PPEKTOB aMUHOIIMKO3UTHBIX
aHTUOMOTUKOB, UesA KOTOPOil HaMu ObLa paHee
BBICKa3aHa ¥ 000CHOBaHA B [2], a TpeaBapuUTeJib-
HbI€ Pe3yJIbTaThl, KOTOPbIE 0Ka3aJiiCh BEChbMa
o0HaIeKMBAONIIMH, ObLIN Oy OJIMKOBAHLI B [3].

MATEPWAJIBI I METO/1bI

VlccnenoBanme mpoBeieHO ¥ 46 OOJIBHBIX € XPo-
HIUECKOJ HEePOCEHCOPHON TYTOyXOCTbIO aMU-
HOTJIVIKO3VTHOM DTMOJIOTUY Pa3JIMYHON CTEIIeHN
TAYKECTY U JABHOCTY pas3BuTuA (Taba. 1).

BceMm nmanmeHTaM IPOBOANMIN KJIMHMYECKOE
obcaenoBanne, ocmotp JIOP-opranos. Ayzanoso-
rmueckoe obcyiefoBaHye (TOHAJIBHYIO IIOPOTOBYIO
aymmometpuio) (ayamomerp GSI-61, 'epmanmus)
IIPOBOJMIIN IO U B IIPOIIECCe JIEUeHN KajKble 3
MecAla. ¥ BceX NallleHTOoB B JabopaTopuu MoJje-
ryJsapuoit remetrky HVV pusnko-xummuaeckoit
MeUIIMHBI IPOBOANIIN MOJIEKY JIAPHO-TeHeTIIec-
KU aHAJIM3 Ha MyTalyy B reHe 0eJiKka KOHHEKCUH

26 GJB2 (30-36 del G), conpstzxennoii ¢ 50% Bcex
cjy4aeB IIPeJVHIBAJILHON BPOMKIEHHON IIyX0-
ToI [13] 1 B MutoxougpuaabHoM reHe 12sRNA
(A1555G) [8] compsKeHHOI ¢ BBICOKOI UyBCTBIM-
TeJIbHOCTBIO K aMUHOTJIMKO3UIaM.

Jn3zaiiH mcciaegoBaHNA: UcCyeloBaHNE B Ofl-
HOI1 TpyIIie, KOHTPOJIb C UCXOLHBIM COCTOSHM/EM
JI0 JledeHM A NMOTeHIMPOBAHHBIMIY aMMHOTJINKO-
3UTAMA.

Kpurepun BRII0O9eHILA TALIIEHTOB B VICCIIENY -
€MYIO TPYIILY:

— MH(OPMMUPOBAHHOE COTJIacye IalyeHTa Ha
obcyeoBaHMe U JIeYEHNE;

— XpOHMYeCKasd OJHO- MJIM JBYXCTOPOHHSAA
HellIpOCeHCOpHadA TYroyX0CTbh, 9TUOJIOTUYECKHA
cBA3aHHAA ¢ (papMaKoTepaleBTUYEeCKUM IPU-
MeHEeHNMEM aMMHOTJIMKO3UIHBIX aHTUOMOTUKOB.
Hagnyane ayanosorniecknx NpusHaKkoB CMeIlIaH-
HOI TYTOYXOCTY He ABJISJIOCH IPENATCTBUEM IS
BKJIIOUEHMA [allleHTa B TPYIITY 1P OTCYTCTBUA
KJIMHUYECKUX IIPUBHAKOB OCTPOTro My obocTpe-
HIA XPOHNYECKOTO CPeJHEr0 OTUTA;

— OTCYTCTBJE XPOHNYECKOI HEBPOJIOTMYECKON
[IaTOJIOTMM LEHTPAJLHON MM epudepniecKoir
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HEPBHOJI CUICTEMBL;

— OTCYTCTBME XPOHIYECKOJI IIATOJIOTMY II0YEK
(roomepyJsioHedpuTa, MHTEPCTUIMAJIBHOTO He-
dpura nmm XITH);

— OTCYTCTBIE B aHAMHe3e YKa3aHI:d Ha aJlJlep-
IMYeCKYI0 HeIIePEeHOCVMOCTb aMIHOIIVKO3VIOB.

Kpurepnii nckao9eHns 13 rpyIIbL:

— BBICOKadA YYBCTBUTEJIbHOCTDH (I/I,T_U/IOCI/IHKpa—
31) K aMMHOIVIMKO3MJaM C HEeIIePeHOCUMOCTbIO
[IOTEHIMPOBAaHHbBIX JIEKAPCTBEHHBIX (DOPM, BbI-
ABJIAEMOI NPY CyO'BEKTUBHOM MeIVKaMEeHTO03-

HOM TecTe [1] iy nocJe mprema IpoOHOI JO3BI B
HaJaJe JIeUeHN s,

— JKeJIaHMe MaIMeHTa IPeKPaTUTh JIeUeHNe.

Epurepun a¢pdpekTuuBHOCTIL:

Kpurepnii A. VcuesHoBeHMe CyOBEKTUBHOTO
VIITHOTO LIy Ma.

Kpurepuit B. Pacmipenne nuanazoHa Boc-
MIPMHYMAaEeMbIX YaCTOT (110 JAHHBIM TOHAJbHOI
IIOPOTOBOI ayAMOMETPUM) He MeHee YyeM Ha 1 aua-
MMa30H 10 KOCTHOV IMPOBOAMMOCTH. DTOT IIOKa-
3aTeJsb OTpaskaeT HauboJiee PAHHIOID PEaAKINIO

Tabauya 1

XapakrepucTrka GOJbHbIX C XPOHHYECKOI JIEKAPCTBEHHOI HEHPOCEHCOPHOIl TYTOYXOCTHIO,
KOTOPBIM IIPOBO/IWJIACH Tepanusl MOTEHIMPOBAHHBIMU AMHHOTIUKO3H/IaMH

IManuenr, ox Crenenn Tun JaBHocTh 3200- Anamnes, Pesyabrat BPT, |T'enorim 12sRNA | T'enorun GJB2
Bospacr, jer TYTOYXOCTH | TYTOYXOCTH |  JIEBAHUs, JIET AHTHOMOTUR AHTHOMOTUK (A1555G) (30-36 del G)
1 A, 19 M 5 HT 18 ? NEO - -
2 B,19 M 4 HT 18 ? AMI AA 6G/6G
3 B, 20 M 5 Cm 19 STR STR AA 6G/6G
4 T, 20 M 5 HT 19 GEN GEN AA 6G/6G
5 I, 20 K 4 Cm 19 ? SISO AA 6G/6G
6 E., 20 K 5 HT 19 KAN KAN AA 5G/5G
7 K., 22 M 5 HT 19 GEN GEN AA 6G/6G
8 3.,23 K 3 HT 20 ? STR AA 6G/6G
9 K., 46 K 5 HT 41 STR STR AA 6G/6G
10 JL, 49 M 5 Cm 19 GEN GEN AA 6G/6G
11 M., 50 M 5 HT 20 SISO SISO AA 5G/6G
12 H, 54 K 5 Cm 15 KAN KAN AA 6G/6G
13 0., 56 K 5 HT 15 KAN KAN AA 5G/6G
14 II., 56 M 5 HT 36 STR STR AA 6G/6G
15 P., 58 M 5 HT 18 ? GEN AA 6G/6G
16 C., 64 M 5 HT 16 ? AMI AA 6G/6G
17 T., 58 K 3 HT 30 ? NEO AA 6G/6G
18 Y., 17 K 2 HT 11 SISO SISO - -
19 D., 17 K 4 HT 12 KAN KAN - -
20 X., 16 M 4 HT 10 SISO SISO - -
21 Y., 16 K 4 HT 12 KAN KAN - -
22 9,17 K 4 HT 11 KAN KAN - -
23 1., 19 K 4 HT 15 SISO SISO - -
24 101, 23 M 4 HT 20 SISO SISO - -
25 3., 20 M 4 HT 17 KAN KAN - -
26 10., 19 K 4 HT 15 SISO SISO - -
27 A.,16 M 2 HT 10 STR STR = =
28 AA, 17 M 4 HT 10 STR STR - -
29 BE, 18 M 2 HT 12 STR STR - -
30 BB, 22 K 4 HT 8 STR STR - -
31 I'T, 20 K 3 HT 11 GEN GEN - -
32 I, 16 M 4 HT 6 STR STR - -
33 EE, 16 M 4 HT 14 STR STR - -
34 KK, 17 M 4 HT 11 GEN GEN - -
35 33,23 M 4 HT 20 SISO SISO - -
36 KK, 20 M 4 HT 17 KAN KAN - -
37 JIJL, 19 K 4 HT 15 SISO SISO - -
38 MM, 17 M 2 HT 10 STR STR - =
39 HH, 18 M 4 HT 10 STR STR - =
40 00, 22 M 2 HT 12 STR STR = =
41 1111, 16 K 4 HT 9 STR STR - -
42 PP, 18 K 3 HT 11 GEN GEN - -
43 CC, 17 M 4 HT 7 STR STR - -
44 TT, 23 M 4 HT 14 STR STR - -
45 YV, 20 M 4 HT 11 GEN GEN - -
46 DD, 16 K 4 HT 12 GEN GEN - -
Coxpawenus:

HT — neiipocencoprada Tyroyxocts, CM — cMeIlIaHHAA TYTOYXOCThb.
STR — crpenromuiiny, reatamuime — GEN, kasammima-KAN, amukanua — AMI, enzomunma — SISO,
HeomutH — NEO, ? — 3abosieBaHne CBA3AHO C IIPpUMEHEHNEM aMUHOIVIMKO3VIHOTO aHTUOMOTHKA, HO IIperapar

TOYHO HE MI3BECTEH.

VHUNNITIW BYHHOUTMNITYCL
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BOCKOBOTO BIIUTENNS Ha IPOBOAVIMYIO TePaINIo.

Rpurepuii B. CunsxeHne moporos BoCIIpuATIA
Ha gactore 1 kI'm mam 2 kI'y He MeHee, yeM Ha
10 b gepes 3 MecAla OT HadaJa JIeYEHNUA.

Kpurepuii I'. YMeHbITIEHNIE CTEIIEHN TYTOYXOCTI,
IIepexo Ha OJIHY CTYIIeHb B CTOPOHY YJIYUIIIEHNUA.

Kpurepun A, B cunranmu «cypporaTHbIMU»,
a kputepuit B u I' — KOHEUHBIMU «KECTKUMM»
TOYKAMIL.

[l aHaMM3a MCIIOJIL30BAJIICH IIOKA3aTENN
yXa ¢ JIydIIIMY [T0Ka3aTeJIAMIA.

IIpu noxbope NOTEeHIIMPOBAHHBIX JIEKAPCTBEH-
HBIX CPEJCTB VICXOJMJIN U3 aHAMHEe3a U pe3yJib-
TaTOB BJIEKTPOIIYHKTYPHOTO MeAMKaMeHTO3HOTO
TecTa C IpUMeHEeHNeM BereTaTBHOTO Pe30HaHC-
soro Tecta (BPT) (anmapat « MVIHII-OKCIIEPT-
IT», per. yn. No @C 022a3065/0415-04 , mpous-
BozcTBa OO0 «IIVIMC «MIMEIVIC», Mocksa) [6].

I MeIMKaMEeHTO3HOIO TecTa B IIpoljecce
BBIOOpA IIperapaTa UCIOJIb30BaJN IOTEHIINPO-
BaHHbIE aMUHOIJIMKO3UHbIE aHTUOVOTUKH B I10-
Teniuu C3, a guas jgeuennus morenimu C3, C6,
C12, C30 u C50 nmpoussoncrea OAO Xoaguur
«3JAC» (Mocksa). IIpenapaTs! M3roTOBJIEHBI 10
VHAVBUAYAJbHOI 3aABKe JIJIA HACTOAIIEro MC-
CJIeIOBaHNA

MennkaMeHTO3HBI TeCT MIPOBOLUIN IO aJjl-
TOPUTMY:

1. IloTeHIMPOBAaHHBIV AaHTUOMOTUK B IOTEH-
i C34;

2. OpraHOIpenapaT «HepPB I IPOTOK YIUTKI;

3. «IIpnobpeTeHHas TOKCHYIecKasa MHMOpPMa-
A (Intox II)»\L;

4. OpraHOIpenapaT <HEPB U IIPOTOK YIITK» +
Antubuorux C37T;

5. «IIpuobpeTeHHasa Tokcudeckas MHMoOpMa-
s (Intox IT)»d + ArTubnornk C37.

IIpu BeIOOPE OTEHIMNK U PEIKMMA ITPUEMa T10-
TEHUVPOBAHHBIX aMUHOIJIMKO3MUIOB TaKIKe JC-
XOAMJIN U3 Pe3yJIbTAaTOB BJIEKTPOIIYHKTYPHOIO
MeJVKaMeHTO3HOTO TecTa, KOTOPbIil IIPOBOAVIIN
I10 aJITOpUTMY, I'ie reaTamuimy C6 mpuBeseH nid
puMepa:

1. Ferrum met. D800J («dppeKTUBHOCTD HI3-
KUX IIOTEHIMI» ) + TeHTaMUIH CGT;

2. Manganum met. D800J («mepenocumocTs
HU3KUX NOTEeHINII») + TeHTaMUIIH CGT;

3. Epiphysis D4 1 y.ed («mcmxosererarusmas
Harpyska») + rearamurms C6.

OnTyMmaJIbHOV CuMTas M Ty IIOTEHINIO, KOTopasd
YIIOBJIETBOPSAJA TecTaM «3(P(PERTUBHOCTEY, «IIe-
PEHOCUMOCTD» U «IICUIXOBETeTaTUBHAA HAarpy3Ka»,
a TaKsKe He BbI3bIBAJIA HETATUBHBIX CyOBEKTUB-
HBIX OLIYIIIEHNI IPY BBITOJIHEHUY CYObeKTUBHO-
IO MeIKaMEeHTO3HOI0 TeCTa.

MennraMeHTO3HOE TEeCTUPOBAHYIE ITPOBOANIIN
IIpY KasKJIOM BU3NTe IauyeHTa (2 pa3a B Mecdly)
U B 3aBUCUMOCTY OT Pe3yJbTaTOB U3MEPEHUIl I
CcyO'BEKTUBHON TMHAMUKY [TIOBTOPSJIN IIPUEM IIpe-
raparTa B TOJ Ke MJIV BHOBB I10Z00paHHO [TI0TEeH-
. OnycaHHBIN BBIIIE ITPOIECC ONTUMU3AINN
BBIOOpA MTOTEHIMM ¥ PesKyUMa IIpyeMa IIOTeHI-
POBaHHBIX TOMEONATHYECKUX JeKapCTBEHHBIX
CpeACTB, ITOJYUMBIIINI Ha3BaHUE «BereTaTUBHO-
Pe30OHAHCHBIV MOHUTOPUHT» (BP-MoHMTOpPMHT)
U IeTaJIbHO ONMCaHHLIN B [1], 10 cBOMM 3azadaM
(moBbIIIeHNE DE30macHOCT U BPPEKTUBHOCTA
papmaroTepanmm) ABJIAETCA aHAJIOTOM TepareB-
TUYECKOT0 JIEKAPCTBEHHOTO MOHUTOPUHTA, IIPU-
MEHAEMOT0 B KJIMHNYECKO (papMaKOJIOTUN.

Bce npenapats! npuMeHanu B o3e 1 KpynuHKa
Ha OpueM, CyOJMHrBaJbHO. [loTeHITUM 1 peskuM
IIpyeMa IpeCTaBJIeHBI B Ta0J. 2.

VlccnenoBanue poBeseHO B COOTBETCTBUU
C MJIAaHOM Hay4YHBIX MCCJIEIOBAHUII U COrJacus
Otuyeckoro Komurera I'OY BIIO «Poccnsickuit
rOCYyZapCTBEHHBIN MeAVILIMHCKIU YHUBEPCUTET»
Poczngpasa (Mocksa).

PE3YJbTATbBI

IlepenocumocTts Tepanm. B mporecce m3ona-
TUHYECKOM Tepanmy KaKIX-J00 HesKeJaTeIbHbIX
2peKToB y Bcex 46 marmeHTOB 3a(PUKCUPOBAHO
He ObLII0.

IdperT B cooTBEeTCTBIM € KpUTEpHeM A

Cy0beKTUBHBI YIIIHOI IITyM (PUTYPUPOBAJ B
’KaJI00ax MPaKTUYECKM BCEX Mal[MeHTOB (45 u3
46). Ilpn npoBemeHNY M30MIATUYECKON Tepamnmu
CHIsKEeHIe CYyO'BEeKTVBHIO YIITHOTO IITyMa OTMeTH -
sm 35 maimenToB (76%), b oTMeTIIN ero ucyes-
uosenue (11%), a gesosek 6 (13%) usaMeHeHMU B
MHTEHCUBHOCTH IITyMa He 3aMeTwin. CHUKeHMe
VMHTEHCUBHOCTY IITyMa — ObL1 Hambosee paHHUM
3 PeKTOM 1 HEKOTOPBLIMU MalleHTaMy ObLI OT-
MeUeH yiKe uepes 2 HeJleJy IIocJje IIpreMa Iep-
BOJI 103bI Npemnaparta. Hapany c nmososxuTessb-
HOVI AMHAMMKOI B CyO'bEKTUBHO OLIeHKEe YIIIHOTO
IIyMa, IpakKTUYeCK) BCe IMal[MeHThl OTMEeTUIN
3Ha4NTeJIbHOE yJIydllleHye HaCTPOeHNs, CHa, pa-
boTocmocobHOCTI. HECKOJIBKO HEOMKIIaHHBIM ObLII
pesyabTaT y nanueHTku T., 54 jetr, y KOTOpOii
IIocJie HavdaJIa JieYeHy I KaHAMUIVIHOM B IIOTEHITN
C12 npexpatniich MUTPEHO3HBIE TOJIOBHBIE DOV
U TOJIOBOKPYSKEHNE IIPU IIepeMeHe I0JI0KEeHNA
Tesa. ¥ naruenta Nel (V. 19 jet), adpdpexT 1o
KpuTepnio A He ObLI OI[eHEH 13-3a Iy XOHEMOTBL

AdperT B coorBeTcTBUMU ¢ KpuTepuem b

Pacmnpenne guanaszoHa BOCIPOU3BOAMMBIX
YJacTOT, II0 IT0Ka3aTeJAM KOCTHOJ IIPOBOAMMOC-
TI, 3a BpeMdA HaOJofeHusa oTMedeHo y 21 u3 46

Ne 4 (15) 2008



TOMEO[NATYISA

naimeHToB (45,6%). PeayabraTer Hab0MeHMI]
mpejicTaBJeHbl B TabJ1. 2 1 Ha puc. 1 Kak BugHo n3
puc. 1, mpocyekmBaeTcs BEICOKAA MHANBUAYAJIb-
Had BapuabeJbHOCTb B PeaKIy HEMPO3IUTe A
KOPTHUEBOTO OPraHa Ha MPOBOAUMYIO TePaIluio,
KOTOpas BbIPasKajach B PA3JIMIHON CTEIIeHN pac-
IIMPEHNA OMaras30Ha BOCIPOM3BOAMMBIX YaCTOT
3a BpeMdA HaOJIIOEeHNA, KOTOPbII COCTaBMUIO 12
MeCHIEB.

B mepBrie Tpu mecdAa JiedeHUsa AMHAMMKA
IIPaKTUYECKM OTCYTCTBOBAJA, OJHAKO Yepes 6 Me-
cALEeB yiKe y 16 manmeHToB 3a(hMKCUPOBAHO pac-
HIPeHNe MMarna3oHa BOCIIPOM3BOAMMBIX YacTOT,
[IpUYeM YMCJI0 UaIla30HOB PACIIMPEHN HOCUIIA
MHIVBUAYaJbHBIN XapakTep — oT 1 (y 10 narmen-
TOB), 10 4 MManas3oHOB (y 6 IAMEHTOB) I, KaK HTO
cJjenyeT 13 II0JIYYEeHHbIX NTaHHBIX, He 3aBriceJia OT
JICXOZHOTO COCTOSHMSA. BOJIBIIMHCTBO HalYIEHTOB
C TIOJIOYKUTEJBHBIM 3(P(PEKTOM B COOTBETCTBUM C
kpurepueM B, nmesn o6peis kprBoii Ha 250—500
T'11, T.e. 9TO malMEHTHI ¢ OYEHDb TAMKEJIBIMU HAPY-
HIeHNAMU CJIyXa, rpaHYalyiMm ¢ I‘JIyXOTOﬁ.

Hanmyuimyvmy Ob1y pe3yibTaThl y MaIieHTOB
NeNe 1, 9, 17, 18, 19, ocobeHHO 5TO OTHOCUTCH
K nmanueHTy Nel — B BTOM cjiydae IIPOM30IILIO
MIPaKTUYECKM ITOJTHOE BOCCTAHOBJIEHIE CIIyXOBOIA
yuruym. Habmronenne 3a HuM O6p110 Hambosee
InuTe bHbIM. Uepes 12 Mec. OT HavaJa JiedeHUsd
JIOCTUTHYTa 3HAYMTEJbHAA AMHAMMUKA B ITOKa3a-
TeJIAX TOHAJIbHBIX IIOPOTOBBIX ayAmorpaMmM, X0TH
IVHAMJKA B [IepBbIe 3 MecdAlla CYIeCTBEHHO He
OTJINYAJIach OT TAKOBOM APYIUX IMAallMeHTOB. VI3

9TOro HabJIOLeHNA cjelyeT BBIBOJ O TOM, YTO
M30IIaTUYeCKasd Tepannusd JOJKHA [IPOBOAUTHCH
JUINTEJIBHO, & 9PEKT 2TOI TepaImi TOJIKEH OLie-
HIBaTbCA Yepes IIPOMEKYTOK BpeMeHN He MeHee,
uyeM 12 MecsAleB OT HayaJa JedeHus.

AddekT B cooTBeTCTBUM € KpUTepuem B

OddeKT B COOTBETCTBUN C JaHHBIM KPUTEPU-
eM (CHMIKeHMe IIOPOTOB BOCIPUATHUA HA pede-
BBIX HaCTOTaX II0 JAaHHBIM TOHAJIbHOJ IIOPOTOBOI
ayamometpun Ha 10 gb u 6ostee), O6b1T TOBKO Y 5
naryenToB u3 46 (11%). 3ro mammentsr NeNe 1,
4,10, 18 n 21, mpuuem Ha gactore 2 KI'11 acpdexT
6111 Oos1ee BeIpaskeH y marmeHToB NoeNe 1,18 u 21
(pmc. 2a n puc. 20).

OTyiunTeIbHOM 0CODEHHOCTHIO BCEX ITEPeUNC-
JIEHHBIX TaIMEeHTOB, KpoMe nauyenTa Nel (B 5TO
ciydae ObLIa TJIyXOHEMOTa), ObLiIa DoJiee HU3KAA
(IT0 CpaBHEHMIO C APYTMMM TAllIEHTaM) CTEIIEHb
Tyroyxoctu (3 u 4 ct.) n 6osee mmporwmii, 1o 1000
T'1, mcxomHbI AMana30H BOCIPMHMMAEMBIX Yac-
TOT I10 KOCTHOJ IPOBOAMMOCTH (puc. 1).

Ilo maHHBIM reHEeTNYeCKOTO MICCJEeS0BaHNA,
HI y OJHOTO NIallieHTa He BBhIABJIEHA MyTa-
g Al1555G B MUTOXOHAPMAJIBHOTO TeHa 12S.
Y mamuentku No6 I', 20 seT, ¢ mpeanHrBaJIbHOIM
LJIyXOTOl, pa3BUBIIelica B Bo3pacTe 1 rozxa, Ko-
TOPYIO POAMUTEJNN CBA3BIBAJIYU C MIPUMEHEHNEM
KaHaMMIMHA, B reHe GJB2 BbIABIEHA MyTalLA —
reHotun 5G/5G, T.e. B 3TOM ciydae pedb UIET O
BPOKIEHHOMN IIPEeJMHIBAJIbHONM IIyX0Te, B pas3-
BUTUM KOTOPOJ KAHAMUIIMH CBIIPaJI POJIb PaKTO-
pa, BBI3BABIIEr0 (PEHOTUIMYECKOE IIPOABJIEHNME

Tabauya 2
Pe3ynbraThl H30naTHYeCKON Tepaniy JeKapCTBEHHOI HelipoCeHCOPHOIl TYTOyX0CTH
Crenenp noHNn-
JuHamMuka quanaso- Crenenp noHn- VIzmeneHne creneHn
ToTenuym u JKEHUs CIIyXa Ha
Mauuenr, Ha BOCIPUHNMAEMbIX SKEHUs CIIyXa Ha TNOHMGKEHN CIyXa B
B Ilpena- YIICJIO IPUEMOB 7 |oyme eapiamem
o3pacr, YaCTOT M0 KOCTHOMY JIydIlIe CIIbI pesyJabTare Tepami
Ne par JIeKapcTBa 3a BpeMs yxe gyepes 12 mec. .
Jjer npoBeeHnio 4epes 3,6 u | 1amem yxe go 0 — 6e3 uzmeHeHmit
JledeHns Ha oHe JTeyeHus,
12 mecsues, ' Jeqenusd, 1b 1B 1 — mepexoj ¢ yMeHbIIIEH
1 K., 22 GEN C12, C30 125 1000 1000 96,6 88,6 (8,0) 1(tm—4cr)
2 111, 19 SISO C12,C30 250 250 500 86,6 80,8 (7,8) 0
3 | KK, 17 GEN C12,C12,C12 250 500 750 93,3 92,6(0,7) 0
4 K., 46 STR C6,C12,C12 250 500 750 100,0 95,0 (5,0) 0
5 C., 64 AMI C12,C30 250 500 750 95,0 92,6 (2,4) 0
6 11, 56 STR C12,C12 250 750 1000 95,0 90,0 (5,0) 1(tm—4cr)
7 33,23 STR C12,C30 500 1000 2000 83,3 78,6 (4,7) 0
8 T, 20 GEN C12,C30,C30,C30 |500 1000 1500 71,6 66,6 (5,0) 1(4—>3)
9 A, 19 NEO C6,C12,C30 500 1500 4000 88,3 65,0 (6,7) 1(4—>3)
10 9,17 KAN C12,C30,C30 500 500 1000 67,6 65,0 (2,6) 0
11 P., 58 GEN C12, C30 250 500 500 93,3 86,6 (6,7) 1(r1—4cT)
12 E., 20 KAN C12, C30 500 750 750 96,6 90,0 (6,6) 1(r1—4cT)
13 JL, 49 GEN C12,C30 500 750 1000 96,3 90,0 (6,3) 1(r1—4cT)
14 M., 50 SISO C30, C50 500 750 1000 97,8 93,3 (4,4) 0
15 B., 20 STR C12,C30,C30 750 1000 1500 95,0 90,6 (4,4) 1(rr —>4cr)
16 0., 56 KAN C12,C12,C12 750 1500 1500 95,0 80,0 (15) 1(tm—4cr)
17 T, 58 NEO C12,C12,C12 1000 1500 2000 64,6 60,0 (4,6) 0
18 B., 19 AMI C12,C12,C30 1000 2000 4000 78,3 58,3 (20) 1(4—>3)
19 3,23 STR C12,C30,C30 1000 2000 4000 57,3 41,6 (16,3) 13—2)
20 A, 16 STR C12,C30 8000 8000 8000 35,0 18,3 (17,3) 1(1->0)
21 BE,18 STR C12,C12,C12 8000 8000 8000 32,0 21,6 (10,4) 1(1-0)
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myTanunu. IlepeHoCcMMOCTh JieKapCTBEHHBIX
CPeICTB U pe3yJbTaT Tepanuyl B COOTBETCTBUK
¢ kputepuamu A, b u B y aToii manmeHTKM ObLI
aHaJIOTMUYeH TaKOBOMY APYTUX IalMeHTOB, He
MMeBIINX yKa3aHHyI0 MyTanuio. Ilocse Toro kax
CTaJIV U3BECTHBI PE3YJIbTATHI '€ HEeTUUECKOTO JC-
cJefoBaHNA (OHM CTaJ M3BECTHBI 110 ITPOIIIECT-
BUM 3 MecC. OT HadaJia JIeUeHNA), POAUTEN TPUHS-
JIN pellleHNe IpepBaTh JedeHye IaleHTKIL.

AddekrT B coorBeTcTBUM ¢ KpuTepuem I'

B coorBercTBuNM ¢ kpurepueM I', nusmenexnne
CTeNeH! MOHVMKEHNUA CJIyXa Ha JIydllle CJIbIIIa-
1eM yxe ormedeHo y 13 marmenTos us 46 (28,2%)
(Taba. 2). OcobeHHO DTO OITyIIAN 7 TAIMEHTOB C
TJIyXOTOI, TIEPeIIeIIye B TPYIILY C 4 CTEIEeHbIO
CHIKEHUA cIyXa. ¥ OTUX IMallieHTOB, HeCMOTpPA
HA TO, YTO BeJIMUMHA TPUPOCTa ObLIIa OTHOCUTEb-
HO HeOoutbInoi (o1 4 1B 1o 15 1B), ogHOBpEeMeHHO

9000
2000
_, 7000
< 6000
B 5000
= 4000
£ 3000
< 2000
1000

A0 NeveHns

Buepes I Mec

NauwmeHTel, NpenapaTs

Puc.1. lunaMuka pacimmpenns ayuana3oHa BOCIPUHN-
MaeMBbIX HacTOT (II0 KOCTHOMY ITPOBEIeHNI0) uepes 3, 6
1 12 MecsALeB 1ocJe HadaJia TepamnniL.

1 kly

@0 NEYeHA
myepez 12 mec

Mopor BocnpuATHA Ha YacToTe

123 4567 8 91011121314 151617 1818 2021

NaumeHTsl

Puc.2a. VIameHeHus ropora BOCIPUATHUA [10 YACTOTE
1 xT'1; gepes 12 MecsdAreB OT HadaJa U30IATUIECKON
Teparnmn.

B A0 NEYEHHA
muepes 12 mec

Mopor BocnpnTMA Ha HacToTe

123 4567 8 91011121314 151617 18192021

Naunentsl

Puc.26. VI3ameHeHNA nopora BOCIPUATHA 10 YaCTOTE
2 k' yepes 12 MecaAleB OT HayaJja M30IATUUECKO
TepaImn.

HabuoaIoch yiydineHue o0Iero CoCTOSHMNA,
cHa, HacTpoeHusd. MeHee Bcero nepexoz ObLT 3a-
MeTeH y ITaI[IeHTOB C JICXOJHO HIBKON CTEIIeHbIO
Tyroyxoctu (3 u 2 cT.).

Y OoJIBIIMHCTBA IAlEHTOB II0 Pe3yJabTaTaM
M3MepPEeHNI HauaJIbHa A moTeHnua coctaBuia C12,
nosTopHble — C30. B ogHOM caydae (maieHTKa
Ne9) seuenne Haunzasm ¢ C6, 110 OHOI KPYIIMHKe
1 pas uepes nmeHb, a 3aTeM JIBaKAbl, C MHTEP-
BaJioM 2 Hemesu go3a Cl2. Y Tpoux maiMeHTOB
3(pPerTUBHBIMU U 0€30MaCHBIMI IOTEHIUAMU
6pmm C12, B TO Ke BpeMsd, y TPOUX IAI[MEHTOB
norernya C12 nmorpeboBaJiach TOJBKO BHAaYAJE
JIeYeHMsd, B IIOCJeAYIOIeM I0TpeboBaiCh I10B-
TopHbIe 1036l B noTeHmn C30 (Tabr. 1).

B npornecce nposenenna BP-moruTopuHra
OBLIIO OTMEYEHO, YTO PelIeHNe 0 BEIOOpe IIperapa-
Ta, IOTEHIVY Ha9aJIbHO 03k, [IOBTOPE 1035l MJIN
M3MeHeHVIe IIOTeHIY OYePeHO 103bI, BO3MOKHO
JIMIIb Ha OCHOBaHUM pe3ynbTaToB BPT nsmepe-
HUI. OTO CBA3AHO C HEBO3MOYKHOCTBIO BBIJEJIUTD
VHAVBUYaJIbHBIE CYMIITOMBI 3260J1€BaHNMA, KOTO-
pble ObLIM OBl XapaKTepPHBI JJIA OTEJIbHBIX aMI-
HOTJIMKO3UI0B, MeJIJIEHHOM MHAMMKON CUMIITOMOB
3abosieBaHNA, 3aTPYIHEHNEM, & HEPEJIKO VI OTCYTC-
TBYEM BepOaJIbHOTO KOHTAKTA C Hal[IeHTaMIL

OBCYRIEHUNE

YunuTBEIBaA TAMKECTb U NaBHOCTb Pa3BUTUA
CJIYXOBBIX PaCCTPONICTB, HauboJiee BasKHBIM pe-
3yJIBTATOM IIPOBEJEHHOT0 aHAJIM3a ABJIAETCA Ha-
Jgye Kakoro-ynoo adpdperTa BooOIIIE.

B snmrepaTtype umMmeercs LeJsslit pAn SKCIe-
PUMEHTaJbHBIX MICCJIEOBaHNI [Hampumep, 11,
12], koTOpBIE CBUAETEIBLCTBYIOT O BOBMOIKHOCTY
BOCCTaHOBJIEHN HeMpoanuTeanusa opraa Koptu
IIpM IOBPEXKIEHNM BOJIOCKOBBIX KJIETOK MECTHBIM
BBeJleHIEM aMUHOTJINKO3U0B. COrjlacHO BTUM
JAHHBIM, [TOIePIKUBAIOIIVIE KIETKY OKPY KEeHIA
(xstetkn HetiTepca) 00HAPYKMBAIOT CIIOCOOHOCTH
K TpaHC(opMalyy B CIENMaIN3POBAHHBIE BO-
JIOCKOBBIE KJIETKM BECTUOYJIAPHOTO U CIyXOBOTO
anam3aTopoB. OTcyTcTBUE TOJOOHBIX M3MeEHe-
HII B KOHTPOJIbBHOM yX€ CBUETEJILCTBYET O TOM,
YTO CTUMYJIOM IJIA ITOZOOHON TpaHchopManum
CJIySKUT IIOBPEsKIEHVE BOJOCKOBBIX KJIETOK aMl-
Horsmkoaugamu [11, 12]. ITpu aTom HeobxoaAMMO
[IOTYEPKHYTh, YTO IOAIEPIKMBAOIIE KJIETKY yC-
TOJYMBBI K TOKCMYECKOMY LeVICTBUIO aMVHOTJIVKO-
31JI0B, HECMOTPSA Ha TO, YTO B HUX ¥ BOJIOCKOBBIX
KJIETKaX O0HAPY KMBAIOT OAVHAKOBBIN ITOPATOK
BeJIMYMHBI KOHIIeHTpaImit Jekapcrsa [9, 10].

OTHU JJaHHbIE II03BOJIMJIY HaM CPOPMYJINPO-
BaTb 1 000CHOBaTH pabouylo TMIIOTe3y, KOTopas
00'bACHAET MEeXaHM3M BOCCTAHOBJIEHNSA CJIYyXO-
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BOJ (DYHKI[MY IIPY M30IIaTUIECKON Tepamnmn. JTa
IUIIOTe3a OCHOBAHa Ha IIeJIOM psAne PeHOMEHOB,
KOTOpBIe LOCTATOYHO IOAPOOHO OmMCaHbI B Ha-
Y4HOI JuTepaType. OTo PeHOMEHBI ropMesuca
(nEBepCcHUM BpPeKTa TOKCUKAHTOB IIPY CHYYKEHUN
JI03bI 110 CPaBHEHNIO C TOKCHYECKOI Dosee ueM B
10—15 pa3) [7], ocobeHHOCTM AEVICTBUA MaJIbIX U
CBEPXMAaJIBIX 103 KCEHOOMOTVKOB 1 O110JI0TMYIeCKY
AKTUBHBIX BEIIECTB DHJIOTEHHOTO IIPOVICXOMKIe-
HUA [4], MUTOTEHETUYECKOTO UBJIYyUeHN [5], Kie-
TOYHOJ TpaHChOPMAIUIL.

B coorBeTcTBMM ¢ (heHOMEHOM ropmesnca,
AMMHOIJIMKO3MOHbIE aHTI/I6I/IOI/IKI/I, nIpruMeHsaeMble
B IIOTEHIVIPOBAHHON (popMe, OKa3bIBAIOT Ha OCTa -
TOYHBI} BOJIOCKOBBIN SITATEJINI 00paTHOE, CTUMY -
JIMpYIOLIee eICTBIE, KOTOPOEe IIPUBOANUT K BO3-
HUKHOBEHIIO BTOPUYHOTO 6MIOT€HHOTO MBIy YeHN A
(MI/ITOI‘eHeTI/I‘-IeCI{OI‘O U3JIy4dYeHNdA, B COOTBECTBUNU
¢ Teopuelt 6buosorngeckoro nons A.l'. I'ypuua
[4]), koTOpPOE, B CBOE OUEpEb, MHUIIMUPYET MUTO3
u TpaHchopmanuo HeAnddepeHIMPOBaHHBIX
MIOAJEPsKUBAIONINX KJIETOK (KjaeTok [eliTepca)
B BOJIOCKOBBIE KJIETKM KOPTUEBOro opraHa. Jpy-
TVIMM CJIOBAMU, ITPU M30IATUYECKON Tepammy Io-
TEHLVPOBAHHBIE aMIHOIJIMKO3WbL ABJIAIOTCA TEM
HEJIOCTAOIIVIM CUTHAJIOM, KOTOPBIA CTUMYJINPYET
BOCIIOJTHEHE TTOITYJIAIVY BOJIOCKOBBIX KJIETOK ITPU
UX TIOBPEKIEHUN TEMH K€ aMUHOTJIVIKO3[a ML

BbIBO/bI

1. VI3onaTmyecKas Tepamys IOTeHIMPOBaHHbI-
MJ aMUHOTJIMKO3UIaMY OKa3bIBAET ITOJIOKUTEIb-
HO€ JIeJICTBYIE Ha (DYHKIMIO CIIyXOBOTO aHaJM3a-
TOpa, BhIPasKaIOIeecs B MUCUYE3HOBEHUN IITyMa
B ylIaX, paCIIMPeHUN AMalla30Ha U CHUMEHNUU
IIOPOr'OB BOCIIPMHMMAEMBIX YaCTOT, & TaKKe CTe-
IIeHN II0TepN CJIyXa I10 JaHHbIM TOHAJILHOM II0pO-
TOBOV Ay AMOMETPUINL.

2. IzonaTuyeckasa Tepannus IOTEeHIMPOBaH-
HBIMV aMVMHOTJIMKO3VAaMI JOJIXKHA ITPOBOAMUTHCHA
IUINTeJIbHOE BpeMsd, a 3(peKT ee NOJIKEH Olle-
HIMBATbhCA He MeHee, 4eM 4depe3 12 MecsALEeB OT
HavaJja JeYeHns.

3. IlpuMmeHeHMe BereTaTUMBHOIO PE30HAHCHOTO
TecTa ABJAETCA HeOOXOAVIMBIM YCJIOBMEM OITH-
MM3aluuy BbIOOpa MOTEHIMN U PesKMMa IIpueMa
MIOTEeHIMPOBAaHHBIX aMMHOIVIMKO3MI0B B ITpoIiecce
M30IIaTNYeCKOi Tepanm.

JUTEPATYPA

1. Abakapos, M.I'. IIpumeHneHne BereTaTIBHOIO
PE30HAHCHOTO TeCTa B KJIACCUIECKOV TOMeonaTny /
M.I'. Abakapos. Meronnueckoit mocobme. — M.:
Ientp «VIMEIVIC», 2005. — 35 c.

2. Abakapos, M.T., Maromenos, M.M. AmuHOTIIN-

KO3VIJJHbIE aHTMUOMOTVIKIL OT M30VpaTesIbHON TOKCIY-
HOCTY K TOMEOIIaTVYeCKOl Y M30IIaTNIEeCKON Tepa-
mn / MI'. Abakapos, MLM. Maromeznos // Tpamu-
1monHas MmeauiyHa. — 2006. — Ne 2(7). — C. 7-10.

3. Abaxkapos, M.T. llzonaTuyeckasa tepanmsa
aMMHOIVIMIKO3UIHONM HEMIPOCEHCOPHOM TYTOYXOCTH.
IIpenBapurensuble pesysbraTel / M.I. Abarapos,
IOB. Besnoycos, MLM. Maromenos, VMLEO.T'orosckii //
TpaaunmonHada meauuyHa. — 2007. — Ne3(10). —
C.4-9.

4. Bypnakosa E.B. Ocobennoctu neiicTBud
CBEPXMAaJbIX 103 OMOJIOTUYECKN aKTUBHBIX Be-
I[ecTB U (PU3NIEeCKUX (PaKTOPOB HMUBKOI MHTEH-
cusHocty / E.B. Bypaakosa // Poccuiicknit xu-
Muyeckuit sxkypHas — 1999. — 1. XLIIL — Neb. —
C.3-11.

5.Typeud, AT IIpyHIMIIBI aHAIUTIHECKOT G110~
JIOTVIY Y1 TEOPUM KJIeTOUHBIX noJielt / AL I'ypBud. —
M.: Hayxka, 1991. — 288 c.

6. OJIEeKTPOIIYHKTYPHBIN BereTaTUBHBI pe30-
HAHCHBIN TecT: MeTomudecKkue peKoMeHAaIMNA, —
M.: Hay4HO-IPaKT.IEHTP TPaAJUIVIOHHO Me NI~
HbI 1 romeonatuy M3 PP, 2000. — 28 c.

7.Calabrese, EJ. The Maturing of Hormesisasa
Credible Dose-Response Model / E.J. Calabrese //
Nonlinearity in Biology, Toxicology, and Medicine. —
2003.— 1. — P. 319—-343.

8. Fischel-Ghodsian, N. Mitochondrial gene
mutations: a common predisposing factor in ami-
noglycoside ototoxicity / N. Fischel-Ghodsian, T'R.
Prezant, W. Chaltraw et al. //Am J Otolaryngol
1997;18:173—-178.

9. Hayashida, T. Distribution of gentamicin
by immunofluorescence in the guinea pig inner
ear / T. Hayashida, Y. Nomura, M. Iwamori et
al // Arch Otorhinolaryngol. — 1985. — V.242. —
257—-264.

10. Hiel, H. Gentamicin uptake by cochlear hair
cells precedes hearing impairment during chronic
treatment / H. Hiel, J. Errc, C. Aurousseau et al. //
Audiology. — 1993. — 32. — P. 78—87.

11. Li, L. Morphological evidence for support-
ing cell to hair cell conversion in the mammalian
utricular macula / L. Li, A. Forge // Int J Dev
Neurosci. — 1997. — 15(4—-5). — P. 433—46.

12. White, P.M. Mammalian cochlear support-
ing cells can divide and trans-differentiate into
hair cells / P.M. White, A. Doetzlhofer, Y.S. Lee et
al. // Nature. — 2006. — 2—441 (7096). — P. 984—7.

13. Zelante, L. Connexin 26 mutations associ-
ated with the most common form of non- syn-
dromic neurosensory autosomal recessive deaf-
ness (DFNBI1) in Mediterraneans / L. Zelante,
P. Gasparini, X. Estivill et al. //Hum Mol Genet
1997: 6:1605-9.

VHUNNITIW BYHHOUTMNITYCL

Ne 4 (15) 2008




