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MHorne opgaHHble 3ab6oneBaHns y AeTel TPebyoT NPOBEAECHUS NMOKNIHEHHONU U PErysipHON BHYTPUBEHHON epMeHTo3a-
MEeCTUTE/IbHOM Tepanuun. B ctaTtee onucaH nepsbivt B Poccuun onbiT UMMNAaHTaumu 12 naymeHTam c¢ MyKornoaucaxapuaosa-
mu | n Il TunoB u 6one3Hbio lMomre (Bo3pacTt oT 6 mec A0 17 neT) BEHO3HbIX NOPT-CUCTEM C LI€/IbI0 CO3AaHUs A/IMTE/IbHOIro
BEHO3HOro gocTyna. B HacTosiljee Bpems MMniaHTUpyeMble BEHO3HbIe MOPT-CUCTEMbI UCTOb3YoTCA Y 9 (75%) 3 12 naym-
eHToB. OT™MeYeHo 4 cnydas Tpomb0o3a y 3 nauneHToB. Bce oHu ycrnelHo nponevyeHsl. Y 1 nauneHTa npousollna potaLms
Kamepsbl ropta MemMbpaHoun BHU3 M0 MPUYUHE HapyLLeHUS TEXHUKKU UMIIaHTaunn. KOppeKTUPOBKa MOJIOXKEHUS KaMephbl
Obl1a BbINOJIHEHA B X0A€ MOBTOPHOI0 0rnepaTtMBHOIro BMeLlaTe1bCTBa.

Knro4eBblie cnoBa: oppaHHble 3ab0/1eBaHUsl, MyKOMoancaxapuaossl, 601e3Hb lomre, uMAaaHTUPyeMble BEHO3HbIE NOPT-
cUCTEMbI, BEHO3HbIN JOCTYyI.

(Ana untupoBaHus: PbikoB M.10., dunuHoB WU.B., MNeTpos E.N., Bawakmaase H./., TeBopkaH A.K., Apxunosa E.H.,
CunbHoBa W.B., bacapruHa E.H., bByduHckas H.B., iBaHoB A.U., UcynoBsa E. A., KocTvk M. M., A6pamoBa H.A., KanawHu-
KoBa 0.B., YacHbik B.T., AnexkcaHgpos A.E., Mopo3zos [I.A., Monsakos B.I. Mcnonb3oBaHne MMMNIaQHTUPYEMbIX BEHO3HbIX
NOPT-CUCTEM MPU JIeHeHUn aeTen ¢ opdaHHbIMKU 3a6oieBaHUSIMU (MyKOMoMcaxapmuao3amMun n 6onesHbto Nomne): onucaHue
cepuu cnyvaeB. Bonpockl coBpemeHHo# neanatpum. 2015; 14 (4): 522-527. doi: 10.15690/vsp.v14.i4.1394)

M.Yu. Rykov?, LV. Filinov?, E.l. Petrov2, N.D. Vashakmadze?, A.K. Gevorkyan® 3, E.N. Arkhipova?, L.V. Sil'nova?,
E.N. Basargina® 3, N.V. Buchinskaya?, A.l. Ivanov?, E.A. Isupova?, M.M. Kostik?, N.A. Abramova?,
0.V. Kalashnikova?, V.G. Chasnyk?, A.E. AleksandrovZ, D.A. Morozov? 3, V.G. Polyakov?: 3

1 N.N. Blokhin Russian Cancer Research Center, Moscow, Russian Federation

2 Scientific Center of Children’s Health, Moscow, Russian Federation

3 Sechenov First Moscow State Medical University, Moscow, Russian Federation

4 Saint-Petersburg State Pediatric Medical University, Saint-Petersburg, Russian Federation
5 Russian Medical Academy of Postgraduate Education, Moscow, Russian Federation

Use of Implantable Venous Port Systems in the Treatment
of Children with Orphan Diseases (Mucopolysaccharidosis
and Pompe Disease): Case Series

Many orphan diseases in children require life-long and regular intravenous enzyme replacement therapy. The article describes the first
Russian practice of implanting venous port systems in 12 patients with type | and Il mucopolysaccharidosis and Pompe disease (6 months
to 17 years old) to create long-term venous access. Currently, implantable venous port systems are used in 9 (75%) of 12 patients. 4 cases
of thrombosis are observed in 3 patients. All of them have been successfully treated. 1 patient had a rotation of the port camera with a
membrane facing downwards due to violation of an implantation technique. The camera was adjusted during the second operation.
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BBEAEHUE

MMnnaHTUpyemMble BeHO3Hble mnopT-cuctembl (MBIC)
BMepBble Ha4YMHaAM MPUMEHSATb Y MALMEHTOB C OHKOMOIM-
YeCKMMK 3ab60neBaHUsSMKU, KOTOPbIM NPOBOAMAM ANUTENb-
Hble MHOFOKpaTHbIE W perynsipHble BHYTPUBEHHbIE UHDY3UK
XMMUOTEPANEBTUYECKUX M COMPOBOAMTENbHbLIX NpenapaTos.
He meHee aKTyanbHbl CUCTEMbI AIUTENIbHOrO BEHO3HOrO
[0CTyNa 1 B fle4eHnn geten ¢ opdaHHbIMU 3aboneBaHUAMMU
n BUY-MHDEKLUMEN, Y KOTOPbIX BHYTPMBEHHbLIE BIMBAHUSA
BbIMOMHAIOTCA PETrYASAPHO U NMOKUSHEHHO.

MyKononucaxapuaosbl — rpynna HacneacTBEHHbIX
HapyleHnin o6MeHa BeLECTB, XapaKkTepuaylowascs Hako-
nieHneM T[NMKO3aMWHOIMIMKaAHOB BCleAcTBUe aedekTa
wnu gedununta cneundUuyecKkmx NM30COMHbIX PEPMEHTOB,
4YTO O6GYC/NOBMEHO MyTaLUMSMKU COOTBETCTBYIOLMX FEHOB.
Bce Tumbl MyKomonucaxapuao30B (B HacTosuwee Bpems
onucaHo 12) HacneaytoTcs Mo ayTOCOMHO-PeLEeCCUBHOMY
TMNY, 3@ WCKIOYEHUEM CUHAPOMa XaHTepa, TUM Hacne-
[I0BaHUS KOTOPOro pPEeLECCUBHbIN, CLEMNNEHHbIW C MOSOM
(c X-xpomocomoWm) [1, 2].

Bone3ub Momne! (rnukorenos Il TMna) — peakoe
nporpeccupyollee, Yacto dartanbHoe reHeTnyeckoe 3abo-
neBaHue, o6ycnoBneHHoe MyTauunen B reHe GAA, Koaupyto-
wem GepMeHT KUCNYI0 o-FNIOKOo3Maasy (KMCylo Manbrasy,
glucosidase alpha acid) [3]. ledeKT Kncnow manbrasbl Npu-
BOJMT K HapyLIEHWIO paclenneHns rMUKOreHa U ero Hako-
NAEHUIO B NM30COMax M UMTONIa3Me K/IETOK MMOKapaa
(CoKpaTUTENbHOW M NPOBOASLLEN CUCTEM), CKENIETHBIX MbILLL,
n neyenun [3]. Jednuunt depmeHTa accoLnnpoBaH CO 3Ha-
YUTENbHbIM CMEKTPOM KIIMHUYECKUX NMPOSIBNEHUM: OT TsKe-
JIOr0 CTPEMMUTENBHOIO TeYeHMs (C BbipaXEeHHOW MbllLEYHOM
TMNOTOHUEN U TUNEPTPODUYECKON KapaAuMoMMUonaTUen, 4To
NPUBOAMT K NeTallbHOMY MCXOAy Ha MEepPBOM rogy XW3HW)
40 MEANEHHO, HO HEYK/IOHHO Mporpeccupylolwen Mmuonatnm
C NOpa)KeHWeM AblxaTenbHON MyCKynaTypbl. XapaKTep U cTe-
NeHb TAXECTN HeobpaTUMbIX NMOBPEKAEHUIN OPraHoOB U TKa-
Hel 60/bHOro NO3BONSAIOT paccMaTpuBaTb 601e3Hb [Tomne
W KaK rMuKkoreHo3 Il Tuna, n Kak 1M30comalibHy0 NaTonoruio
HaKOMNEHUs, U KaK HenpoMmbileyHoe 3abosieBaHue (MeTa-
6onunyeckas MMonaTus) B CBA3U C KIIMHUYECKU BbIPaXKEHHOM
MblLLIEYHOW CNabocCTbio U TMNOTOHUEN.

B HacTosillee Bpems obecnevyeHre BEHO3HOro AocTyna
y AeTen ¢ onMcaHHbIMM GOpPMamMmn NaToNOrMn ABASETCS aKTy-
anbHOM M HEpeLleHHOM NpobaeMon. Huxe onvcaH nepsbii
B Poccum onbIT MMONaHTauumn NopT-cMCTEM AETSM C MyKOMO-
nMcaxapmnao3amu U rMUMKOreHo3aMu.

OMUCAHME CEPUM CNTYYAEB

B onucaHue cepuun cnydaeB BK/OYEHbl 12 nauneHToB
C MyKononucaxapuao3amu u 6onesHbto lNomne B Bo3pac-
Te oT 6 mec go 17 net (cpeaHun BO3pacT 6 neT), KOTopbIM
B 2011-2015 rr. 6bIXM UMMNIAHTUPOBaHbI BEHO3HbIE MOPT-
CUCTEMBI C Lenblo NpoBeaeHns dbepMeHTo3amMecTUTe/IbHOM
Tepanun (B Hay4yHOM LeHTpe 3a0poBbsi aeten, MocKBa,
n KnnuHuke CaHKT-lNeTepbyprckoro rocyaapCTBEHHOro neau-
aTPUY4eCKoro MeuLMHCKOro yHMBepcuTeTa) M TpaHCniaH-
Tauuu KoctHoro mo3ra (B HUWM pgeTtcKown OHKonoruu, rema-
TONOrMKM W TpaHcnnaHtonorum um. P.Top6ayéBoi, CaHKT-
MeTepbypr).

B Hay4yHom LeHTpe 3p0poBbs aetent MBIC ycTaHOBNAEHDI
5 naumeHtam: 3 ¢ MyKononuncaxapuao3om |l Tuna n 2 ¢ 6ones-
Hbto lNomne. B KnnHuKke CaHKT-leTepbyprckoro rocygap-

1
B1932r.

CTBEHHOrO MNeauaTpUYyecKoro MeauUMHCKOro yHuMBepcuTe-
Ta — TaKKe 5 naumeHTam: 2 ¢ MyKononucaxapunaosom | Tvna
n 3 ¢ mykononucaxapugosom Il tuna. B HUM getckon oHKo-
Noruun, remartonorun u TpaHcnnaHtonormn MBIC wucnonb-
30Ba/nCb y 2 NauMeHTOB ¢ MyKonosaucaxapuao3om | tmna.
Takum o6pasom, n3 12 nauueHTtoB y 4 (33%) 6bin auar-
HOCTMpOBaH MyKornonaucaxapuaosd | tuna, y 6 (50%) —
MyKononucaxapuaos Il Tuna, y 2 (17%) — 6one3Hb Momne.

B KnuHukax CaHkT-lNetepbypra yctaHoBKy WBIC ocy-
LWEeCTBNSN B YCIOBUSX PEHTreHonepaumMoHHON nog obuwen
aHecTe3nen ¢ UCrnonb3oBaHMEM MaCO4YHOro HapKo3a CeBO-
dnypaHoM. MmnnaHTauuio BbINOAHAN OETCKUR  XUPYPT.
[ocTyn B BEPXHIOIO MOMYIO BEHY BbIMNOMHANM Yepes3 NoAKIIo-
YnyHylo BeHy. MpeaBapuTencHble Y3-padMmeTka U Y3-HaBu-
rauusi He NPOBOANIIUCH.

B Hay4yHOM LeHTpe 340p0oBbs AeTeN 4 nMNaaHTaLmm ocy-
LLEeCTBM Hay4YHbIM COTPYAHMK POCCMMCKOro OHKOMOrMYEeCKO-
ro Hay4yHoro ueHTtpa um. H.H. bnoxnHa (MockBa), umetoLLmin
cepTudmKaTbl OHKOMOra, AETCKOro Xxupypra, aHecTe3uono-
ra-peaHumartonora v neauatpa. Cunamu LETCKUX XMPYpPros
Hay4yHoro ueHTpa 300pOBbS AeTew OGblna BbINOMHEHA elle
OAHa UMMNaHTaLMs, KoTopas OCNOXHUIAch poTaunen Kame-
pbl Nopta MeM6paHOW BHU3 W NUraTypHbIM CBUWOM (NOA-
po6HO cM. ganee). Y 3 nauueHToB onepawlumio BbINOAHAN
B YCNOBUWSIX PEHTreHOMNepPaLMNOHHON, Y 2 — B CTaHOapTHOM
onepaumMoHHOM ¢ ucnonb3oBaHnem C-ayrun. Y 4 peten ans
[IocTyna B BEPXHIOO MONyio BeHy O6bila UCMONb30BaHa
npaBasi BHYTPEHHAS fpemMHas BeHa C npeaBapuTenbHOM
Y3-pa3meTKown cocyaoB. B 1 cnyvae ansg 4ocTyna B BEPXHIOO
nonyto BeHy O6bla MCMofMb30BaHa neBasi MOAKIYMYHAsA
BeHa, Npu 3ToM Y3-pa3meTKa He BbiNoaHANaCh.

Y 4 (33%) nauneHToB ANs A0CTyna B BEPXHIOK MOyt
BeHy Oblfla BblbpaHa BHYTPEHHAA apemMHas, y 8 (67%) —
noakno4nyHasa BeHa. Bce onepaunn npoBeaeHbl C UCMOSb-
30BaHMEM WHTpPaAOMepaLMOHHOM peHTreHockonuu: y 10
(83%) naumMeHTOB — B peHTreHonepaunoHHblx, y 2 (17%) —
B CTaHAapPTHbIX ONepaLMOHHbIX C UCNONb30BaHnem C-ayru.

TexHWKa MMNNaHTauun MOpT-CUCTEM He OTauyYanachb
OT NPUMEHAEMON Yy [ieTel C OHKONIOMMYeCKUMMK 3abosieBa-
HMAMK. BHayane BbINOAHANWM KaTeTepu3auuio BHYTPEHHEN
SPEMHOM UMM NOAKNIOYMYHOM BEH No mMeToay CenbauHrepa,
[anee B COOTBETCTBYOLWEN NOAKIIOYUYHON 0B6nacTn GopMu-
poBanu MOAKOXHbIM KapMaH, COEANHSABLLMMUCS MOAKOXKHbIM
TYHHENEM C MECTOM MYHKLUMW BEHbI, MO KOTOPOMY K KapMaHy
NpoBOAWNM KaTeTep nopTa. [lanee Ha OHO KapmaHa noj-
LIMBaNN Kamepy, Kotopas coeaunHsnacb ¢ KaTeTepom, nocne
4Yero MsArkue TKaHW MOCNOMHO ywuBanu. MNoapo6GHO TEXHU-
Ka MMMNaHTauuu onucaHa U NPOoUAIOCTpUpOBaHa B psae
paHee ony6anKoBaHHbIX paborT [4, 5.

B HacTosiwee Bpems (Mtonb 2015 r.) MBIC ncnonbaytoT-
cay 9 (75%) 3 12 nauneHToB. ¥ 1 13 HUX (C CMHAPOMOM
XaHTepa) HacTynun netanbHbIM UCXOA MO NMPUYMHE OCHOB-
HOro 3aboneBaHusl, y 2 60/bHbIX C MyKOMOJAMCaxapuao-
30M | Tvna UBIC 6biin yaaneHbl B CBS3M C OTCYTCTBUEM
HEeOo6X0AUMOCTU NpoBeAeHUss PpepMEHTO3aMeCTUTENbHOM
Tepanuu nocne ycrnewHom TpaHcnaaHTaLmMm KOCTHOrO M0O3-
ra. CnyyaeB pas3BUTUS MHPEKLMOHHbBIX OC/IOXHEHUN WK
pa3BUTUSA aHECTE3MONOTMYECKMUX OC/TIOKHEHWN HEe 3aperu-
CTPUPOBaAHO.

OTmeyeHo 4 cnyvyas Tpom6o3a y 3 naumeHToB. Y 1 601b-
HOro TpomM6 6bi1 ycTpaHeH BBeaeHnem 250 E/l renapuHa
B Kamepy nopta c akcnosuuunen 20 4. B ocTanbHbIX Ciay-
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KnuHun4yecKoe Ha6GnogeHue

Yyasax MCnonb3oBanu npenapat, COAeprKaliMi YPOKUHa3Y,
C aKcnosuuunen 15 muH. Bce cnydyam Tpomb603a ycrnewHo
npofeYyeHbl.

Y 1 nauuneHTa npou3oluia poTaums KaMepbl nopTa Mem-
6paHoOM BHWM3 MO MPUYMHE HapPyLEHUS TEXHUKWM MMMaHTa-
umnn. NMonoxeHne KaMepbl yCNeLHO UCNPaBEHO C MOMOLLbIO
NMOBTOPHOrO OnepaTtMBHOrO BMelaTenbcTBa. Huxke npega-
CTaB/eHO NoAPO6GHOE ONUCAHNE ITOTO PELKOIO OCIOXHEHUS.

KJAUHUYECKUA NPUMEP

MauuneHT N., 5 net, gnarHoa: «Mykononucaxapmao3 Il Tuna
(cMHapoM XaHTepa) M 3ajepKa MCUXopevyeBoro pasBu-
TMS. MHOXECTBEHHbIW KOCTHbIM AM30CTO3: TYronoABUKHOCTb
KPYMHbIX M MENKMX CyCTaBOB KOHEYHOCTEN. PyAOMNOsICHMY-
HbI KMdo3. Kapamomuonartusa, BTOpuyHas. HepocrtaTou-
HOCTb MUTPaNbHOrO M TPUKYCMMAANbHOIO KilanaHa. XpoHu-
yecKaa cepaedvyHas HepocTtaTodHoCTb 1-M CT. [TOMyTHeHue
poroBuLbl Nepudepnyeckoe, HavyanbHasa ctagus, MMonuye-
CKMI acTMrmatu3Mm npocTon. [ABYCTOPOHHSAA XpOHMYecKas
CeHCOHeBpanbHas TyroyxocTb: cnpaBa — 3-i CT., cneBa —
2-3- cT. Mneptpodms HeGHbIX MWUHAANMH Il CT., cBUCa-
HWE HWKHMX MOJIOCOB B rOPTaHOINOTKY. AdeHouabl 1-# CT.
MynoyHasa rpbika. PyHKLUMOHANbHbIE HAPYLIEHUS MOTOPUKHM
TOJICTOrO KMLWEYHUKan.

[OunarHo3 6bi1 ycTaHoBfAeH B Bo3pacte 2 net 10 mec
(man 2012 r.), B Bo3pacTte 3,5 neT (aHBapb 2014 r.) HayaTa
pepmeHTO3amecTuTenbHaa Tepanus. MNMoctynun B HayyHbIn
LEeHTP 3A0pOBbS [AeTen Ansd UMnaaHTauMm BEHO3HOro
nopta. MOCKOAbKY MMMNaHTaLUMA BbINOJHAAACh BpavyaMu
OETCKUMU Xupypramu Hay4yHOro ueHTpa 340pOBbS [eTew,
He MMEBLUMMW K 3TOMY MOMEHTY KaK OMblTa MMMAaHTauuu,
TaK U MNYyHKUMW BHYTPEHHEW SipeMHON BeHbl, Ans Aoctyna
B BEPXHIOIO MONyl0 BeHy Oblna BbINOSHEHA MYHKLUMWSA NeBown
NoAK/IOYNYHOM BeHbl. [anee onepauus 6bla npoBedeHa
no CTaHJapTHOM cXeMe 3a WMCKIOYEHUEM TOro, YTo Kame-
pa nopta He 6blna NOAWMTa K MArKMM TKaHaM [JHa ee
JIOXKa B JIEBOV NOAKIIOYUYHON 06nacTu. B pesynbrarte atoro
nNpoM30LWI0 NepeBopaymMBaHme Kamepbl nopta MemopaHom

Puc. 1. Bua umnnaHTMpyemon BEHO3HOM NOPT-CUCTEMBI
C NepeBepHYTON B CTOPOHY GONbLLOM MPYAHON MbILLbI MeMBpaHon
Kamepbl Ha peHTreHorpaMmme

lNpumevaHme. HapylieHne nonoxKeHns Kamepbl yCTaHOBIEHO
no nepeBepHyToMy U306parkeHnio 6yks (TC Bmecto CT).

BHM3 cnycTa 3 Hea nocne MMnaaHTauuu, 4To 6bIn10 o6Ha-
PY*KEHO MpW PEHTFEHONOMMYECKOM UCCNef0BaHMM OpraHoB
rPYLHOM MOMOCTM nocne 6e3ycrneLHblX MOMbITOK YCTaHo-
BUTb urny ly6epa (puc. 1). 3To chenano 3Kcnayatauuio
MBIMC HeBO3MOXHOW. Kpome TOoro, y nauueHTa pasBuics
IMraTypHbIM CBULL B 061aCTU NOCAeonepaLmnoHHoro pybua.
KOpPPEKTUPOBKY OCNOXHEHWUS BbINMOMHWA MNPUINALLIEHHbIN
Hay4Hbl COTPYAHUK POCCUMMNCKOrO OHKOMOrMYEeCKOro Hayu-
HOro ueHTpa uM. H.H. bnoxuHa. HecmMOTpsi Ha BbICOKWM
PUCK PasBUTUS MHOEKLIMOHHbBIX OCMOXHEHWUH, Gblna npef-
NpUHATa NOMbITKa WMHTpaonepauMoHHOM KoppeKuun MBIIC
C uenblo nabexanusa ee yganeHud. Nog Maco4yHon aHecTe-
3ven ceBodaypaHOM Obll UCCEYEH MocneonepaunoHHbIn
pybeL, TynbiM W OCTpbIM crnocob6amu obecrneyeH AOCTYnN
K NOXXy Kamepbl nopta. MNpun peBn3nn otmMe4anoch ee Bbipa-
¥eHHoe obpacTaHne GMOpPo3HOM Kancynow. Kancyna 6bina
paccedyeHa, Kamepa nopTta pa3BepHyTa ¢ NMOMOLLbIO MUHLLE-
Ta MeEMOpPaHOM K MOBEPXHOCTU KOXW U MOAWNUTA K MATKUM
TKaHaM. [lononHuTeNbHas auratypa HaNloxeHa Ha MecTo
COeAnHeHMs KaTeTepa U Kamepsbl nopta. lNocne atoro TkaHu
6bl/IM NOCONHO YWKTLI, ycTaHOBNeHa urna lyéepa, 1 nony-
4yeH o06paTHbI TOK KPOBU. MpK BbIMONHEHWM KOHTPObHOTO
MHTPaonepaLmnoHHOro PEHTreHONI0rMYECKOro uccnenosa-
HWUSA OPraHoB rPyaHOM MONOCTU 3adUKCUMPOBAHO MpaBUIib-
Hoe nonoxeHue UBIC (puc. 2). Kak B paHHeEM, TaK 1 B oTaa-
NIEHHOM nocneonepaunoHHoOM nepuoae MHPEKLMOHHbIX
OCNOXHEHUIN HE OTMEYEHO.

MpuBeaeHHbIN NpUMep WANKOCTPUPYET HEOBXOAUMMOCTb
YETKOro COOG/MIOAEHMS TEXHWKM WMMMI@HTaLUMKU NPU MaKcu-
MafibHO GbICTPOM €€ BbIMOJIHEHWUM C LieNibi0 MUHUMM3aLUUn
npebblBaHWa NauueHTa B HapKo3e. IT0 TpebyeT KaK 60/b-
WOr0 KAMHUYECKOro onbiTa, Tak U Hanu4ms Heo6XxoanMMOoro
YNbTPa3BYKOBOIO ¥ PEHTIEHONOrMYECKOro 060pyA0BaHMS.

OBCYXAEHUE

JleyeHue nauneHTOB C MyKonoaucaxapmaosamu

B neyeHunM nauyMeHTOB C MyKOMnosucaxapuaosamu
MCMONb3YOTTPaAHCMIaHTaLU MO reMONO3TUHECKMNX CTBOJTOBbIX

Puc. 2. PeHTreHorpamMmma opraHoB rpyAHOM NoaocTy
nocne KoOppeKLMU NONOKEHUA UMNNAHTUPYEMON BEHO3HOM
nopT-cUCTEMbI

lNpumeyarne. Nopsaaok 6ykB Ha kamepe nopta (CT, cTpenka)
yKa3blBa€eT Ha ee NpaBW/IbHOE MOMOKEHME.



KNETOK (Mo CTPOrMM NokasaHusM), a TakKe pepmeHTo3ame-
CTUTESIbHYIO Tepanuio npenapartaMmum ¢ PeKOMOUHAHTHLIM
YyenoBeyeckuM depmMeHTOM. B nocnegHem cnyyvae y nauu-
€HTOB C MyKononucaxapuzosom | tuna (cuHapom lypnep,
Lene, prnep—LIJeVle2) NPMMEHSIOT MNpenapart NlapoHuaa-
3y (peKkoMbuHaHTHaa 4enoBedvyeckaa a-L-naypoHuaasa),
¢ MyKononucaxapuao3om Il Tuna (cMHapoM XaHTepad) —
naypcynbdagy (ouymweHHas dopma nnM3ocomasnbHoro dep-
MeHTa uaypoHaTt-2-cynbdartasbl), ¢ MyKonoaucaxapuao-
3om VI TMna (cuHapoMm Mapoto—/lamu?) — rancynbdasy
(pekomMburHaHTHas 4enoBeyeckas N-aueTuranakro3aMuH
4-cynbdaTaza). B HacToslee Bpemsa pas3pabaTtbiBaloTcs
npenapatbl AN JieYeHUs AeTen C MyKornonucaxapuao-
30M IV (cMHApoM Mopkuro®) u VII Tuna (cuHApoMm Cnaﬂ6).
BHyTpuBeHHaa depmeHTO3aMecTuTeNnbHas Tepanus ocy-
LLLeCTBIAETCH eXXeMECAYHO [6].

JleyeHue nauueHToB ¢ 60se3Hblo NMomne

EAMHCTBEHHbIM crnoco6 cneuMduyeckoro JnevyeHus
6onesHun Nomne — depmeHTo3amecTuTeNbHas Tepanus c
BHYTPUBEHHbIM BBEAEHUEM PEKOMOWHAHTHOM KWUCNOW TNK-
KO31Aa3bl YenoBeKa (anrioKo3naasbl «), paclennstouen
IJIMKOreH [0 ToKO3bl. ANrnoKo3ngasa « npeacraBnser
co60M peKoMOBUHaHTHY0 GOopMy 4enoBe4YeCKOW KUCIOon
a-MIIOKO3nAa3bl U MPOU3BOAUTCA MO TEXHOJIOTMU PEKOM-
6uHaHTHOM OHK ¢ ucnonb3oBaHWEM KIETOYHOW KynbTypbl
ANYHUKA KUTaWCKOro XoMsa4YKa. YCTaHOBNEHO, 4TO anrito-
KO3MAas3a a BOCMONHAET aKTUBHOCTb JIM30COMabHOM KKUC-
IOV «-TNI0KO3mAasbl, YTO NMPUBOAMT K CTabunausauuu wuau
BOCCT@HOBJIEHUIO QYHKUMIN CEpAEYHOM U CKENeTHbIX MbILULL
(BKNtOYas AblxaTeNbHble MbllLbl) [7].

PeKomeH[0BaHHbIM pexunm [LO3MPOBaHWUS asrlloKo3u-
nasbl a: 20 Mr/Kkr maccel Tena 1 pa3 Kawible 2 Hel, B/B.
NHdy3nmn cnegyeT NpoBOAUTb C MOCTEMNEHHbIM YBEINYEHMU-
€M CKOPOCTW BBefeHWs npenapata. HavyanbHasi CKOPOCTb
coctaBnger 1 Mr/Kr B 4ac. Mpu OTCYTCTBMU peaKuui OHa
[ONXKHa 6biTb yBENNYEHa A0 2 MI/Kr B 4Yac Kaxkable 30 MUH
[0 [LOCTMXKEHWUS MaKCUMMalbHOW CKOPOCTW 7 Mr/Kr B 4ac.
NHby3nn npenapata 60/bHbIM C WUHbAHTUALHOM GopmoW
NPOBOAAT C OrPaHM4YEHHOM CKOPOCTbIO, Y4UTbIBaAsS BbICOKUN
PUCK AeKOMMNEeHcaLnn cepaevyHon HeJOCTaTOYHOCTH Ha GOHe
runepsonemuu [8, 9J.

MocKkonbKy WHOQY3MM BbINOAHAKT 1-2 pas3a/Mec w
NMOXW3HEHHO, CUCTEMa BEHO3HOI0 A0CTyna Takxe [JO/MKHa
ObITb paccyMTaHa Ha AauTenbHoe Ucnosib3oBaHue. B HacTo-
dlee Bpems 310 BO3MOXHO 6narogaps MBIIC, ogHako wmx
yCTaHOBKa TpebyeT npuMeHeHus obLlen aHecTe3nu, npose-
[leH1e KOTOPOW HEeCET CyLeCTBEHHbIE PUCKW.

0OCcoGEeHHOCTU aHeCTe3M0JI0OrM4EeCKOro nocoous

BbICOKMI PUCK PAa3BUTUSA aHECTE3NONOTMYECKMNX OCIIOXK-
HEHWW CBSA3AH C MY/NbTUCUCTEMHOCTbIO MOPAXKEHUA MpwU
OMMUCaHHbIX rpynnax 3aboneBaHWM W WX HEMNPEpPbIBHbIM
nporpeccupoBanHmem [10]. AHecTe3nosiorMyeckas TEXHM-
Ka U PUCKM aHeCcTe3uu Yy AaHHOW rpynnbl JeTen onuca-
Hbl B psae pab6oT [11-13]. B yacTHOCTM, OTMEYEHO, 4YTO
Hanbosiee 4YacTble OCNOXKHEHWS aHECTEe3MON0rMYEeCKOro
nocoo6usa cBaA3aHbl C TPYAHOCTAMM WHTY6ALMU UNU HEBO3-

MOXHOCTbIO ee npoBegeHna [12, 13]. B 2012 r. G. Frawley
M COaBT. MPOBENN aHaIN3 4acTOTbl OC/IOKHEHUIN aHECTE3UU
y 17 nauneHToB Ha OCHOBaHMK 141 aHecTe3nonorn4ecKo-
ro nocobus ang obecnedvyeHma 214 onepatuBHbIX BMeLIa-
TenbcTB. OCMOXHEHWS MPU UCMNOb30BAHUU NapUHTeasb-
HOM Macku npounsownu B 20 (14,2%) cnyyvasnx, 3aTpyaAHEHUS
npu uHty6aunn — B 40 (25%), HEBO3MOXKHOCTb MHTYBaL MK
oTMeyeHa y 2 (1,6%) nauneHToB. B 3aBMCMMOCTM OT TMNa
MYyKOMonucaxapnao3a OCNOXHEeHUA WHTyGauuu pacrnpe-
Aenvnucb cnegylowmm obpasom: npu 6onesHun | Tmna —
12%, Il TMna — 35%, VI Tuna — 87% cnyyaes, a npu MIC
Il n IV TMNOB OCNOXHEHUN 3aperncTpMpoBaHO He 6blso
[11]. C BO3pacToM CJ/IOXKHOCTb MPOBEAEHUS WHTY6aLMH
yBennymaetcsa [14, 15]. 3KcTybaums B nocreonepaum-
OHHOM nepuoae npeacTaBAfeT OTAENbHbIM PUCK B CBS-
31 C TeM, YTO CYLLECTBYET OMaCHOCTb MOCTUHTYOaLMOH-
HOrO OTeKa JerkKnx WAM BEPXHUX [AblXaTeNbHbIX MyTEWN,
Tpebyiolwas NpoBeAeHUs 3KCTPEHHOW penHTybaumn wau
Tpaxeoctomuu [11, 12].

[lpyrve pucku cB3aHbl C BEPOSATHOCTbIO TpaBMaTu3aLum
CMUHHOTO MO3ra BCNELCTBUE CYKEHWS CMMHHOMO3rOBOro
KaHana [16], a Takke runonnasuein 3y6a Cll-no3BoHKa ¢ pas-
BWTMEM aTNaHTO-aKcualbHOM HecTabunbHocTn [17, 18].
Bo Bpemsa npoBeaeHust MHTY6auuK npu nepepasrnbaHum
B LWEMHOM OTAeNe NO3BOHOYHUKA NMPOUCXOANT AOMONHUTENb-
HOE Cy)KEeHWe CMMHHOMO3roBOro KaHana, YTo MOXET npuse-
CTW K pa3BuTUio TeTpanapesa [19, 20].

MauMeHTbl C MyKoMnonuvcaxapuao3amMu BHE 3aBWUCH-
MOCTM OT Tuna 6ONe3HW MMET KapAMoNorMyeckue npo-
aBneHns 3aboneBaHua [21, 22]. Haubonee yacto 3To
runepTpodmyecKkas KapauoMuonaTtus, HapyleHus puT-
Ma cepiua M MUKCOMaTO3Has fereHepauns KnanaHoBs
C BbICOKMM PWUCKOM pPa3BUTUS CTEHO30B U/UNKW HepocTa-
TOYHOCTM KnanaHoB cepaua. [Ana OLEHKU pUCKa pa3BUTUA
OCNOXHEHMIN CO CTOPOHbI CEpPAEYHO-COCYANCTON CUCTEMBI
nepea onepatMBHbIM BMeLLIATENbCTBOM PEKOMEHAOBAHO
npoBeAeHne axoKkapaunorpadmm ¢ U3MEpPEHUEM AaBneHus
B /IEFOYHOM apTepUMn 1 OLLEHKON paboTbl KNanaHHoro anna-
paTa cepaua.

B peakmx cnydasix OCNOXHEHWS aHECTE3MOSIOrMYEeCKOoro
noco6us MOryT GbiTb CBSi3aHbl C OrPaHUYEHWEM OTKPbLITUS
pTa B CBSI3W C MOPaXeHWEeM BMCOYHO-HUKHEYENOCTHOIO
cycTaBa (y HEKOTOPbIX MaLMEHTOB OTKPbITUE pPTa BO3MOXHO
JIWLWb Ha HECKOIbKO CaHTUMETPOB), YTO BbI3bIBAET AOMOHM-
TenbHble 3aTPyAHEHUS NPU UHTY6aLMKU. OCNOMHUTL BEHO3-
HbIM M OnepaTUBHbLIA AOCTYN Y AeTel C MyKomnoaucaxapuao-
3aMKW MOTYT MOBbIWEHHAA MAOTHOCTb M ManomnoABUKHOCTb
KOXM M MOAKOXKHO-XWPOBOK KeT4yaTku [12].

[ns Ka)goro nauueHTta crefgyer COOTHOCUTb HeoOXoau-
MOCTb OMNepPaTUBHOrO IE4EHUS U PUCKM, CBA3AHHbIE C 06LLEN
aHecTtesuen. Ecnv ecTb Takast BO3MOXHOCTb, CNefyeT coBme-
WaTb HECKONIbKO HEeB6ONblUMX OnepaTUBHbLIX BMeLWaTenbCTB
y oaHoro pe6eHKa 3a oauMH HapKo3. Kpome Toro, Heo6xoau-
MO MaKCuMMasibHO M36eratb MHTy6aLMUKU, €Cn 3TO BO3MOXK-
HO, MW MWHUMU3UPOBATb AJIUTENBHOCTb €€ MPOBEAEHMS,
MHaye nalMeHT OKa3blBaeTcs 3aBUCUMMbIM OT MHBA3UBHOM
NOAAEPKKM AbIXaHUSA Aaxe Nocfie KPaTKOBPEMEHHOr0 UHTY-
6aLMOHHOI0 HapKo3a BCNEACTBME BblpaXKEHHOM €nabocTu

BnepBble 6bin onucaH aBCTpuUickMM negnatpom G. Hurler u Hemeukum neanatpom M. Pfaundler. Mo3gHee amepuKkaHCKUM odTanbmMosno-

rom H.G. Scheie 6bina onvcaHa popma 60ne3HU ¢ 6onee NO34AHMM Hadvanom 1 6onee fo6poKavyecTBEHHbIM TedeHneM. B nocneaytouiem

2
onucaHa npomMexyTtoyHas dopma 60n1e3HU, HadBaHHas cuHapomom lypnep—Lere.
3 BnepBble onucaH B 1917 r. kaHaackum Bpadom C.A. Hunter (1873-1955).
4 Bnepsble onucaH ¢ppaHuy3ckMMmU y4eHbimu P. Maroteaux n M. Lamy.
Z Bnepgsble onucaH B 1929 r. ypyreaickum neguatpom L. Morquio.

BnepBble onucaH amepuKkaHcKnm 6noxummkom W. S. Sly.
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KnuHun4yecKoe Ha6GnogeHue

OblxaTenbHOW MycKynatypbl [17]. Bmecte ¢ TeM oTMe4YeHo
ynyylweHne TeYyeHus aHecTe3un y geten nocne GpepmeHTo-
3aMeCTUTE/IbHOM Tepanuu WAWM TpaHCnAaHTaLUMM KOCTHOrO
mo3sra [9].

UmnnaHTauua noprT-cuctem nawueHTam

¢ opdaHHbIMU 3a60/1IEBAaHUAMHU

HecmOTpsi Ha aKTyallbHOCTb TeMbl, B OTeYeCTBEHHOM
nuTepaTtype Nnlb B ABYX MCTOYHUKAX OMMUCaH OMbIT UMMaH-
Tauuun NopT-CUCTEM NaLMeEHTaM C HEOHKOOrMYeCKMMM 3a60-
neBaHuamu. Nepsas pa6oTta 6bina onyénmMkoBaHa B 2013 1.
M nocesileHa onbiTy O6NacTHOr0 OHKOOrMYeCcKoro Auc-
naHcepa (MpKytck), rae B 2004-2012 rr. 6610 MMMAaH-
TMpoBaHOo 178 nopTt-cuctem 168 nauveHTam B Bo3pacTe
oT 9 mec ao 78 net. Mpu atom Nunwb B 1 cnydyae nopt 6bla
YyCTaHOB/EH MaLMEHTy C MyKoBMCLMAO30M. OnbIT 3Kcnay-
atauuu MopT-CUCTEMbI Y 3TOr0 MauMeHTa He onucaH [23].
Bo BTOpoi pab6oTe, ony6/iMKOBaAHHOM COaBTOpamMu AaHHOWM
ctatb B 2014 r., otmeyeHo, 4yto UBIC 6binn ycTaHOBNEHDI
5 nauneHTam c MyKomonmcaxapuao3aMu, OJHAKO HUKaKMX
noapo6GHOCTEN BbIMNOJIHEHUS OMepaLui U pes3ynbTaToB 3KC-
nnyaTauuu npuBeaeHo He 6bi10 [24].

Takke onybnnkoBaHo 11 3apy6erkHbiXx paboT, NOCBS-
LLlEeHHbIX paccmaTpuBaemMon TeMe. TaK, B HECKONIbKUX CTa-
TbsIX NpOaHanM3nMpoBaH onbiT NpumeHeHns UBIIC y neten
Cc opdaHHbIMK 3abonieBaHuAMU [25-27]; B 2 — y LeTen
c remodunuamu [28, 29]; B 3 — ¢ BUY-nHdekuunamu
[30-32], oaHaKko paboTbl nocneaHen rpynnbl OMUCbiBa-
IOT OMbIT MPUMEHEHUS MNPEUMYLLECTBEHHO Y B3POC/bIX
nauneHToB, U NO 3TOW MPUYMHE B NUTepaTypHbIn 0630p
BK/IIOYEHbI He Oblin. O6pawaeTr Ha cebs BHMMaHUE TOT
$akKT, 4T0 YyactoTa MHOEKLMOHHbLIX OCNOXHEHUN Yy 6OMb-
HbiX BUY 6bina Bbile Mo cpaBHEHMUIO C NaLMEHTaMM, KOTO-
pbiM UBIC ycTaHaBAMBanu ans ne4eHnss OHKONOrMYECKUX
3a6oneBaHun [27].

Ocob6eHHO WHTepecHa paboTa, MOCBAWEHHAs WHTpaTe-
KanbHOMY BBEeAEHUIO GEPMEHTOB 6 NaLMeHTaM ¢ MyKOMosnu-
caxapugosom Il Tuna ¢ ucnonb3oBaHWeM CNMHabHbIX NOPT-
cuctem [28]. OTmeTnm, 4To B PoccuuM Takme NOpT-CUCTEMbI
y AeTer HUKOrga He MPUMMEHSIUCh, XOTA M3Ha4vanbHO Gblan
npeaHasHavyeHbl AN KynupoBaHWs 601eBOro cuHapoma
nyTemM MHTPaTEKabHOro BBEAEHUS aHaNlbreTnkos [28].

B cTatbe ANOHCKMX MccneaoBaTenen onvcaH onbIT ycTa-
HoBKM WBIIC nauneHTKke B Bo3pacTte 6 mec ¢ 601e3Hblo
lMomne, a TakKe NpUMeHsemMas Npu 3TOM MaHUNyASUUKN aHe-
cTe3ns. MHTepecHo, 4TO aHecTe3unst BbINOMHANAacb C NOMO-
b0 BHYTPUBEHHOIO BBEAEHWUS KeTaMWHa WM MuAasonama
B COYETaHMM C MaCOYHOM aHecTe3nen 3aK1Cbio a3oTa. Takown
BapMaHT aHeCTeE3MO0MMYECKOro Nocobmsi, BO3MOXHO, 06b-
AcCHAeTCA TeM, YTo cTaTbsl AatnupoBaHa 2009 r., MOCKONbKY
B HacTosilee BpPeMS ONTUMabHbIM CYMTAETCS NPUMEHEHUE
Maco4HOM aHecTe3nn ceBodnypaHom [29].

B ocTanbHbix paboTax Takxe oTMmeveHo, 4yto MBIMC —
onTMManbHble npucnocobneHns ans obecnevyeHus AOau-
TENbHOro BEHO3HOro A0CTyna ¢ Lenbio npoBeaeHus dep-
MEHTO3aMeCTUTENbHOW Tepanuu [27, 28]. bonee Toro, 3To
NOAYEPKHYTO U B KIMHUYECKUX PEKOMEHAALIMUAX MO IeHEHUIO
60/bHbIX MyKOMonanMcaxapuaosom [27].

B pa6oTe KaHaACKuX uccnegoBaTtenen onucaH onbIT
YCT@HOBKM 2 BHELWHWUX LEHTPaNibHbIX BEHO3HbIX KaTeTe-
poB u 23 MUBIC 19 nauueHTam (cpegHun Bo3pacT 5 ner)
c remodununen: 17 manb4ymkam ¢ Tunom A m 2 — c TUNOM
B. Momumo 3aToro, y 3 U3 Hux mmenacb BUY-mHpekuuns.
O6pallaeT Ha cebs BHMMaHMe BbICOKas 4YacToTa mnoprac-
COLMMPOBAHHOIO cencuca y 3TOM KaTeropuvuM nauuMeHToB

(48%), pazButmne KoToporo y 5 60bHbIX NOTpeboBano yaa-
nenua MBIC. Y 1 nauueHTa pasBuicsd TPOM6B03 MOAKIO-
YUYHOW BEHbl. BO3MOXHO, CTONb BbICOKMI NMPOLIEHT OC/OXK-
HEHUN OODBSACHSAETCH HEe TO/IbKO OCOOOM CNOXHOCTbIO 3TOWM
rpynnbl NALUMEHTOB, HO U TEM, YTO MCceaoBaHmne GbiNo NpPo-
BefeHO B 1996 r. [28]. 310 npeanonoxeHne noaTBepKaatoT
W OaHHble QUHCKUX Konner, onybnuMkoBaHHble B 2015 .
B nccnepoBaHune Gbinn BKIOYEHBI 58 NauMeHToB (cpeaHui
BO3pacT 1 roj), KoTopbiM 6b110 ycTaHoBEHO 106 LeHTpanb-
HbIX BEHO3HbIX KaTeTepos, M3 Hux 49 MBIIC. OTmeyeHo,
4YTO YPOBEHb KaTeTepacCOLMMPOBAHHbIX MHOEKUMI 6bin
HM3KUM, a 4YactoTa aKcnnyataumm MBIC — BbICOKOW:
y 6 (10%) naumentoB MUBIIC ncnonb3oBannChb eXeaHeBHO,
y 43 (74%) — 2 pa3a/Hen [32].

YynTbiBas U310KeHHOE, He0OX0ANMO HabloaeHWe naum-
€HTOB B paHHeM nocneonepauymoHHOM nepuoae B otaene-
HUWM peaHMMaLnW UM UHTEHCMBHOM Tepanuu He3aBUCUMO
oT o6beMa onepaTMBHOIO BMelLaTeNbCTBa M MpoBeAeHUe
Nt060ro onepaTtMBHOrO Jie4eHUs TONIbKO B MHOronpodusb-
HblX CTalMOHapax ¢ peaHnMaunoHHbIM oTaeneHmem. Kpome
Toro, cnepyet usberatb UHTYGALMOHHOW aHECTe3WW, orpa-
HUYMBaAsiICb MACO4YHOW aHecTe3nen ceBodlypaHOM B coye-
TaHUKU C BHYTPMBEHHOW ceaauunen nponodosnoM. OTaenbHbin
WHTEpPeC npeacTaBAsieT NPOBeAeHME MACOYHOM aHecTe3uu
C UCMONb30BaHMEM KCEHOHA MPU HEMPOAOIKUTENbHBIX One-
paTUBHbIX BMellaTenbcTBax [28], ogHaKo B HacToslee Bpe-
MS cnoco6 He cepTMPUUMPOBAH AN NPUMEHEHUS B Neau-
aTpU4ecKon npakTuKe B Poccuu.

[na poctyna B BEPXHIO MOMY0 BEHY MpeAcTaBnseTcs
LenecoobpasHbiM KaTeTEPU3NPOBATL BHYTPEHHIOW SpeMm-
HYlO BEHY Mocne npeaBapuTenbHon Y3-pa3dMeTku, a B 0c060
CNOXHbIX CNy4asx — BbINOAHATL NYHKLMIO BEH Henocpes-
CTBEHHO C MpuMeHeHnem Y3-HaBuraumun. Kak nokasbiBaeT
OMblT BeAEHMA NauMeHTOB C OHKONOrMYecKnmu 3abone-
BaHWAMM, MPU MCMONb30BaHMU AN AOCTyna B BEPXHIOK
nonyto BEHY MOAKOYUYHBIX BEH MPOUCXOAUT NepeTnpaHue
KateTepa noprta mexay | pebpoMm U KIOYULEN C Hapylle-
HWEM LefIOCTHOCTM KaTeTepa, 4To TpebyeT yaanexua MBIIC
[4]. Kak npaBuno, katetepnanpoBatb NOAKMNOYMYHbIE BEHDI
npeanoyunTatoT Bpayu, He MMeloLMe onbiTa MaHUNyA[aLUMK C
BHYTPEHHUMU SPEMHBLIMU BEHAMM.

[pyrum o6a3aTefibHbiM YCIOBUEM MPU MMMIAHTaALMUK
NopT-CUCTEM ABNSETCH MPUMEHEHWE UHTPaonepaLnoHHOM
PEHTreHOCKOMUU. MMEHHO PEHTreHOCKOMWKU, MOCKOMbKY
BO3MOHOCTM CTaHAapTHOro nepeaBMXHOIO PEHTreHo-
JIOFMYECKOro annapaTa OrpaHM4YMBalOTCS /MWb BbINOS-
HEHMEM PEHTrEHONOMMYECKNX CHUMKOB. 3TO, BO-MEPBbLIX,
3aHMMaeT MHOro BPEMEHW, BO-BTOPbIX, MCK/OYAET BO3-
MOHOCTb KOpPPEKLMM NOMOXKEHMS MPOBOAHMKA KaTeTepa
nopta ¢ BU3ya/lbHbIM KOHTposeM. Kpome TOro, peHTreHo-
CKOMUSA AOMKHA NPUMEHATbCH MUHUMaNbHOE, HO HEOOXOo-
OMMOE 4YMCco pa3: nocne 3aBefeHWsi B BEHO3HOE PYyC/o
NPOBOAHWKA KaTeTepa nopTta M ANs ONnpeaesieHns ypoBHS
CTOSIHMS KaTeTepa NopTa B BEpPXHEN Nosion BeHe. pu aTom
onTUManbHOE NOMOXKEHME ANCTaNIbHOIO KOHLa KaTeTepa —
Hag MeCTOM BMajeHus BEPXHEW MOSOM BeHbl B MnpaBoe
npeacepane, ¢ o6a3aTenbHbiM KOHTponem IKIT anqa ncknio-
YeHUs BO3HUKHOBEHMS 3KcTpacucTonunin. IKIM-KOHTpob
npeanoyTUTeNeH n Ha GoHe BBeAEHUSA GM3MONOrMYECKOrO
pacTBopa A/ rapaHTUPOBAHHOIO UCKTIOYEHNS HAapYyLIEHNUN
puTMa cepaua.

CamMu “MnnaHTauuu cnefyet BbINOAHATb 6puragov U3
2 4yenoBeEK — XMpypra v accucTeHTa. ATO COKpallaeT Bpems
onepaunn, MUHUMU3NPYS BPEMS HAaX0XAEeHMA NaLneHTa nog
HapKO30M.



3AK/TIOMEHUE

MBIMC moryT ucnonb30BaTbCs B NeANaTPUYECKOM MpaKTu-
Ke ONns NpoBeAeHus AnuTenbHOM GepmMeHTO3aMeCTUTENIbHON
Tepanuu y 60/bHbIX C MyKOBUCLIMA03aMK U TTIMKOreHO3aMu.
Heo6xoaMMO Npoao/ IKMTb paboTy B 3TOM HamnpaBieHuu
1 NPOBECTU KOHTPOIMPYEMOE UCCiefoBaHWe ans Nony4yeHus

KOH®JIMKT UHTEPECOB

060CHOBaHHbIX BbIBOAOB WM BbIpaGOTKM ONTUMaSbHbIX KIW-
HUYECKMX peKoMeHaaunn. OgHaAKO 3TO BO3MOXHO TOJIbKO
B paMKax MHOrOLEHTPOBOro UCCNefoBaHUsA C NPUBAEYEHU-
€M CrneuunanncToB pasfiniHbIX HanpaBaeHWK, B T.4. U3 KIK-
HUK, 3aHWMaIOLLMXCA NevYeHneM AeTen ¢ OHKOMOrMYEeCKMMHU
3a60/1eBaHUAMMN.

ABTOPbI AaHHOM CTaTby NMOATBEPANUIN OTCYTCTBUE GDUHAHCOBOM MOAAEPIKKM UCCNefoBaHUA/KOHGANKTA MHTEPECOB, O KOTOPbIX

Heo6Xxo0aAMMO COOBLWMUTb.
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