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Pedepar. Myxkononucaxapugosst (MI1C) siBASIIOTCSI TPYIITON peAKUX HACIECTBEHHBIX 3a00/I€BaHUH, KOTOPbIE
OTHOCSITCST K TM30COMATBHBIM GO0JIE3HSIM HAKOTUTEHUsT. YacToTa BCTPEYaeMOCTH 3aBUCHT OT reorpadpuvIecKkoro
pervuoHa M COCTABJSIET OT 1 : 19000 [0 1 : 43000 4enoBeK. Ha JaHHBIN MOMEHT BBIJE/ISIIOT HECKOJIBKO THUIIOB
MyKoronucaxapuzao3os. Cuagpom Xanrepa niu MIIC II Tuna xapakrepusyeTcst pelieCCHBHBIM, CLIETIEHHBIM
¢ X-XpoMOCOMOIi TUIIOM HacJ/IeJOBaH!sI, aCCOLIMMPOBAHHBIM C MyTalel reHa, KOAUPYIOIIETro IN30COMaIbHbIN
depmenT ugypoHar-2-cynbdarasy. B pesynbrate Hapyuenvs paGoTbl $pepMeHTa B TKAHIX U OPraHax IPOWC-
XOAMT HaKOIUIeHVe TTTMKO3aMUHOIIMKAHOB, YTO MPOSIB/ISIETCS Pa3/IMYHBIMU IOJIMOPTAaHHBIMU HapYIIEHUSIMHU:
3a/lep)KKa HEeHpPONCHXOMOTOPHOTO PAa3BUTHSI, JNULEBOU AUCMOpPOH3M, OpraHOMerasnusi, MOpPA)KeHHEe OIOop-
HO-/IBUTATe/IbHOTO allapaTa, AbIXaTeJTbHON U cepAedHo-cocygucToit cucreM, a taroke LIHC u JIOP-opranos.
[NpezacTaBneHHOE B CTaThe MOAPOOHOE onmrcanue cumntromokoMiiekca MIIC II Trma HampaBieHO Ha OCBESOM-
nenHoctb JIOP-cnenmanucTos, popMupoBaHUe KITMHUYECKOH HACTOPOXXEHHOCTH M TOHUMaHHe TAaKTHKH Befie-
HUS JAHHBIX MALIUEHTOB.
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Abstract. Mucopolysaccharidoses (MPS) are a group of rare hereditary diseases that belong to lysosomal
storage diseases. The incidence of MPS ranges from 1:19,000 to 1:43,000 people and depends on the geographic
region. Currently, several types of mucopolysaccharidoses are distinguished. Hunter syndrome or MPS
type II is characterized by a recessive, X-linked type of inheritance associated with a mutation in the gene
encoding the lysosomal enzyme iduronate-2-sulfatase. The enzyme dysfunction resulting in accumulation
of glycosaminoglycans in different tissues and organs leads to polyorgan damage: delayed neuropsychomotor
development, facial dysmorphism, organomegaly, damage to the musculoskeletal system, respiratory and
cardiovascular systems as well as the central nervous system and ENT organs. The detailed description of the
complex of MPS Il type symptoms presented in the article isaimed at raising the awareness of the ENT specialists,
development of the clinical alertness, and understanding the tactics of managing these patients.
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BBenenue

/lu30coMbl — 3TO K/IETOYHbIE OpPTaHe/Ibl, KO-
TOpBIE OTBEYAIOT 32 BHYTPHUK/IETOYHOE paspylLieHHe
MaKPOMOJIEKY/, TAKUX KaK OJIMIOCaXapypl, GeKH,
[JIMKO/TUITHAZABL U [IMKOIPOTENHBI, TI03TOMY HX Ipa-
BUJIbHOE (PYHKLIMOHMPOBAHHWE KpaiiHe BAXHO IS
MOAeP)XaHNsI BHYTPHUKIETOYHOrO romeocTasa. [1pu
HapylIeHNUH QyHKIMH IM30COM Hepa3pylleHHbIe HITH
YaCTUYHO Pa3pylieHHble MAKPOMOJIEKY/Ibl HaKall-
JIUBAIOTCSI, YTO MPUBOAUT K MOBPEXAEHHUIO K/IETOK U
TKaHe U, KaK C/Ie/ICTBUE, K pOPMUPOBaHUIO PeHOTH-
I1a, CBOMCTBEHHOTO OMNpeJe/eHHON 60/Ie3HN HAKOII-
JIEHU S, ¥ €r0 JaNbHeHIeMy MPOrpecCHpOBaHHUIo [1].

JluzocomanbHble 60ne3HM Hakorienus (JIBH) —
3TO Tpymma pegKUX HaC/leACTBEHHbIX 3aboseBa-
HHUH, C YacTOTOM BcTpedaemoctd B Poccuiickoit
denepanyiii 10 : 100 000 Ye/lOBEK, BO3HHMKAMOLIMX
B pe3y/ibTaTe Pa3/lWYHbIX MYTAaLUN T€HOB, KOAUPY-
IOLMX /TN30COMasbHble pepMeHThI. B 3aBHCHMOCTH
OT HaKalUIMBaeMoro cybcrpara win gedeKra, aexa-
I[ETO B OCHOBe Pa3BUTHsI 3a00/1eBaHMsI, B HACTOsILee
BpeMsi BBIZeISIIoT ciefytougye rpymmsl JIBH: mykomo-
JINCAXapH03bl, THUMUAO3bI, MYKOJTUITUO03bI, TIHUKO-
MIPOTENHO3BI, OIUTOCaXapr03bl, CHUHIOMTUTHAOSBI,
[JIMKOTEHO3bI, HeHPOHA/IbHbIE LIEPOUAHbIE TUITOdYC-
LUHO3bI U Apyrre 60e3HU HaKOTUIeHwUs [1, 2].
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Myxkonoaucaxapudoszet (MIIC) — 3T10 rpyn-
na opdannbix 3abomeBaHuil, oTHOCsmmxcst K JIBH,
CBSI3aHHBIX C HEJOCTATOYHOCTHIO JIM30COMAIbHBIX
(dbepMeHTOB, y4acTBYOIIMX B KaraboiM3Me IJIHUKO-
3amunornukanos (TAT), uto, B cBOIO ovepenp, IpU-
BOAMT K HAKOIUIEHWIO B TKAHSX XOHJPOUTHUHCYIb-
dara B wu/mam remapanmonocynbdara. Yacrtora
BCTPEYAEeMOCTH 3aBHCHUT OT reorpadpmyeckoro pe-
TMOHA M COCTAaB/SIET OT 1 : 19 000 IO 1 @ 43 000 Ye-
soBeK. Ha JaHHBI MOMEHT COITIaCHO KIacCHdUKa-
uun McKunsick u Neufeld Bolgensiior HecKoIbKO
tunoB MIIC: I Tun — cungpom Xyprepa, CMHIPOM
Xypnep—Illeite, cunapom Illeite; II Tum — cunzpom
Xantepa; Il Tun — cunppom Candrtumnmo A, B, C, D;
IV tun — cungpom Mopxkuo A, B; VI Tun — cungpom
Maporo—/lamu; VII Tun — cunapom Cnait; IX tim —
curgpom Harosur, [1, 3-7]. Kaxkaerit usz tunos MITC
XapaKTepU3yeTcsl TIOPaKeHHEM Pa3/THUYHBIX OPraHOB
M CHCTeM [ONOPHO-JBUIaTe/lbHast, CepAeUHO-COCYLH-
crasi, uenTpanbHast HepBHast (LIHC) u cencophast cu-
CTeMBI] C ITOCTeIIeHHBIM IPOrpecCHpoBaHreM 3aborte-
BaHUS U IBYMsI pOpMaM¥ TedeH!sI, B 3aBUCHMOCTH OT
Hadasa 3a6onesanus u Bosnedennoctu LITHC [1, 8].

Myxkonoaucaxapudoz Il muna  (cuHdpom
Xanmepa). BriepBble 3a0oneBaHue ObUIO OMHUCAHO
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kaHagckuMm Bpayom C. Hunter B 1917 1. B xoze ocmo-
Tpa AByX GparbeB 8 U 10 JIeT OH BBISBUII XapaKTePHbIE
MPU3HAKY 3a00/IeBaHUs], KOTOPbBIE POSIB/ISLIACH IPY-
ObIMM YepTaMHU JIULQA, MaKpoledanuei, remaro- u
CIUIEHOMerasiieii, HapylLIeHUsIMU OIOPHO-/BHUTIa-
TeJIbHOTO arrapaTa ¥ MeHTaJIbHBIMY HapyLIEeHUSIMHU.
B 1919 1. nogo6Hast KIMHUYeCcKast KAPTUHA, HO B 6o-
Jee TsDKesIol ¢popme, 6bL1a onrcana G. Hurlery nByx
MaJIBYMKOB, He CBSI3aHHBIX KPOBHBIM pozacTBoM. Ha
TOT MOMEHT CYUTAIOCh, YTO 3a00/I€BaHUS SABISIOTCS
WIEHTUYHBIMU, HO Pa3/IMYAIOTCSl JIUIIb TSDHKECTHIO
TeyeHUs1. B 1978 1. JlopuHL, onucan naroreHes Kax-
IOro U3 3a00/IeBaHUM, YTO MMO3BOJIUJ/IO BBIAETUTH X
B OTHe/bHbIe HO30mornueckue ¢popmal [3, 9]. Kax
OTMeYeHO BbIllle, UMeIOTCsT pa3iauyHble Tyl MIIC,
KOX/IOMy M3 KOTOPBIX COOTBETCTBYIOT HapyIIEHHs
omnpezeneHHOro pepmenTa [3].

Cunzppom XaHTepa, B OT/IMYME OT OCTAJIBHBIX
tunoB MIIC c ayTocoMHO-per,ecCMBHBIM THUIIOM Ha-
C/IeZIOBaHUsI, XapaKTepU3yeTCsl PeLleCCUBHBIM, Clie-
TJIEHHBIM C X-XPOMOCOMOW HacjieZJoBaHWEM, acco-
LUMPOBAHHBIM C MYyTalMeld TeHa, KOLUPYIOILEero
JIU30COMA/IbHBIN (PepMEHT HAYypOHAT-2-Cynbdarasy,
MPUHUMAIOILETr0 YYaCcTHe B IePBOM dTarte KaTabo/u3-
Ma JiepMaTaH- ¥ renapaHcyabdaTa, Ipu HapyLleHUn
koroporo 'Al' HaKanIMBAIOTCST B Pa3/IMYHBIX TKAHSIX
Y opraHax [1, 3, 6, 9-12]. B ¢Bsi3u ¢ 0COGEHHOCTSIMU
Hac/lIeJOBaHMS /ISl CUHApPOMa XaHTepa CBOMCTBEH
aHgporponusM. YKeHIUUHBL ABASIOTCS 6eCCUMITTOM-
HBIMU HOCHUTE/ISIMHU MYTaHTHOTO I'eHa, OJHAKO MMe-
IOTCSI HECKOJIBKO CJTy4a€eB MPOsIBJIEHUsT 3a00/I€BaHuUs
MIIC II Tumna y >XeHIIWH, 3TO CBS3aHO C MHAKTHBA-
uuel ofHOU 370poBOil X-XpOMOCOMBI, YTO M3BECT-
HO Kak addexT JlalioH nau nafioHusauus [2, 9, 7,
18]. YacTtoTa BCTpedaeMoCTH CHHApoMa XaHTepa B
EBporne cocTasisieT 1 : 166 000 HOBOPOXXIEHHBIX MYX-
CKoro mnona [3, 13].

[Maumentst ¢ MIIC II Tuna npu poxxgeHuu 310-
poBbl, MaHudecTanus 3a60/eBaHUST OOBIYHO HAYM-
HaeTcsi B BO3pacTe 2—4 jieT. Boigensior e Gpopmsr
TeUueHUsI CHUHJPOMA: «TsDKeasi» M «IerKas», INpPHU
4YeM HEKOTOpble aBTOPbI CYHUTAIOT BIOMHE 0060-
CHOBaHHBIM HCIIO/Ib30BaHWE TEPMUHOB «HEBPOJIO-
ruyeckasi» (neurologic) U «HeHeBpoIOrHUYECKas»
(nonneurologic) ¢popMbl, ¢ y4eToM TOro, 4TO IJist
TSDKEIOW  «HEBPOTOTHYeCcKoi» (POpMbI  XapakTep-
HO HelpoJereHepaTHBHOe Te4yeHHEe OOJIE3HU C BbI-
POKEHHBIMM ~ OUXEBHOPATbHBIMU  HapYyLIEHHSIMH,
CHW)KEHUEM WHTEeJUIEKTAa U PasBUTHEM rpyboii Kor-
HUTUBHOU auchyHKUUHU [3, 7, 8, 14]. OGe dopmsr
XapaKTepU3YyIOTCS WJeHTUYHBIMU COMaTU4YeCKUMH
HAPYIIEHUSIMU, HO Pa3/TAYAIOTCs, KaK ObLIO yKa3aHO
BbIllle, cTerneHblo BoBneyeHHocTH LIHC ¢ pa3Butnem
YMCTBEHHOM OTCTA/IOCTH, A TAKXKE HAYa/IOM Pa3BUTHUS
3a60/1€BaHUs U TPOJO/DKUTEIBHOCTHIO XXU3HU. [1pu
«TsDKeNok» popme 3a60/ieBaHHUE HAYMHAETCS B BO3-
pacre 1,5-3 JIeT U XapaKTePU3YeTCsl JIeTaJIbHOCTHIO
B BO3pacTe [0 20 JIeT, MPH JIeTKOU Xe popMe CHUHJ-
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poma 6osie3Hb Pa3BUBAETCS B 3-8 JIET WIIH MO3KE, CO-
IIPOBOXKJAETCs JIETKOH YMCTBEHHOM OTCTa/IOCTBIO WJIN
JOCTAaTOYHO COXPAHHBIM MHTE/UIEKTOM, & IIPOAODKU-
Te/IbHOCTB XKU3HU COCTaB/sieT 50-60 yieT [3, 8, 11].

Cungpom XaHTepa, Kak u gpyrue tunsl MIIC,
XapaKTepusyeTcsl KJIMHUYECKON TIeTepOreHHOCTBIO
C MHO)XeCTBEHHBIMU IIOJIMOPTaHHBIMU HapYLIeHU-
samu (Tabn. 1). 3aGoneBaHKe TPOSABIAETCS 3aAEPHK-
KOH HeHpOICHUXOMOTOPHOTO Ppa3BUTHSA, JMLEBbIM
JucMOpdU3MOM, OpraHOMeraavei, IOpaXeHHueM
OIIOPHO-/IBUTATe/IBHOTO aNIapaTa, AbIXaTe/JbHOH U
CcepAeYHO-CcoCcyaucToi cucrem, a Taroke [THC [4, 8,13].

[ manueHTOB XapaKTepHbI Makpoledas,
rpy6ble yepThl vLa (IWHPOKast MEePEHOCHUIA, YTOI-
IIleHHbIe HO3PH U Ty0Obl, MAaKPOIJIOCCHST, MUKPOTHa-
THs1), KOPOTKasi Iues, HU3KOPOCIOCTh, gedopManus
TPYAHOHN KJIETKH, K03, CKOINO03, IPOrpeccUpyro-
LIasi TYTONOJBIDKHOCTD CYCTaBOB, yBeJIM4YeHHUe JKU-
BOTa 3a CYeT IelaToCIIeHOMeTaIuy, TUIIMYHBI [1aX0-
Bbl€ W MyMo4Hble IpeDkU (puc. 1). [anueHTsl YacTo
cTpajaioT 3aboneBanussMu JIOP-opraHoB u pecrnu-
PaTOPHBIMU BUPYCHBIMU MHQEKIUSIMHU, Pa3BUBAETCS
00OCTPYKIUSI BEPXHUX [bIXaTe/IbHBIX MyTel, KOTOpast
MPOSIB/ISIETCSI IIYMHBIM JbIXaHHEM [1, 3, 13, 15].

B xoze nporpeccrpoBaHyst 3a00/1eBaHUS HA KOXXe
CIIMHBI U PYK MOSB/ISIIOTCS Y3/I0BaThle MATHA («Iua-
rpeHeBasi» KOXa), THUPCYTH3M, aHOMaiuu 3y6OB,
IIPOTpeCccUpyIoLasl CKeleTHAas AUCIUIA3Usl, KOHTPaK-
TYPBI, MHOXXECTBEHHBII Ju30CT03. Y GOJBLIMHCTBA
MalMeHTOB HaGMIOAIOTCS HApYLIEHUs CepIeYyHO-
COCYAMCTOH CUCTeMBl: KapAuoMeTaus, IOpaKeHUs
KJIAMIAaHOB CePALA, FTUNepTPOQUSI IEBOTO XKeTyL0UKa,
apTepuasbHasi TMIIePTeH3Us U 3aCTOMHas cepAieyvHast
HeJJOCTaTOYHOCThb. HeBposornueckumu MposiBleHU-
SIMM CUHZApPOMa XaHTepa SIBJSIIOTCS THppouedaus,
CAaB/IeHHe CIMHHOIO MO3Ta B pe3y/bTaTe CyXXeHUs
CIIMHHOMO3TOBOro KaHa/Ia, aTIAaHTOAKCUA/IbHAsL He-
CTaBGUIIBHOCTD, CHHZAPOM 3alsCTHOTO KaHama (Kap-
Ma/fbHbIA TYHHETBHBIA CUHIPOM), CYyZOPOTH U MPO-
rpeccupyoLast KOrHUTUBHAsE ZUCYHKIMS [1, 3, 11, 12,
16, 17].

[Tpu mogo3spennu Ha MIIC II tuna no ¢penoru-
MYEeCKUM MPOSIBJIEHUSIM HeOOXOANMO ITPOBECTH CO-
OTBeTCTByIOIjee 00C/Ie0BaHMe MALMEHTa, TaK Kak
PaHHSISI JMArHOCTHKA CHHAPOMA CIIOCOOCTBYET CBOe-
BpeMEHHOMY Ha3HAueHUIO Tepalluy U CHIDKAeT Ts-
YKeCTh TeYeHHsI U CKOPOCTh IIPOrPeCcCUpPOBaHMst 3a60-
neBaHwust. JTaGopaTopHast JUArHOCTHKA 3aK/TH0YAEeTCsT
B onpegenenuu ['Al' B Mode, ogHaKO A1 IOATBEPXK-
JEeHMsI JUArHo3a MPOBOUTCs Oostee crienndryeckoe
ob6ceoBaHNEe — DH3UMOAMATHOCTHKA — B LIEJISIX
oIpeJie/IeHYsI aKTUBHOCTH JIM30COMaJIbHBIX pepMeH-
ToB. OKOHYaTe /IbHAasI IOCTAaHOBKA IMAaTHO3a OCYILeCT-
BJISIeTCSI IOCPeJCTBOM MOJIEKY/ISIPHO-TeHeTHUYeCKOTO
HCCIelOBAaHUSI TeHa C yCTaHOBIeHHeM THIIA MyTallUH.
B Hacros1ee BpeMsi BO3MOXKHA TaKoKe IpeHaTa/IbHas
JUAarHOCTHKA CUHApPOMa XaHTepa IIyTeM U3MepeHHUsI
aKTMUBHOCTH  depMeHTa HIypOHAT-2-CyIbdaTassbl
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Tabauya 1
Kmuanuyeckue cumnrombl MIIC II Tuna
Table 1
Clinical symptoms of MPS II type

Cucrema

CUMIITOMBI

YepemnHo-nmuueBoi fucMopdrUsm

MaKpouecl)anI/m, LINPOKasa IMepeHoCHulla, YTO/IIEHHbIE HO3APpU U Fy6I>I, MUKpPOT'Ha-
THSI, aHOMaJINU 3y60B, rurnepIia3vs eceH

OHOpHO-,ZLBI/II‘aTe}IbHaH CHUCTeMa

KopoTkast 1est 1 KOHEYHOCTH, HU3KOPOCJIOCTH, AepOopMaLyst IPYAHON KIETKH, KH-
¢$o3, ckonnos, gepopmans KUCTell («KOrTHUCTas Jiana»), MpOrpeccupyroLias Tyro-
MOJBIDKHOCTD CYCTaBOB, KOHTPAKTYPhI, MHOXXECTBEHHbIH JH30CTO3

Cep,l[e‘-IHO-COCY,ELI/ICTaH CcucremMa

KapﬂHOMeFa]’[Hf{, IIOpaXX€HUs KJlallaHOB cepAlia, FI/IHeprO(l)I/IS{ JIEBOTI'O JKeTyao4Ka,
APUTMHH, apTepHa/IbHAasA TUINIEPTEH3UA U 3acTOUHasI cepiedHast HeJOCTaTOYHOCThb

PecniupaTtopHas cucrema

OOGCTPYKLMST BEPXHUX U HIDKHUX JbIXaTe/TbHBIX NMyTel, CUHAPOM OOCTPYKTHUBHOTO
anHo»3 CHa

Hepsnas cucrema

I'mppouedanus, caaBreHre CIMHHOTO MO3Ta B pe3y/lbTaTe CY)XeHUsI CIIMHHOMO3TO-
BOTO KaHAaJIa, aTIAHTOAKCHA/IbHAsI HECTAaOW/IBHOCTD, CMHIPOM 3aIsSICTHOTO KaHala
(Kapma/sbHBIA TYHHEIbHBIA CHHIPOM), CYLOPOTH 1 MPOrPeCCUPYOLAst KOTHUTHBHAS
guchyHKIUs

OpraHsl GPIOIIHOM TIOIOCTH

FEHaTOCH]IeHOMeI‘a]II/IH, TaxoBble U ITYIIOYHbBIE I'PBDKH

OpraH 3peHus

CHIKeHHe OCTPOThI 3p€HUs, HapyluieHHue noneun 3p€HuUs, IIOBbIII€EHNE BHYTPUI/IA3-
HOTO JaBJ/I€EHHS, IMT'MEHTHas JereHepanmsa CeT4aTKH, II0OPpaXKeHHe I71a3HOI'o HepBa

JIOP-opransr

Makpornoccusi, XpOHUYeCKUH PUHUT, peluIUBUPYIOIIMI 9KCCYIaTUBHBIN cpeIHUH
OTHUT, ME30TUMIIAHUT, TUIIepTPOdUs IIOTOYHOM 1 HeGHBIX MUH/JA/TUH, JU30CTO3 CITy-
XOBBIX KOCTOUYEK, CeHCOHEeBpa/bHasl TYTOyXOCTb, YacTble MHPEKLINN BePXHHUX [bIXa-
Te/IbHBIX Iy Tei

Koxka

yTO]'IH.LeHI/Ie U CHIDKEHHE JJIaCTUYHOCTH KOXXH, Y3/I0BaThl€ IISITHA («LuarpeHeBaf{»

KOXa), THPCYTHU3M

B IUIALIEHTAaPHOW TKaHW WM aMHHUOTHYECKOH YXUJ-
Koctu [1, 3, 4, 9, 11].

Ha pganubiit momenT nedyenne MIIC II Ttuma 3a-
KJII04aeTcsi B pepMEeHTO3aMeCTHUTE/NbHOM Teparnuu
(P3T) ¥ MyIBPTHAUCLHUIUIMHAPHON CHUMIITOMAaTHYe-
cxoit Teparmu. ®3T ymenspinaer HaxkorieHue Al n
CHIDKaeT IpOrpecCUpOBaHMEe COMATHYeCKHX Iopa-
YKeHUH, OFIHAKO MCIIO/Ib3yeMble IIperaparbl He CIo-
COOHBI TPOHUKATh Yepe3 TeMaTodHIehaTuIeCcKHit
Gapbep, TeM CAMbIM He OKa3bIBAIOT IOIOKUTEIBHOTO
BJIMSTHUSI HA pa3BUTHeE HEBPOJIOTMYEeCKOM CUMIITOMaA-
TUKH [1, 3, 4, 9, 11, 16].

OmopuHonapuHeonozuydeckue CUMNMOMbL My-
konoaucaxapudoza II muna (cundpom Xanmepa).
Oco60e BHUMaHHE CTOUT Y€/TUTh OTOPUHOIAPUHIO-
noruyeckuM cumnromam MIIC II Tuna, Tak Kak Bpay-
OTOPHUHOJIAPUHTOJIOT — OAWH M3 CIelWarCTOB,
K KOTOPOMY Hambo0/1ee 9acTo 0GPALIAIOTCS TALIHeHTbI
C JAHHOM maTosioTHel, U AO/DKHBI NPUCYTCTBOBAThH
KJIMHUYeCcKass OCBeJOMJIEHHOCTb W HAaCTOPOXXeH-
HOCTb [5, 14, 18].

OcHoBHble JIOP-tiposiBiieHusi cUHApPOMa XaH-
Tepa: YacThle peCcIupaTopHble BUPYCHbIE NHPEKIUH,
XPOHUYEeCKUI pUHUT, HapylleHHe BeHTU/ISILIMOHHON
dYHKLIMM CITyXOBO# TPYObI, 9KCCYJATUBHBIE CpeHUE
OTHUTBI, TUIePTPOdUsI [TIOTOYHOM M HeGHBIX MUH[A-
JIMH, Xpall, OCTAaHOBKA /IbIXaHUs BO BpeMsl CHA, CHU-
YKEHUE CJIyXa U 3aJep)KKa peyeBOro pasButus [5-7,

14, 15, 17_19] .
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Opuum 13 Hanbosee YacThix oOpaieHunii K /IOP-
Bpauy siBjsietcsi cHmkeHue cryxa. MIIC I tuna mo-
YKeT GBITh aCCOLMUPOBAH C Pa3NUYHBIMU GOpPMaAMHU
TYroyxocTH [1, 14]. KOHZyKTHBHast TYrOyXOCTh pa3BH-
BAaeTCs1 B pe3y/brare PeLuJguBUPYIOIIEro KCCYaTHB-
HOTO CpeJIHEro OTUTA, C popMUpOBaHUeM B GapabaH-

Puc. 1. Buewrnuit Bug naupenta ¢ MIIC Il tuma. Makpouedanus,
MAaKpOIJIOCCHsI, MUKPOTHATHsI, IIUPOKAsl TIEPEHOCHIIA, YTOJILIEH-
Hble HOBZIPH U I'y0bl, KOPOTKas Iest
Fig. 1. Appearance of a patient with MPS II type Macrocephaly,
macroglossia, micrognathia, wide nose bridge, thickened nostrils
and lips, short neck
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Puc. 2. KoporkoaTeHTHbIe C/TyXOBble BbI3BaHHbIe MoTeHUanb! y nauureHTa ¢ MIIC II tuna. [Toporu oGHapykeHusi: cripaBa — 55 b,
cneBa — 50 ib
Fig. 2. ABR results of a patient with MPS II type. Right ear threshold — 55 db, left ear threshold — 50 db

HO MOJIOCTH T'YCTOTO 3KCCYJATA, IIPH UCCIIeJOBAHUN
KOTOPOTO OOHApY)XHBAIOT OO/blINe W TEHUCThIe
K1eTKH, copepkainue Al B HeKOTOPBIX ciTy4asix pas-
BUTHE KOH/IYKTHBHOM TYrOyXOCTH CBSI3BIBAIOT C aHO-
MaJTHei OCCUKYISIPHOM CUCTEeMBbI CpeZIHero yxa — JIu-
30CTO3 CJIyXOBbIX KOCTO4YEK [1, 5]. CeHCOHeBpaibHas
TYIOyXOCTh B CpPeJJHEM COOTBETCTBYeT 2-H CTeleH!
(knaccupuraums BO3, 1997), 4TO XapaKTepHU3yeTCst
norepeii ciyxa 6osee 40 ab (puc. 2), umeer mporpec-
CUPYIOLMI XapaKTep Te4eHHs U BOSHUKAET B Pe3YJ/ib-
Tare MOPAaXEHHUsI KOPTHEBA OpraHa, IMOKPOBHOM H
peticHepoBO# MeMOpaH, BOIOCKOBBIX KJIETOK U CITy-
XOBOro Hepsa [7, 18]. [Ipu BOB/l€YEHUHU B MATONOTH-
YeCKHil TIPOLIeCC CTPYKTYP CpeSHEro U BHYTPEHHEro
yXa pa3BMBaeTCs CMelIaHHast popma TYyroyxocTH [14].
C y4eToM peLugUBUPYIOILETO W MPOTPEeCCHPYIOLe-
ro T€YEeHUs TYTOYXOCTH PEKOMEH/YeTCs! TPOBOAUTD
Pery/IsipHbIii KOHTPOJIb 3a COCTOSIHMEM ciyxa (oTo-
JIOTUYECKUI W ayUOJIOTMYeCKHIA) IJIsi CBOEBPEMEH-
HOTO JIEYeHHsT U/UIU PeabuInTaliiu Bo N30exaHue
aCCOLMMPOBAHHOM 33/JeP)KKU PEYeBOr0 Pas3BUTHUS U
npo6seM ¢ o6ydeHueM [1].

[Tpu pazBuTuu TO¥ Mau WHOU matonoruu JIOP-
OpPraHOB TAaLMeHTaM TpeGyeTcsi COOTBETCTBYIOLIee
CUMIITOMaTHYeCcKoe jiedeHre. JIjist BOCCTaHOBIEHHsT
BEHTW/ISITUOHHOW (QYHKLUMHU CIyXOBOM TPyOBI U Jie-
YeHHs] PeLMJHUBHPYIOILIEro 3KCCYJATHBHOTO OTH-
Ta MOKa3aHa YCTAHOBKA THMITAHOBEHTH/ISILIMOHHON
TPyOKH, OJHAKO TMALMEHTaM KpPOMe THMIIAHOCTO-
MUU B GOJIBIIMHCTBE C/Ty4aeB MOXeT TOTPe6OoBaThCst
npoBefeHre azeHoTomun. CeHCOHeBpaJbHASI TYrO-
YXOCTh, KOTOpAst SIB/IsIeTCsT Hanbosee 4acToit GpopMoit
CHIDKEHWS CJTyXa y IALMEeHTOB C CHHAPOMOM XaHTepa,
TpebyeT a/IeKBaTHOTO CIYXOIPOTE3UPOBAHMSI B LIEJISIX
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[TOJTHOLIEHHOTO C/TYXOPEYEBOro PA3BUTHS U YIydlle-
HUSI KQ4eCTBa )XUBHH [5, 6, 18].

C yyerom Bbilie ckazaHHoro, ecau JIOP-ppau
CTAJIKMBAETCS C TALMEHTOM, a B GOJIBLIMHCTBE CITy-
YaeB 3TO /IETH C XaPaKTePHOM OTOPUHOIAPUHIOIOTH-
YeCKOW KJIMHUYECKOM KapTHHOW U GEeHOTUIIOM, CO-
orBercTBytomM MIIC, TO HEOGXOOUMO KaK MOXHO
paHbllle HAPaBUTh GOJILHOTO Ha 06GC/IeZI0BAHNE, TAK
KaK PaHHSs JUArHOCTHUKA U MIATOreHeTUYECKOe Jieye-
uue (P3T) CHKAIOT TSHKECTh TeYeHUs 3a00/IeBaHMsI
YU YMEHbBIIAIOT COMATUYECKHE MPOSIBIEHUSI, B TOM
YHCjIe ¥ OTOPHUHOIAPUHTOJIOTMYECKYI0 CUMIITOMATH-
Ky. @3T croco6eTByet Metabosuzatuu AL, peayiu-
pysl X HAaKOIUIEHWE B OPraHaxX M TKaHsX, OJHAKO 3a
CYeT TOro, YTO IIpernaparhl He IPOHUKAIOT yepe3 Db,
KaK ObLIO CKa3aHO BbIlllEe, U HE OKA3bIBAIOT BIUSHUS
Ha HEBPOJIOTMYECKHWE CUMIITOMBI, CJ/IeI0BaTEIbHO,
He MPefOTBPALIAIOT Pa3BUTHE U MIPOrPECCUPOBaHUE
CEHCOHEBPAJILHOM TYIOyXOCTH, B CBSI3H C Ye€M Malju-
€HTaM C CHMHAPOMOM XaHTepa HeoOXOOUM peryssip-
HBIH ayZIM0/IOTUYeCKHUI KOHTPOJIB [5, 6].

Knununueckune HaGmogeHus

Knunuueckutl cayuati N° 1. MyxuuHa, 32 roga,
ob6paruncs B CI16 HUU JIOP ans auHaMu4veckoro
HabofieHusl cilyXa. B aHaMHe3e Mo TBepKAeHHBII
JUarHo3 «Mykomnonucaxapugos II tuma». Ilomydaer
®3T. Buewrne obpaiiaer Ha cebst BHUMaHHEe HU3KO-
POCJIOCTB, rpyOble YepThI UL, AedopMaLHst KUCTEH.
Hutennext coxpaHeH. Co croponsr JIOP-opraHos
OTMeYaeT /JIUTeTbHOe OTHOCUTENBHO CTabHWIbHOE
yXyJIIeHHe ClyXa, a TakKe IOCTOSHHYIO 3aJI0)KeH-
HOCTb Hoca. 1o ToHa/1bHOT MOpOTOBOI ayliOMeTPUU
BBISIBJIEHO IIOBBILIEHHE IIOPOTOB CJIyXOBOTO BOCIIPHSI-

Poccutickas omopuHoapuHzono2us. 2025;24(4)
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-10 . T T T BOCIIPUSITUSI U HE3HAYMTE/IbHOE HapylleHWe BEeHTH-
0 : : : : JISIIMOHHOM QYHKIMH CITyXOBOM TPYOBI. HOBLIUUJeHI/Ie
0t i | - ! ! ! TOPOTOB C/TyXa COOTBETCTBOBAJIO BYCTOPOHHEN XPO-
3 ! ! ! HUYeCKOH CeHCOHeBpaibHOU Tyroyxoctu Il crenenu.
20 N ! { H { PexoMeHI0BaHbI KOHTPOJIb C/TyXa U a/IeKBaTHOE CITy-
30 = :7 L i 5 5 XOTpoTe3upoBaHue (pUc. 3).
20 \ G ! Knunuueckuti cayuatt N2 2. Manp4iuk, 2017 T. p.,
N QO | BIiepBble 06C/IeZI0BaH MO MOBOLY CHI)KEHHS C/yxa B
30 i H H N CIT16 HMU JIOP B 2021 1. B aHamMHe3e moAgTBEPKA€H-
60 | | 7 i i i HBIM AMarHos «MyKomnonucaxapugos II Tuma», BbI-
70 : —f E E— . SIBJIEHHBI B Bo3pacTe 1,5 roga. Haxopurcst Ha P3T.
30 : 1 H H BHewrHe o6Gpaujaior Ha ceGsi BHUMAaHHE HU3KOPOC-
1 1 1 1 1 JIOCTh, TPyOble YepThl JIULA, HapyLIEHHE HOCOBOTO
%0 T 1 T i ObIxaHusA, gedopmalsi KUCTeld, HapylleHHe WH-
100 | : : : : tesnekta. Co cropousl JIOP-opraHoB: afieHOUIUT,
120 ! ! ! ! YacTbhle pelyuAWBUPYIOLIe OTHTHI, CHIDKeHUE CIIy-

125250 500 1000 2000 4000 8000 xa. [lpy mepBuUYHOM OOGpaleHHUH GBUIO BbISBIEHO

Puc. 3. TonanbHas Toporosast ayJuOMeTpHs MalueHTa ¢ CUHAPO- YX‘Y,Z[U.[eHPIe CHYXa CMeEILIaHHOTO xapaKTepa J— ABY_
Fig. 3. Pure tone audiometL:)? D(/)If)if‘l:;eali?ent with Hunter syndrome CTOPOHHHH  SKCCY[ATHBHBIM  OTHT, /JBYCTOPOHHAA

cMelaHHast TyroyxocTts Il crenenu. PekomenzpoBaHa
THSA CO CTOPOHBI KaK BOS,ZLYH.[HOI‘/)I, TaK M KOCTHOM po- YCTaHOBKa TUMIIAHOBEHTUJIJIAIMOHHBIX pr6OK
BoguMocTH. [lo axycTuyeckoit ummenancometpuu (puc. 4). IToBTOpHOe o6palieHMe TakKe BbBISBHIIO
TAK)Ke BbISIB/IEHBI TIOBBILIEHWE IOPOTOB C/IAyXOBOrO  PEUHUIXB SKCCYAATHUBHOIO OTUTA U 39, PEKOMEeH0-
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Puc. 4. KopoTkonareHTHbIe C/IyXOBble BbI3BaHHbIE IOTEHIAIBI ¥ TUMNaHoMeTpust y nanuenTa ¢ MIIC II tumna. [Toporu oGHapyxeHust:
cnpaBa — 65 b, cieBa — 55 ab; THMnaHorpamma tumna B
Fig. 4. ABR results and tympanometry of a patient with MPS II type. Right ear threshold — 65 db, left ear threshold — 55 db; B type of
the tympanometry
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Puc. 5. KopoTKo/iaTeHTHBIe C/TyXOBble BbI3BaHHbIE OTEHLIMAIBI U TUMIIaHOMeTpus y nanuenTa ¢ MIIC II Tuna. [Toporu oGHapyxeHus:
cripasa 45 B, cieBa — 40 AB; TUMIaHorpamMma trmna A
Fig. 5. ABR results and tympanometry of the patient with MPS II type. Right ear threshold — 45 db, left ear threshold — 40 db; A type of
the tympanometry
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Puc. 6. KopoTKosiaTeHTHBIE CTyXOBbIe BbI3BAHHbIE MOTEHLIMabI (BO3yIUHAs MPOBOAUMOCTD) y naguenTa ¢ MIIC II tuna. [Toporu o6Ha-
PY)XeHHUsI: cripaBa — 55 Ab, cieBa — 40 gb
Fig. 6. ABR results (air conduction) of a patient with MPS II type. Right ear threshold — 55 db, left ear threshold 40 db

Puc. 7. KopoTKo/IaTeHTHbBIE CTyXOBble BbI3BAaHHBIE TIOTEHLUAIBI (KOCTHAst TPoBoauMOCTs) y naguenTa ¢ MIIC II tuna. IToporu o6Hapy-
YKeHUsI: cripaBa — 10 Ab, cieBa — 10 1B
Fig. 7. ABR results (bone conduction) of a patient with MPS II type. Right ear threshold — 10 db, left ear threshold — 10 db
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Puc. 8. ASSR-tect 1 TuMnaHomMeTpus y nanuenTa ¢ MIIC II Tuna
Fig. 8. ASSR-test and tympanometry of a patient with MPS II type

BaHa NOBTOpHasi TUMINaHocToMus. [Ipu mociesHem
obpalleHNy MaToJIOTMU CO CTOPOHBI CPeAHero yxa
JUArHOCTHPOBAHO He GbLIO, 0OTMEYAIOCh TOHIKEHHEe
IIOPOTrOB CJ/IyXa, COOTBeTCTByMoUlee | cTemeHu xpo-
HUYECKOU CEeHCOHEeBPaIbHON Tyroyxoctu (puc. 5).
PexomeHz0BaHbI ATHAMUYECKOE HAGMIOeHE U CITy-
XOIIPOTe3MpOBaHHUE.

Knunuueckuti cayuati N° 3. Manpuuk, 2023 TI. p.,
npoxonun oO6CIefoBaHUE IO IOBOJY CHIDKEHWUSI
cnyxa B CI16 HHUU JIOP. B anamHe3e HeaBHO aua-
THOCTUPOBAaHHBIN cHHApPOM XaHTepa. PeGeHoK de-
HOTHUIIMYECKH COOTBETCTBOBAJI BBISBJIEHHOMY 3a-
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6oseBaHM0. Ha MOMeHT ocMOTpa MIaHUPOBAIOCH
HasHauenue P3T. B pesynbraTe 06ciesoBanmst 661
JUarHOCTUPOBAH [JBYCTOPOHHUIH 5KCCYJATHUBHBIN
OTUT C IOBBILIEHHEM IIOPOTOB BO3JYLUIHOH IIPO-
BOAVMOCTH U HOPMa/IbHBIMU IIOPOTaMH KOCTHOH
MMPOBOJMMOCTH, 4YTO XapakTepHo nsi [-II creme-
HU KOHJAYKTUBHOH TyroyxocTtu. TUMIaHOrpamma
COOTBETCTBOBajJa TUINY B THMIaHOMeTpuU4yecKon
KpuBoii (puc. 6-8). TTo pesynbraram o6ceOBaHUS
O6BLI0O PEKOMEH/IOBAHO OOPATHTHCS K OTOPHUHOJA-
PUHTIOJIOTY AJIsl IPOBeJieHUsI KOHCepBaTUBHOTIO Jie-
YeHHsI.

Poccutickas omopuHoapuHzono2us. 2025;24(4)
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3ak1oueHue

Myxkormnonucaxapyugo3bl SBASIOTCS TPYNIION Op-
daHHbIX 3a60/1€BaHU, CBSI3aHHBIX C HEJOCTATOYHO-
CTBIO JIM30COMAJIBHBIX (epMeHTOB. Beigensior He-
cxonbko tunos MIIC. Cunapom Xantepa win MIIC
II Tuna xapakTepuU3yeTCsl peLleCCUBHBIM, ClLeIlIeH-
HBIM ¢ X-XPOMOCOMOI THIIOM Hac/eJOBaHUS U CBS-
3aH ¢ MyTalell reHa KOGUPYIOILero JM30COMaTbHbBIN
dbepMeHT naypoHaT-2-cy/1bdarasy, B pe3ybraTe 4ero
B Pa3/IMYHBIX TKAHAX U OpraHax Hakarinsaiorcs Al
3aboseBaHKe OTIIMYAETCS] KIIMHUYECKOM reTeporeH-
HOCTBIO M MHOXECTBEHHBIMHU IIOJIMOPTaHHBIMU Ha-
pyiieHusiMu. OCHOBHBIMU KJIMHUYECKUMU IPOSIB-

JIEHUSIMH SIB/ISIIOTCSE Makpouedanus, rpyoble 4epThl
JIMLjA, MAKpOIJIOCCHs], TYTONOABMXKHOCTb CyCTaBOB,
YMCTBEHHasl OTCTa/IOCTh, a TAK)XKe YacTble OTUTBHI U
cHmkeHne ciayxa. CooTBeTCTBymoLIMe OTOPHHOJA-
PUHTOJIOTUYECKHe CUMIITOMBI IIPU HaJM4YMHU XapakK-
TepHOM (eHOTUITNYECKOH KapTUHBI MOTYT IOMOYb
JIOP-Bpauy B paHHell BepudUKaluy AUArHO3a, KO-
TOpBIY TpebyeT HesaMeTUTeIbHOM criennduyecKkoit
JUArHOCTUKU M TOcjeAylouieli MaToreHeTH4ecKon
Tepanuu s NpeAoTBPallleHHs] PasBUTUSI aCCOLMU-
POBAHHBIX OC/IOYKHEHUH, a TakoKe GOPMHUPOBAHUS al-
TOPUTMA Ja/bHeNIIero BeJleH!s! JAaHHOTO OOJIBHOTO
CaMMM CIIeIIUaIUCTOM.

10.

11.

12.
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