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B cTatbe paccmaTtpuBaeTCcs KNMHWYECKMI Criydai uxtuosa y pebeHka, cTpagaroLlero UMMyHoaAeUUMTHBIM COCTOSIHM-
em. MNpu npucoegnHeHNn pecnMpaTopHON MHEKLMM, OCITOXKHEHHOW BPOHXO0BCTPYKLUMEN, KIMHNYECKas KapTuHa UXTUO-
3a MMena HeraTuBHy auHamuky. Crnyyanm 3acnyxMBaeT BHUMaHWSA TeM, YTO UXTUO3 Y AaHHOro pebeHka MaHndecTnpo-

Ban CcnycTta MecsLl nocne poxaeHus.

Krtoyesbie criosa: NXTnos, UMMyHoaeULMT, GPOHXO0BOCTPYKTUBHBIN CUHAPOM, AETCKME MHIEKLMN.

K. O. Kaplunov

A CASE REPORT OF CONGENITAL VULGAR ICHTHYOSIS ACCOMPANIED

BY PRIMARY IMMUNODEFICIENCY

The article describes a case report of fish skin disease in an immunocompromised child. The disease was aggravated
by a respiratory viral infection and bronchial obstruction. The case requires assessment because the first symptoms of
vulgar ichthyosis emerged in the child within a month after birth.

Key words: fish skin disease, immunodeficiency, bronchial obstruction, children's infections.

UxTnos (ichthyosis; rped. Ichthys — pblba;
CVH.: anddysHasa kepaToma, caypuas) — Hacneg-
CTBEHHbI AepMaTos, XapakTepusylwmics and-
y3HbIM HapyLleHMeM OpPOroBEHUS NO TUMNy runep-
KepaTo3a, nposBrseTca obpa3oBaHMEM Ha KOXe
Yyeluyek, HanoMmuHawmx poldbu [4]. B ocHose na-
TONOMMYECKOro npoLecca B KOXe nexaT Hapylue-
HUS OPOroBeHUs, MpPOoABMSAOWMECH WU3ObITOYHON
NpoayKumnen kepatuHa, 0bbIYHO C USMEHEHUEM €ro
CTPYKTYpbl UNW 3amedsieHnem npouecca OTTop-
XXEHUS1 OPOroBEBLUNX KIETOK C NOBEPXHOCTU KOXM
M3-3a LEeMEeHTHpyoLWero BO3OENCTBUS Hakonne-
HUA MWKO3aMUHOIMKNKaHOB B anugepmuce [1].
UXTno3 oTnmMyaeTcs BblpaXXeHHOW FeHeTU4eCcKom
reTeporeHHocTblo. Y  BOMbHbIX  OTMeYalTcs
HapyweHus 6enkoBoro obmeHa, B YacCTHOCTM
aMUHOKMUCNOTHOrO, NPOSIBAAIOLNECS N3BbITOYHbLIM
HaKoMnneHneM B KpOBU U MOYe psiga aMUHOKUCINOT
(TMposuHa, deHunanaHuHa, TpuntodaHa u ap.),
HapyLLeHUs XMpoBoro obmeHa C runepxonecrte-
pUHEMUEN, CHUXEHME YPOBHSA OCHOBHOIO obmeHa,
a TakKe paccTponcTBa TEPMOPErynsaLmMm N KOXHO-

ro AblXxaHusi ¢ yBenuyeHmem akTUBHOCTM OKUCITU-
TenbHbIX epmeHToB. OnpeaeneHHy pornb B
pas3BUTUN AepmMaTo3a OTBOOAT HapyLUEHUO MeTa-
bonunsma ButammnHa A. Kpome Toro, obHapyxeHo
CHMXEHNEe (YHKLMOHANbLHOW aKTUBHOCTU LUUTO-
BMAHOW Xene3bl, HaANo4Ye4YHNKOB N MOSOBbIX Xe-
nes, HeAOCTaTOYHOCTb TYMOpParnbHOrO U KIeTou-
HOro MMMyHuTeTa [2].

[varHo3 yctaHaBnMBatoT Ha OCHOBaHWUN KIWUHW-
YeCKOM KapTUHbl. B COMHUTENBLHbIX Crnyyasx NpoBo-
04T TMCTONorMyeckoe uccneaoBaHue MopaXeHHON
KOXuW. 3aTpygHEHUs B OuarHOCTUKE Hepeako Bbi3bl-
BaeT BPOXAEHHBLIA UXTUO3 B NEpUoae HOBOPOXKAEH-
HOCTW, Koraa ero Heobxoanmo anddepeHLnpoBaTb
C AeckBamaTMBHON aputpoaepmmen JlenHepa-Myccy
n akcconuatueHeiM aepmaTtutom Puttepa. B no-
crnegHve rodbl Ansi ycTaHoBreHus hopMbl 3abone-
BaHMA N onpegeneHnss MeguKko-reHeTUYecKoro npo-
rHO3a WCNOMb3YyTCA MOSEKYNAPHO-TEHETUYECKNE
METOAbI BbISIBNEHWUS FeHHOro AedekTa.

[aHHaa natonorusi, Kak U paHee OnMUCaHHbIe
Hamu cnyyau [3, 5, 6], oTHOCUTCA K BeECbMa peaKou,
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yactoTa BcTpevaemocTtn 1:300 000-1:500 000 Ho-
BOpoXadeHHbIX. OfHaKo yyuTbiBas YacToe ee pas-
BUTUE Ha POHE MMMYHOAEMULUTHOIO COCTOSHUS,
MXTNO3 MOXET NPeACcTaBnAaTb MHTEPEC HE TOMNbKO
AepmarornoramM, HO 1 BpadyaMm Jpyrux cneumanb-
HocTen. OCOBEHHOCTN TEYEHUSI BPOXKAEHHOIO UX-
TMO3a B HaweMm crnydyae obycroBreHbl OTCPOYEH-
HOM MaHudecTaumnen bonesHu, a Takke HeraTue-
HOM ee AuHamMMKkoW Ha oHe WHMEKLNOHHOIO
3aboneBaHus.

KnuHuyeckun cnyyvan. PebeHok B., 3 mecs-
ua, NocTynun B AETCKUA MH(EKUMOHHbIA CTaumno-
Hap 24.02.2017 ¢ xanobamu Ha NoBbllLIEHNE TEM-
nepaTypbl Tena, BNaxHbIN Kallernb, 3aTpyaHEHHOe
AblxaHue.

M3 aHamHe3a 3aborneBaHusi N3BECTHO, YTO MU3-
ObITOYHOE LWenyleHne anvaepMmnca Matb 3ameTu-
na B MecsiyHOM Bo3pacTe pebeHka, Apyrux xanod
Ha TOT MOMEHT He 6bino. 3abdonen 30.01.2017 r.,
Kkorga nosiBunacb cumnTomMaTvka pecnmpaTopHOn
nHdekummn. ObpaTunncb B comaTUyeckyto neguat-
pUYeECKYyo KNWHUKY, rae 6bin Bnepsble BblCTaBMeH
KNUHUYECKUn gmarHos: BpoxaeHHbin mnxtnos. Co-
nyTcTByOWNA anarHos: OcTpbld hapuHruT. Kax-
OVA03 CriM3ncTor 060N0YKM NONOCTM pTa. AHEMUS
nerkown cteneHn HeytovHeHHas. Ha dpoHe nposo-
Onmon aHTMGakTepmanbHol (LedoTakcum ¢ 3ame-
HOWM Ha LedTPMaKCOH), ropMOHanbHOW (NpegHu3o-
NOH), aHTUrMCTaMWHHOWN (XroponupaMnH ¢ 3ame-
HOW Ha LEeTUPU3UH), 3HTEPOCOPOLIMOHHON (3HTe-
pocrenb), aHTUyHrMumnaHon (dnykoHason) Tepa-
nuM Habnioganacb ymepeHHas MoNnoXutenbHas
AVHaMUKa: MHTOKCUKAUMOHHbBIA CUHAPOM KynupoBaH,
KaTaparbHble U aToOMUYECKNE KOXHbIE SBMEHUst Obl-
NN BblpaXeHbl HesHauuTenbHo. 16.02.2017 r. pebe-
HOK ObIn BbINWUCaH C yry4lleHnemM Ha ambynaTopHoe
aorevynsanue.

OpHako cnycta 5 cyTok MaTtb 3ameTuna
yxyALleHne cocTosiHus pebeHka: BHOBb HapacTanm
ABMNEHUS WHTOKCUKauuW, MosiBUnachb akcnmpaTop-
Has odblwka. Hapsgy ¢ AaHHOW CUMNTOMAaTUKON
Habntoganock ycyrybrneHue koxHow atonun. Pe-
6eHok 21.02.2017 r. 6bIN rocnuTanuM3vpoBaH B
LIPB no MecTy XuTenbcTBa C KNWHUYECKUM Ouna-
rHo3oM: OOCTPYKTUBHBIN OPOHXUT, AblxaTenbHas
HedoCTaTovyHOCTb 2-i cTeneHn. ConyTCTBYHOLLNA
aunarHos: BpoxaeHHbIn nxTnos. NepBuyHbIn UMMY-
Hopgedmuut. Ha doHe npoBoammon aHTMOakTepu-
anbHou (uedoTakcuMm), NPOTUBOBUPYCHON (BUde-
POH), MPOBUOTUHECKOWN (FTIMHEKC), WMHransumoHHON
(nynemukopT, 6epoayan), ropMoHansHon (NpegHn-
30M10H), epmeHTaTUBHOMW (KPEOH), [OEe3VHTOK-
CUKaUMOHHON (MHAY3UKM  TNHOKO30-COMEBbIX pac-
TBOPOB) M CUMMTOMAaTUYECKON Tepanun 3Ha4YMMon
OnHaMukn gobutbcs He ygasanock. 1o goroso-
peHHocTH 24.02.2017 r. pebeHok Gbin nepeseaeH
B NPOUNbHBIA MHMEKLMOHHBLIN CcTauuoHap 06-
NacTHOro YPOBHS.

M3 aHaMHe3a >XU3HU M3BECTHO, YTO pebeHoK
poaunca y 25-neTHer comaTU4ecku 300pOBOM
XKEHLLUMHbI, OT 4YeTBepTon BepemMeHHOCTH, npoTe-
KaBLlen Ha poHe paHHero Tokcukosa. Poabl yet-
BepTble, buanonormyeckne, B CpoK, nocobusa He
npumMmeHanuce. OCnoXHeHWn B pogax He 6bino.
Macca tena npu poxgeHuun 4370 1, anuHa 57 cwm.
OueHka no wkane Anrap Ha 1-5-1 MUHyTEe Xu3-
H1 — 8-9 6anno.. lNcnxomoTopHOE N huandeckoe
pa3BuTve 6e3 ocobeHHOCTEN, Ha [UCNaHCEPHOM
yyeTe He coctosn. M3 nepeHeceHHbIx 3abonesa-
HUA OTMeYarnucb HeyacTble pecnupaTopHble WH-
dekumn. 'emoTpaHcdysun, onepaTtuBHbIe BMeLLa-
TenbcTBa, Tybepkynes, BeHepuyeckue 3abonesa-
HWUS MaTb oTpuuaeT. Annepronornyeckuin aHamHes
OTAroweH: y Tetn pebeHka oTMevanuchb anun3oasbl
KpanueHMLULI 1 oTeka KBuHke, y asam pebeHka au-
arHocTMpoBaH MNEPBUYHbIA HEYTOYHEHHbIA UMMY-
Hogeduunt. JlekapcTBEHHOM HEenepeHOCUMOCTU
He BbisiBNeHo. 3 anmgemMmonormyeckoro aHamHe-
3a WM3BECTHO, YTO KOHTaKT C BGOMbHbIMW OEeTbMU
mMama oTpuuaeT. [uTaeTca MOMOYHON CMECHIO.
KOHTaKT € XMBOTHbIMU OTpULaeT. Takke N3BECTHO,
YTO CTapLuin pebeHoK B CEMbE YMep B Bo3pacTe
Tpex MecsaueB, NpuUyMHa HeM3BeCTHa.

Mpn nepBM4YHOM OBBLEKTUBHOM UKCCnenoBa-
HUM COCTOSIHME pacLeHMBarochb Kak cpegHeTsKe-
noe, obycrnoBneHHoe SABMEHUSMU YMEPEHHON WH-
TOKCUKaLMM WU ObIXaTenbHOW HegoCTaTOYHOCTH, a
TakKe COMyTCTBYWOLIE COMaTU4ecKon naTonoru-
en. o opraHam 1 cuctemam 6e3 3HaYUMBbIX U3Me-
HEHUN, 3a WCKIIOYEHWEM BbIPaXKEHHOro Luenylle-
HWUSI KOXHBIX NMOKPOBOB MO BCEW nnowagu u aerne-
HMUI BPOHXOOBCTPYKUNM (IKCNNPATOPHASA OAbILLKA).

Ha ocHoBaHum xanob, aHaMHEeCTUYECKUX LaH-
HbIX, 06BEKTMBHOIO 00CnenoBaHus Obin BbiCTaBMEH
npegBaputenbHbli  KNUHUYeckMn  guarHos:  O6-
CTPYKTMBHbIA OPOHXUT, AblXxaTenbHas HegocTaTou-
HOCTb 2-n cTeneHW. ConyTCTBYOLWMN AMarHos:
BpoxaeHHbIN BynbrapHbid UXTNO3. MNepBUYHbIN He-
YTOUYHEHHbIN UMMYyHoaeduumnT. B ganeHenwem gu-
arHo3 He U3MeHsncs.

Bbbino HasHavyeHo obcrnegoBaHune B obbeme:
obwun aHanus kposu (OAK), obwwnin aHanns mo-
4n (OAM), kan Ha anua renbMUHTOB, NepuaHarnb-
HbIW CcOCKOD, Gmoxmumua KpoBu, KpoBb Ha BUM,
BUpYCHble renatutbl B n C. PeHTreHorpacdus op-
raHoB rpygHon knetkn (OlK). KoHcynbTauums
Aepmarornora.

PesynbTaTbl nepBuyHOro obcrnenoBaHus:

— OAK — BocnanuTenbHble U3MEHEHUS B BUuae
HelTpodUNbLHOro nernkoumTo3a 6e3 caosura nemko-
uuTapHom dopmMynbl BNEBO (nenkoumToB
13,8x10%/n, nanoyvkosgepHolx — 3 %, cerMeHTo-
anepHbix — 60 %);

— OAM — 6e3 3Ha4YMMOoK NaTonornu;

— nepuaHanbHbIi COckob — oTpuLaTenbHO;

— Kan Ha syiua reflbMMHTOB — OTpULATENBHO;
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— KpoBb Ha BWY, BupycHble renatutel B n C —
oTpuLUaTensHo;

— Buoxmnmus kposm — 6e3 naTonoruu;

— peHTreHorpacusa OIK — 6e3 natonoruu;

— 3akniveHve gepmartonora — BynbrapHbii
NXTNO3.

Bbino NpuHATO pelleHne KapauHanbHO He
N3MEHATb paHee HasHaYeHHYl Tepanui: npea-
HW30MOH 3aMeHeH Ha JekcameTasoH, AobasneH
MYKONMUTUK (ambporekcan), aHTMbuoTuk (uedo-
TakcuMm) oTMeHeH. Ha ¢oHe npoBogumon rop-
MOHanbLHOM (4ekcameTasoH), Le3UHTOKCUKauu-
OHHOMN (MHAPY3MOHHAA [NOKO30-CONEBLIMU pac-
TBOpamu), NPOTUBOBUPYCHON (BUAEPOH), MYKO-
nutudeckon (ambporekcan), WHransiuMoHHOM
(6byaecoHup), cumMnToMaTM4Yeckon U MecTHON Te-
panMM HameTunacb pa3HOBEKTOPHAs AUHAMMUKA:
ABNEHNST WMHTOKCMKAUWMW KynMpoBaHbl, OLHAaKo
coxpaHsncsd O6pOHXOOBCTPYKTUBHBLIA CUHAPOM U
HekoTopas oTpuuaTtenbHasi AUHAMUKa B KOXHOW
aToNuN: KOXHble NOKPOBbl AU dY3HO runepemu-
POBaHbI, LEnNyLeHNne yCUnunoch, NOSBUICS 3yn
N eQUHUYHbIE 3KCKoprauuu.

B HacTosiee Bpemsi BegeTca AMHaMUYecKoe
HabntogeHne, NporHo3 3aboneBaHNs HESCEH.

AHanNn3npyst OaHHyl KIMHUYECKYID CUTya-
LMo, NpU YCNOBMU MPOCMNEKTUBHOrO HabniogeHus
3a 60MbHbIM AOMNYCTMMO MPEANONOXUTb, YTO UMeE-
towasica 6pPOHX00OCTPYKLUMS M HeraTMBHas AuHa-
MUKa rMnepkeparTo3a MOryT UMETb €OUHbIA 3TWO-
naToreHes, CBsi3aHHbI C MEPBUYHBIM MMMYHOAE-
¢umumToM. Ha ero poHe BO3MOXHO BO3HMKHOBEHWNE
ayTOMMMYHHOTO KOMTMOHEHTa, KOTOpbIA W npea-
onpegensiet 06CTpyKUMo BPOHXManNbLHOrO AepeBa,
C OOHOW CTOPOHbI, U YCUINEHUE KOXHOW aTonuu,
c gpyron (cMm. puc.).

BeposiTHO, npu cTtabunusaumm MMMYHHOrO
cratyca U OGpOHXOOBCTPYKTUBHbBI CUHAPOM, WU
MECTHbIE KOXHble NposiBNeHnst byayt nmetb co-
ApyxecTBeHHOe obpaTHoe pasBuTue. B npoTtms-
HOM cryyae Henb3s WCKMYaTb TpaHcdopma-
LMo 6poHX006CTPYKUMM B BpOHXUanbHY0 acTMmy
N yTSKeNneHne CUMNTOMaTMKN NXTUO3a.

Takum obpa3oM, GomnbHbIE C TSXKENbIMU CO-
mMaTudeckummn 3aboneBaHusAMKU, MNPOTEKaLLIMMU
Ha cpoHe MMMyHopedumuMTa, HaxodsaChb B rpynne
pucka, npexae Bcero nNo MHMEKLMOHHON naTono-
M1, OOSMKHbI HAbMAaTbCs UMMYHOMNOramMmm C Le-
Nblo NPOUNAKTUKM NHAEKLIMOHHO-aNNeprnieckmx
OCNOXHEHUI.
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OMnbIT NEYEHUA CYBBEKTUBHOIO YLUHOIO WULYMA METOAOM PESAYKALUA
Y NAUMEHTOB C CEHCOHEBPAJIbHON TYITOYXOCTbIO
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B craTbe npeactaBneHbl pedynbTaThl NeYeHNs YLIHOTO WyMa (TMHMTYca) 3BYKOaKTUBUPYIOLLEN Tepanuen (peagykaum-
€M) y NauMeHToB C XPOHWUYECKON CEHCOHEBPAaribHOWM TYroyXOCTbHO.

Krrouesbie crioga: TMHUTYC, pesayKaLms, XPOHUYECcKasi CEHCOHeBparibHas TYroyxocTb.

E. G. Shakhova, V. A. Zaitsev, G. P. Berkalieva

TREATMENT OF SUBJECTIVE TINNITIS BY USING RE-EDUCATION TREATMENT
IN PATIENTS WITH SENSORINEURAL HEARING LOSS

The article presents the results of treatment of tinnitus by using acoustic activation therapy in patients with chronic

seusorineural hearing loss.

Key words: tinnitus, reeducate, chronic sensorineural hearing loss.

Wym B ywax (TUHHUTYC) — 3BYKOBOE OLLyLLle-
HMe, BO3HMKalLLlee B roroBe U He CBS3aHHOE C
BHELLHWUM aKyCTU4YECKMM CTMMYIOM.

TUHWUTYC SIBNSIETCA MYNbTUOUCLUNIMHAPHON
npobnemon, B 70 % criyyaes BcTpevaeTcs npu na-
TONOrMKM CriyxoBOro aHanmsartopa. YLWHOW LWyM Ya-
CTO SIBNSIETCA OOHUM M3 Hamboree paHHUX CUMI-
TOMOB 3aboneBaHusa yxa. OH Takke MOXET ConyT-
CTBOBaTb HApYLUEHUIO PYHKLMN OPYTUX OpraHoB u
cucTtem opraHuama [1, 3, 5].

YLWHON WyM, HE SIBNSASCb CaMOCTOSATENbHbLIM
3aboneBaHnemMm, 6yoyuM CUMMMITOMOM PasfMYHbIX
NaToNorMYyecknx COCTOSIHUA, MPUHOCUT  3HAYU-
TenbHble CTpagaHus YernoBeky, NPUBOOUT K cOMa-
TUYECKUM U MCUXMYECKMM PacCTpoOMCTBaM, 3Hauu-
TENbHO CHKaeT KayecTBo xusHu (KX) [4, 6].

[na nedyeHus ywHOro wyma TpaguuMoHHO
NPUMEHSAIOT JEKapPCTBEHHYHO Tepanui COoCyao-
pacwupsilowme npenapaTbl, obnagawwue aH-
TMarperaumoHHbIM, aHTUTMNOKCUYECKMM U HOO-
TPOMHLIM CBOWCTBaMM, aHTAroOHWUCTbl H-TUCTa-
MMHOBbIX pPeLenTopoB, BWUTaMWHbI rpynnbl B,
HenponenTuabl, WHIMOUTOPbLI XONMMHAICTEpPas3bl,
dusnoTepaneBTUHECKOE JNevYeHMe IJHAoyparnb-
HbIn doHOodopes, doHoanekTpodopes, cynep-
doHodopes, runepbapmyeckas OKcureHaums,

Mar-HMTonasepHas W nasepHasa Tepanus, ped-
nekcotepanus [2].

K coxaneHuto, npakTMyeckne Bpaym He Bce-
roa C OOIMKHbIM BHMMaHWEM OTHOCATCS K 3TOMY
CMMMTOMY W HE Ha3Ha4yalT HeobOXoAWMBbIA KOM-
NNekc [AuarHoCTUYeCKUX uccneaoBaHuin, AOns
YCTaHOBIEHUS NpuyuHbl Wwyma. K HeTpagnumoH-
HbIM MeTodaM feYeHUss OTHOCUTCH 3BYKOaKTU-
BUpylOLaa Tepanusa (pesgykauusi) — BO3Oewn-
CTBUE 3BYKOBbIX pasgpaxuTenen, KoTopble co-
OTBETCTBYIOT YAaCTOTHOMY CNEKTPY YLUHOro LWyma
nauueHTa.

B HacTosLLlee BpemsA Oond peagykaumu Tyro-
YXUX MPUMEHSAIOTCA creunanbHble cypaoTepanes-
TUYECKME YCTAHOBKM, B KOTOPbIX MMEETCS BO3MOX-
HOCTb NoAdayy nauMeHTy TOHOB OnpefaeneHHoro
XapakTepa U peun onpenerieHHoro ypoBHSA rpoM-
KOCTW, YTO OCYLLECTBNSAETCSA HanM4MeM B yCTaHOB-
Ke KEHOTpOoHa, TOHBapmaTopa, akTuBatopa U MUK-
potenecoHHoro ycTponctea. pn nomowm keHo-
TPOHa MOXHO NOMy4YaTb MOCTOSIHHBIA 3BYK HWU3KOWM
ToHanbHocTn (50-100 Iy), Mcnonb3oBaHWE aKTu-
BaTOpa JaeT BO3MOXHOCTb Mofy4vaTb 3BYK 4acTo-
Tomn 128, 256, 512, 1024 n 2048 'y, a npumMeHeHune
TOH-BapuaTtopa 00yCrnoBnvBaeT NOCTEMEHHOE WU3-
MEHEHMEe TOHarbHOCTU 3Byka HW3KOW 4acToTbl B
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