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O6ocHoBaHHe. [laHHble 06 3¢pPEKTUBHOCTU pepMeHTo3amecTuTelbHoi Tepanun (©3T) B oTHoweHnn natonorum JIOP-
opraHoB M roKa3aTteJien AbixaHusi BO CHe y fieTen ¢ MyKonosncaxapugo3om (MIC) B imTepatype rnpescraBieHbl CKy4HO.
Lenb nccnegoBaumnsa — ouyeHnTb BansHue O3T Ha COCTOSIHUE BEPXHUX AblxaTesbHbIX nyTen y geten ¢ MIC. Metoabl. o
ncTopusim 60/1€3HM n3ydaan pesynbtatbl neveHns getei ¢ MIC | n Il Tunos, nonyvasimx ®3T B HayyHOM LieHTpe 340p0-
Bbs geteit (HbiHe ®rAY «HMMUL 3q0poBes aetei» MuH3apaBa Poccum) ¢ siHBapsi 2007 rno Hosibpb 2016 1. Bbipa)KeHHOCTb
06CTPYKLMN BEPXHUX AblXaTe/bHbIX MyTeh M ee n3MeHeHue Ha ¢oHe P3T oueHuBaau MO0 MHAEKCaM arnHO3-rMnornHod
n gecatypauymn (Sp0,), cpeaHen/MuHumanbHon Sp0,, NPoAoKMTEIbHOCTH 330408 SPOo <90% u cTeneHn runepTpo-
dun HeGHbIX MUHAANNH M afeHouaoB. Pe3aynbtatel. Y getei (n=15) ¢ MINC Ha poHe P3T npoAo/mKUTENbHOCTbIO (MeanaHa)
38 (23; 48) mec TsKecCTb CUHAPOMa 06CTPYKTUBHOIO arHO3 CHa He NnporpeccupoBasa; UCX04HO MHAEKC arHO3-rmrnornHo3
coctaBun 3 (1,3; 7,7), npu noBTopHOM uccaegosaHmmn — 2,6 (0,9; 13,5) (p=0,507). TaKxe He yCTaHOBJIEHO CTaTUCTUYECKHN
3HaYMMOro M3MEHEHHNS MOoKa3aTe el KapAnopecnupaTtopHOro MOHMTOPUHra. 3akndeHune. [autensHas P3T y geten
¢ MrIIC | v Il TurnoB npensiTcTByeT NporpeccMpoBaHmio 06CTPYKUMN AbiXxaTeslbHbIX MyTeHN.

KnroueBbie cnoBa: geTH, MyKornoamcaxapmaos, GepMeHTo3amMecTUuTelbHas Tepanus, 06CTPYKUMSA AblXaTe/bHbIX MyTeH,
MHAEKC anHO3-r1MorMHoO3, runepTpodus HEGHbLIX MUHAAINH, TMNepTPOPUs agEHONIO0B.

(Ansa uynTnpoBaHus: Ocunosa J1.A., KyseHkoBa JI.M., HamasoBa-bapaHoBa J1.C., leBopksaH A.K., MNoaknetHoBa T.B.,
AntyHuH B.B., KoxeBHukoBa O.B., ToponumHa J1.B., MonyHuHa T.A., 3eneHkoBa W.B., Bawakmagse H.[. BnusHue
depmeHTo3aMeCcTUTENbHON Tepanun Ha OOCTPYKLUMIO BEPXHWUX [AblxaTeslbHblX MNyTen y AeTerh C MyKononucaxapu-
[103aMU: PETPOCMEKTUBHOE KOropTHoe wuccnegoBaHue. lleguatpmnyecKas ¢apmakonorns. 2018; 15 (2): 135-140.
doi: 10.15690/pf.v15i2.1870)

OBO0CHOBAHME nposisneHnamu MrMC [1, 3], B ocHoBHOM |, Il n VI Tunos
Mykononuncaxapuao3sbl (MIMC) — peakue HacneacTBeH- [2, 3], ¢ xapaKTepHbIM yBENMYEHNEM B pa3mepax A3blka,
Hble 3aboneBaHWa OoOMeHa BeLllecTB, OOYCNOBJIEHHbIE NOCTOSAHHbIMW O6UbHBIMW BbIAENEHUSIMU N3 HOCA, XPOHU-
nednuntoMm GepMeHTOB, Y4YacTBYKOLWMX B paclyenseHum YECKUMU W PELUAMBUPYIOLLMMU MHOEKLMSMU AOblXaTesNb-
rMMKO3aMMWHOMMKaHOB. [porpeccupytoliee HakonaeHue HbIX MyTEeN, CPEAHEro yxa, XPOHWUYECKUM PUHOCUHYCUTOM,
rMUKO3aMWHOIMMKAHOB B Pa3fiMyHbIX TKaHAX M opraHax 0GCTPYKLIMEN BEPXHUX [bIXaTeNbHbIX NyTEH, runeptpoduen

BefeT K Pa3dHO06pPasHbiM KAMHUYECKMM MPOABAEHUAM W, MWHOQNVH M afeHOUA0B, YTO/WEHUEM FO/I0OCOBbLIX CBA3OK,
B KOHEYHOM MUTOre, K MHBaNUAU3ALUK U NPEXAEBPEMEH- CTPUAOPOM, CYXEHUEM Tpaxeu, TpaxeobpoHXxoMansLuuewn,
HOM CMepTH nauuneHTosB [1, 2]. PECTPUKTUBHOM 6ONESHBIO IEFKMX, CHUXKEHMEM cnyxa [3—-5].

MNMopaxeHus JIOP-opraHoB u AblXxaTesbHbIX NyTen 9BNS- YBenMyeHne ageHouaoB, MUHAANUH U/UNU A3blKa MOXET

OTCH 4aCTbIMU U HEPEOKO MaHUDECTHLIMU KJIMHUYECKUMHU NnpensaTCTBOBaTh MOJHOLEHHOW KOOpAMHAUMK aKTa rnoTa-



HUs [6]. MaTonorna BepxXHUX AblxaTeNbHbIX NyTEN NPUBOAUT
K MOSIBNEHMIO LUYMHOTO, 3aTPYAHEHHOTO AbIXaHUS U 06CTPYK-
TUBHOIO anHo3 cHa [4, 7]. O6CTPYKTMBHOE anHO3 CHa BbI3bl-
BaeT aNn304bl CHUXKEHUSA caTypauun KMCNopoaa, 4Yto 4acto
HapylwaeT CTPYKTYpy CHa (MpensaTcTByeT HacTynjeHuio 3-i
W 4-i cTagun) U BAMSET Ha NOBedEeHWEe B OAHEBHOE Bpems
[6]. Kpome Toro, o6CTPYKTUBHOE anHO3 NPUBOAWUT K AHEB-
HOW COHNMBOCTM WM OC/IOKHEHMSIM CO CTOPOHbI CepaeyHOo-
cocyancTon cuctemsnl [1], TakxKe npeactaBnsieT cobom oauH
13 GaKTopoB, CNOCOOCTBYIOWMX NOPAXKEHUIO LEeHTPabHON
HepBHOW cuctembl [2]. MMoparkeHne AbiXxaTeNbHbIX MyTewn
o6ycnoBnnBaeT BbICOKWUM PUCK aHecTe3nn [5]. O6CTpyKLMS
AbIXxaTeNbHblX NyTEN ABASETCS OCHOBHOM MPUYMHOM npe-
XaeBpeMeHHon cmepTu nauneHToB ¢ MIIC Il [8].
MMoCUMHAPOMHbLIM Moaxoa K fieyeHuto natonorum JIOP-
opraHoB y nauueHToB ¢ MIC BKAOYaeT TOH3UINIKTOMMIO,
aeHOTOMMUIO, YCTaHOBNEHNE TUMNAHOCTOMUYECKUX TPYOOK,
MCNoNb30BaHKeE CNYXOBbIX annapatos [6, 7, 9]. OgHaKo, yyu-
TbiBas nporpeccupytouiee nopaxenue JIOP-opraHoB, Takown
NoAX0A MOXeT cnoco6CcTBOBAThL MWL BPEMEHHOMY obner-
yeHuto cumntomoB [10]. Mpu HanMynnm OGCTPYKTUBHOIO
anHoa CHa NPUMEHSIOT METOA NMOCTOSHHOMO MOAOXMUTENbHO-
ro JaBfieHns B AbixaTeNbHbix NyTax (Constant positive airway
pressure, CPAP) 4epe3 HOCOBbIE€ KaH0/M U AONONHUTENbHYIO
oKcureHauuto [2]. MauuneHTam, naoxo nepeHocsumm CPAP,
NPOBOAAT TPAxeoCTOMMIO A5t 06Xo4a 06CTPYKLMU BEPXHUX
AbIXxaTeNbHbIX NyTen WMAM NoAdepKaHWs npocBeTa Tpaxeu
npu 3Ha4YUTENbHOM CnajeHun Ha GoHe TpaxeobpoHxoMans-
LMK, OAHAKO NpoLiefypa 4acTo cBsi3aHa C BO3SHUKHOBEHUEM

KUBHEYrpoXKatolMx OCnoXHeHun [8]. HoBbI naToreHeTu-
YecKui metopa nedeHuns 6onbHbIx ¢ MIMC — depmeHTO3ame-
cTuTenbHasa Tepanus (P3T), ocHOBaHHas Ha BHYTPMBEHHOM
BBEAEHUU PEKOMOUHAHTHbIX 6€1KOB, — JOCTYNeH B Poccuu
ons nagymerntoB ¢ MIMC I u 1l ¢ 2008 ., ona nauneHToB ¢ MINC
VI — ¢ 2009 r. [11].

BnusHne ®3T Ha opraHbl AbixaHusa y aeten ¢ MIC
B OCHOBHOM OMWCaHO MO peaynbTataM MUccaefoBaHUN
YHKLMM BHELWHEro fAbixaHus W TecTa 6-MUHYTHOM XO4b-
6bl. MNocnegHu He NO3BONSET OLEHUTb QYHKLMIO OpraHoB
[bIXaHWsa M30AMPOBAHHO OT GYHKLKUKM cepaeyHO-COCyaNCTON
M KOCTHO-MbIWEYHON cucTteM. S. Laraway n coaBT. onucaHa
cTabunmnsdaums nokasartenen GopcUpoBaHHOM KUBHEHHOWM
E€MKOCTU NErkunx n tecta 6-MMHYTHOM X04bbbl Y AeTeN B BO3-
pacte mnagwe 10 net ¢ nerkon popmon MIMC | Ha doHe P3T
naponunpason [12]. C. Alcalde-Martin u coaBT. nokasaHo
yBe/nYeHne AUCTaHLMK, NPOXOANUMON 3a 6 MUH B MepBble
6 mec Tepanuu uaypcynbdason y 3 nauueHtoB ¢ MIC I,
HavaBwux 3T B Bo3pacTte Ao 5 net [13]. P. Harmatz 1 coasT.
n R. Giugliani 1 coaBT. OnMCbIBalOT yny4ylleHe nokasaTtenen
YHKLMM BHELWHErO AblXaHUs 1 yBEINYEHWE NPOXOAMMON 3a
6 MUWH AMCTaHUuMK Ha doHe Tepanuu rancynbdason y getemn
¢ MMNC VI [14, 15].

9ddekT 3T Ha nokazaTenu KapaumopecnupaTopHoro
MOHMWTOPUHIA U NaTONOrMYeCKMUe MPOSBAEHNUS CO CTOPOHbI
J10P-opraHoB y aeternt ¢ MINC onncaH B HEGOMbLIOM YnUcie
nccnepoBaHun. Tak, J. Wraith u coaBT. (2007) yKa3biBatoT
Ha YMeHblleHWe MHAeKca anHOo3-rMnonHo3d Ha 8,5% Ha
doHe 52 Hepg P3T B rpynne naumeHtoB ¢ MIMC | mnagwe
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The Impact of Enzyme-Replacement Therapy
on Upper Airway Obstruction in Children
with Mucopolysaccharidoses: Retrospective Cohort Study

Background. Data on the efficacy of enzyme replacement therapy (ERT) in relation to the pathology of ENT organs and respiratory
performance in sleep in children with mucopolysaccharidosis (MPS) is poorly presented in the literature. Our aim was to assess
the effect of ERT on the upper respiratory tract in children with MPS. Methods. According to the case histories, we studied treat-
ment results of children with MPS type | and Il who received ERT in the Research Center of Children’s Health from January 2007
to November 2016. The severity of upper airway obstruction and its change during ERT was assessed according to indices of
apnea-hypopnea and desaturation (Sp0,), average/minimal Sp0O,, duration of SpO, episodes < 90%, and hypertrophy degree of
palatine tonsils and adenoids. Results. The severity of the obstructive sleep apnea syndrome did not progress in children (n =
15) with MPS against the background of ERT with a median duration of 38 (23; 48) months: initially, the apnea-hypopnea index
was 3 (1.3; 7.7), while the repeated study — 2.6 (0.9; 13.5) (p = 0.507). There was also no statistically significant change in car-
diorespiratory monitoring values. Conclusion. Long-term ERT in children with MPS type | and Il interferes with the progression
of airway obstruction.

Key words: children, mucopolysaccharidosis, enzyme replacement therapy, airway obstruction, apnea-hypopnea index, hypertrophy
of palatine tonsils, hypertrophy of adenoids.
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5 neT, UMEeBLUNX KNMHUYECKU 3HA4YMMOE MOBbIWEHNE UHAEK-
ca anHo3-rmnonHos (>10) go Havyana ®3T. OgHaKo, B 3TOM
nccnegoBaHuM Mexay nepBon U BTOPOM NonucomHorpadm-
eny5ur39 nauneHToB 6bI/10 NPOBEAEHO ONEpPaTUBHOE neYye-
HWE — TOH3UANIKTOMUA U/UNK ageHouaskTomus [16]. Mo
naHHbIM R. Tomanin u coaBT., COCTOSIHWE MUHAANUH U aje-
HOMAOB, a TaKXe NnoKasaTenen AblXxaHWs BO CHe y [eTen
¢ MIC Il B Bo3pacTte ao 12 net Ha ¢doHe 3,5-netHent 3T He
nameHsanocs [17]. D. Horovitz n coaBT. nokasanu, 4yto 3T
rancynbda3son, Ha4aTas Ha NepPBOM oAy XU3HU, NpefoTBPa-
wana v 3amMefnsana pa3BuTne HapylweHUN AbixaHUsS BO CHe
y aetewt ¢ MIC VI [18]. B nccnegosanuu J. Lopes u coasT.
NPOAEMOHCTPUPOBAHO OTCYTCTBME M3MEHEHUI B NOKasaTe-
nax AblxaHus Bo cHe y aeten ¢ MIC VI Ha ¢oHe B cpegHeM
aBsyxnetHen 3T rancynodaszon [19]. BausaHne P3T Ha
COCTOSIHWE BEPXHWUX [AblXxaTeNbHbiXx nNyTen y aeten ¢ MIC
B Poccuu paHee He nsy4anoce.

Llenb uccnepoBaHuss — OLEHUTb BauaHMe P3T Ha
COCTOSIHME BEPXHUX AbIXxaTeNbHbIX NyTen y aeten ¢ MIIC.

METOAbI

Ou3aitH uccnepoBaHusa

UccnenoBaHue G6GblI0 OAHOLLEHTPOBBLIM PETPOCNEK-
TUBHbIM KOTOPTHbIM. MaTtepuansl UccneaoBaHUs, MOCBS-
LLleHHble aHanu3y AMHaMUKKU Ha doHe D3T KOoHLEHTpaL MK
rMUKO3aMUHOIMIMKAHOB MO4YMU, aKTMBHOCTWU MNEYEHOYHbIX
TpaHcamMKWHa3, nokasaTtenei axoKapauorpabuu w yneTpa-
3BYKOBbIX NapamMeTpoB GPIOLWHOW NONoCTH, Gbin onyGau-
KoBaHbl paHee [20].

Kputepuu cooTBeTCTBUA
Kputepmu BKAOYEHUS:

e netu B Bo3pacTe Ao 18 net ¢ MIC | u |l Tunos;

® HanMuue [aHHbIX O AMHAMWKe MoKasaTenen Kapauo-
pecnMpaTopHOro MOHUTOPMHIA A0 M Ha doHe DI3T unu
TONbKO Ha doHe P3T;

° npopomxutenoHocTe 3T He meHee 3 MeC Ha MOMEHT
NMOBTOPHOIO UCCNEL0BaHuS;

* HenpepbliBHag 3T (Nnponyck He 6onee 3 UHDY3MM nog-
psA).

AunarHoctnyeckue Kputepmu

OwnarHos MIC | tuna ycTtaHaBnMBanM Ha OCHOBaHWM
noATBepAeHHoro geduumta anbda-L-naypoHmaassl B nem-
KouuTax kKposu, MIC Il Tuma — Ha ocHoBaHuun aeduumMTa
naypoHat-2-cynbdartasbl B NeNKOLUTAX U/MNK Nna3me Kpo-
BU U Pe3ynbLTaToB MOJIEKYNAPHO-TEHETUYECKOro UCCNeno-
BaHus [2, 3].

YcnoBsus npoBeaeHus

B wuccnepoBaHue BKAOYaNM AaHHble, NOJYyYeHHble
M3 MEAULMHCKMX KapT cTalMoHapHbIX 605bHbIX ¢ MIC |
n ll, rocnuTannu3npoBaHHbIX B OTAENIEHWE MCUXOHEBPOJIO-
MU U MCUXOCOMATUYECKOW NaToNOrMM U OTAENEHWe BOC-
CTaHOBWUTENbLHOIO NeYvYeHns Ana geten ¢ 601e3HAMM cep-
[EeYHO-COCYAMUCTON cucTeMbl HayyHoOro ueHTpa 340poBbS
neten Mwunsgpasa Poccun (HU3/, B HacTosiwiee Bpems
HauunoHanbHbIM MEAUUMHCKUIA UCCnefoBaTeNbCKUM LEHTP
3400poBbsl Aeter, MockBa) B nepuog ¢ aHBaps 2007 no
HOS16pb 2016 1.

Ucxoabl uccnepoBaHus

OCHOBHOM UCX0A MCCIef0BaHUSA: NoKasaTenb MHAEKCca
anHoa-runonHoa (MAl) Ha ¢poHe neveHus.

ononHutenbHbie UCXOAbl UCCE[0BaHUA: CTeNeHb
rMnepTpodun afeHonaoB U HeGHbIX MUHAASMH, MOKa3aTenu
KapanMopecnnupaTtopHOro MOHUTOPUHIra — UHAEKC AecaTypa-

unmn (Sp0,), cpefHsas SpO,, MUHUManbHasa SpO,, MPOJOMKM-
TENbHOCTb 3NM3040B Sp0, <90%.

MeToabl perucTpauum UCxonoB

Ona onpepeneHus 3HadeHnn WAL (nokasaTtesb, COOT-
BETCTBYIOLWMNIA KONMYECTBY 3MNU30A0B anHoO3 M TMNOMHO3
3a 1 yac cHa), a TaKXe cpefHeih/MUHUManbHon SpO,
N NPOAOIKMUTENBHOCTU 3Nn30408B SpO, <90% Mcnonb3o-
Banu pe3ynbraTbl KapAMopecnupaTopHOro MOHWMTOPUHIa.
MocnegHWn NpoOBOAMACS B OTAENEHUM WMHCTPYMEHTASIbHOM
1M nabopaTopHOMN AMArHOCTUKM KOHCYNbTaTUBHO-ANArHOCTH-
yeckoro ueHTpa HU3Z[ (npoBoauMn v onucbiBan MOHWUTO-
puHr B.B. AnTyHuH). Ucnonb3oBancsa nonncomHorpad Embla
N 7000 (Weinmann, lfepmaHus). Pernctpaumsa BoinonHsnach
no 5 KaHanam: fbixaTenbHble LBUKEHWUS TPpyaHOM M Gptow-
HOM CTEHKM METOLOM MHAYKLMOHHOM nnetTnamorpaduu, nas-
fleHMe Ha3anbHOro MNOTOKa C MOMOLbI MHEBMOTAaxoMeTpH-
YeCKOM HOCOBOM KaHI0NW, HacblleHMe KPOBU KUCNOPOLOM,
YacToTa cepAeyHblX COKpaLLeHUn METOAOM NYSIbCOBON OKCH-
METPUH, ANEKTPOKapaMorpamma (MognbuumpoBaHHoe | unum
Il oTBegeHue). NAT <1 cuutancsa HopManbHbiM, 1< NAT <5
yKasblBas Ha Halauyne cUHApPoOMa OOCTPYKTMBHOIO anHod
cHa (COAC) nerkow ctenenu, 5< MAI <10 — COAC cpeaHen
ctenenn, MAI >10 — COAC Tsxkenomn ctenenu [21]. P3T
cynTann apdOEKTUBHON MPU YMEHbBLUEHUN WU OTCYTCTBUMU
HapacTaHus WAL “ NpoAomIXMUTENbHOCTU 3nn3onos SpO,
<90%, Npu HapacTaHWW UAN OTCYTCTBUM YMEHbLUEHNS Cpea-
Hen U MUHUManbHon Sp0,.

CteneHb runeptpodmn afeHOMLOB M HEOBHbIX MWUHAA-
JIMH yCTaHaBAMBaNM NO 3aKJIOYEHWUIO OTOPMHONAPUHIonora
(oTAeneHne BOCCTAHOBUTENBbHOMO NieYeHns geten ¢ 6ones-
HAMK JIOP-opraHoB W 4YentocTHo-nMueBon o6nactu HLU3A,
oTaeneHne otopuHonapuHronornm HUU neamnatpmum HU3L),
yyuTbiBatoWwemy pesynbraTtbl AUAarHOCTUHECKON IHLOCKOMNUK
HOCOrNOTKK. MpK AMarHoCTMPOBAHWM MPOMENKYTOYHON CTe-
neHn runepTpodumn ageHonaoB UM HEGHbIX MUHAANUH AN
pacyeToB MCMOAb30BaNUCh cpefHue apudmeTnieckne 3Ha-
YyeHus. Pesynbtatbl OCMOTPa OTOPUHONAPUHIONOrOM, MOAY-
YeHHble Ha GOHEe OCTPbIX PEeCnUMpPaToOpPHbIX MHOEKLMHA, Bbln
WUCKJIOYEHbl M3 aHanm3a. P3T cuntanu abPeKTUBHON npu
YMEHbLEHUN MAN OTCYTCTBMU HapacTaHWs CTENEeHW runep-
TPOdHUMN HEBHbIX MUHAANWH M alEHOUAOB.

9THuyeckas akcnepTusa

UccnepoBaHue o406peHO NoKalbHbIM HE3aBUCHUMbIM
aTnyeckmm kommutetom HU3/ (npoTtokon N2 11 coBMECTHOro
3acefaHna Y4eHOro coBeTa M JIOKalbHOro HE3aBUCMMOTO
3TUYeCKoro komuteTa ot 17 aekabps 2013).

CTtaTUCTUYECKUIA aHaNu3

Pasmep BbIGOPKK NpeaBapuTEbHO HE paccymTbiBanCs.
AHanu3 JaHHbIX BbIMOSHEH C MPUMEHEHMEM MaKeTa cTaTu-
cTMyeckux nporpamm Statistica v. 10 (StatSoft Inc., CLUA).
[ns onucaHns KONMYECTBEHHbIX NOKa3aTenen ncnosib3oBa-
¥ 3HAYeHUss meaunaHbl (25-1; 75-1 npoueHTUnun). CpaBHEHUE
ABYX CBSI3@HHbIX FPynn No KOJAMYECTBEHHbIM U KayeCTBEH-
HbIM (MOPSAAKOBbLIM) MPU3HAKaM NPOBOAMIN C MOMOLLLIO KPH-
Tepus BunkokcoHa. CTaTUCTUHECKM 3HAYUMbIMU CHUTANUCH
pasnunuuna npu p<0,05.

PE3Y/IbTATDI

XapaKkTepucTuKa BbIGOPKU

B unccnepoBaHue BKOYEHbI 15 aeTen ¢ NOATBEPKAEH-
HbIMK anarHo3amu MIC | v Il TMNoB, 13 HMX 1 ¢ cMHAPOMOM
l'ypnepa-Lewe (MMNC IT/LW), 12 — c Taxxenon popmort MIMC I,
2 — ¢ nerkon ¢opmon MIC Il. Bo3pacTt Ha MOMEHT Ha4yana
HabntoaeHnsa B HU3/ BapbmpoBan ot 1 roga 7 mec go 11 net
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4 mec, meamnara 4 roga 1 mec (2 roga 7 mec; 6 net 10 mec).
BoapacT Havana 3T (y 2 nauMeHToB — A0 NEPBOW rocnura-
m3aumnn B HU3/, B ocTanbHbIX ciydasx — nocie nepsoro
o6cnenoBanusa B HU3/) BapbupoBan ot 20 go 168 wmec,
mMeaunaHa 54 (42; 95) mec. MauymeHTbl ¢ MIC | nonyyanu ®3T
npenapatom napoHungasa B fo3e 0,58 Mr/Kr exeHeaensHo
BHYTPMBEHHO, NaumeHTbl ¢ MIMC || — npenapatom naypcynb-
da3za B no3e 0,5 MI/Kr exxeHeaenbHO BHYTPUBEHHO.

OCHOBHbIe pe3ynbTaTbl UCC/Ie0BaHUA

[/InHaMnKa nokasartesnen

KapAnopecnnpaTtopHOro MOHUTOPUHIa

WAl B auHamuKke 6bin onpeaeneH y 13 us 15 605b-
HblX. Ha MOMeHT nepBoro o6cnegosaHuns ®3T He nonyvyanu
2 nauumeHTa ¢ Tsenow dopmon MMC Il (y ogHoro naumeHTa
®3T 6bI1a HaYana Yepes 7, y Apyroro — 4yepes 8 mec nocne
nepBoro MOHWTOPMHra), 1 nayueHTy c Taxenon GopmMon
MIC | nepBas permvcTpaLumsa napaMeTpoB BbiNOAHEHaA Nocne
1-n nHdy3unn naypcynbdasbl, 1 nauneHTy ¢ Taenon ¢op-
mon MIC Il — nocne 2-i nHdy3nm naypcynbdassl, 1 nayu-
eHTy ¢ Tskenon popmon MIC Il — nocne 3- UHbY3MK nayp-
cynbdasbl. OcTanbHbIM MNauneHTaM NepBbli MOHUTOPUHI
OCyLLEeCTB/IEH Yepes =6 Mec oT Havana P3T.

Y 4 naupneHoB cTeneHb TaxecT COAC npu BTOPOM mcce-
[OBaHMM ocTaBanacb NpexHen: y 1 naumeHTa coxpaHsncs
HopMasbHbiM Nokazatenb WAl y 1 — cBuAeTeNbCTBOBaN
0 COAC nerKkow cteneHu, y 1 — cpeaHen CTeneHu TaXecCTw,
y 1 — TsKenou cteneHnun. Y 4 oTmeyanocb YMeHbLUEHHE cTene-
Hu TsaxkecTn COAC: MAT npu nepBoM UccneaoBaHWMM YyKasbiBas

Ha COAC nerkow cteneHu y 3, npu NoBTOPHOM — OTCYTCTBO-
Ban (WAl <1/4ac); y 1 naumeHTa Habnoganocb yMeHblleHne
cteneHun Taxkectn COAC c Tskenon go cpeaHen. Y 5 nauu-
€HTOB OTMEYeHO HapacTaHue cTeneHu TskecTn COAC: y 1
C OTCYTCTBMEM CHHAPOMA NPY NEPBOM UCCef0BaHMM A0 MPo-
SIBN€HWUM NErKOM CTEMEHU NPU NOBTOPHOM MOHWUTOPUHTE, y 2
npousowno HapactaHne COAC ¢ nerkom 4o TSXKEeNOoN CTENEHMH,
y 1 — cO cpefHen CTeNeHN 40 TAXENon. MISMeHeHUM cpeaHnx
3HaveHun NAT Ha dpoHe P3T He 06HapyKeHO: UCXOAHO — 3
(4,3; 7,7), np1 noBTOpHOM onpeaenedmn — 2,6 (0,9; 13,5)
(p=0,507). Y ogHoro nauueHTta ¢ nerkon cdopmon MIMC Il
B WHTEpBane Mexay KapavopecnupaTopHbIMM MOHWUTOPWH-
ramu 6blna NpoBeAeHa afeHOTOMMS, Apyrve nauueHTbl 3a
nepvoa HabnogeHUs He nofyvyann onepaTUBHOMO NeYEHUS.
Mokazatenn cpeaHen, MUHUManbHon SpO,, MHAEKCa fecaTy-
paLumn 1 NPOAOCIKMUTENILHOCTH 3nn3040B SpO, <90% Ha dpoHe
®3T octaBanucb cTabunbHbiMKM (Tabn. 1).

[lononHuTenbHble pe3ynbTaTbl UCC/IEJOBAHUA

[AnHamuka runeptTpogum ageHomaosB

M HEGHbIX MMHAA/INH

CTaTUCTUYECKMIM aHaNn3 He BbIBU 3HAYUMbIX pasu-
4Yui B cTeneHn runeptpodun ageHomngos y 10 geten ¢ MIC
(ylcMNCIT/LW,y 2 cnerkov dopmont MIMC I,y 7 ¢ Taxkenom
dopmont MIMC Il) o n Ha poHe P3T, NPOAOIKUTENBHOCTb
KOTOpPOWM MexAay NnepBbiM M MOBTOPHbIM HabnlgeHMEM
coctaBuna ot 4 po 51 mec, meanaHa 36 (22; 41) mec
(Tabn. 2). He BbISBNEHO UBMEHEHWUI U B CTENEHW FMNEPTPO-
GuUK HEBHbIX MMHaannHy 12 netert ¢ MINC (y 1 ¢ MINC IT/LW,

Ta6nuuya 1. InHamurKa nokazatenen KPM y nauneHToB ¢ MyKOnoancaxapmao3omM, min—max
Table 1. Dynamics of CRM indices in patients with mucopolysaccharidosis, min—max

nau::fl::B, n NMokasarenun Mepebin KPM MoBTOopHBbIN KPM p
15 BospacT Ha moMeHT npoBeaexus KPM, mec 703((‘;?;%(7)6) 11‘5%8_51;91638) 0,001
15 MpogonxutenbHocTb 3T Ha MOMeHT KPM, mec 8(0;13) 44 (26; 63) 0,001
13 WMHAeKe anHoa-runonHoa* 3(1,3;7,7) 2,6 (0,9; 13,5) 0,507
15 MpoaomKnTenbHOCTb CHa Bo BpeMs KPM, MuH 412 (204; 500) 406 (227; 493) 0,865
13 MHpeKe gecatypauuu 2(1,3;7,6) 2(1;13) 0,675
14 CpeaHsas Sp0,, % 97,8 (96,5; 98,5) 97,2 (95; 98) 0,100
15 MuHumansHas Sp0,, % 90 (77;92) 90 (83; 92) 1,000
15 MpopomkuTensHocTb ann3o408 Sp0, <90%, % OT BpemeHu CHa 0(0; 2,7) 0(0; 1,5) 0,879

lpumeyaHue. ¥ — NHOEKC LLEHTPaNbHOro anHo3 HW Yy KOro 3 nauueHToB He npesbiwan 0,5 cobbiTui B 4ac. KPM — KapanopecnmpaTopHbIi

MOHUTOPUHT.

Note. * — the index of central apnoea in none of the patients exceeded 0.5 events per hour. CRM — cardiorespiratory monitoring.

Ta6nuua 2. IntHaMunKa cTenexHu runeptpodmm ageHonaoB y AeTer ¢ MyKononMcaxapuao3om Ha doHe O3T, min—max
Table 2. Dynamics of adenoid hypertrophy degree in children with mucopolysaccharidosis during ERT, min—max

NMepBoe o6cnepoanune | MocnepHee o6cneposaHue Ha poHe ®3T
Mokasarenu p
n=10 n=10
MpogomknutensHocTb 3T 1(0;9) 40 (24; 51) 0,005
Ha MOMEHT o6cnejoBaHUs, Mec 0-24* 4-64
59 (54; 101) 99 (72; 136)
BospacT Ha MOMeHT o6¢cnefoBaHus, mec 11-133 57175 0,005
2(1,5;2,5) 2,5(2,5; 2,5)
CTteneHb runeptpodmm ageHonaon 0-2,5 0-3 0,237

lMpumeyaHune. * — 5 n3 10 nauneHTOB Ha MOMEHT nepBoro o6cnegosarmsa JIOP-spadyom P3T He nonyvanu, meaMaHa BPEMEHU 0 Havyana
®3T y AaHHbIX NAUMEHTOB Ha MOMEHT o6cnefoBanns — 9 (8; 11) mec. 3T — dpepmeHTO3aMecTUTeNbHas Tepanus.

Note. * — 5 out of 10 patients did not receive ERT at the time of the first examination by an ENT doctor, the median time before the start
of ERT in these patients at the time of the survey was 9 (8; 11) months. ERT — enzyme replacement therapy.




Ta6nuua 3. InHamrKa cTeneHn runepTpodum HeEGHbIX MUHAANMH Y AeTel ¢ MyKononancaxapuao3om Ha ¢oHe P3T, min—max

Table 3. Dynamics of the degree of hypertrophy of palatine tonsils in children with mucopolysaccharidosis during ERT, min—max

NMepBoe o6¢cnepoBaHme | NMocneaHee o6cnegoBaHue Ha poHe ®3T
Mokasartenu p
n=12 n=12
MpogonxutenbHocTb ®3T HAa MOMEHT 5(2;12) 46 (32; 71) 0.002
ob6cnengoBaHns, Mec 0-29%* 4-90 !
BospacT nauMeHToB Ha MOMEHT 60 (53; 101) 113(90; 137) 0.002
obcneagoBaHus, mec 20-159 59-200 ’
CTeneHb runeptTpodumn HeGHbIX MUHAANUH 2 (1'25_;32'25) 2 (1’17_552’5) 0,374

lMpumeyaHmne. * — 2 naumeHTam n3 12 nepBoe ob6cnenoBaHne 6b1a10 BbINOAHEHO 40 Havyana @3T — 3a 2 AHA U 8 Mec COOTBETCTBEHHO.

O3T — depmeHTO3amecTUTeNbHAs Tepanus.

Note. * — In 2 of 12 patients, the first examination was performed before the start of the ERT — 2 days and 8 months prior, respectively.

ERT — enzyme replacement therapy.

y 2 ¢ nerkon popmownt MMC 1,y 9 ¢ Tshkenon popmont MIIC II)
10 U Ha ¢oHe D3T, NPOAOC/IKUTENBHOCTb KOTOPOW MeXay
nepBbIM M NMOBTOPHbLIM HabnlgeHWem cocTaBuna oT 4 Ao
88 mec, meaunaHa 42 (20; 61) mec (Tabn. 3). HUKOMY U3
NnauneHToB B MHTEpPBaNe MeXAy KapavopecnupaTopHbIMU
MOHUTOPUHIAMW HU TOH3UN0-, HA aJeHOTOMUSA HE NMPOBO-
AWNNCD.

OBCYXAEHMUE

Pe3ioMe OCHOBHOro pe3ynbTata UccjiefjoBaHuUsA

OnutenbHaa ®3Ty geten ¢ MINC npenaTcTByeT nporpec-
CMPOBAHMIO HapyLWEHUN AblXxaHWS BO CHE, @ TaK}Ke HapacTa-
HUWIO CTENEHU TMNepTPOPUU MUHAANMH U aAEHOUA0B.

06cyKaeHne OCHOBHOro pe3ynbraTta

uccnegoBaHuA

B npeacrtaBneHHoOM nccnegoBaHmm No pesynbtaTam ABYX
KapanopecnupaTopHbIX MOHUTOPUHIOB (BTOPOE MCCNeao-
BaHMe npoBefeHo 4yepe3 38 (23; 48) mec P3T) megua-
Hbl Mokadatensa WAl cOOTBETCTBOBA/IM JIETKOW CTEMEHM
CUHAPOMa OOGCTPYKTMBHOIO amHO3 CHa, MeauaHbl MHAEK-
ca gecatypauuun O6blIM MMHUMaJIbHO MOBbILWEHbI, MeAnaHbl
cpenHux rnokasatenei SpO, COOTBETCTBOBa/M HOpMalib-
HbIM 3Ha4YeHUAM, @ MenaHbl MUHUMaSbHbIX 3Ha4eHnn SpO,
Obl/IN HE3HAYUTENBHO CHWMXKEHbI. HW A9 ogHOro nokazaTens
He BbIIBIEHO CTATUCTUYECKU 3HAYMMbIX Pasnnymi Mexay
nccneaoBaHUAMK, 4YTO C y4eToM MNoApPO6GHO OMnMUcaHHOro
B IMTepaType Nporpeccupyowero eCTeCTBEHHOro TeYeHus
3aboneBaHna CBUAETENbCTBYET O CTabunusauuu nokasa-
Tenen AbixaHusa BO cHe y aeten ¢ MIC Ha doHe Tepanuu.
[JaHHble paHee NPOBEAEHHbIX UCCNefOBaHWM O BIUAHWUK
®3T Ha XxapaKTepPUCTUKMU [blXaHUS BO BPEMS CHa Yy NalWeH-
ToB ¢ MINC geTcKoro n B3pocC/ioro BoO3pacta TaKKe YKasbl-
BalOT Ha yNyylleHre unn ctabunmnsaunio nokasatenen VAT,
YMEeHbLUEHNE MPOAOC/IKUTENBHOCTM BPEMEHU AecaTypaluu,
WHAEKCca AecaTtypauuu, MUHUManbHon u cpearen SpO, Ha
doHe Tepanuu y nauneHtos ¢ MIC | [22-24], MIC Il [25]
n MIMC VI [19, 26].

[aHHble OTHOCUTENIbHO BO3MOXHOCTU P3T yMeHbluaTb
WK NpeaoTBpalaTe rMnepTpodmio MUHAANMH U afeHONa0B
B JiMTepaType HemHoroyucneHHbl. CornacHo R. Tomanin
W coaBT., B rpynnax naumeHtoB ¢ MIIC Il pa3nnyHbix BO3-
pacTHbIX FPynmn, B TOM Yncne y aeten mnague 5 net, KotopbiM
He Oblla nNpoBedeHa aAeHOTOH3MWNOTOMUSA, CTaTUCTUYe-
CKM 3HA4YUMOro YNy4ylWeHUs B OTHOWEHWU runepTpodumn
ajileHonoB U MUHAaNUH Ha doHe P3T He nonydeHo [17].

B coobuieHun A. Dualibi n coaBT. 06 adpdeKTax napoHuaa-
3bl B OTHOLWIEHWW OTOPUHONAPUHIOJIOTMYECKUX MPOSBNEHUM
y 7 nauuneHToB ¢ MIC |, 60nbluas YacTb KOTOPbIX OTHOCHK-
nacb K cuHapomy lypnep, NoKasaHO OTCYTCTBME BNMSIHUSA
®3T, npoBoaAMMON B TeYeHUe 16—-22 mec, Ha runepTpoduio
HEeOHbIX M FMOTOYHOM MUHAANUH [22]. HecmoTpsa Ha 6onee
ONUTENbHbIA Nepuoa HabnoaeHus, B HalleM MUCC/IEAOBAHNK
TaKe He NPOAEMOHCTPUMPOBAHO CTAaTUCTUYECKM 3HAYUMOWN
JIWHAMWKK B COCTOSTHUU NUMOOUAHOIrO KOJibLia HOCOMOTKM
y aeten ¢ MINC Ha doHe P3T, 4TO, C O4HOM CTOPOHbI, MOXHO
paccMmaTtpuBaTtbh KaK cTabunudauuio runeptpodum ageHou-
[0B U HEOGHbIX MUHLANWUH, C APYrOW, Y4UTbIBAA COXpaHeHue
BbICOKMX 3Ha4YeHWMN mMeAuaH, Kak HEeBO3MOXHOCTb obpaT-
HOro pas3BUTUS MATONOrMYEecKuUx nposBneHun. lNocnegHee
No3BONSET clenatb BbIBOA O TOM, 4To P3T Henb3sa pac-
cMaTpuBaTb B KayecTBe €AMHCTBEHHOro meTofa Tepanuu
rMnepTpodun ageHonaoB U HEOHBIX MUHAANWH, U MPU HANK-
YUKW MOKa3aHUM OHa [O/MKHA co4veTaTbCsd C ONepaTUBHbIM
Nle4YeHnemM.

OrpaHuyYyeHus uccinepoBaHus

OrpaHu4yeHneM uccnefoBaHUa SBAAIOTCS ero peTpo-
CNEeKTUBHbIN XxapaKTep U Manoe YUC/Io NaLMEHTOB, BKJO-
YeHHbIX B aHallM3 noKalaTefliem WUCXO0A0B wWccnefoBa-
HUA. Kpome TOro, B aHanuns ObliM BKOYEHbI MalLUEHThI
C pas3nnyHbiMu TMnamu MIC, 4To He MO3BONSAET OLEHUTb
adpdeKTMBHOCTb NpenapaTtoB Angd P33T n301MpPoOBaHHO AN
Kaxgoro tvna MIC. bonblwer 4YacTM NaLUeHTOB NepBoe
obcnefoBaHMe y OTOPUHONAPUHION0ra U NepBbiM Kapamo-
pecnuMpaTtopHbIi MOHUTOPWMHI OblIM MPOBEAEHbI YXKe Ha
doHe P3T, 4yTo, BO3MOXKHO, MPMBENO K HUBENUPOBAHMUIO
NOJIOXUTENbHOW AMHAMWKM MNOKa3aTesien AblxaTe/ibHON
GyHKUMH.

3AKJ/IIOYEHME

B HacTofllem nccnegoBaHmm nokasaHbl cTabunmaauns
noKkasaTtenen AbixaHus BO CHe Ha ¢doHe gnutenbHon 3T
y neten ¢ MIC, a TakXe HEBO3MOXHOCTb JIMKBUAALMM
rMnepTpodun ageHonaoB M HEGHbIX MWHAANMH B rpynne
aeten ¢ MINC Ha doHe P3T. MNocnegHee ANKTYET HEOOXOAM-
MOCTb OMNepPaTUBHbIX BMELIATENbCTB — TOH3MI0- U afleHO-
TOMWM — MPU HaAMYUKU NOKa3aHUI Y NaLMeEHTOB, Noy4yato-
LWMX NaTOreHeTU4eCcKoe NevyeHmne.

UCTOYHUK ®UHAHCUPOBAHUA
He ykazaH.
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