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KCOJAP® BOJIbLLE 10 JIET B POCCUIA'.
[MomoraeT ynyuwaTtb Ka4yeCTBO M3HN
nauMeHToB C OPOHXMANbHOM aCTMOW,
CHUXXaA PUCK 060CTPEHNI 1 YNCNO
rocnuTanusaumn, cBA3aHHbIX C aCTMO?

Y Kconap® - egMHCTBEHHBIVN aHTU-IE Npenapat ana repanumn cpegHeTAaXenom
N TAXKENOWN HEKOHTPOJIMPYEMOW aTONMYECKON acTMbI**

Y7 bnaropapa cBasbiBaHuio ceobogHoro IgE, Kconap® BanaeTt Ha paHHWIA
N MO34HNN NMMYHHbI OTBET NPV BO3AENCTBUM anjiepreHa’

Y” Kconap® npoaeMoHCTPMPOBan CHPKEHME Ynciia 060CTpeHN N 6naronpuATHBIN
npodunnb 6e30MacHOCTX B peanbHON KNNHNYECKOW NpaKTuKes *

KPATKOE OMUCAHUE KCOJIAP®
PY: JICP-000082. O ¢ Ana npl pacTBopa Ans il , 150 wmr. [Mpi : nepejl Hayanom b C VHC i no KoMy . O ABnAeTca
r M y Ha ocHoBe How ﬂHK CeﬂEKTVIBHO c A C IMMYHOT (IgE). M : NeyeHue nepencTupyiowein Ko 6pol i acTmbl (BA) cpep) oro n
TAXENONO TeYeHWs, CUMMNTOMbI KOTOPOW HEf0CTaTouHO A VHT bIX T y 6 NeT 1 CTapuie; leYeHNe XPOHNYECKOM MAMONaTUYECKor KpanmeHMUb! (XUK), pesncteHTHoR K Tepanuu
6nokaTopamu H1-rMcTaMMHOBbIX PELIENTOPOB, Y NaUMeHToB 12 neT u ctaplue. Cnoco6 npumeHeHns 1 4o3bl. ATonyeckasn bA: B 3aav|chocm OT NCXOAHOM KOHLieHTpauum IgE (ME/mn) n maccbl Tena nauvexTa (Kr) peKoMquyeMan [i03a Npenapata coCTaB/sAeT oT
75 o 600 mr 1 pa3 B 2 unun 4 Heaenu B BUAE NOAKOXHON NHbeKLMK. XpoHUyeckan yeckan ja: posa Kconap® coctanset 300 Mr Kax/ble 4 Heenu B Buae nHbekuuu. Mpot . Mo
4yBCTBUTE/IbHOCTb K OMann3ymaby niu K ApyroMy KOMMOHEHTY npenaparta; AeTCKUI BO3PACT A0 6 NeT y NaLMeHTOB ¢ aTonuyeckoit BA 1 4o 12 nety nauyuenTos ¢ XUK B CBA3M C OTCYTCTBUEM COOTBETCTBYIOLINX JAHHBIX N0 3pdeKTUBHOCTU 1 Ge3onacHocTi. Ocobble
yKa3aHuA. lpenapar He CriefyeT NPUMEHATb ANA NIEYEHNA OCTPbIX NPUCTYMOB GPOHXMANLHOM aCTMbl, OCTPOTO GPOHXOCMAa3Ma MM aCTMATUYECKOTO CTaTyca. He CriefyeT pe3ko OTMEHATL Tepanmio CUC nam LiVIOHHBIMM T
nocne Havana neveHns npenapatom Kconap®. Criepyer ¢ oc Thio Mp! b Npenapar y C Hap YHKUMM NeyeHI n/unn novex, ¢ ay v c c y!
KOM/IEKCOB, C PUCKOM Pa3BUTIA FeNIbMHTHbIX MHBa3uid. Mpn NpumeHeHnn npenapata Kconap®, Kak 1 Npy NpumeHeHnm nio6bix Apyrnx np penap moryT MeCTHble WIN CUCTEMHbIE aniepruyeckue peakumi, BKloYas
aHadunakTyeckue peakuyu. MpuMeHeHVe Npenapara BO BpeMsA GepeMeHHOCTM BO3MOXHO TOMbKO B C/lyyae, eCiii Mosib3a /1A MaTepy MpeBbillaeT NoTeHUManbHbIi PUCK Ans nioaa. B cnyuae ™ 80 Bpema rpyaHoe
BC cnepyet MCTBYE C APYrMIA NeKapC CpeAcTBaMU 1 Aipyriie BUbI B3anmopeiicTamii. CNeumanbHbIX NCCeaoBaHui No B3aMMOAEMCTBYIO NpenapaTa Kconap® ¢ ieKapcTBeHHbIMI Npenapatami, BKoYas BaKLHbI, He
b. iictue Kconap® c nexkapcri T ANA neyeHns 1 ACTMbI NI XPOHWNYECKOI MAVNOMNATUYECKOI KPanmuBHULIbI, ManoBepoAaTHO. Mo6ouHoe aeiicTeue. Atonnyeckas bA. Hanbonee
yacTbiMu (HA) npw Kconap® aBnaioTcs ronosHas 60/1b, PeakLyyv B MeCTe MHbEKLUW, BKIIOUas 6oMb, OTeK, SpUTemy 1 3y/] B MecTe BBeAeH!A Npenapara. 5onbwmnHcTeo HA 6bi11 Nerkon unmu ymepeHHo creneHn
TAXECTN. YacTo: rooBHan 60J1b, peakLi B MecTe MHbeKLIK, TaKue Kak 60J1b, 3puTema, 3y/, OTEYHOCTb; HeuacTo: GapuHIiAT, FoNOBOKPY KEHME, COHINBOCTD, NAapECTe3inM, CUHKOMasbHbIe COCTOAHNSA, NOCTYPasibHas TMMOTEH3A, «NPUNBbI», Kaluelb, aleprinieckiin
6poHxocnasm, TOWHOTa, Anapes, AUCNencuyeckme ABNeHWs, Kp L3, CbiMb, 3yA, GOTOCEHC y Maccbl Tena, YyBCTBO YCTaNoCTh, OTEYHOCTb PyK, rPUNNONoAo6Hoe cocTosHwe. Peko: WVHBa3WH, ¢ UecKue peakLun
V ipyrue annepruyeckite CoCTOAHNA, BKIOUaA aHMMOHEBPOTYECKMIA OTeK, aHTUTen K OTeK ropTaHy, aHTMOHEBPOTIYECKII oTeK. Ha poHe Tepanum npenapatom Kconap® B nocTperucT nepuoge o b C
H#, yacTora KOTOpbIX HeM3BeCTHa: a vA v a TOMAHbIE PeaKuu1 b KaK Npy1 NepBOM, Tak 1 NPU NOBTOPHOM NPUMEHEHMAX NpernapaTa B GONbMHCTBE C/y4aes B TeYeHMe 2-X YaCoB MOC/e M/K NHBEKLK, Y HEKOTOPbIX NaLMeHTOB CrycTa
6onee 2 yacos nocne Kconap®), coisop 60ne3Hb, MOXET BK/IIOUaT MNOBbILLEHMe TeMnepaTypbl Tena, md TAXenas Kas aNepruyecKii rpaHyemMaTosHbIi BackynuT (CUHAPOM
Yapra-CTpocc), apTpanrus, Muanrus, r Tb CycTaBOB. B KUX MCC y feTen 6-12 neT 6b11n OTMeUeHbl cnepyiowme HA: oueHb YacTo — ronoBHasA 60/b, NOBbILEHWE TeMMEPATYPbl TeNa, YacTo — 60/b B BepxHeM otaene xweota. XUK
Hanbonee yactbimm HA npn npumereHnn npenapata Kconap® y nauneHTos 12 neT v craplue ABNAKTCA roNnosHas 60/1b 1 Ha30bapuHIUT. OueHb YacTo: 6onb. Yacto: ¢ WIT, CUHYCUT, NHG BEPXHVIX [JbIXaTesbHbIX MyTel, BKIKYas BUPYCHOIM
3TUONOrUN, NHBEKLIMN MOYEBbIBOAALLIX MyTel, rofoBHasA 60/b B 061aCTIN MPUAATOUHbIX Na3yX HOCA, apTPANIus, M1anris, 6onb 8 TAX, KOC 6onb, no paTypbl TeNa, PeakLmn B MeCTe NHbeKLM, TaKue Kak OTEUHOCTb, SpUTema,
60nb, reMaToMa, 3yA, KpOBOTEYEHMeE, KpanuBHULa. HoBapTuc ®apma AT, LLBeriyapus
Jurepatypa
1. [laTa rocypapcTeeHHoil pernctpaumn npenapara Kconap® 8 PO — 29.05.2007 grls.rosminzdrav.com (aata o6pawerus 20.09.2017); 2. Humbert M, Beasley R, Ayres J, et al. Benefits of omalizumab as add-on therapy in patients with severe persistent asthma who
are inadequately controlled despite best available therapy (GINA 2002 step 4 treatment): INNOVATE. Allergy 2005;60:309-16; 3. Kputepwii: oTCyTCTBME 3aperncTpupoBaHHbiX B PO nekapTcBeHHbIX (MHH O grls.rosmi .com (nata
obpatyeHna 22.11.2017) 4. IHCTPKUMA NO NPUMEHEHWIO NIEKapPCTBEHHOTO T Aana KOro Kconap (JICP-000082 ot 29.05.2007; 5. Palomares O. et al. Int. J. Mol. Sci. 2017, 18, 1328; 6. Menzella F et al. Real-life Efficacy of Omalizumab After
9 Years of Follow-up. Allergy Asthma Immunol Res. 2017 July;9(4):368-372.

*B peTpocneKTMBHOM HabniofaTenbHOM NCCNef0BaHNY (8 MALMEHTOB C TAXENON HEKOHTPOMIMPYEMON acTMOIA, Nepuop 9 net) C PEAHEroA0BOro YNCNa TAXKENbIX 060CTPEHNI acTMbI ¢ 5 4o 0.63, ynyuweHue nokasatenen OOB1 (82%
NCXOAHO 1 1 85.5% yepe3 9 neT HabnlofeHus), KauecTsa xu3Hn (AQLQ 5,5 ncxofHo 1 5,9 Yepes 9 neT HabnoaeHNA). HW y 0AHOrO NaLyeHTa He 6bIN0 3aperncTPUPOBAHO CUCTEMHbIX U MECTHbIX HEXenaTeNbHbIX ABNEHNNA.
MEOspa)KEHVIﬂ He ABnATCcA VIBOSDB»(EHMRMVI peanbHbIX NauneHToB

Tonbko anA KX U KUX P 0B. [InA pacnpocTpaHeHWA B MecTax NpoBefieHNA
KUX vnm ¢ KUX BbICTABOK, C GepeHLNi 1 NHBIX TR

I'Ionywvm: [ROMONHNUTENbHYIO MHpOPMaLMIO O Npenaparte, a Takxe HanpaBuTb NPeTeH3NM 1 MHpopmaLmio

MOXHO MO C appecy B Poccum:
N O s , A R I I S 000 «Hosaptuc ®apman. 125315, MockBa, JIeHUHrpaACKuii NPocneKT, Aom 72, kopnyc 3;
Ten.: (495) 967 12 70; dakc: (495) 967 12 68, www.novartis.ru
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[eTb KYBLUMHY HallKX 3HaHWK! [ToaTOMY CMeNo Ha4yMHanTe YuTaTthb, U Bbl BHOBb HaneTe ans cebs MHOro
UHTEpecHoro!

C yBaXKeHuem,

rnaBHbI pefaKTop }KypHana, akaaemuK PAH, npodeccop,

3ac/y>KeHHbIN geaTesib HayKku PO,

anpekTop UHcTuTyTa NOAroTOBKU MeauLMHCKUX KagpoB HMUL, 3spgopoBbs geten,
3aBepywowan Kapeapon dakynbTetcKkon neanatpumn N2 1 neguarpuyecKoro
dakynbteta PHUMY um. H. U. Muporoea,

coBeTHUK BO3, uneH Ucnonkoma MexxayHapoaHoOM neguaTtpu4yecKon accoymanmm,
Mpe3unaeHT EBponeiickon neguatpuydeckon accoumnauum (EPA/UNEPSA)

Jleina CeimypoBHa HamasoBa-bapaHoBa
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AKTyanbHOCTb. BbiceB aHTMOMOTUKOPE3NCTEHTHON CUMHErHOMHOM MasioqyKu y 60JbHbIX MYKOBMCLMAO30M 3HA4YMTEsIbHO
yxyawaet QyHKUMIO JIerKux, 4To TpebyeT MoMcKa HOBbIX, COBPEMEHHbIX aHTubaKTepuasibHbiXx cpeacTs. Lenb. N3ydeHne
KJIMHUKO-MUKPOBUOIOrMHECKUX OCOBEHHOCTEN MOPaKeHUsi OPraHoB AbIXaHWUsl N OLEeHKa 3pQPEKTUBHOCTU I/IMMUHALIMOH-
HOW Teparnuu rnpu XpPOHUYECKON CUHETHOMHOM MHQEKUNN Y AeTen Ha NMpuMepe pernoHaabHOro LeHTpa MyKoBUCUMAO03a.
Marepuanbl 1 meToabl. [IpoBefjeH PETPOCNEKTUBHbLIN aHaim3 UCTopuil 6os1e3Hun geter OMCKOro LieHTpa MyKoBUcUMA03a
(n=48) ¢ OUEHKOMN KJIMHUYECKUX M QYHKLMOHAJIbHbIX NoKa3aTesien B 3aBUCMMOCTH OT BO3pacTta U MUKPOBMOIOrM4eCKoro
cTatyca AbixaTesbHblX MyTed. [aHa cpaBHWUTE/IbHaS OLEHKa 3(OEKTUBHOCTM JIEKAPCTBEHHbLIX NMpenapaTtoB MHraasym-
OHHOro TobpamuunHa. Pe3ynbratbl. B 60/blUMHCTBE BaKTepuasibHbIX MOCEBOB MOKPOTbI (66,7%) 60/1bHbIX MyKOBUCLM-
[030M MWKPOOPraHM3Mbl BbiCEBaAUCb B accoumaumn. M3 KIMHUYECKU 3HAYMMbIX MaTOreHoB MAUPOBAsIN 30JI0TUCTbIN
cTapuIOKOKK (18,9%) n cuHerHonHas nasaoyka (16,6%) co 3Ha4yuTesIbHbIM peobiajaHnemM HeMyKouaHbix ¢opm. 3a
nepuog 2011-2016 rr. NpoU30LLJIO CHUKEHNE KOJINYECTBa YyBCTBUTEJIbHbIX LWTaMMOB Pseudomonas aeruginosa Ko Bcem
MUCrob3yeMbIM @HTUOMOTUKAM, M3 HUX 3HAYMMOE CHUIKEHNE OTMEYEHO K aMUKauuHy (32,7%) n umnpodiokcaumHy (48,6%,).
Y peten, MIHPMUMPOBAHHbIX CUHETHOMHOM Nas04Ko, OTMeYaanuchb 60/1ee BbipaXKE€HHbIE OTK/IOHEHMST B NOKa3aTeisiX QYyHK-
UMM BHELIHErO AbIXaHWs 10 AaHHbIM KOMMbIOTEPHOH 6pOHXOOHOrpagmm, CiMpoMeTPUN 1 Yyalle BCTPEYAINCh UBMEHEHUS
pu MynbTUCTINPabHON KOMIMbIOTEPHON TOMOrpaduu opraHoB rpyaHoM KAeTku, 4em y 60J1bHbIX, CBOOOAHbIX OT CUHErHOM-
HoM MHOeKUMU. CMeHa MHIraasiuMOHHbIX GOPM TOOBPaMnULMHAE Y HEKOTOPbIX 60JIbHbIX HE NpUBesa K MOBbILEHUIO YacTOTbl
060CTPEHMI pecnupaTtopHOro CMHAPOMa, He yBenduia noTpebHoCTb B Ha3HavYeHnn BHYTPUBEHHOM aHTMOaKTepuaibHOM
Tepanun n He NnoB/Msi/Ia Ha CTENEHb MUKPOBHOMN KOJTIOHU3aL /M MOKPOThI. 3aK/lo4YeHue. B grnHaMmuKe oTMevyaeTcs pocT
yctonumBocTn P. aeruginosa K aHTUCMHErHOWMHbIM [penaparamM, 4To fgesiaeT 060CHOBAaHHbIM BHEAPEHWE BbICOKOKOH-
LEeHTPUPOBAHHbIX UHIasALNOHHbIX GOPM aHTUOUOTMKOB. 3amMeHa Of4HOro MHraisiyMoHHOro TobpaMmuLiMHa Ha ApYron He
BbI3Bana yXyALeH!s KIMHUYECKOro n QyHKLMOHabHOIro COCTOSIHNSA Y 4 NpoaHaan3mpoBaHHbIX NaLNeHTOB U HE N3MEHUIa
X MUKPOBUOJIOrMYECKMI CcTaTyC.

KnioyeBble cnoBa: MyKOBMUCLMAO3, AETU, CUHETHOMHAS MHQEKLMS, YYBCTBUTE/IbHOCTb K aHTMOMOTHMKAM, MHIraasiyMOHHbIN
TOGPaMMULINH.

(Ansa untupoBaHus: MNasnuHosa E.B., MuHranposa A.l., CadoHoBa T.U., Kupwwura N.A., 3akuposa 3.A., KopHeesa T.10.,
LWesnskoBa A.A., JlanyHoBa T.4., Apxunoa O.[1., BnaceHko H.HO., MonaHckaa H.A., CaByeHko O.A., JemyeHko B.W.
KnuHnyeckoe 3HayeHWe MUKPOOMOTbI NErkux M OMblT NPUMEHEHUS WHransgLMOHHOM aHTuGaKTepuasbHOM Tepanuu
y aeten OMCKOro ueHTpa MyKoBucLMa03a (cepust cnyyaeB). lNlegnatpuyeckas ¢papmarkonorus. 2018; 15 (2): 121-128.
doi: 10.15690/pf.v15i2.1868)

AKTYAJIbHOCTb opraHu3amoB sBnsetcs P. aeruginosa, BbigBnsemas npu-

MYKOBMCLMAO3 — ayTOCOMHO-PELIECCUBHOE MOHO- MepHO Y 19% nauuneHToB A0 1 rofa »usuu,y 27% — B 2-5,
reHHoe HacnefcTBeHHoe 3aboneBaHuwe, 006ycnoBNEHHOE y31,2% — B 5-7,y 80% — B Bo3pacTe 25-34 net [2-5].
MyTauuen reHa CFTR (Cystic fibrosis transmembrane CuHerHonHaa nanovka (Pseudomonas aeruginosa)
conductance regulator) u xapakTepusytloueecs CUCTEM- OTHOCUTCA K rpynne HedpepMeHTUPYIOLUX rpaMoTpuLaTeslb-
HbIM NMOpPaX}eHUEM 3K30KPUHHbLIX xenes [1]. MporHos npwu HbIX 6aKTEPUI, POSib KOTOPbIX B XPOHUYECKOM 6POHX0NEroY-
MYKOBMWCLIM03€ BO MHOIOM 3aBUCUT OT TAXECTU Mnopaxe- HOM TMpoLiecce aKTUBHO M3y4daeTcsl. KNMHUYECKM BarKHOM
HWS OpPraHoB AblxaHWs. TeMnbl NageHns Nero4Hon GyHKLMK 0COGEHHOCTbIO 3TUX MWUKPOOPraHU3MOB SIBNSIETCS BbICO-
BO MHOIOM OMpPeAenaoTcs Te4eHMeM MHPEKLMOHHOro Npo- Kas 4yacToTa Pe3UCTEHTHOCTM K Pas3fiMiHbIM Knaccam aHTu-

Liecca. OAHVIM U3 Hanbonee KNMHUYECKM 3HAYUMbIX MHWKpPO- MVIKpO6HbIX npenapartoB, cBA3aHHadaA C MHOINO4YUCNE€HHbIMA




dpaKkTopamu BUPYNeHTHOCTHK [2, 4, 6-8]. BbiceB CUHErHom-
HOW NanoyKku yxyalaeT GYyHKLMIO NErK1X U NOBbIWAET PUCK
rocnutanuadauum [5].

KoM6UHUpOBaHHasA AnuTeNbHas BbICOKOAO3HAs aHTW-
6MOTUKOTEPANUS NO3BONSAET OTCPOYUTL Pa3BUTUE XPOHUYE-
CKOM CUHErHOMHOW MHOEKLUMN U YBENNYNUTb NPOLOSIKUTENb-
HOCTb ¥W3HU 601bHbIX [2]. OgHAKO Y OTAENbHbIX NAaLMEHTOB
OCTPO CTOUT npobnema NPUOBPETEHHON PE3UCTEHTHOCTU
MWUKPOOPraHM3MOB K aHTMGMOTUKaMm [6, 9.

Mcnonb3oBaHWe HOBbIX aHTMGaKTepualbHbIX CPEeACTB
C MHransauuMoHHbIM NyTemM BBeAEeHWs NO3BONSET co3jaTb
BbICOKME KOHLEHTpauun npenapaTta HENnocpeacTBEHHO
B o4are MHPEKUMU U YMEHbLWUTb MUKPOOHYIO KOMOHU3a-
LMIO CUHETHOMHOM MNanO4YKOW, 4YTO MNPUBOAUT K CTabUIU-
3aumm QYHKUMKM nerkmx. BmecTe ¢ TeM CHMKalTCs pPUCK
rocnutanusauumn, NoTpebHOCTb B NapeHTepasbHOM aHTu-
6aKTepunanbHOM Tepanuu u, cnegoBaTtenbHo, o6lWwasn cTou-
MOCTb JIe4EHUS, YMEHbLIAETCH PUCK Pa3BUTUSA MOBOYHbIX
3bPEKTOB, NOBbILWAETCA Ka4eCTBO KU3HU B6OMbHbIX MYKO-
BMCLMAO30M [D].

Llenb pa6oTbl — W3Yy4UTb KIIMHUKO-MUKPOGMONOrnYye-
CKMe 0COBEHHOCTU NOPaXKeHUS OPraHoOB AblXaHUS U OLLEHUTb
3O PEKTUBHOCTb 3IMMUHALMOHHON Tepanuu Mpu XPOHWUYe-
CKOM CUHErHOMHOM MHOEKUMN Yy OeTEN Ha NpUMepe peruno-
HaNbHOIO LieHTPa MyKOBUCLMAO3A.

METOAbI

An3aiH uccnepoBaHuna

lMpoBeaeHO peTpocneKkTMBHOE 06¢cepBaLMOHHOE onu1ca-
TenbHOE UccneaoBaHue.

Kputepum cooTBeTcTBUA
Kputepumn BKIOYEHMS:

® yCTaHOBJIEHHbIN IMarHo3 MyKOBMCLMA033;

° HabnwogeHne B OMCKOM LeHTpe MyKOBHUCLIMAO3a B Nepu-
o4 2011-2016 rr.
Kputepum HeBKAOYEHUS:

® OTCYTCTBME [daHHbIX O MPOBEAEHWN MUKPOBMONOrU-
4EeCKOro wuccnegoBaHuMss MOKpOTbl B nepuog 2011-
2016 rr.

YcnoBus npoBeaeHUn

BbinoNHEH pPeTpPOCMNeKTUBHbIN aHanM3 MeaAULUHCKUX
KapT (popma N2 003/y) NauUMEHTOB C NIErOYHO-KULIEYHOWM
$opmMoN MyKOBMCLMAO3a, COCTOSIBLUMX Ha yyeTe B LiEHTpe
MyKoBMcUMAo3a O6NacTHOM 4ETCKON KIMHUYECKOW 60MbHU-
ubl ropoga OmcKka B nepuoa 2011-2016 rr. YuuTbiBanuchb
peaynbTaTbl 6aKTepUanbHbIX MOCEBOB MOKPOTbI U KAWHKYE-
CKOE COCTOSIHME BO0JIbHbIX, @ TaKXe XxapaKTep nonyvyaemoun
aHTUGaKTepHnanbHOM Tepanuu.

Ucxoabl uccnepoBaHus
OCHOBHOM ucxoa necaeoBaHus

1. OnpegeneHne coctaBa MUKPODNOPbI AblXxaTeNbHbIX
nyTen v AMHAMWMKKM YYBCTBUTENbHOCTU BeAylMX naTo-
reHHbIX MMKPOOPraHM3MoB K aHTMGaKTepuabHbIM npe-
napatam y geter OMCKOro LeHTpa MyKOBMUCLMAO3a 3a
nepmog 2011-2016 rr.

2. KNnnHUKO-dYyHKUMOHaNbHAA XapaKTEPUCTUKa TevyeHus
MYKOBMCLMAO3a B 3aBUCUMOCTU OT MUKPOOBHOIro nensa-
YKa ablxaTeNbHbIX NyTen.
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Clinical Significance of Lung Microbiota and Experience
of the Inhaled Antibacterial Therapy
in Children of the Omsk Cystic Fibrosis Center (Case Series)

A growth of antibiotic-resistant Pseudomonas aeruginosa from patients with cystic fibrosis decreases a lung function significantly,
which requires searching new, up-to-date antibiotics. Goal. An investigation of clinical and microbiological features of respiratory
lesion and an assessment of elimination therapy at chronic P. aeruginosa infection in children on the example of the Regional Cystic
Fibrosis Center. Materials and methods. A retrospective analysis of case histories of children at the Omsk Cystic Fibrosis Center
(n=48) was performed, with evaluation of clinical and functional parameters depending on age and microbiological status of respira-
tory airways. The comparative evaluation of two drugs inhaled tobramycin Bramitob and Tobramycin-Gobbi efficiency was performed.
Results. An association of microorganisms was identified from the majority of bacterial cultures of cystic fibrosis patients’ sputum
(66.7%). Staphylococcus aureus (18.9%) and P. aeruginosa (16.6%) with the significant prevalence of non-mucoid forms were in the
lead at the group of clinically relevant pathogens. From 2011 to 2016 amount of P. aeruginosa strains, which were sensitive to the
all usable antibiotics, decreased, an especially significant decline of sensitivity was registered to amikacin (32.7%) and ciprofloxacin
(48.6%). Children infected with P. aeruginosa had a lot more deviations of lung function measured by the computed bronchophonog-
raphy and spirometry, they more often had changes in chest computed tomography than patients free of P. aeruginosa infection.
Change from inhaled tobramycin Bramitob into inhaled tobramycin Tobramycin-Gobbi in the patients’ treatment didn’t lead to the
elevation of respiratory syndrome exacerbation rates, didn’t increase requirement in the intravenous antibacterial treatment and
didn’t influence to the rank of microbial colonization of sputum. Conclusion. In length of time, the increase of P. aeruginosa resis-
tance to antipseudomonal antibiotics is observed, which makes reasonable the introduction high-concentrated forms of antibiotics.
The replacement of inhaled tobramycin from Bramitob to Tobramycin-Gobbi didn’t cause the impairment of patients’ clinical and
functional condition and didn’t change the microbiological status.

Key words: cystic fibrosis, P. aeruginosa infection, sensitivity to antibiotics, inhaled tobramycin.
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3. OueHKa BNWUAHWUA MHraNALMOHHOW aHTMGaKTepuaibHOM
Tepanuu Ha KAMHUYECKUIA U MUKPOBMONOrMYECKUiA cTa-
TYC 60/bHbIX MYKOBWUCLIMJ030M.

AHanu3 B nogrpynnax

C y4eTOoM CyLLeCTBEHHOIO MUBMEHEHUSA XapaKTepa MUKPO-
dnopbl pecnupaTtopHOro Tpakta y 60/bHbIX MYKOBWUCLMAO-
30M C BO3pacToMm, NPOrpeaneHTHOro Te4eHns 3abosieBaHuns,
C OAHOW CTOPOHbI, U CNOCOBHOCTU pebeHKa K NpoBeAeHuUIo
CMUPOMETPUN, C APYron, 6bi1n cHOPMUPOBaHbI 4BE KIUHK-
Yyeckue rpynnbl. B 1-t0 rpynny 6biau BKAOYEHBI €T Maajlie
6 neT, BO 2-10 rpynny — nawuueHTbl B BO3pacTe 6 feT u cTap-
we. Oco6eHHOCTN TeveHns 3aboNieBaHUs B KaXXAon rpynne
aHanu3nMpoBanucb OTAENLHO.

MeToabl perucTpaLuMm UCXoa0B

UccnepoBaHune MoOKpoTbl. MuKpobGUonornyeckoe
uccnegoBaHnMe MOKPOTbI OCYLLECTBAANOCH Ha 6a3e 6ak-
Tepuonornyeckon naéopatopun O6n1aCTHOM [AETCKOW Ku-
HMYecKoM 60MbHULbLI . OMCKa. MoKpoTa B o6beme He
MeHee 1 MmN cobupanacb A0 Havyana aHTUGaKTepuaabHOM
Tepanuu. NpegBapuTeNbHO MO BO3MOXHOCTU pebeHKy npo-
BOAMACA TyaNneT MNONOCTM pTa, 3aTeM NauueHT cTapancs
rny6oKO OTKAWAATLCA AN NONYYEHUS COAEPHKUMOrO HUXK-
HUX OTAENOB AblXaTebHbIX NyTEW. Y eTen paHHero Bo3pac-
Ta KalneBow pedrieKkc Bbl3blBancsA pasfpaxKeHWeM KOopHS
A3blKa CTEPU/bHBLIM LWnaTenem. C60p MOKPOTbI MPOU3BO-
OWUNCA B CTEPU/IbHbIE KOHTEMHEPBI, KOTOPbIE AOCTaBAAINUCH
B MUKpPOGMONOrMyeckyto naéopaTtopuio B Te4eHne 30 MUH —
1 4 ¢ MOMeHTa nonyyeHus 6uomartepuana.

NoeHTUOMKaLMIo  BblAeNeHHbIX MWKPOOPraHU3MoB
W YYBCTBUTENbHOCTb K aHTMOMOTMKaM MNpPOBOAMAM C y4ye-
TOM MOP®OSIOrMYECKUX, TUHKTOPUANbHbIX, KyNbTypasbHbIX
M GepMeHTaTUBHbIX CBOWCTB C MOMOLbIO aHanu3atopa
MicroScan AutoScan-4 (Beckman Coulter, CLLUA) noa KOH-
Tponem Bpava-6akTepuonora.

OnpepeneHne MMKpPOGHUOIOrH4YeCKoOro craryca 60/1b-
Horo. OLeHKa KJIMHUYECKOr0 3Ha4YeHUs MUKPOOUOTbI NErKnX
npu MyKOBKUCLMA03€ NPOBOAKNSIACh Ha OCHOBaHWK pe3ynbTa-
TOB MOHWTOPUHIra MUKPOBMONOTMYECKOro cTatyca 60/bHbIX
B TedyeHue 12 mec, NpejllecTByOWNX NPOBEAEHUIO UCChe-
[oBaHUA. XpoHnyecKasa nHdeKuuns P. aeruginosa peructpu-
poBanacb npuv UAeHTUGUKaLMKM 3TOr0 MUKPOOpPraHu3ma
6onee 4em B 50% NoceBOB MOKpPOTbI, B MPOTUBHOM ciy4yae
TeyeHne MHPEKLUMOHHOro npouecca pacLeHnBanocb Kak
UHTEpMUTTUPYLOLWee. Ecnn y 601bHOMO, UMEBLLEFO B aHaM-
He3e GaKT KoNoHM3aLUuu AbixaTeNbHbIX NyTen P. aeruginosa,
3a noclefHun rog He 6bl10 3aPUKCUPOBAHO HU OLHOTO
cnyyas o6HapyxeHusa natoreHa B MOKpPOTe, TO OH cyuTancs
CBOOOJHbIM OT CUHETHOMHOM MHDEKLMN. TaKKe B OTAENIbHYI0
rpynny 6biin BblAeneHbl AeTW, HUKOrAa He MHOUMLMPOBAH-
Hble P. aeruginosa.

KnnHnyeckass xapaktepucTMKka 60/bHbIX. KnuHu-
YeCKoe COCTOoAHWe [ileTen ¢ MyKOBUCLMA030M OLEeHUBanochb
no AaHHbIM WKanbl LLBaxmaHa—bpacdunbaa, TOMUMO 3TOrO
BCEM NaLMeHTaM NpoBoaunachk axokapauorpadusa ¢ name-
pPEHWEM YPOBHS AaB/IEHMSA B IEFOYHOM apTEPUMN.

UccnepoBaHne pyHKLHOHa/NIbHOro COCTOSIHUSI opra-
HOB AbIxaHusl. Bcem 60/bHbIM NMPOBOAMNACh KOMMblOTEP-
Has 6poHxodoHorpadus ¢ onpeseneHneM axKyCcTUHeCKoro
KOMMOHEHTa paboTbl AblXaHWS B BbICOKOYACTOTHOM Anana-
30He (AP[l,), namepsemoro B Mk/. 3Ha4eHuna AP/, 6onee
0,2 MK CBMAETENLCTBOBANM O HaIMYUU BPOHXMANbHOM
06CTpyKUMK. [eTam B Bo3pacTe cTaplle 6 neT Ha3Haya-
NI CMMPOMETPUIO, FAe OLUEHMBANUCb BEIUYMHbI HKWU3HEH-
HOM €MKOCTMU Nerkux u o6bema GopcUpoBaHHOIO BblAoXa
3a 1 ceK (B npoueHTax OT [OJIXKEHCTBYIOWMX BESIUYUH).

BeHTUNALMOHHbIE HapYLLEHUS PErncTPUMPOBaNINChL NPU CHU-
EeHWW AaHHbIX NapamMeTpoB HUKe 80%.

PeHTreHosnornyeckass pAuarHoctuka. BusyanbHas
OWMArHOCTMKa CTPYKTYPHbIX M3MEHEHUN GPOHXOB W Jeroy-
HOM nNapeHXMMbl OCYLLECTBAANACb MOCPEACTBOM MyNbTH-
cnupanbHOW KomnbioTepHown Tomorpadum (MCKT) opraHoB
rpyaHOM KNeTku. JaHHoe uccnegoBaHvne NpoBOAMIOCH BCEM
4eTaM C MyKOBMCLIMAO30M cTaplue 5 eT 1 No NoKasaHUsaMm
nauneHTam 6onee Mnajglero so3pacra.

JTnyeckan aKcnepTusa
NHdopMHpOBaHHOE cornlacMe 3aKOHHbIX npeacTaBuTe-
nen pebeHKa Ha yyacTue B UccrefoBaHuu nosly4eHo.

CTtaTUCTUYECKUIA aHaNu3

CtaTuctuyeckass o6paboTKa AaHHbIX NpoBoAuNach
C WMCNONb30BaHUEM JIMLLEH3MOHHOIO MporpammMHoro obe-
cneyeHus Statistica 6.0, aHanM3 MHOroMnosbHbIX Tabnu,
OCYLLECTBASANCS C WMCNOIb30OBAHMEM KOMMbIOTEPHOM MpO-
rpammbl cBo6oaHoro goctyna DoctorStat 1.9.

[N OUEHKM KayeCTBEHHbIX MPU3HAKOB MNPUMEHSCA
TOYHbIR KpuTepun ®uwepa. CpaBHEHME HECKONIbKUX He3a-
BMCUMbIX FPYMNN MO KOAMYECTBEHHOMY MPM3HAaKYy OCYLLEeCT-
BNSNOCb Mo KpuTepuio Kpackena-Yonnuca, ABYX 3aBu-
CUMbIX Fpynn — Mo KpuTepuio BUAKOKCOHa; pe3ynbratbl
npeactasnsnucb B Buae Me [QL; QU], rae Me — meaunaHa,
QL — HWXHWI KBapTWUab, QU — BEpPXHWUI KBApPTUIb.

KpWUTUYECKMI YpOBEHb 3HAYMMOCTH (P) B AaHHOM Uccne-
[I0BaHUKU NpUHUMancs paBHbiM 0,05.

PE3Y/IbTATDI

Y4yacTHUKM UccnegoBaHusa

B nccnepoBaHume 6bin BKJKOYEHbI pe3ynbTaThl 06¢neno-
BaHuA 48 aeten co cMelaHHOM GOpMON MYKOBWCLMA03a,
N3 HUx 23 (47,9%) manbymka n 25 (52,1%) neBo4YeK B BO3-
pacTte oT 1 mec go 18 net. [leten ctaplie 6 net 6bi1o 25,
Mnajle 6 — 23.

OCHOBHbIe pe3ynbTaTbl UCC/IeJOBaHUA

3a nocnegHue 6 net n3 1040 noceBoB MOKPOTbI Y 60/1b-
HbIX MYKOBMCLMAO30M O6bl10 BblaeneHo 2670 6akTepuanb-
HbIX M3019TOB, M3 Hux 889 (33,3%) Oblin NpeacTaBfeHbI
MOHOKY/bTYPOR, OCTaslbHble MUKPOOPraHnamebl (1781; 66,7%)
BbiCEBaNUCb B accouuaumn. CoctaB MUKPoOdIopbl Ablxa-
TeNbHbIX NyTew y 60/bHbIX MYKOBUCLIMAO30M MpeacTaBfieH
B Tabn. 1.

CTpyKkTypa HedepMeHTUPYIOLWMX rpamMoTpuLaTenbHbIX
MWUKPOOPraHM3MoB, MMELWMX Haubosbluee KAMHUYEeCcKoe
3HayeHne y 60MbHbIX MYKOBUCLMAO30M, NpeacTaBieHa Ha
puc. 1.

B TeyeHue nocnegHux NneT y 60NbHbIX MYKOBMCLMAO-
30M OAHMM M3 BefylMx natoreHoB 6bina Pseudomonas
aeruginosa. Y4yuTtbiBas MpUPOLHYI0 1 B OCOBGEHHOCTH MPUOG6-
PETEHHYI0 MONNPE3UCTEHTHOCTL MUKPOOPraHn3mMa K aHTu-
6aKTepuanbHbIM NpenapaTtamM, Mbl MPOBENW aHanu3 guHa-
MUKW YYBCTBUTENbHOCTU [J@HHOrO naTtoreHa K OCHOBHbIM
@HTUCUHErHOMHbLIM aHTMBMOTUKAM y aeTei OMCKOro LieHTpa
MYKOBMCLMAO3a. 3a 6 NeT NPOM30WI0 3HAYNUMOE CHUKE-
HWEe KOoMMYyecTBa YyBCTBMUTE/bHbIX WTaMMOB Pseudomonas
aeruginosa K amuKauuHy (Ha 32,7 %) n umnpodnokcaumHy
(Ha 48,6%) (puc. 2).

MpoBeaeH aHann3 KAWHUYECKUX M GYHKLMOHANbHbIX
noKasaTtenen NauMeHToOB pa3iMyHOro Bo3pacTta C MyKOBMC-
umMao3oM. Y geten mnaglie 6 net, no AgaHHbIM 3a 2016 1., Xpo-
HUYEeCKas KONOHU3aLma AblxaTeNbHblX NyTen P. aeruginosa
Oblna BbiSBAeHa B 2/23 (8,7%) cnyvasix, UHTEPMUTTUPYIO-
wmi BoiceB — B 7/23 (30,4%). YyTb 6onblue 1/3 naumeH-
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Ta6aunua 1. CoctaB MUKpOdNOPbI AblXxaTeNbHbIX NyTeN y AeTert OMCKOro LLeHTpa MyKOBUCLKMA03a

Table 1. Lung microbiota in children of the Omsk cystic fibrosis center

Kon-Bo wrammoB

Kon-Bo wrammoB

MuKpoopraHusmbi a6e. . MuKpoopraHusmbi a6e. .
(n=2670) S (n=2670) S
Pop Pseudomonas, Bcero, 479 17,94 E. aerogenes 5 0,19
B TOM yucne:
Pog Enterococcus, Bcero, 2 0.90
P. aeruginosa, Bcero, 444 16,63 B TOM yucne: 4 '
B TOM yucne: -
* HeMyKougHas popma 410 15,36 E. faecalis 8 0,30
* MyKouaHas popma 34 1,27 E. faecium 16 0,60
P. fluorescens 9 0,34 i
Poga Protei, B.CGI'O, 13 0.49
P. stutzeri 1 0,04 B TOM 4ucne:
P. alcaligines 1 0,04 P. vulgaris 1 0,04
P. species 24 0’90 P. mirabilis 10 0,37
Providencia rustigianii 2 0,07
zc;nojtjfggcoccus, BCEro, 575 21,53 o :
- on erratla., BCEro, 20 075
S. aureus 504 18,88 B TOM H4ucne:
S. epidermidis 71 2,66 e L 16 0,60
Pog Acinetobacter, Bcero, a7 176 S. liquefaciens 4 015
B TOM 4ucne: ' Popn Chryseobacterium, Bcero, 5 0.19
A. Iwoffii 36 1,35 B TOM 4ucne: ’
A. calcoaceticus 2 0,07 C. indologenes 5 0,19
A. baumannii 2 0,07 Poa Candida, scero, 520 19,47
B TOM yucne:
A. anitratus 1 0,04 )
C. albicans 467 17,49
A. species 6 0,22
P C. glabrata 18 0,67
Pog Achromobacter, Bcero, :
B TOM umcne: 7 0,26 C. krusei 24 0,90
A. xylosoxidans 7 0,26 C. parapsilosis 9 0,34
Poga Burkholderia, Bcero, 13 0.49 C. tropicalis 0,07
B TOM 4ucne: ' MnecHeBble TPUGKH 29 1,09
B. cepacia 13 0,49
Pon Stenotrophomonas, Bcero, 5 034 Puc. 1. HYacTtoTta BCTpeyaemocTn Hed)epMEHTVIpYIOLLWIX
B TOM uMcne: ) rpamoTpuLaTeNbHbIX MUKPOOPraHU3MOB Yy leTew
S oo hili 5 034 C MyKOBHUCLIMAO30M (abc.; %)
- maltophilia ’ Fig. 1. The frequency of occurrence of non-fermented gram-
Pog Streptococcus, Beero, 564 2112 negative bacteria in children with cystic fibrosis (total, %)
B TOM yucne: ’
S. pyogenes 47 1,76
S. milleri 78 2,92
S. viridans 283 10,60
S. mitis 141 5,28
o 9; 2%
S. salivarius 14 0,52
S. sanguinis 1 0,04 13: 2%
Pog Citrobacter, Bcero,
B TOM yucne: 44 1,65 7:1% 479; 86%
C. frendii complex 44 1,65
- 47; 9%
Poga Escherichia, Bcero, 141 5.8 0
B TOM yucne:
E. coli 141 5,28
Pog Klebsiella, Bcero, 110 412
B TOM yucne:
K. pneumoniae 90 3,37
K. oxytoca 20 0,75
Poa Enterobfevcter, BCEro, 70 2,62 .
B TOM Hucne: O Pseudomonas B Burkholderia
E. cloacae 55 2,06 O Acinetobacter I Stenotrophomonas
]
E. spp. 10 037 Achromobacter




Puc. 2. HYyBCTBUTENbHOCTb LUITAMMOB CUHErHOMHOM NafoyYkM K aHTUGMOTUMKam 3a nepuog 2011-2016 rr.
Fig. 2. The sensitivity of Pseudomonas aeruginosa strains to antibiotics from 2011 to 2016

Meponenem (p=0,139)
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MpumeyaHune. * — p<0,05, paznuyna mexxay rpynnaMmu 3Ha4ymMbl (TOYHbIR KpuTepun Puluepa).

Note. * — p<0,05, differences between groups were significant (Fisher’s test).

TOB (8/23; 34,8%) nmenu ctatyc 60/bHbIX, CBOGOAHbIX OT
P. aeruginosa, a NpaKTUYECKN Kax bl YeTBepTbin pebeHOoK
(6/23; 26,1%) HUKorga He 6b11 UHOUUMPOBaH P. aeruginosa.

YCTaHOB/IEHO HEraTUBHOE BAIUAHUE XPOHUYECKOW CUHETr-
HOMHOW WHOEKUMU Ha KIMHUKO-DYHKLMOHANbHOE COCTO-
SIHWE OPraHOB AblXaHWS Yy [JeTel pPaHHEero u AOLIKOJbHOro
BO3pacTa. HecmMoTpsi Ha TO, YTO KIMHUYECKMI cTaTyC 60/b-
HbIX 6bl1 COMOCTaBUM, MPU OLEHKE COCTOSHMS YHKLMM
BHELLIHEro [AbIXaHWS METOAOM KOMIMbIOTEPHON GPOHXOPO-
Horpagunm OTMEe4YeHo, MaKchMasbHoe nosblweHnne AP,
no 0,327 [0,323; 0,331] MK OblI0 3aperucTpupoBaHoO
y OeTen ¢ XpOoHMYecKon nHdekuuen P. aeruginosa (Kpute-
pun Kpackena-Yonnuca, p=0,025). Y 3Tnx 601bHbIX yPOBEHb
CpeaHEro AaBJ/IEHUS B CUCTEME JIEFOYHOM apTePUM Bbli 3Ha-
YUMO BbIlWE, YEM Y HE MHOULUMPOBaHHbIX P. aeruginosa nuu,
n pocturan 40,0 mm.pT.cT (Kputepun Kpackena-Yonnuca,
p=0,034), 4TO KOCBEHHO MNOATBEpP}KAaNo 6onee Taxenoe
TeYeHne pecnupaTtopHOro CUHApPOMa MpPU XPOHUYECKOM
CUHErHOWMHOM MHDEKLMN.

MCKT opraHoB rpyaHOW KETKM Oblla BbINOJHEHA
17 naumeHTam B BoO3pacTe miaglwie 6 net. KocBeHHble
NPU3HaKN GPOHXMONUTA WM SBNEHUS MyKOCTa3a pPerncrpu-
poBaanCb y 060MX GONIbHbIX C XPOHUYECKOW WMHOEKLMEN
P. aeruginosa v NpaKTUYECKU He Habniojanucb y aeten
C MHbIM MMKPOGMONOrMYECKMM CTaTyCOM.

C BO3pacToM 0XXMAaeMOo OTMEYEHO CYLLECTBEHHOE U3Me-
HEHWEe CTPYKTYpPbl MUKPOOHONOrMYyecKoro npodunsa 60b-
HbIX. Cpeaun naumMeHToB 2-1 rpynnbl XpOHUYEeCcKas MHGeKuus
P. aeruginosa 6bina yctaHoBneHa y 12/25 (48%) 4yenoBek,
CYLLECTBEHHO pexe oTMevasicsd UHTEPMUTTUPYIOLLMIA BbiCEB
natoreHa (5/25; 20%). Ctatyc 60/bHbIX, CBOGOAHbLIX OT
P. aeruginosa, 6bin 3apeructpupoBaH y 7/25 (28%) peten,
n Bcero 1/25 (4%) pebeHOK HMKoraa He 6bl1 UHOULUMPOBaH
P. aeruginosa.

KaK 1y naumeHToB AOWKObHOro BO3pacTa, BO 2-1 rpyn-
ne OTMEYEHO OTpULIaTENbHOE BAUSHUE XPOHUYECKOW MHDEK-
umu P. aeruginosa Ha COCTOSIHWE OPraHoB AblXxaHUs. BonbHble
MYKOBMCLMAO30M C XPOHMYECKOW CUHE-THOMHOW MHbEKLnEN

UMeNn 3HayuMO MeHblumi 6ann no wkane LBaxmaHa—
bpacdnnbaa, 0oco6€HHO B CPaBHEHUU C AETbMM C MHTEP-
MUTTUPYIOWMM BbiceBOM P. aeruginosa (Tabn. 2). Xyawue
nokasartenu neroyHom GyHKUMKM Oblin MOJIyYeHbl Y AeTen
C XPOHMYECKMM BbiCEBOM P. aeruginosa. Tak, No AaHHbIM
CMUPOMETPUN Y HUX HabMOJaNUCh 3HA4YMMO 6oslee HU3KKe
3HavyeHus ob6bema GOpPCUPOBAHHOIO Bblgoxa 3a 1 CeK, 0Co-
6EHHO B CPaBHEHUW C MauUMEHTaMMU, UMEBLUIMMU UHTEPMMUT-
TUPYIOLWLYIO CUHETHOMHYIO WMHOEKLMIO, OJHAKO pe3ynbTaThl
KOMMbIOTEPHON GpOHX0dOHOrpadpumn 60MbHbIX MYKOBUCLIU-
[1030M C XPOHWYECKON CUHETHOMHON MHDEKLMEN HE UMENN
3HAYUMbIX OT/IMYMI OT OCTaSbHbIX FPynM.

MNopaeHne opraHoB [bIXaHUS MPU XPOHUYECKON NHDEK-
ummn P. aeruginosa y 60/1bHbIX WKONbHOIO BO3pacTa XxapaKTe-
pPU30BanoCb HaMYNEM BbIPaXKEHHbIX PEHTFEHONOTMYECKHUX
nameHeHnn. Ha MCKT-CHUMKax y JaHHOW KaTeropuu nauu-
€HTOB 3HayYuMMO 4Yalle OOGHapyXMBanMCb OPOHXO3KTa3bl,
Npu3HaKkn amoumaemMbl U MykocTasa (Tabn. 3).

lMpoBeaeH PeTpOCnNeKTUBHbIM aHaIN3 UCTOPU BONE3HU
4 60/bHbIX MYKOBUCLMAO30M (M3 HUX 3 AEBOYKM U 1 Masib-
4nKk B Bo3pacTe 10 [9,0; 13,5] neT), nonayyasBLlUMX SleyeHne
npenapatom Tob6pamuumH-No66mn (aanee [lNpenapat 1) BO
II-1Il kBapTane 2017 r. (3 Kypca MHranNsLMOHHON Tepanuu).
BbINONHEHO cOMOCTaBEHNE KIMHUYECKMX U DYHKLMOHASb-
HbIX MapameTpoB MaUWEHTOB Ha (OHe Tepanuu AaHHbIM
npenapaTtoM B CPaBHEHWMM C 3-KYPCOBbLIM LIMK/IOM Jflieye-
HMa npenapatom bpamuto6 (ganee lNpenapat 2), KOTOPbIK
3TM nauueHTbl nonyymam B 2016 — | KBaptane 2017 .
MccnegoBaHMe MoKasano, YTO KAMHMYECKOE COCTOsiHMe
nauueHToB Ha QOoHe Tepanuu bbIM M3 3TUX NMpenapaTosB
6b1/10 conocTaBMMbIM. K MOMEHTY 3aBepLIEHUS BCEX KYPCOB
Nle4YeHUss OETU HEe MMENN 3HaYUMbIX OT/IMYMI B BEMYMHE
6anna no wkane LWBaxmaHa—bpacounbaa. CMeHa aHTUOAK-
TepuanbHOM Tepanuu He MpuBena K MOBbLILEHUIO YacTOThl
060CTPEHUIN PECNUPATOPHOrO CMHAPOMA, B TOM YUCTIE C IMK-
30[laM1 KMCI0pOA03aBUCMMOCTU, U HE yBENMYMIa NOTPe6-
HOCTM B Ha3Ha4YeHWW BHYTPMBEHHOW aHTMOaKTepuasbHOM
Tepanuu (Tabn. 4).

N
f=li
=z
~
9]
i
=
O
=
~
00
-
o
AN
~
x
=
=
o
=
=]
x
<
=
o
<
©
xR
<
x
[&]
w
T
=
&
<
=
I
w
=



Ta6aunua 2. KnMHWKo-dyHKLMOHaNbHas XxapaKTepucTuKa 60bHbIX MyKOBUCLMAO30M B BO3pacTe cTaplue 6 neT B 3aBUCUMOCTH

OT MUKpoGKHonormyeckoro ctatyca, Me [QL; QU]

Table 2. Clinical and functional parameters of cystic fibrosis patients older the age of 6 depending on the microbiological status, Me [QL; QU]

P. aeruginosa n
NokasaTenb XpoHuyeckas WNHTEPMUTTUDYIOLLMI Cratyc (kputepui
uHdpeKuua BbiCEB «CBOGOAHbIE» Kpackena-
n=12 n=5 n=7 Yonnuca)
Bospacr, net 12,5(8,9;14,8] 9,4[8,3; 11,6] 12,8(8,2; 15,3] 0,672
45,0 65,0 55,0
Bbann no wkane WeaxmaHa—bpacdunbaa (37,5; 55,0]* (55,0; 80,0]* [45,0; 65,0] 0,022
[aBneHune B NeroyHom apTepuu, MM. pT.CT. 26,0 22,0 290 0,395
PTEpYI, M. PTET [20,0; 28,5] [18,0; 24,0] [22,0; 32,0] ’
0,268 0,066 0,119
AP, i [0,169; 0,303] [0,047; 0,089 [0,016; 0,292] 0,090
63,5 84,0 87,0
0 ’ ’ ’
HENL % [58,0; 81,5] [74,0; 87,0] [73,0; 103,0] 0129
57,5 88,0 78,0
0 ’ ’ ’
0®By, % (45,0 71,5]* [80,0; 96,01 [64,0; 95,0] 0016

MpumevaHne. * — p<0,05. AP[], — aKyCTU4ECKUI KOMMOHEHT paboTbl AblXaHUS B BbICOKOYACTOTHOM Anana3oHe, EJT — u13HeHHan

eMKOCTb fierknx, OPB,; — o6bem hpopcrpoBaHHOro Bbigoxa 3a 1 cek.

Note. * — p<0,05. ARD, — acoustic component of the work of breathing in the high-frequency range, ZhEL — vital capacity, OFV, —

forced expiratory volume in 1 second.

Ta6auua 3. U3meHeHus no aaHHbiM MCKT opraHoB rpyaHoi KIeTKu y AeTel ¢ MyKOBWCLMAO030M B BO3pacTe craplue 6 et B 3aBUCUMOCTH

OT MMKPOBMONOrMYECKOro cTaTyca, abc.

Table 3. Changes in chest computed tomography in cystic fibrosis children older the age of 6 depending on the microbiological status, total

P. aeruginosa
MNoka3atenb XpoHuyeckas WUHTepMuTTUpYIOLLNIH Cratyc (TO4HBIH 'l)(pwrepuv'l
UHbEeKUuUa BbiCEB «CBOGOAHbIE» ®duwepa)
n=12 n=5 n=7
Omdusema o* 1 1* 0,024
BpoHXx0aKTasbl 12* 2% 4% 0,011
Mpr3HaKn MykocTasa o* o* 1 0,003
BpoHxnonut 9 1 2 0,071
dubpoatenexkTasbl 3 0 1 0,783

lMpumeyaHune. * — p<0,05, paznuung mexay rpynnamv aHadymmbl. MCKT — mynbTUcnMpanbHas KOMMNboTEPHas TOMorpadpus.
Note. * — p<0,05, differences between groups were significant. MSCT — a multi-slice helical computed tomography scan.

Ta6nuua 4. KnMHUMKO-PyHKLUMOHaNbHasa XxapaKTepUCTMKa Te4eHU MyKOBUCLIMAO3a B 3aBUCMMOCTH OT MPOBOAMMON aHTUGaKTepUanbHOM

Tepanuu, Me [QL; QU]

Table 4. Clinical and functional features of cystic fibrosis depending on the assigned antibacterial therapy, Me [QL; QU]

UHrangauMoHHbI TOGPaAMULUH

Mokasarens Mpenapart 2 Mpenapart 1
n=4 n=4

Bann no wkane lWBaxmaHa—Bbpacodunbaa 57,5 [42,5; 67,5] 57,5[42,5; 70,0]
KonnyectBo o60cTpeHui, abe. 1,5[0,0; 3,0] 1,0[0,0; 2,5]
B T.4. C KUCNOPOA03aBUCHUMOCTbIO, abe. 0,0[0,0; 1,5] 0,5[0,0; 1,0]
Ha3HayeHne BHYyTPUBEHHON aHTMGaKTepuanbHoOM Tepanuu, aée. 2,0[0,5; 3,0] 1,5[0,5; 2,5]
HKEN, % 68,0 [46,5; 88,5] 68,0 [50,0; 81,0]
0PB,, % 61,5[41,5; 86,5] 62,0[42,5;80,0]

MpumedaHne. KEJT — Mn3HeHHas eMKoCTb Nierkux, OPB, — o6bem popcrMpoBaHHOro BbiJoxa 3a 1 ceK.

Note. ZhEL — vital capacity, OFV,; — forced expiratory volume in 1 second.




OTpuuaTENbHON AMHAMUKKM GYHKLMKW BHELLHETO AbIXxaHUs
Ha ¢poHe Tepanuu MNpenapatom 1 He yCTaHOBEHO. YUuTbiBas
Manble pa3mepbl BbIGOPKKU, HEOOX0AMMO AajbHenwee U3y-
YyeHue BNUAHUS AaHHOro npenaparta Ha GYHKUMIO BHELWHEro
AblXaHus y AeTevt ¢ MyKOBUCLMAO30M.

B npouecce HabnogeHnsa 3Ha4MMON AUHAMUKKU MUKPO-
61onornyeckoro ctatyca 60/ibHbIX Ha GOHE CMEeHbI UHTans-
LMOHHOM aHTMGaKTEpHUanbHOM Tepanun He 3aperncTpupo-
BaHO (TOYHbIM KpuTepun duwepa, p=1,000). Mpu Tepanuu
Mpenapatom 1, Kak n B cnyyae ¢ lpenapatom 2,y 3 13
4 nauuneHToB BbiceB P. aeruginosa HOCWST XPOHUYECKUI
xapakTep, M TonbKo Yy 1 pebeHKa B npouecce Habnwoge-
HUS 6blna oTMe4vyeHa TpaHchopMauus ctatyca 60MbHOrO,
CBOGOAHOrO OT CUMHErHOMHOM WHOEKUWMU, B UHTEPMUTTHU-
pylownin BbiceB P. aeruginosa. CTeneHb KONOHW3aLMK
OblXaTeNbHbIX NyTEW CUHErHOMHOW Masoykon 6bina cono-
ctaBuMon u coctaBuna 4,0 [1,5; 6,0] n 5,5 [2,0; 7,0] cooT-
BETCTBEHHO MO 3aBepPLIEHUN 3 KYPCOB Ne4eHUs (KpUTepumn
BunkokcoHa, p=0,686).

OTmMeyeHa xopowasi MepeHOCUMMOCTb  Tepanuu
lMpenapatoMm 1, N0604YHbIX IDDEKTOB M HeXenaTesbHbIX
peakLui He 3aperncTpuMpoBaHo.

OBCYXAEHHME

Pe3lome OCHOBHOro pesynbTata

uccnepoBaHus

MWKPOOHbIK Nen3ark 60/bHbIX MYKOBUCLMAO30M OT/IU-
Yyancs 60blWMM pa3Hoobpasunem: Hapagy ¢ AOMUHMPOBA-
HMEM XapaKTepHbIX Ans AJaHHOro 3aboneBaHMs NaToreHoB
NPaKTUYECKM B KaxAOM MNSATOM MccinefoBaHMM oTMeyvancs
POCT YCNOBHO-MATONEHHbIX GaKTEPUMN, KONOHM3UPYIOLWMUX
nonocTb pra. BepodaTHo, 310 6bIIO CBA3AHO C BO3PACTHbI-
MW OCOBGEHHOCTSIMM cbopa MOKPOTbl Y AeTer U 60/blioKn
BEPOSATHOCTbIO KOHTaMWHaLUWKW UCCneayemMoro mMartepuana
$Nopon BEPXHUX AblXxaTeNbHbIX NyTEN, @ TAKXKE C NpeamMeToB
OKpy»Kalollen 06CTaHOBKMW. Y4uTbiBas 3TO, Mbl BblAENNIU
Hanbonee KNIMHUYECKN 3HAYUMbIE MUKPOOPraHU3Mbl, KOTO-
pbIM NPUHALNEKUT OCHOBHas posib B MPOrpeccrpoBaHmm
OPOHXONErO4HOr0 MpoLecca y 3TOM KaTeropun 60MbHbIX
[2, 4, 6]. Cpean HUX NUAMPOBaANU 30/0TUCTbLIR cTaduno-
KOKK (504 6aKkTepuanbHbix nsonata; 18,9%) n cuHerHomHas
nanoyka (444 6akTepuanbHbix M3onaTa; 16,6%) co 3Ha4u-
TenbHbIM NpeobnagaHnemM HeMyKOMAHbIX GOPM, OCTaNbHble
6aKTepuasbHble WTaMmMbl BCTPEYANCh 3HAYUTENBHO pexe.
Kak cneacteue aHTMG6aKTepUanbHOM Tepanum B accoumaLmm
MWUKPOOPraHM3MOB MpPU CMELWaHHON NIEroYHOM MHOEKLMM
4yacTo MpuUcyTcTBOBaNu rpubku poaa Candida (520 wtam-
MoB; 19,5%). B 29 (1,09%) nccneaoBaHuax MOKPOTbI 06Ha-
pyXMBanucCb MNNecHeBble TPUOKKM (6€3 MAEeHTUdUKaLKUK
nabopaTopuen pogoBOM NpUHaAANEXHOCTH). B psaae cnyyaes
OHW 6blNN BblgeNneHbl OT 60/IbHbIX C HEeCTabW/bHbIM Teye-
HMEM NneroyHoro cuHgpoma. Takum o6pas3oM, OCHOBHOM
CNEKTp BO36YyAUTENEN XPOHUYECKOW MHPEKLMM NErKUX Ha
NPOTSXKEHMU 6 NeT ocTaBaaCa TUMUYHBIM A5 MYKOBUCLMAO-
3a, C XapaKTepHbIM YBEIMYEHUEM HACTOTbl BblAeNEeHUs rpa-
MOTpMLATENbHBIX MMKPOOPraHM3mMoB y 60JIbHbIX CTapLllero
Bo3pacTa.

[enctBne TOKCMHOB U depmeHTOB P. aeruginosa Ha
fIeroYHble CTPYKTYPbl B YCAO0BUSAX XPOHUYECKON KONOHU3a-
LMK cNoco6CTBOBANO AECTPYKLUMU MblleyHoro u dbubpos-
HO-XPSLLEBOr0 CNOEB CTEHOK BPOHXOB [1], YTO KIMHUYECKHN
peann3oBbiBanocb 3Ha4YMMo 60fiee 4acTbiM Pa3BUTUEM
OPOHXO3KTA30B y AaHHOM KaTeropmun 60/bHbIX. AKTUBaLMSA
Ha ¢OHe O6aKTepuanbHOro MHOULMPOBAHMS BOCNaIMU-
TeNbHOro npouecca npueoauna K obpasoBaHUio 60/b-
lworo KonuyectBa BHeknetoyHow AHK, 4yto ycyry6nsino
UMerowmnecs BCneacTBue reHeTndeckoro agedekrta ssne-

HMA MyKkocTasa [10]. Mo gaHHbIM HaWero MccienoBaHus,
MYKOWAHble MPO6GKKM 6bliM BecbMa TUMNUYHOM HaXOAKOM
Ha MCKT nerkux 60NbHbIX C XPOHMYECKOW WHbeKUMen
P. aeruginosa. CnegctBMem OMMCaHHbIX Bbllle npouec-
COB 6bI/I0 pa3BUTHE OOGCTPYKTUBHbIX HAPYLUEHUN BEHTUNSA-
uMn, B TOM YUcne Yy NauneHToB Maajllero Bo3pacTa. Tak,
BeNnnynHa AP[l, y feTeil, NOCTOAHHO BblAENAOWMUX CUHETr-
HOMHYIO Manoyky, 6blfa npakTuyeckn B 1,5 pasa Bbllle,
4yeM Yy 60/bHbIX C MHbIM MUKPOBMONOrMYECKMM CTaTyCOM,
W oTpaana HanuMyine O6CTPYKLMWU MENKMX AblXxaTeNbHbIX
nyten. Heo6xoanMmo fanbHenlee U3y4eHUe AnarHoctmye-
CKMX BO3MOHOCTEN KOMMbIOTEPHOU GpOHXOdOHOrpadumm
y AeTeh ¢ MyKOBWCLMAO30M, Y4YWUTbiBass OrpaHWYeHHoe
KONIMYEeCTBO METOA0B, MO3BOAIOWMX OLUEHUTb (QYHKLIMUIO
BHELUHEro AblXxaHWs y AeTel paHHero Bo3pacTa. TpebyeTcs
pa3paboTKa anropmMTtma, No3BONSAIOLLEr0 MUHUMU3NPOBATb
cny4yaum NOXHOOTpULLATENbHOW WHTEPNpeTauun pesynbra-
TOB UccnegoBaHus.

3a npouwegwve 6 NeT oTMeYeHO HapacTaHue Npuob-
pPETEHHON YCTOMYMBOCTU CUHErHOMHOM MasoYKM KO BCEM
aHTMOMOTMKAM, B 0COBEHHOCTM K LIMNPODIOKCALIMHY U aM#u-
KauuHy. BepoaTHO, 3TO CBfI3@aHO C YacCTblM Ha3Ha4YeHWEM
[laHHbIX aHTUGaKTepuanbHbIX MpPenapaTtoB Ha CTalMOHap-
HOM M ambynatopHoM 3Tanax. K coxkaneHwuto, ynydweHue
KOHTPOASA Haj MHOEKLMOHHbIM MPOLECCOM TOMIbKO 3a CYeT
NOBbILEHNSA [03bl HA3HAYaEeMbIX CMCTEMHO @HTMOWMOTUMKOB
6bl0 HEBO3MOXHbIM BCNEACTBME TOro, YTO MaKCUMallb-
Has KOHLEeHTpauma AeNCTBYIOLWEro BeWEeCcTBa co3aaBanach
B CbIBOPOTKE KPOBW, @ HE B 04Yare MHbEKLNUN, 4TO 06YCNoB-
nnBaso 66/blUNK PUCK BOSHUKHOBEHUS MOBOYHbIX JENCTBUNI
[2]. OgHUM M3 nNyTew peleHus AaHHOM npo6nemMbl cTano
MCMNOJ/Ib30BaHME MHIaNALUMOHHbIX GOPM @aHTUOMOTHUKOB, CMNO-
COGHbIX CO3AaTb BbICOKME KOHLIEHTPALMKN IEKAPCTBEHHOIO
BellecTBa HEMNOCPEACTBEHHO B AbIXaTeslbHblX MyTHAX, 4Y4TO
NO3BOJIN/I0O KOHTPOAMPOBATb TeyeHUe GPOHXONIEr0YHOro
npotecca y 60/bHbIX.

OrpaHuMyYyeHUa uccnefoBaHuUa

OrpaHuyeHnem wuccnenoBaHua sBASETCS HeBGONblown
06beM BbIOGOPKK 60/bHbLIX, 0OYCNIOBJ/IEHHbIN MasiblM Konye-
CTBOM C/ly4yaeB MyKOBMCLMAO3a cpeaun HaceneHus OMcKomn
obnacTtu.

3AK/IIOYEHHME

Cpeam pecnmupaTopHbIX NaToreHoB Y 60/1bHbIX MYKOBUCLLK-
£030M OMCKOro LeHTpa Ha NpoTsXKeHun 6 neT npeobnagatot
Staphylococcus aureus n HemykouaHas dopma P. aeruginosa.
TeyeHne XPOHNYECKON CUHETHOMHOW UHDEKLUMU Y iIeTEN He3a-
BMCMMO OT BO3pacTa accouuumpoBaHo ¢ dopmMupoBaHUEM
OGCTPYKTUBHbIX HapPYLIEHUA BEHTUASLMK U SBAEHUA MYKO-
cTasa, a y 60bHbIX cTaple 6 net — ¢ 60/bluerk YacToTon
pPa3BUTUSA BPOHXOIKTA30B U IMDU3EMbI NETKMX.

B aMHamMMKe oTMevaeTcsd poCT YCTOMYMBOCTM
P. aeruginosa K aHTUCMHErHOWHbIM MpenapaTam, 4YTo Tpe-
O6yeT MHAMBWMAYaNbHOrO MOAXo4a K Ha3HavyeHWIo aHTubak-
TepuanbHOM Tepanuu, a TakKe genaet 060CHOBaHHbLIM BHe-
ApP€eHNe BbICOKOKOHLLEHTPUPOBAHHbIX MHIanSLUMOHHbIX GOpM
aHTUOMOTHKOB.

Mcnonb3oBaHue WHIFansLMOHHOro MpenapaTa
To6pamuumHa 066U y HabnogaemMblX HaMK 4-X NaLneHToB
He NPMBENO K YXYALWEHMNIO KIMHUYECKOTO COCTOSAHMSA U QYHK-
LIMOHaNbHbIX MapaMeTpoB NaLMeHTOB, OAHaKO Hebonbllioe
KONMYEeCTBO HAbNOAEHMN AenaeT 060CHOBAHHbLIM JanbHEN-
wee nsyvyeHne abPeKTMBHOCTU JaHHOro npenapaTa.

UCTOYHUK ®PUHAHCUPOBAHMUA
CrtaTtbsi U3JaeTCca NpU NoAAEePIKKe KoMnaHuu «eHdan.
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KOH®JIUKT UHTEPECOB
ABTOpbI 3asBASIOT 06 OTCYTCTBUM KOHOIMKTA MHTEpe-
COB, 0 KOTOPOM HEOBXO0AUMO COOOLIUTD.

ORCID

MasnuHoBa EneHa bopucoBHa
https://orcid.org/0000-0002-6444-1871
MuHraumpoBa AnekcaHgpa leHHagbeBHa
https://orcid.org/0000-0001-9859-1141

CMUCOK JIUTEPATYPbI

1. Kawwupckaa H.HO., KanpavoB H.WN., KoHgpaTtbeBa E.WN.
lNopaxxeHne 6POHX0Er0O4YHON CUCTEMbI MPU MyKoBUCUMAO03e. B KH.:
OpgaHHble 3aboneBaHusi nerkux y aeten / Nopa pea. PosnHoson H.H.,
Mwu3sepHuukoro 0.J1. — M.: MeanpakTtnka-M; 2015. — C. 124-146.
[Kashirskaya NYu, Kapranov NI, Kondrat’eva El. Porazhenie bronk-
holegochnoi sistemy pri mukovistsidoze. In: Orfannye zabolevaniya
legkikh u detei. Ed by Rozinova N.N., Mizernitskii Yu.L. Moscow:
Medpraktika-M. 2015. pp. 124-146. (In Russ).]

2. MyKoBucUMAO3: ornpeaeneHne, AMarHOCTUYECKUE KPUTEPUH,
Tepanus. HaunoHanbHbI KoHceHeyc. — M.; 2016. [Mukovistsidoz:
opredelenie, diagnosticheskie kriterii, terapiya. Natsional’nyi
konsensus. Moscow; 2016. (In Russ).]

3. TopuHoBa 10.B., CumoHoBa O.U. CoBpeMeHHble BO3MOXHO-
CTU KOHTPONS CUHErHOWHOW WHbEKUMM npu MyKoBucuwnpgose //
SppexktnBHas papmakotepanmsa. — 2015. — N23 — C. 38-45.
[Gorinova YuV, Simonova Ol. Modern opportunities for controlling
pseudomonas infection under cystic fibrosis. Effektivnaya farma-
koterapiya. 2015;(3):38-45. (In Russ).]

4. WarnHan W.A., YepHyxa M.KO. Odnugemmnonoruss XpoHu-
4eCKON MHPEKUMU Nerkux y 60JbHbIX MyKOBMCUMAO30M. B KH.:
MykoBucymgos / MNop pea. Kanpanosa H.U., Kawupckon H.1HO. —
M.: Meanpaktuka-M; 2014, — C. 108-116. [Shaginyan IA,
Chernukha MYu. Epidemiologiya khronicheskoi infektsii legkikh u
bol’nykh mukovistsidozom. In: Cystic fibrosis (Mucoviscidosis). Ed by
Kapranov N.l., Kashirskaya N.Yu. Moscow: Medpraktika-M; 2014.
pp. 108-116. (In Russ).]

5. KanpaHos H.U. ®apmakoTtepanua MykosucLmaosa. B pokyce —
WHransiuMoHHble aHTUOUOTUKKM // MeaunumHckuii coBeT. — 2013, —
N211 — C. 62-69. [Kapranov NI. Pharmacotherapy of cystic fibrosis:
inhaled antibiotics. Meditsinskii sovet. 2013;(11):62-69. (In Russ).]
6. KoHapaTbeBa E.W., lowkoBa E.B., YepHyxa M.1O., laruHsaH U.A.
CuHerHonHasa uHOEKLUSA B JETCKOM BO3pacTe: COBPEMEHHOE COCTO-

KupwuHa UpuHa AneKkceeBHa
https://orcid.org/0000-0002-3081-4676
BnaceHko Hatanba lOpbeBHa
https://orcid.org/0000-0001-5669-1718
MonsaHcKaa Hatanba AnekcaHgpoBHa
https://orcid.org/0000-0002-8555-8761
CaB4eHKo Onbra AHaTo/ibeBHa
https://orcid.org/0000-0003-2035-5653
JdemyeHKo BeHnamuH UBaHOBUY
https://orcid.org/0000-0002-0132-2007

aHWe npobnembl // lMNeanatpus. ypHan um. I.H. CnepaHckoro. —
2016. — T.95. — N°4 — C. 187-197. [Kondrat’eva El, Loshkova EV,
Chernukha MYu, Shaginyan IA. Pseudomonas infection in childhood:
current state of the problem. Pediatriia. 2016;95(4):187-197. (In
Russ).]

7. NaszapeBa A.B., Ye6orapb W.B., KpbikaHoBckas O.A., u ap.
Pseudomonas aeruginosa: naToreHHocTb, naTtoreHes W nartoso-
va // KnuHudeckass MUKpOOMONOrUsi MU aHTUMUKPOOHas XMMMO-
Tepanusd. — 2015. — T.17. — Ne3 — C. 170-186. [Lazareva AV,
Tchebotar’ IV, Kryzhanovskaya OA, et al. P. aeruginosa: pathogenicity,
pathogenesis and diseases. Clinical microbiology and antimicrobial
chemotherapy. 2015;17(3):170-186. (In Russ).]

8. Yebotapb W.B., JlazapeBa A.B., MacanoB A.K., u ap.
Acinetobacter: MMKpo6uonornyeckme, naTtoreHeTU4ecKMe U pesu-
CTEHTHble CBOWCTBa // BeCcTHUK PoccuilcKoy akagemMun mMeauLmH-
CKux Hayk. — 2014. — T.69. — N29-10 — C. 39-50. [Chebotar’ IV,
Lazareva AV, Masalov YK, et al. Acinetobacter: microbiological,
pathogenetic and resistant properties. Annals of the Russian acad-
emy of medical sciences. 2014;69(9-10):39-50. (In Russ).] doi:
10.15690/vramn.v69i9-10.1130.

9. NasnuHoBa E.B., bpennb A.M., CadoHoBa T.M., FOpoBckui C.I.
KnuHnyeckaa adpdeKkTMBHOCTL LedonepasoHa + cynbbaKkrama y
[eTen ¢ MyKoBMcUMAo30M // [legmatpuyeckas apmaKkonorms. —
2006. — T.3. — N5 — C. 6-8. [Pavlinova EB, Breil’ AP, Safonova TI,
Yurovsky SG. Clinical and pharmacoeconomical efficiency of cefo-
perazone + sulbactam in children, suffering from cystic fibrosis.
Pediatric pharmacology. 2006;3(5):6-8. (In Russ).]

10. TapacoBa O.B. BeHTunssunmoHHast QYHKLUMS Nerkux y aetei, 60/b-
HbIX MyKOBWUCLMAO30M, Ha COBPEMEHHOM 3Tane: [Juc. ... KaHf.
Mea. Hayk. — M.; 2014. — 108 c. [Tarasova OV. Ventilyatsionnaya
funktsiya legkikh u detei, bol'nykh mukovistsidozom, na sovremen-
nom etape. [dissertation] Moscow; 2014. 108 p. (In Russ).]



OpuruHanbHas crtaTbs

DOI: 10.15690/pf.v15i2.1869

T.B. BymyeBa1, T.3. BopoBuk?!' 2, H.H. CeméHoBal, B.A. CkBopuoBal, H.l. 3BoHKoBal’ 2,
U.M. cheBal, E.A. PocnaBueBal, T.H. CTenaHOBa1, 0.J1. ﬂyKOSIHOBal, A.K. FeBome-ll,
C.T. BblKOBa3, T.l. Kanunuunua®

1 HaumoHanbHbIM MEAULIMHCKUIA UCCefoBaTEbCKUIN LIEHTP 340POBbS AETEN,
MockBa, Poccuitickas deaepaumsa

2 MepBbit MOCKOBCKUI FrOCYAapCTBEHHbIM MEAULIMHCKUI YHUBEPCUTET MeHn N.M. CeyeHoBa
(CeveHoBcKUI YHnBepcuTeT), MockBa, Poccuitickasa deaepaumsa

3 BcepoccuincKuim Hay4yHo-1MceneqoBaTeNbCKMM MHCTUTYT KpaxmanonpoayktoB, MocKoBCcKas 061acTb,
Poccuiickaa denepauns

Ucnonb30oBaHUe HU3KOOENKOBbIX
oOorauleHHbIX KpaxMaaoMy4HbIX
NPOAYKTOB B AUeTOoTeparnuu 60JibHbIX
deHUunKeToHypueu aetem B Bo3pacrte
ctapuwe 1 roga

KoHTaKTHasa undopmauusa:

bywyeBa TaTbsiHa BnagumMupoBHa, JOKTOP MEAULIMHCKMX HayK, BELYLLMIA HAaY4HbIA COTPYAHUK NabopaTopuu NUTaHus 3A0POBOro U 601bHOr0 pebeHKa
HWW negnatpumn ®rAY «HMULL 3qopoBbs aetei» MuHaapasa Poccuu

Appec: 119991, MockBa, JITOMOHOCOBCKHMI Np-T, 4. 2, ¢Tp. 1, Ten.: +7 (499) 132-26-00, e-mail: bushueva@nczd.ru

Cratbs nocrtynuna: 01.03.2018 r., npuHaTa K neyatu: 30.04.2018 1.

O6ocHoBaHue. B nutaHumn feTen ¢ QEeHUIKETOHYPUEHN LNPOKO UCIOJb3YIOT CrieLynain3npoBaHHbIe NPoaYKTbl Ha OCHOBE
KpaxmasaoB, aCCOPTUMEHT KOTOPbIX MOCTOSIHHO paclupseTcs. Llenb ncecnegoBaHnss — u3yyntb 6€30M1acHOCTbL cocTaBa
XJ10MbEB KPaxmasoMy4HblX, 06OraleHHbIX KOMIMIEKCOM MMUPOPACTBOPUMBIX BUTAMUHOB, HaTypasbHbIMWU [/1040BbIMU
n ArogHbIMn Jo6aBKamMu, NCMOIb3yEMbIX B NULLE AeTeN ¢ peHUIKeToHypuen. Metoabl. B nccaegoBaHne BKAOYaan geten
B Bo3pacTe A0 14 net, KOMNAaeHTHbIX K paHee MpoBOANMON rMnopeHMIanaHMHOBON AMETe, 6€3 0CTPbIX MHPEKLMOHHBIX,
TSXKEJIbIX COMATUYECKUX MM HEBPOJIOrMYeCKMX 3aboeBaHnil. lccneayemble npoAayKTbl — Kpaxmaaop:KaHble, MileHnYHbIe
M NWEHUYHbIE M/1040B0-Aro4HbIE XJ10Mbs C KOMIMIEKCOM NpoBUTaMuHa A U BUTaMuHa E — HasHayaan B3aMeH NpUMeHsB-
LMXcsl paHee HU3KOBEJNIKOBbIX KOHAUTEPCKUX n3aenunit B Koimdyectee 20-25 r/cyT aetam mnaawe 6 net, no 30-40 r —
AeTsiM, AOCTUrlUMX Bo3pacTta Mau ctaplue 6 net. [poayKTbl BbiaBain ¢ peKOMeHAaLUMeNn UCnoib30BaTk NO0YEpPe/HO,
npoAo/mKMTENBHOCTLIO HE MeHee 10 cyT, Bcero Ha 30 cyT nccnegoBaHus. besonacHocTb NPoAYKTOB OLEHUBAIN 10 KOH-
LeHTpaunu peHnnanaHmHa B KPoBU (ornpeaensiav patoopuMeTPOMYECKMM METOA0M). [JOMNOAHUTENbHO OLIEHUBAJIM OpPraHo-
JNIENTUYECKNE KadyecTBa MNPOAyKTOB M AMHAMUKY PU3UYECKOIro pa3BuTus AeTei. Pe3ynbTatbl. B ucciegoBaHmne BKAOYUIN
15 pgeten, cpegHun Bospact 4,4+1,9 roga. icxogHasi KOHUEHTpauus ¢eHunaiaHuHa B KpOBU BapbupoBasia oT 1,6 4o
3,9 mr%, meanaHa — 2,2 mr% (2,0; 2,8). Yepe3 30 cyT nocsie BKAOYEHUS B PaLMOH KPaxmasloMy4YHbIX XJ10MbEB COAEP-
aHue peHnnanaHmHa B KpOBU HE U3MEHMIOCH 1 cocTaBuao 2,5 mr% (2,2; 2,7); p=0,859. OpraHonenTuyeckme cBokcTBa
MPOAYKTOB Bbi/IN OLIEHEHbI HA «OT/IMYHO» BCEMM NALIMEHTAMM U UX POAMTENSIMU (Y AETEl B BO3pacTe [0 6 16T — TOJIbKO
corniacHo oLeHKe poauteneii). lokasaTenm GpU3n4ecKoro pasBUTUs HE MUBMEHUNCL. HexxenaTesbHble IBIEHUS (annepriu-
4YecKue peakumu, gucrnercum, oTKkas oT npuema npoayKToB) He 3apuKcMpoBaHbl. 3aKao4eHne. BeejeHne B paynoH JeTen
C QEHUTKETOHYPHEN HOBbIX QYHKLMOHA/bHbIX MPOAYKTOB — XJI0MbEB KpaxmasaoMy4YHbIX HU3KOOE/IKOBbIX, 060ralleHHbIX
BUTaMUHHbIM KOMITIEKCOM U HaTypasibHbIMU M/1040BbIMU U SroAHbIMU Jo6aBKaMM, NO3BOISIET COXPaHATb YPOBEHb QeHHU-
nlafiaHuHa B KPOBM Ha ypOBHE pe@epeHCHbIX 3HaYEeHMH.

Knro4eBblie cnoBa: 4eTn, QEHUIKETOHYPUS, GeHUNanaHnH, aguetTorepanms, HU3KO6GEKOBbIE MPOAYKTHI.

(Ana ymtupoBaHmna: bywyesa T.B., bopoBuk T.3., CeméHoBa H.H, CkBopuoBa B.A., leBopksaH A.K., 3BoHKoBa H.I.,
l'yceBa U.M., PocnaBsueBa E.A., CtenaHoBa T.H., JlykosiHoBa 0.J1., bbikoBa C.T., KanuHuHa T.I. Mcnonb3oBaHWe H1M3Ko6en-
KOBbIX 060raLleHHbIX KpaxManoMy4HblX NPOAYKTOB B AMeTtoTepanuu 60/bHbIX GEHUNKETOHYpUEH geTel B Bo3pacTe cTap-
we 1 roga. lMegnatpudeckas papmakonorus. 2018; 15 (2): 129-134. doi: 10.15690/pf.v15i2.1869)

OBOCHOBAHME yactota GeHUNKETOHYPHUKN B Poccrn 0CTaeTcst OTHOCUTESNTIbHO
DeHnNKeTOHYpMa — Hanbosee YacTo BCcTpeyatolleecs NOCTOSIHHOM W cocTaBnseT B cpeaHeM 1 cnyyan Ha 7000
HacneaCcTBEHHOE HapylleHWe aMWHOKUCIOTHOro obmeHa, HOBOPOXAEeHHbIX aeten [1, 2].
o6ycnoBieHHoe gedpeKToM depMeHTa GeHuNanaHuHru- OCHOBHbIM MaTOreHeTU4ECKUM METOAOM JieHeHUs
[pOKcKnasbl, Npeo6pasyollero aMmMHOKUCNOTY deHunna- dbeHnNKeToHypUKn aBndeTca aueTtotepanusd. B ee ocHo-

JlaHWH B TUPO3MH. CornacHo JaHHbIM MNOCAEeAHUX NeT, BEe — OrpaHuWyeHune HaTypanbHOro nNuwesoro 6enka nytem




WCKNIOYEHUS M3 pauMoHa BbICOKOGENKOBbLIX MPOAYKTOB
C LENblo CHUMEHUSA MNOCTYNnneHus B opraHu3m pebeHkKa
onpegeneHHon amuHoKMcnoTbl. KBoTa 6enka HaTtypasb-
HbIX MPOAYKTOB JIMMUTMPYETCS MUHMMANbHO AOMNYCTUMbIM
KONMYECTBOM aMUHOKMUCNOThbI, METAB0NM3M KOTOPOW Hapy-
leH, Hanpumep deHnnanaHuHa npu deHunketToHypuu [3].
Oednunt obuwero 6esKka B NUWEBOM ne4ebHOM paLMoHe,
BO3HMKaIOLWWUI NPU 3HAYUTENBHOM OFpaHUYeHUN HaTypanb-
HbIX NPOAYKTOB, KOMMNEHCHUPYETCS 3a cYeT crneunannampo-
BaHHbIX MPOAYKTOB Ha OCHOBE aMUHOKMUCIOT, COCTaB KOTO-
PbIX AO/KEH COOTBETCTBOBATL BO3PACTHLIM NOTPEBGHOCTAM
60nbHbIX geTen [4, 5.

BONbWHWHCTBO aMUHOKMCNOTHBLIX CMecel, npeaHasHa-
YEHHbIX Ans geten ctapwe 1 roga, He COLEPHKMT XKMUPbl
W YrNeBofbl, 4TO NOBbLIWAET PUCK Pa3BUTUS IHEPTETUHECKON
HeLOCTaTO4YHOCTM Y 60/bHbIX 3TOro Bo3pacTta [3] M Tpe-
6yeT BBeAEHUS B pPaLMOH HUIKOGENKOBbIX 3IHEPrOEMKMX
NPOAYKTOB. HaTypanbHble HU3KOGENKOBbIE MPOAYKTbI pac-
TUTENBbHOIrO MPOUCXOXAEHUSA (OBOLWM, OPYKTbI, AroAbl) He
MOryT B NOJSIHOM Mepe yA0BNETBOPUTb NOTPEBHOCTb AETCKO-
ro opraHn3ma B aHepruu. B cBSA3U C 3TUM 415 BOCMONHEHMS
HefoCTaTKa KalopWMMHOCTU CYTOYHbIX le4ebHbIX paLMoHOB
MCNONb3YIOT HE TONbKO HaTypasbHble KUPbl (PacTUTENbHbIE
Macna) 1 yrneBofbl (rnoKo3a, GpyKTo3a, caxapol3a u ap.),

HO W chneuuMann3npoBaHHble QYHKLWOHaNbHblE MPOAYKTHI
Ha OCHOBE KpaxmManoB (HM3KOGEeNKoBble MaKapoHbl, xN1e6,
KOHAUTEPCKUE n3genus). B nocnefHux cogeprkaHme 6enka
He npeBbiwaeT 1 rHa 100 r npoayKTa [5, 6]. YKa3aHHble npo-
LYKTbl MPOM3BOAATCS U3 KYKYPY3HOro Kpaxmana, cogepxar
MUHUMaNbHOE KONM4yecTBO 6enKa, oboraweHbl NULEeBbIMU
BOJIOKHAMM W 3CCEHUMaNbHbIMKU MUKPOHYTPUEHTaMH, 4TO
CNOCOGCTBYET NOBLIWEHMUIO MX MULWEBBLIX U GYHKLMOHANbHbIX
KayecTB [6, 7]. M1uieBble BONOKHA, BK/OYEHHbIE B COCTaB
NPOAYKTOB Ha OCHOBE Kpaxmana, C 04HOM CTOPOHbI, 06naja-
0T CTPYKTYPUPYIOLLMMM CBOMCTBaAMM (T.€. NPUAAIOT rOTOBO-
My NPOAYKTY OonpeAefieHHY0 KOHCUCTEHLMIO), @ C ApYyron —
ABNAOTCA QYHKUMOHANbHBIMU WHIrpeguMeHTaMu, KoTopble
OKa3blBaOT NONOKUTENBHOE BAUSHWE HA MOTOPUKY XKeny-
[OYHO-KMLIEYHOro TpaKTa M COCTaB KWULWEYHOW MUKPO-
6uoThl [6, 8]. OgHaKo, HeManoBaXKHbIM TpeGoBaHWeEM ANA
NPUMEHEHNSA CNeunanM3npoBaHHbIX MPOAYKTOB MUTaHMA
y AeTen ¢ GEeHUKETOHypUen ABNsSieTca OTCYyTCTBME MNOBbI-
WEeHUs B KPOBW cogepaHusa deHunanaHuvHa, 410 Oyaer
Ccnoco6CTBOBATb YXYAWEHWUIO TeYEHUST BONE3HM.

Lienb uccnepoBaHna — n3dy4yntb 6€30NacHOCTb NpUMe-
HEHWS XNONbEB KpaxMaloMyyHblX, 060raleHHbIX KOMMIeK-
COM XXMPOPaCTBOPUMbIX BUTAMUHOB, HaTypaibHbIMK NI0A0-
BbIMWU U ArOAHBIMU J06aBKaMK, y AeTen ¢ GeHUNKETOHYPHUEN.
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Use of Low-Protein Enriched Starch Products
in Diet Therapy of Children With Phenylketonuria

Aged Over One Year

Background. The nutrition of children with phenylketonuria includes specialized starch-based products, the range of which is
constantly expanding. Our aim was to study the safety of the composition of starchy flakes enriched with a complex of fat-soluble
vitamins, natural fruit and berry additives used in the food of children with phenylketonuria. Methods. The study included children
under the age of 14 years who were compliant with the previously conducted hypophenylalanine diet, without acute infectious, severe
somatic or neurological diseases. The investigated products (starch-rye, wheat, and wheat fruit flakes with a complex of provitamin
A and vitamin E) were prescribed instead of previously used low-protein confectionery products in the amount of 20-25 g/day for
children under 6 years, 30-40 g — for children aged 6 years and over. The products were given with the recommendation to use
alternately, with a duration of at least 10 days, totally for 30 days of the study. The safety of the products was assessed by phenyl-
alanine concentration in the blood (determined by the fluorimetric method). In addition, we assessed the organoleptic qualities of the
products and the dynamics of physical development of children. Results. The study included 15 children, mean age 4.4 + 1.9 years.
The initial concentration of phenylalanine in the blood varied from 1.6 to 3.9 mg%, the median — 2.2 mg% (2.0; 2.8). In 30 days after
inclusion of starchy flakes in the diet, the content of phenylalanine in the blood did not change and was 2.5 mg% (2.2; 2.7); p = 0.859.
The organoleptic properties of the products were rated «excellent» by all patients and their parents (in children under 6 years, only
according to the parents’ assessment). The indicators of physical development did not change. There was no adverse events (aller-
gic reactions, dyspepsia, refusal to take food). Conclusion. Introduction of new functional products — low-protein starchy flakes
enriched with a vitamin complex and natural fruit and berry additives — in the diet of children with phenylketonuria allows to maintain
the level of phenylalanine in the blood at the level of reference values.

Key words: children, phenylketonuria, phenylalanine, diet therapy, low-protein foods.
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METO/AbI

Ou3aiH uccnepoBaHusa

MpoBeaeHo NPOCNEeKTUBHOE OJHOLEHTPOBOE HEKOHTPO-
IMPyEMOE MCCNef0BaHUE C aHaNN30M «10-NOCNE».

Kputepuu cootBeTCcTBUSA
Kputepmm BKIHOYEHUS:

e pneTn oboero nona B Bo3pacTte oT 1 go 14 net ¢ noa-
TBEPXKAEHHON* KlacCcuyecKon GeHUNKeToHypuen;

® KOMMJAeHTHOCTb paHee Ha3Ha4YeHHoW runodeHunana-
HUHOBOW AMETE;

®  MOJly4YEHNE MUCbMEHHOIT0 MHOOPMUPOBAHHOIO Cornacus
poanTensa/3aKkOHHOro npeactaBuTens pebeHKa Ha ero
yyacTue B UcCneaoBaHuu.

* [InarHOCTUYECKUE KPUTEPUU

[narHo3 QGEeHUIKETOHYpUU YyCTaHaBAMBaIM Ha OCHO-
BaHWW [@HHbIX HEOHATa/IbHOTO CKPWHWHIa MpW MOBbIWEH-
HOW (>2 Mr%) KOHUEHTpauun deHunanaHMHa B KPOBMU.
KomnnaeHTHbIMKM cYMTanu AeTel, y KOTOpbIX B TeyeHue
nocnefHero roga coaepxaHue deHunanaHvHa B KPOBU He
NpeBbIWano AONYCTUMbIX 3HAYEHUN A9 60/bHbIX C GEHU-
KETOHYpMEeN paHHero W AOLWKOMbHOrO BO3pacTa, Haxoas-
LMXCA Ha runodeHnnanaHMHoBon aueTte (He 6onee 6 Mr%).

Kpuntepum HEBKAOYEHUS:

® 0CTpO€e MHDEKLMOHHOE 3a60/1EBAHMUE;

° TAXenas XpoHW4yecKasi comatuyeckas u/unmn HeBpPoIoru-
yecKas naTtonorus.
Kputepumn uckao4eHums:

° OTKas pe6GeHKa OT NpMemMa MccneayemMoro NpoayKTa;

® BO3HWMKHOBEHWE CEPbE3HOr0 HEeXeNaTenbHoro saBfe-
HWUS, CBA3AHHOI0 C MPMEMOM WCCNeayeMoro npoayKra

Ta6nuua 1. HrpeamMeHTHbIM cocTaB UccneayemMbliX MPOAYKTOB
Table 1. Ingredient composition of the investigated products

(annepruyeckune peakLmu, [UCNencuieckue aBeHns —
avapes, pBoTa, u3xora, 60/11 B XMUBOTE).

Ycnosus nposeaeHus

KnuHnyeckoe ncecnegoBaHune HU3KOOENKOBbIX
NPoOAYKTOB nNpoBoaunocb Ha 6ase KoHcynbTaTUBHO-
AWMArHOCTUMYECKOro LEeHTpa M OTAENEeHUs MuTaHua 340po-
BOro U 6onbHoro pebeHka PrAY «HauuoHanbHbIM Meau-
LIMHCKMI UCCnefoBaTeNbCKUM LEHTP 340pOBbs  AeTen»
MuHsgpaBa Poccun (paHee HayyHbIM LEHTP 340pOBbS
peten). JlabopaTopHble uWcCnefoBaHUd MPOBOAMIIUCH
B MeWKOo-reHeTnyeckon nabopartopum [BY3 «MOHUKU
M. M.®. BnaaumupcKoro» (HEKOMMEPYECKU AoroBop
0 HayyHom coTpyaHuyectBe N2 22-02/13 oT 22 depans
2013 r.). Jlabopatopusi MMeeT CBUAETENbCTBO 06 y4acTuu
B nporpamme Mex1abopaTopHbIX CANYUTENbHBIX UCMbITAHWUM
«PCBOK» (PepnepanbHasa cuctema BHeELLHEN OLEHKM KavyecTBa
KNIMHWYECKNX NabopaTopHbIx UccneaoBaHnin) N° 12 665/16.

MpoaoMKUTENbHOCTb UCC/IeJOBaHUA
UccnepoBaHue BbiNoAHeEHO B nepuog ¢ 1 mas no 31
flekabpsa 2016 .

OnucaHue MeAULMHCKOro BMeLwaTenbcTBa

B HacTosillemM uccnefoBaHuM MPUMEHANUCb FOTOBbIE
KpaxManomyyHble HW3KOOENKoBble MPOAYKTbl, B MNpPO-
M3BOACTBE KOTOPbIX OblIM UCMONAb30BaHbl HaTypaibHble
[06aBKM M3 CYXMX NIOLOBO-ArOAHbIX MOPOLIKOB, a TaKxe
KOMMJeKc npoBuTammHa A (6eTa-KapoTuH) U BuUTamuHa E.
NHrpeaneHTHbIM cocTaB, NUweBas U aHepreTMyeckas LeH-
HOCTb XJIOMbEB HW3KOOGENKOBbLIX KpaxManoMyyHblx o6ora-
LWEeHHbIX npeacTaBneHbl B Tabn. 1 n 2. CepuitHoe M3roTos-
fleHne NPOAYKTOB BbIMOMHAETCS ONbITHLIM NPOU3BOACTBOM

MpoaykKT

CocTtaB

Xnonbsi KpaxmanopaHble
(Xnebubl)

Kpaxman KyKypy3Hbii, MyKa pXkaHasa 6%

Xnonbsa KpaxmanonweHUYHble

(CHeOK) 0,002%

Kpaxman KyKypy3HbIi, MyKa nieHnyHas 3,5%, BUTaMUHHbIN KOMMNEKC (6eTa-KapoTuH, BUTaMuH E)

Xnonbs KpaxmasnonieHnyHble

N1oA0BO-SAroAHble (AcCopTh) A670K0") 2%
« » 0

Kpaxman KyKypy3Hbli, MyKa nieHudHas 3,5%, BUTaMUHHbIN KOMMNIEKC (6eTa-KapoTuH, BUTaMuH E)
0,002%, NOPOLLKM U3 NIOAOB U Arof («BULWHSA», «<KNyBGHUKa», <4epHas CMOPOAMHA», «<4EPHUKa», «K/TIIOKBa»,

MpumeyaHune. UcToYHUK nHdopmaumm: TY 1062 11-133-00334735-2016. MpoayKTbl HE coaep:KaT Kakux-mM60o A06aBOK U/UNK Kpacutenen.
Note. Information source: TU 1062 11-133-00334735-2016. The products do not contain any additives and/or dyes.

Ta6nuua 2. lNyweBas U aHepreTMyecKas LLeHHOCTb X/10NbeB KpaxManoMy4HbliX HU3KOBGENKOBbIX 060ralleHHbIX 419 AMeTUHECKOro

neye6HOro nNUTaHus aeten ctapwe 1 roga

Table 2. Food and energy value of enriched low-protein starchy flakes for dietary nutrition of children over 1 year

NMuuweBan LEeHHOCTb
JHepreTnyecKas LEHHOCTb,
st MuweBsble benok, r KKan/KAx
e — YrneBogbl, r Xup, r
’ Bcero ®AH*, Mr
Xnebupbl 1,76 84,4 0,04 0,58 29,0 340/425
CHeXoK 2,33 83,6 0,12 0,65 32,5 338/415
AccopTu 1,92 85,6 0,04 0,68 34,0 345/443

MpumeyaHme. * — nuweBon deHnnanaHuH (PAH).
Note. * — food phenylalanine (PAN).
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defepanbHOro rocyaapcTBEHHOMO HAyYHOro YyYyperKaeHUs
«Bcepoccnnckun HaydyHo-uccnenoBaTeNbCKUM  UHCTUTYT
Kpaxmanonpoayktos» degepanbHOro areHTCTBa HayyHbIX
opraHusaummn (MockoBcKas 06171.).

[o Havana uccnepgoBaHusi pebeHOK M ero poauTenu
(3aKOHHblE NpeAcTaBuUTENN) UMENU BO3MOXHOCTb OLEHUTb
BHELWHWI BN M OpraHonenTUYeCcKMe KavyecTBa MPOAYKTOB
M nocne 3Toro faTb Cornacue Ha yyactue B UcchnepoBa-
HMM M UCNONb30BaAHMM XJIOMbEB B Ne4yebHOM paLMoHe.
Nccnegyemble HU3KOGENKOBbLIE MPOAYKTbI HA BECb NMEPUOA
nccneaoBaHWs BblgaBanin BO BpeMS NepBOro BU3nTa pebeH-
Ka M Ha3Ha4yanu B KayeCTBe AOMONHEHNUS K 3aBTpPaKy M Ha
nonaHuK B KonnyectBe 20-25 r/cyT agetam mnagwe 6 ner,
ot 30 no 40 r — peTtam cTapwe 6 net. Mpu 3TOM paHee
ncnonb3dyemble HU3KOOENKOBblE KOHAMTEPCKUE W3AeNnus
(HM3KO6EeNKoBOE NnevyeHbe, Badn, BbiNeYKa) UCKOYaIU U3
MeHt0. ns coxpaHeHnsa pasHoobpasuns pauoHa peKoMeH-
LOBann UCcnofib3oBaTb NPOAYKTbI NOOYEPEAHO, YTOBLI NPo-
LOMKUTENBHOCTb NpUemMa KaXKAoro npojykra cocTtasnsna
He meHee 10 cyT. Takum o6pa3om, Becb nepunoa Habnoae-
HMs cocTaBun He meHee 30 cyT.

PeKkoMeH40BaHHbLIA cNOCO6 NPUIrOTOBEHMS: CYXHUE XN10-
nbs nepeg ynotpebneHneM peKoMeHAoBasoCb 3anuBaTb
6e36€eK0BbIM MOMOKOM, COKOM, KOMMOTOM WAW ynoTpe-
619Tb B CYyXOM BMAe C NO6GbIMM HanUTKamu, B TOM Yucne
M C aMMHOKMUCIIOTHOM CMecChblo 6e3 deHnnanaHuHa.

Ucxoabl uccnegoBaHusa

OCHOBHOJ ucxog

[JVWHaMWKa KOHLEeHTpauun deHnnanaHmHa B KPOBM,
COXpaHeHWe KOHLEeHTpaLmMK B npeaenax pedepeHCHbIX 3Ha-
YEeHUN.

HononHutenbHbie ucxoabl
OpraHonenTu4yeckne KavyecTBa UccneayemMblx NPoayKTOB,
MX NEPEHOCUMOCTb, ANHAMUKa GU3NYECKOrO Pa3BUTUS AETEN.

MeTtoabl perucTpaLmm UCxonoB

B xoae uccnegoBaHmns ocywecTBASNOCE MO 2 0693aTenb-
HblX BU3KUTa K Bpady (B Havane n yepes 30 cyT HabnoaeHus),
a Takxe 3 TenedoHHbIX KOHTakTa (1 pas/Hen).

OnpepeneHue KOHUEHTpauun eHunaiaHmHa

B KPOBH

O6pasubl KpoBM 6Gpanu M3 nasnbla YTPOM HaTowak
BO BpeMs MepBOro W nocfiegHero BWM3MTOB (4O Hadvana
n Ha 30-e cyT uccnegoBaHus). Bastme KpoBK OCYLLECTBASIN
nocse NpoKkona ogHopas3oBbiM cKapudukaTopoM. MepBas
Kanns KpoOBM CHMManacb CTEPUIbHbIM CYXMM TaMMOHOM,
BTOpas Kanis KPOBM HaHocuaacb Ha TecT-6naHK, nNponwu-
TbiIB@EMbI KPOBbIO MOMHOCTbIO M HAaCKBO3b B YyKa3aHHbIX
mMecTax (Kpy»XKu). bnaHK ¢ KpoBblO BbICYLUMBANM B TOPU30H-
TasbHOM MONOXEHUM Ha YUCTON 0BE3KMPEHHOM NOBEPXHO-
CTW B TeyeHue 3 4 Npu KOMHaTHOM TemnepaTtype (15-22 °C).
OnpepeneHne ypoBHA deHunanaHMHa B Cyxux obpasuax
KPOBM MNPOBOAMNOCH GNIOOPUMETPUYECKMM METOLOM Ha
npuéope Multitable Counter 1420 Victor2 (Perkin Elmer
Vallac, PuHnaHauns). PedepeHCHbIM MHTEPBaNOM KOHLEH-
Tpauuun GeHnnanaHnHa B KPOBM CYMTANU Uanal3oH 3Hade-
HUM 2—6 Mr% ans aetew B Bo3pacTte Ao 12 net u 2-10 mr%
ana neten >12 net [1].

OueHKa opraHosienTu4eCcKux CBOMNCTB

M NepeHoCHMOCTH NPOJYKTOB

Ha nepBom BM3uTe poanTenn 60/bHbIX AETEN U NALMEH-
Tbl >6 NeT oueHuBanu no 5-6annbHON LWKane cneaywouine
noKasaTtenn: BHEWHUI BU[I, BKYC, KOHCUCTEHLMS, 3anax, rae

1 6ann — 3TO HEYAOBETBOPUTE/NbHAA OLEHKa, 5 6anios —
OT/IMYHAA oueHKa. Y aeTen Mmnajlie 6 net opraHonentuye-
CKMe CBOWCTBa NPOAYKTOB OLIEHWMBANW MO MX OTHOLLEHMUIO
K NPOAYKTY — «€CT» U «HEe eCT», YTO CYUTANIN IKBUBANEHT-
HbIM OLeHKaM «5» nnun «1» cooTBETCTBEHHO. [lepeHOCUMOCTb
NPOAYKTOB (COCTOSAHME KOXW U BUAMMbIX CTM3UCTbIX 060/10-
YyeK, YacToTa U KOHCUCTEHLMSA CTyNna, UBMEHEHUS anneTunta)
oueHunBanu 1 pas/Hen.

OyeHKa pnu3nyecKoro pa3BuTus

Maccy Tena 1 gnuHy (pOCT) MSMEPSIN C NOMOLLbIO CTaH-
[apTM3nMpoBaHHbIX BECOB K pOCTOMEpPa BO BPEMS NePBOro
n nocnepHero (4epe3 30 cyT) BM3UTOB K Bpayy. OueHKa
GU3nMYecKoro pasBuTUA AeTen ocylecTBasnacb No LEeH-
TUAbHBIM Tabnvuam BcemupHOM opraHu3auuu 34paBoOX-
paHeHusa (World Health Organization, WHO) ¢ onpeaeneHum-
eM KoabduumeHTta Z-score (nporpamma WHO Anthro plus,
2009). ins noka3aTenen Z-score Ansi Macchbl Tena no BO3-
pacTy v 4/ MHbl Tena No BO3pacTy HOpMaibHbIMKU CHUTaNUCh
3Ha4veHuns B npegenax +2 SD, Ang MHAEKCa macchl Tena no
BO3pacTy — B UHTepBane ot -2 SD no +1 SD.

3THUyecKan aKcnepTU3sa

MpoBeaeHne uccnenoBaHus oa06peHO Ha 3acefaHuu
JIoKanbHOro He3aBMCUMOTr0 3TUYECKOro KoMUTEeTa npu Pray
«Hay4HbIN LEeHTP 340p0BbA AeTel» (NpoTokon oT 15.04.2016).

CTaTUCTUYECKUIA aHaNU3

MpeaBapuTenbHoe onpegeneHne pasmepa BbIGOPKM
He MpoBOAMNOCHb. AHaNN3 NOMYYEHHbIX AaHHbIX BbINOMHEH
C MCMOfIb30BaHMEM MNaKeTa CTaTUCTUMYECKUX MNporpamm
Statistica 6.0 (StatSoft Inc., CLUA). OnucaHue Bo3pacTta
[eTel, BKOYEHHbIX B UCCNeoBaHKe, BbIMONHEHO C YKa3a-
HWeM cpefHero apudmMeTUHecKoro 3Ha4eHus 1 cTaHgapTHO-
rO OTKNOHEHMS, KONMYECTBEHHbIX NOKa3aTenen, o KOTOPbIM
OLlEHMBaANN UCXOAbl MCCNefoBaHus, C yKasaHueM Megua-
Hbl (25-1; 75-1 npoueHTUNKn). CpaBHEHME KOIMYECTBEHHbIX
nokasarenen B 3aBUCUMbIX (MapHbIX) BbIOOPKaX BbIMOJIHEHO
C NOMOLLbI0 KpuTepusa BuakokcoHa. CTaTUCTUHECKMN 3HAUU-
MbIMW CYMTaANUCh pasnmyung npm p<0,05.

PE3YJIbTATbI

Y4yacTHUKU uccnegoBaHua

B uccnegosanue 6b11n BKAOYEHbI 15 aeten (7 AeBOYEK)
C KNaccuyeckon deHWnKeToHypuen B Bo3pacTe oT 1,6 a0
7,7 net, cpeaHun Bo3pact 4,4+1,9 roga. Ha MOMEHT BKJItO-
YeHUs B UccnefloBaHWe BCe AeTHU nonyyvanu runodeHunana-
HUHOBYIO AMETY.

OCHOBHbIe pe3y/bTaTbl UCC/IefOBaHUSA

AnHaMnKa KOHUeHTpaynumu peHnnanaHmHa B KPOBHU

McxoaHaa KoHUeHTpauua deHunanaHuMHa y Bcex naum-
€eHTOB 6bl1a B Npefenax pedepeHCHbIX 3HAaYEHWI U cocTaB-
nann 2,2 (2,0; 2,8) mr%, sapbupys or 1,6 go 3,9 mr%.
CopeprkaHune deHunanaHuHa KpoBu y 60/bHbIX GEHUKETO-
Hypuei Ha dOHe nMprMema HOBbIX MCCleayeMbIX NMPOAYKTOB
Kone6anocb B npegenax 2-3 mr% u coctaBuno 2,5 (2,2;
2,7) Mr% (B cpaBHEHWU C UCXOAHbIM 3HaYyeHneM p=0,859).

[lononHUTeNbHbIE UCXOAbI UCCIEJ0BaHUA

OpraHonenTu4ecKne CBOHCTBA NPOAYKTOB

[Jeryctauma uccnegyemblx MPOAYKTOB MoKazana, 4to
BCe eTu B Bo3pacTe >6 N1eT U POAUTENN OLLEHUIU BKYCOBbIE
KayecTBa NPoAYKTOB B 5 6a1/10B N0 BCEM U3Yy4YEeHHbIM Napa-
MeTpaM (BHELWHWN BWUA, BKYC, KOHCUCTEHUMS, 3anax). Hu
OAMH pebeHOK B Bo3pacTe 40 6 IeT He OTKaldancs oT npuema
nccneayemMblx NPOAYKTOB.



Ta6nuua 3. I3ameHeHWe Nokasartenen Guanyeckoro passuTns aetei (n=15) B xoae uccnegoBaHns
Table 3. Changes in the indicators of physical development of children (n = 15) during the study

Mokasartenu UcxogHo Yepes 30 cyT p
Macca Tena, Kr 18,8 (17; 23) 19,0 (17; 23) 1,000
PocT, cm 110,5(98; 119) 110,5 (98; 119) 1,000
MMT/Bo3pacT (Z-score) 1,08(0,27; 1,99) 1,08(0,27; 1,99) 1,000
Macca Tena/Bo3pacT (Z-score) 1,0 (0,06; 1,96) 1,0 (0,06; 1,96) 1,000
PocTt/Bo3pacT (Z-score) 0,86 (0,3;1,3) 0,86 (0,3;1,3) 1,000

lMpumeyaHme. HopmanbHbIMKU 3Ha4YeHUAMU Z-Sscore Ang MHAeKca macchl Tena (MMT) no Bo3pacTy cHMTaNnCh 3HA4YEHUA B UHTepBane
oT -2 SD go +1 SD, ans macchl Tena no Bo3pacTy M ANUHbI Tena No Bo3pacTy — B npegenax +2 SD.

Note. The normal Z-score values for the body mass index (BMI) according to age were considered values in the range from -2 SD to +1 SD,
for the body weight according to age and the body length according to age — within = 2 SD.

MepeHocumocTb uccaepyeMbiX MPOAYKTOB

OueHKa nepeHOCMMOCTM MPOAYKTOB MOKasana, 4To
y BCex fleTen 3a BpeMs HabJlo4eHnsa OTCYyTCTBOBaIU KaKkue-
60 HexenaTtenbHble ABNeHUsd. He 3adUKCUMPOBaHO OTKa-
30B OT €/1bl, PBOTbI, a/I1ePrn4eCKmUX peakumn B BULE KOXHON
CbIMW, UIBMEHEHUIM YaCcTOThl U XapaKTepa cTyna.

AvHamunKa ¢pusnyeckoro pa3sBuTus

B Havane nccnepoBanua y 13 (87%) neten aHTponome-
TpUYECKMEe NoKasaTenn UMenn cpefHeBO3pacTHble 3Ha-
yeHus, y 2 (13%) 60nbHbIX cTaple 5 neT oTMeyanacb TeH-
OEHUMS K N36bITOYHOM Macce Tenla. 3a Bpems HabnoaeHus
aHTPOMOMETPUYECKME JaHHble BCEX AeTel ocTaBaliMCh CTa-
O6uNbHbIMU. ABGCONIOTHbIE MOKa3aTenu macchbl Tena, pocta
W 3HavyeHus Z-score Ao M Ha PpOoHe UCMONb30BaAHUSA HU3KO-
6€eNKOBbIX NPOAYKTOB, MX AMHAMWKa Ha GOHe MCMob30Ba-
HUS UccneayeMblx MPOAYKTOB NpeacTaBneHbl B Tabn. 3.

OBCYXAEHME

Pe3ioMe OCHOBHOro pesynbTata UccjiefjoBaHuUA

BkaoyeHne B runodeHunanaHWHoOBYO AWeETYy AeTeun
C KJlacCMYeCKOn (PEHUNKETOHYpPUEN HOBBIX YHKLMOHaNb-
HbIX MPOAYKTOB — X/I0MbEB KPaxmanoMy4HbIX HU3KOBENKO-
BblX, 060raleHHbIX KOMMIEKCOM BUTaMWHOB, MNOAOBbLIMM
W ArogHbiMM go6aBKaMu, He MOBAMANO Ha KOHLUEHTpauuio
deHnnanaHvHa B KPOBW, KOTOopas BO BCEX Clyyasx ocTa-
Banacb B npegenax pedepeHcHbix 3HayeHuin. NoKa3aHbl
XOpOLUMe OpraHonenTUyecKkne CBOMCTBa U NEePeHOCMMOCTb
M3YYeHHbIX NPOAYKTOB, OTCYTCTBME AMCMENCUYECKMX MpPO-
ABNIEHUI N anNepruyecKnx peakuunmn npm ux NpUMEHEHUMN.

06cyKaeHUe OCHOBHbIX pe3y/1bTaToB UCCIeJ0BaHUS

[Ons noaaep)aHua yaoBAETBOPUTENbHOM KOMMAAEHT-
HOCTM M MOBbIWEHUS KayecTBa *KM3HU OO0NbHbIX deHUNKe-
TOHYpUEN 4Ype3Bbl4alMHO BaXKHO pPa3HO06pa3UTb MX orpa-
HUYEHHbIM pauMoH 6e3 pUCKa MNOBbIWEHUS KOHUEHTpaLuu
deHunanaHvHa KpoBu. TO BO3MOXKHO NPU HaMMYMUM LLIMPOKO-
ro M NOCTOSIHHO NMOMOJIHAIOWErOCsH acCCOPTUMEHTa cneLmanm-
3UPOBaHHbIX HU3KOGENKOBLIX NPOAYKTOB. COBPEMEHHbIE TEX-
HONOMMK NO3BOASAKOT CO34aBaTb HU3KOGENKOBbLIE MPOAYKThI,
o6oraueHHble GYHKLMOHANbHBIMU KOMMNOHEHTaMK. B Halwem
nccnegoBaHWM UCMNoNb30BannCb HU3KOOENKOBbLIE X/10MbS
KpaxmManomyyHble, 060ralleHHble CyXMMU NA0A0BO-AroAHbI-
MW MOPOLUIKaMu, KOTOpPble ABASIOTCH MCTOYHWKOM MULLEBbIX
BOJIOKOH Y MUKPO31EMEHTOB, KOMMNIEKCOM BUTaMnHOB A U E,
061ajatoWwnm BblpaxeHHbIMU @aHTUOKCUAAHTHLIMW CBOVCTBA-
MW, HEOBXOAUMbIMKU A5 60/1bHbIX GEHUNKETOHYPUEN, Y KOTO-
pbIX Ha poHe MeTaboNU4YeCcKon aeKomneHcaunn GopmMnpyeT-
CSl XPOHWYECKUIM OKCMAATMBHbIN cTpecc [9].

MpumeHeHWe HU3KOOENKOBLIX MPOAYKTOB C QYHKLMO-
HanbHbIMW CBOWCTBaMW B AWeTOTepanuu AeTen ¢ Hacnen-
CTBEHHbLIMW HapyWeHUAMU aMUHOKUCNOTHOro o6MeHa,
B 4YaCTHOCTU C QEHUNKETOHYpPUEN, NO3BONFET PacCLUMPUTb
nieYyebHbIM paLUmMoH U MOBBLICUTb €ro 3HEPreTUYECKYIo LeH-
HOCTb [D, 6]. BaXHbIM ycnoBMEM YyCNewHoro npumMeHe-
HUS TaKUX NPOAYKTOB ABASIOTCA YA4O0OCTBO UCMOb30BaHUS,
OTCYTCTBME OT/IMYUN WUX BHELIHEro BuAa OT aHalorM4HbIX
n3genui, NPUroToB/IEHHLIX U3 BbICOKOGENKOBOIO LIefIbHOro
3epHa uUnu Opyrux 6efKoBbIX HaTypasibHbIX KOMMOHEHTOB
[1, 4, 8]. NMosBneHne BO3MOXKHOCTU MCMOMb30BAHNSA HOBbIX
HU3KOOENKOBbLIX MPOAYKTOB He TOJIbKO B [OMaLIHUX YCNO-
BUAX, HO TaKXe B AETCKUX YYPEXAEHUSX, NpU MnoceleHum
CMOPTUBHBLIX CEKLWUIA, TBOPYECKUX AOMONHUTENbHbIX 3aHs-
TUW CTQHOBUTCH CTYMEHbIO K MOBbILLEHUIO KAa4eCTBa XU3HU
nauneHToB ¢ deHunkeToHypuewn [10].

B HacTofilleM wuccnefoBaHWUM MPUHAAW ydacTue [eTwu,
CBOEBPEMEHHO NPUCTYNUBLUKE K NATOreHETUYECKOMY fleye-
HUWIO, MMEBLUNE YAOBETBOPUTENIbHbIE MOKasatenu Gusn-
YECKOro U NCUXMYECKOro pas3BuTUA, CTPOro cobniojaslune
AWETY, 4TO [ano BO3MOXHOCTb poauTensM 60JbHbIX AeTen
W nauMeHTaMm B BO3pacTe cTaple 6 feT OLEHUTb OpraHo-
NeNnTUYeCKNe KavyecTBa HOBbIX NMPOAYKTOB. B npumeyaHusx
OblIM OTMEYEHbI HEWTPaNbHbIM 3anax, NPUATHblIE BHELWHUN
BWA ¥ BKYC, yA06CTBO UX UCMONb30BaHUA. BaXHO OTMETHUTD,
4YTo Ha GOoHe NPUMEeHeHWUs B Nie4ebHbIX paLMOoHaxX HOBbIX
KpaxmasnoMy4HbIX HU3KOGENKOBbLIX X/10MbeB O60ralleHHbIX
He 6bl10 3abMKCMPOBAHO OTKA30B OT UX NpUEMma, Hexe-
naTtesfibHblX ABJIEHUK CO CTOPOHbI XeNYAOYHO-KULLIEYHOrO
TpaKTa UM KOXHbIX ajfIeEpruyecKknx peakuun, 4to ceuge-
TeNbCTBOBASIO O BbICOKMX Ka4eCcTBax NpoAyKTa.

O4HMM M3 rNaBHbIX KPUTEPUEB OLIEHKM 3OOEKTUBHOCTH
nevyeHns GeHUNKEeToOHypuM aBnseTca cogepxaHue deHun-
anaHuHa B KpoBU. B npoBeeHHOM nccneaoBaHn UCXOLHbIN
YPOBEHb AaHHOro NoKasaTens y BCeX 60JbHbIX GEeHUNKETOo-
HypUen Haxoausca B npejenax TepaneBTUYECKOro auana-
30Ha, YTO TaKXe CBUAETENLCTBYET O BbICOKOW KIIMHWUYECKOM
3bDEKTUBHOCTU NPUMEHAEMBIX HU3KOOENKOBbIX NPOAYKTOB,
Crnoco6CTBYIOWMX OBeCcneyeHnto ajeKBaTHOM 3HepreTuye-
CKOW LeHHOCTH paLmoHa. [onyyYeHHble AaHHbIe CornacyoTcs
C pesynbraTtaMu paHee NPOBeAEHHbIX UCCNeA0BaHUN, YKasbl-
BaloLWMX Ha BO3MOXHOCTb MOCTOSAHHOrO OGHOB/IEHUSA U pac-
LUIMPEHUS aCCOPTUMEHTa HU3KOBENKOBbIX MPOLYKTOB B COCTa-
Be /le4ebHbIX AUET ANS 60MbHbIX GEHUTKETOHYPUEN [6].

OrpaHuMyYyeHUs uccnefoBaHuUsa

Manbln 06beM BbIGOPKKU U KOPOTKUIW Nepuoj Habnoge-
HUS He NO3BONSIOT B MOJIHOW Mepe 3KCTpanoiMpoBaTh nony-
YeHHble JaHHble Ha Bcex AeTen ¢ GEHUNKETOHYPUEN.
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3AK/IIOMEHUE

KnnHuKo-nabopaTopHas OLEeHKa HOBbIX QYHKLMOHasb-
HbIX MPOAYKTOB — XJIOMbEB KpaxMasoMy4YHbIX HU3KOGEs-
KOBbIX, 06OrauleHHbIX aHTMOKCUAAHTHbIM BUTAMWHHbLIM
KOMMJIEKCOM W HaTypaibHbIMX MAOAOBLIMU W STOAHbLIMM
nob6aBKaMu, NO3BONAET caenaTb BbiBOJ 06 X 6e3onacHocC-
T U MONOXKUTENbHOW KIMHUYECKON 3PPEKTUBHOCTU MpHU
MCMNONb30BaHUM B Ka4yecTBe HM3KOOENIKOBOro KOMMOHEHTa
B COCTaBe rMnopeHnnanaHMHOBOW AMETbl GO/bHbLIX KNac-
cuyeckon dopmont GeHUNKeToHypun. NMprumeHeHne HOBbIX
HM3KOGENKOBbLIX NMPOAYKTOB MO3BONSET ONTUMU3UPOBATb
M pa3HO06pa3unTb Ne4YeOHbIM PaLMOH, YTO B LIE/IOM MOMET
NOBbIlWAaTh KAYEeCTBO XM3HU BGONbHbIX AETEN.

UCTOYHUK ®UHAHCUPOBAHUA

Pa6ota BbiNONIHEHA NpW  NOAMAEPKKE TrpaHTa
defiepanbHOro rocyaapCTBEHHOIO HAyYHOrO YYperKaeHUs
«BcepoccuncKMin  Hay4yHO-UCCNeLOoBaTENbCKUN  UHCTUTYT
KpaxmanonpoayktoB» denepanbHOro areHTCTBa HayuyHbIX
opraHusaumnn (MocKoBcKas o6nacTb). [Ana uenen wmccne-
[IOBaHUS UCNONb30BaaUCh NPOAYKTbl, 6€3BO3ME3HO MNpe-
[IOCTaB/IEHHbIE MPOM3BOANUTENEM (OMbITHOE NMPOU3BOACTBO
OrHy «BHUNK» GAHO).
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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.

H

NEAUATPUYECKAS ®APMAKOJIOTUSA /2018/ TOM 15/ N2 2



KOH®JIUKT UHTEPECOB

J1.C. Hama3oBa-bapaHoBa — nosyyeHve uccnegoBartesib-
CKMUX IPpaHTOB OT dapMaLueBTUYeCKUX KomnaHun MNbep Pabp,
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O6ocHoBaHHe. [Ipobema HeJOBepUsi K UMMYHU3aLUMUKU LIMPOKO pacrpocTpaHeHa He ToJibKo B Poccuu, HO U BO BCEM
mupe. MHorue poanTenn oTKa3biBakTCS MPMBMBAaTbL CBOEro pebeHKa, apryMeHTUpys 3T0 TEM, YTO BaKLMHbI MOTryT HAHECTH
Bpes 340P0Bb0, UMMYHHas CUCTEMa MOXKET He CIIPaBMUTbCS C Harpy3Ko# Ha opraHM3M, K TOMY XXe HEKOTOpbIE Bpayn camu
OTroBapuBaloT poanTenen ot BakumnHauuu. Llenb nccnegoBaHnss — OL/€HUTb OTHOLLEHME K BaKLMHaLMKW BPaYei u poam-
Tenen, AEeTH KOTOPbIX MPUBUTLI MOJTHOCTbIO NGO YaCTUYHO; M3YYNTb Hanbosiee YacTble MPUYNHbLI OTKA30B OT NMPUBUBOK CO
CTOPOHbI poaguTenen. Metogsl. Vicriosib30BaHbl BOMPOCHUKKU A8 poauTenen (n=114), npuBeAlumnx Ha BaKUMHaLMNIO CBOMX
Aeten BrepBble Uiu NOBTOPHO; @aHKEThI AJ151 CTYAEHTOB 4—6-X KYPCOB U MHTEPHOB MeANLMHCKNX BY30B (n=336), KOTopbie
Bblpakasin cBO€ OTHOLUEHME K BaKUMHaLMUU U 1IEMOHCTPMPOBAJIN 3HaHUSI HaLlMOHAIbHOr0 M PErMoHa bHOro KaneHaapen
npogunakTmyeckux npnBnBoK. KomnaHms Aston Group TaKXe npoBoauaa UCCAe0BaHNs cpeamn Bpadei pas3HbiX crewm-
anbHocTen (n=307) o Hambosiee YacTbiX MPUYNHaX OTKa30B OT BaKUMHaumn. Pe3ynbraTtbl. B 60/1blUMHCTBE C/ly4aeB OTHO-
lweHue poamnTenen K BaKuMHaLUnmn 6biJ10 MO3UTUBHBIM, KaXKAblk TPETWI NpeAcTaB1UTEeNb NalyneHTa cYnTasl, Y4T0 NoHOCTbIO
MHPOPMUPOBaH B BONpOcax UMMyHU3aL MK 1 60JbLLE 0/T0BUHbI XOTE/IM MPUBUBATLCS] TOJIbKO B PaMKax HaLMOHa/lbHOro
KasneHgaps npopuaakTn4eckux npuBuBOK. lNpaKktnyecku B 100% ciyvyaeB poanTean JOBepsan uHpopmaymm o npuBmB-
Kax, noJiy4eHHoM oT Bpaya. Pe3ynbTaTbl oripoca KomnaHum Aston Group nokasa/im, 4To camble YacTble MeA0TBOAbI AaBasin
HeBPOIOrK, UMMYHOJIOMM U XMPYPIrK. A caMu POANTENN, MPUXOA[LLME C AETbMM Ha MPUEM K Bpayam, MOTMBUPOBAJIM CBOU
OTKa3bl OT NMPUBMBOK G0SI3HbIO OCJIOKHEHWH, & TaKXXe CYMTalu BaKUMHaLUMIO BpeJHoN n 6ecrnosie3Hon. Bpadamu, yyacTBy-
owmnmMu B onpoce, 6biin NPeasoKeHbl METoAbl N0 BO3AEHNCTBUIO Ha PoAUTENEN MNaliMeHTOB, @ UMEHHO: ob6ecreyeHne mnx
AOCTYNHOM MHOOPMaLMen 0 NPUBUBKaXx, BXOASLMX B HALUMOHa/IbHbIN KaeHAapb NpopuaaKTU4ECKUX MPUBHUBOK, a TaKKe
06 orbiTe NPUMEHEHNS BaKLUMH, B TOM 4Yuc/ie B Apyrux ctpaHax. 06cyxaeHue. [IpoBeseHHbIN OMpocC BbISIBU HEA4OCTa-
TO4YHO€e 3HaHue HaunoHanbHOro KaaeHaapsi NPopuaaKTUYECKNX MPUBUBOK CPEAMN CTYAEHTOB, @ TAKXe MHOIM04YNC/IEHHbIE
3a61YKAEHUSI B OTHOLIEHUNU [POPUIAKTUYECKUX MPUBMUBOK CO CTOPOHbI APYrUX MNeAnaTpUYyecKux CcrneLmnaamncToB (0Co-
6EHHO JEeTCKMX HEBPOJIOrOB M AETCKUX assieprosioroB-MMMYHOI0roB), OCTOPOKHOE OTHOLIEHME B BOMPOCax BaKUMHaLUN
n foBepure K «<Mupam» 0 NpUBUBKaX CPean 3aKOHHbIX NpeacTaBuTenen naumeHToB. 3akndeHune. 3P OeKTUBHbIMU MEPO-
MPUATUAMM Ha MyTU 60pb6bLI C aHTUIPUBUBOYHbLIM CKEMCUCOM SIBASIIOTCS JIEKUMN A5 POANTENEN, CaHUTapHO-NPOCBETH-
Te/ibcKas paboTa Ha negmaTpu4ecKmx y4acTKax, a TakKe roBblleHne KBaanpuKalmm Bpaden.

KnwyeBble cnoBa: BaKLUMHaLMS, aHTUPUBUBOYHbIM CKENcHUC, aHKETUPOBaHUE, OTHOLIEHUE K BaKLUMHaLMKW, KaneHaapb
MPOQUIAKTUYECKUX MPUBUBOK, POAUTENN, CTYAEHTbI MEAULIMHCKNX BY30B.

(Ana uymtupoBanmnsa: KanioxHaa T.A., PepoceeHko M.B., HamazoBa-bapaHoBa J1.C., lanmBopoHcKaa A.l,
LlaxtaxTuHcKkasa ®4., TkayeHko H.E., bpoeBa M.U., Npusanosa T.E., BuwHésa E.A., YemaknHa [.C., KacatkuHa 10.10.,
lansopoHckas K.M. MNpeoaoneHne aHTUNPUBUBOYHOIO CKEMCKUCA: MOUCKKU PeLLEHUS BbIXOAA U3 CNOXMUBLUENCS CUTyaLUH.
lMeanatpudeckas papmaxonorns. 2018; 15 (2): 141-148. doi: 10.15690/pf.v15i2.1871)

OBOCHOBAHME MOXHO NMPefoTBPaTUTL C MOMOLLbIO UMMYHU3aL MK, NPUBENO

BakunHauma asnsetca cambiM 3POEKTUBHbBIM M 9KOHO-
MUYECKM BbIrOAHBIM NPOPUAAKTUHECKMM MEPOMPUATUEM.
K corkaneHuto, 60/blOe KONMYECTBO AEeTEN HEe NMPUBKUTO He
TONbKO B paMKax HalMOHanbHOro KaneHgaps npodwunak-
TUYECKUX NPUBUBOK, HO M OT APYrMX CMEePTENbHO ONacCHbIX
MHPEKLUN (HanpuMep, MEHUHIOKOKKOBOW M Mmanuiioma-
BMPYCHOW MHbeKLMI) [1-3]. B pa3BuUTbIX CTpaHax BaKLMHa-
LMs 9BASETCH HEOTbEMNEMON YacTbio NPoduNaKkTuiecKomn
MEAMLUMHBI, M CMUCOK BaKLMHOyNpaBasieMbliX MHOEKLUN
3Ha4yMmMo 60fblle, YeM B pa3BUBalOLWMXCH cTpaHax [4,
5]. CHWXeHWe 3aboneBaeMoCTU MHPEKUUaMU, KOoTopble

K YMEHbLUEHWUIO MCMONb30BaHUS aMOynaTopHbIX U CTalu-
OHapHbIX MeAMUMHCKKMX ycnyr. K Tomy e 6onee peakoe
Mcrnonb3oBaHWe aHTUOGMOTMKOB BO BpavyeGHOM MpaKTUKe
MOXET MPEensiTCTBOBaTb BO3HWMKHOBEHWUIO PE3WCTEHTHOCTHU
K MPOTUBOMUKPOOHBLIM Npenapartam [5].

BaKLUMHbI He TONbKO o6ecnevyrMBaloT UHAUBWUIYAbHYIO
3alMTy, HO ¥ MNOBbLIWAKT MNONYNALUUOHHBIA WUMMYHUTET,
yMeHbllas pacnpocTpaHeHHOCTb 3aboieBaHUi cpeam Hace-
NIeHUs1. ITO OCOGEHHO BbIFOAHO ANK YA3BMMbIX FPynn Hace-
JIEHUSA, KOTOPbIE MO TEM UM UHBIM NMPUYMHAM HE MOTYT BbITb
NPUBKUTLI. MIMEHHO MO3TOMY HEOGXOAMMO MOBbIATbL YPO-



BEHb UMMYHM3aLUMKN KaK B AETCKOW MONynsuuun, Tak 1 cpeau
B3pOC0ro Hacenexus [5, 6].

CBoeBpeMeHHas M addeKTUBHAA BaKLUMHALWUA MPUHO-
cuT cBom nnogbl. Tak, B nepunog ¢ 2000 no 2014 r. BaKuUMHa-
LM OT KOPW NPpMBENa K CHUXKEHUIO rno6GanbHON CMEPTHOCTH
OT AaHHoro 3a6oneBaHus Ha 79%, 4TO NMO3BOAMNO NMpPenoT-
BpaTUTb B Mupe 17,1 MnH cnyyaeB cMepTu [7].

O6s3atenbHaa BaKUMHaUMA OT rpunna BBeAeHa
B HauuoHanbHbIM KaneHgapb MNPOPUIAKTUYECKUX MpPU-
BMBOK W KaneHaapb NPOOUNAKTUHECKUX MPUBUBOK MO
annaeMn4YecknmM nokasaHuam Poccuickon depepauunum
M peKomMeHgoBaHa C 6-mMecs4yHOro Bo3pacTa. [loabem
3a60/1eBaEMOCTU FPUMNMNOM NMPOUCXOAUT EKErOAHO B OCEH-
He-3MMHWUI nepuoa. Tak, 3a nocnegHee gecatnneTme otme-
yanucb BCMblWKKM 3aboneBaHus B 2009/10, 2015/16
n 2016/17 rr. Anngemusa rpunna 2015/16 r. obycnoBuna
Ha Tepputopun Poccuitckon depepaumm 12 MAH cayda-
eB 3ab0/ieBaHMa U Pa3BUTUSA OCIOXKHEHUN [8]. Mpu aTom
3HauYuTeNnbHas AoNsA perucTpupoBanachb cpeau nauueHToB
C XPOHUYECKMMU 3a60NeBaAHUAMU NErKUX, anepruiecKku-
MU 60ONE3HAMM, caxapHbiM AuabeToM M ApyrMmMu Buaa-
MW XPOHUYECKMX NATONOrMW. PacTywmi ¢ KaxKabiM rogom
oxBaT NMPUBMBKaAMW MPUBEN K TOMY, 4TO 3OPEKTUBHOCTb
BaKUMHaLKMKM OT rpunna AeTen B Bo3pacTe oT 6 mec Ao
8 net B ce30H 2016/17 r. coctaBmna 61% [8].

Ce30HHasa BaKUMHaLMS OT rpunna npoaeMoHCTPUpoBa-
N1a CBOM MOJIOXMUTENbHbIE pPe3yabTaTbl BO BCEX BO3PACTHbIX
rpynnax: 4YMcno rocnutanu3dauuii No NoBoAy MHEBMOHMU

cpeaun B3pOC/oro HaceneHuns ymeHbwnnocb Ha 40%, naum-
€HTbl NoXKnoro Bo3pacta B 45-85% cnyyaeB pexe 6o0nenu
NMHEBMOHMEW; YacToTa OCTPOro cpefHero otuta — Haubo-
flee pacnpocTpaHeHHOro OCNOXHEHWA rpunna y geten —
CHM3WNacb Ha 36-69%, Kpome Toro, CoKpaTmuaachb 4YacTtora
060CTPEHUMN XPOHUYECKOTO BGPOHXMTA U BPOHXMANbHOM acT-
Mbl — Ha 20 n 60-70% cooTBeTCTBEHHO [8].

O6patMMcst K AaHHbIM, AOKa3biBalWUM 3hdEKTUB-
HOCTb MUMMYyHM3aLMKN OT ANPTEPUU: BBELEHME B MACCOBbIN
KafneHaapb BaKUMHaALMKM OT KOKMowWwa, gudTepun, CTONGHS-
Ka B 1974 r. n03BOMNIO CHU3UTb YUCO ClydaeB AndTepun
6onee 4yem Ha 90% B nepuog 1980-2000 rr., a B KOHLE
2010 r. cHuKeHne 3aboneBaemoct Ao 0,01 Ha 100 ThbIC.
HaceneHnusa [9, 10].

C 2010 . exkeroiHo B 0CEHHe-3MMHMUI Nepunoa B Poccumn
perncTpupyeTcs BCblWKa KOpeBown MHPEKUUK. Mo gaHHbIM
PocnoTtpe6Haas3opa, ¢ Havyana 2017 r. annaemMus Kopu 3ape-
rmctpupoBaHa B 14 ctpaHax EBponbl (Npy 3TOM nogasBnsio-
Lee KONMYecTBO NeTanbHbIX UCXo4oB — 31 — 3apernucTpum-
poBaHo B PymblHuMK) [6, 10].

B 2016 r. B 67 cTpaHax MMpa NPOBOAMIOCE MEMXAyHa-
poaHOe uccnepoBaHue o6LWEeCTBEHHOro MHeHus State of
Vaccine Confidence cpean 65 819 yenoBek, rae 3atparu-
Ba/nCb BONPOCHI HEOOXOAMMOCTH BaKLUMHaLmMK, ee apdek-
TUBHOCTU U 6e30nacHOCTU. CaMbiMK CKENTUYECKM HACTPO-
€HHbIMW B OTHOLIEHMM 6e30MacHOCTU U IPDEKTUBHOCTHU
NPUBMBOK OKasanucb PpaHuma n bocHua w lepuerosuHa
(36% HaceneHuss He [O0OBepPSOT BaKLUWMHAM), Ha TPETbeEM
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Overcoming ‘Anti-Vaccination Scepticism’:
Seeking a Solution to the Situation

Background. The problem of distrust of immunization is widespread not only in Russia but also all over the world. Many parents
refuse to vaccinate their child reasoning that the vaccines can harm their health, the immune system may not cope with the body
burden; and some doctors themselves discourage parents from vaccination. Our aim was to assess the attitude of doctors and
parents towards vaccination whose children are vaccinated completely or partially; to study the most frequent reasons for refusals
of vaccination by parents. Methods. We used the questionnaires for parents (n = 114) who brought their children for vaccination
for the first time or repeatedly; and the questionnaires for students of 4—6 courses and interns of medical universities (n = 336)
who expressed their sentiments towards vaccination and demonstrated the knowledge of the national and regional immunization
schedules. AstonGroup also conducted studies among physicians of different specialties (n = 307) on the most frequent reasons
for refusals of vaccination. Results. In most cases, the parents’ attitude towards vaccination was positive. One in three patient
representatives considered that he was fully acquainted with immunization issues, and more than half wanted to be vaccinated only
within the national immunization schedule. In almost 100% of cases, parents had trust in information about vaccination received
from a doctor. The results of the AstonGroup survey showed that the most frequent medical exemptions were given by neurologists,
immunologists, and surgeons. And the parents themselves, who brought their children to see doctors, reasoned their refusals of
vaccination with fear of complications and also considered vaccination to be harmful and useless. The doctors participating in the
survey offered methods for influencing the parents, namely: providing them with accessible information about vaccinations included
in the national immunization schedule as well as about the experience of using vaccines, including other countries. Discussion. The
survey revealed insufficient knowledge of the national immunization schedule among students as well as cautious attitude towards
vaccination issues and the trust in vaccination myths among legally authorized representatives of patients. Conclusion. The effec-
tive measures to combat ‘anti-vaccination scepticism’ are lectures for parents; personal, social and health education at pediatric
sites as well as continuing medical education.
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MecTe — Poccuickaa ®enepaumns (28%). B rpynny cTpaH-
«@HTUNPUBUBOYHMKOB» Takxe BownnM MoHronunsa (27%),
Ipeuus, AnoHua n YkpaunHa (no 25%) [6].

HecmoTps Ha npuBeaeHHble MPUMEpPHI, 4EMOHCTPUPYIO-
wue apbEKTUBHOCTb MMMYHM3ALIMK, B HALUKW JHM OTKa3bl OT
BaKLUMHaLMW BCTpeYaloTcs 4OCTAaTOYHO YacTo.

Kak npaBuno, 601bWMHCTBO poauTENEn 4epnawT
MHPopMaLnio U3 cpeacTB maccoBon MHbopmauuun (CMU)
W TeNneBU3MOHHbIX nepeaad (TB) ¢ HeraTUBHbIMW OT3bl-
BaMM O MPMBUBKAXxX, a TaKXe [OBEPSAIOT MHEHWIO pofa-
CTBEHHMKOB, 3HAKOMbIX U Bpa4yen; B MEeHbLEN cTeneHu
OTKa3blBaloTCSA NPUBMBATbL AETEN NO PEAUTMO3HBIM CO06-
paKeHuaMm.

Haunbonee pacnpocTpaHEHHON NPUYMHON OTKA30B POau-
Tenen OT BaKUMHaUMK ABASETCA OWMOOYHOE CcyXKaeHue
0 MOBpeXAaloWwem 4ENCTBUN BaKLMH, coaepKaLLMX MepTHO-
AT U COAU allOMUHUS, KOTOPOoe He 6blo NMOATBEPKAEHO
MacwTabHbiMK UccnegosaHuamu [11]. Ewe oaHuUM cepbes-
HbIM NPENATCTBMEM K BaKUMHALMK ABASIOTCA MHEHKUS O ee
CBSI3M C pa3BUTMEM PACCEAHHOIO CKiepo3a u ayTuama, 4To
TaKe 6bl10 ONPOBEPTHYTO B XO4€ NPOBEAEHHbIX KMHUYe-
CKMX uccnepoBaHuin [11-13].

HeKoTopble poauTenu cyuTaloT, Y4TO BaKLMHbI MOTyT
HaBpeauTb 340POBbO, YTO OHU HedDDhEKTUMBHBI, TaKk Kak
«60Ne3HU, KOTopble paHee Bbi3blBanW CTpax W KenaHue
chenatb NPUBMBKY, cenyac BCTpedyaloTcs peakor. [pyrue
NPUCNYWMBAIOTCA K MHEHUIO ApY3€er U 3HAKOMbIX, KOTopble
«He npuBMBaloTCca M He GonetoT [14]. CywecTByeT rpynna
poauTenen u Bpayven, CHMTalOWMX NMPUMEHEHUE KOMOWHU-
POBaHHbIX BaKUMH OGONbWON «HArpy3Kow» Ha OpPraHuaMm,
C KOTOPOWM MMMYHHas cMCTEMA MOXET «He CMpPaBUTbCS», He
yyuTbiBas Toro dakrta, 4YTO B MOHOBAaKLMHAX aHTUreHHas
HarpysKka 3HauuTenbHo Bblwe [14, 15].

Llenb uccnepoBaHMs — OLEHWUTb OTHOLIEHWE K Bak-
LMHaLUMN U OCBELOMJIEHHOCTb B BOMPOCaxX MMMYHU3aLMK,
a TaKXe BbIICHUTb Haubonee YacTble MPUYUHBI OTKa30B
OT MPWMBMBOK Cpeau poauTenein/3akoHHbIX npeacTaBuTe-
Nlen; OLEeHUTb OCBEAOMNEHHOCTb B BOMPOCax BaKLUMHaLMK
CTYAEHTOB MEAMLMHCKMX BY30B W NPEaNoXUTb Cnocobbl
npeofoneHns aHTUNPUBUBOYHOIO CKeNcKUca cpeau pogute-
Nnen, a TakKe cnocobbl NOBbIWEHUSA KBanMbUKaumn cpeam
Bpaven.

METOAbI

Ha 6a3e oTgeneHnss BaKUMHOMNPOUIAKTUKKU pOeTen
C OTK/IOHEHUAMM B COCTOSAHUMU 3a0p0Bbst PrAY «HMULL 300-
poBbsl aeter» MuH3apaBa PP 6bino NpoBeaeHO aHKETUPO-
BaHWe poautenen (n=114), npMBeaLlmnx CBOUX AeTEN Ha BaK-
LMHaumio. PecnoHaeHTbl, OTBeYaBLUMeE Ha BONPOCHI, Bbl/IM Ha
npueme BnepBble AKX NOBTOPHO. NX AeTu 6bliv NPUBKUTHI OT
Bbl6OPOYHbIX UHPEKLUMIN, B paMKax HaunmoHanbHOro KaneH-
Aapsa NpodUNakTUYECKUX MPUBUBOK IMGO MOMUMO OCHOBHbIX
OblIN UMMYHU3WPOBAHbl AOMOJAHUTENbHBIMW BaKLMHaAMMU.
C y4yeToM paHee nonyYyeHHow MHPopmMaumm 06 UMMyHU3a-
LMK OT MEAMLMHCKOro nepcoHana nMéo n3 pasnnyHbix CMU
poaWTENM OLIEHMBANIN CBOM 3HAHUSA O BaKLMHALMK B LLENOM
M 3HaHMA HauMOHaNbHOro M pPEernoHanbHOro KaneHgapen
npoduIaKTUYECKMX NPUBMBOK, CBOE OTHOWEHME K BaKLMHa-
LMK, AOBEPUE K CNELMNanUCTam 1 K KaKUM-TMB0 NCTOYHMKAM
MHbOPMaLLMK, a TaKKe oTBeYaan Ha BOMpOC, B YEM MpUYMHa
MX OTKa3a OT BaKLMHaL K.

OaHOBpPEMEHHO NPOBOAMNOCH HEPaHAOMU3UPOBAH-
HOEe UccnefoBaHWE CPeau y4vallmMxcs MeAULMHCKUX BY30B
(n=336), U3 HUx ydawmxcsa 4-x KypcoB 6bl10 86, 5-X Kyp-
coB — 135, 6-x KypcoB — 80, MHTepHOB — 35. PeCnoHAeHTbl
Bblpakanan cBOE OTHOWEHKE K BaKUMHALUKU, 4EMOHCTPUPYS
3HaHWA HauuoHanbHOro KaneHgaps npPodUAaKTUYECKUX

NPUBMBOK W KaneHgaps nNpodpunakTUYecKnx NPUMBMBOK NO
ANMAEMUYECKMM MOKa3aHUAM, @ TaKKe MHeHWE, B YeMm, Ha
WX B3NS, 3aK/1t04aeTcs OCHOBHas NpuYMHa OTKa30B poaun-
Tenew ot NPUBUBOK.

HezaBucumas KomnaHua Aston Group* npoBoauna
nccnefoBaHue cpean Bpayden pasHbix cneuuanusauumn
(n=307) Ha TeMy, KaKk1e Bpayu y3K1x cneLmanbHOCTEN Yalle
4aloT MeAMUMHCKME OTBOAbI, @ TaKe 0 Hanbonee YacTbix
npUYMHaX OTKa30B cpeau poauTenen.

An3aiH uccnepoBaHuna

[aHHOe wuccnegoBaHne SBNfeTCs HepaHAOMW3UPO-
BaHHbIM KOrOPTHbIM. 3TO aHaNUTUYECKOEe OAHOMOMEHTHOE
nccnenoBaHue, B X0[le KOTOPOro HUKaKWX BMellaTenbCTB
He NpoBoAUNOChL. Pe3ynbraThbl MCCneaoBaHUs OLLEHUBANIUCH
nyTemM cpaBHEHUS OTBETOB B BOMPOCHUKaX.

Kputepuu coorBeTCcTBUS

YcnoBusSiMM BKIOYEHUS poauTesiesl B aHKeTUpOBaHWe
ABNSANNCH MOBTOPHOE NMOO NepBUYHOE NocelleHne oTaene-
HUS BaKLMHONPOOUNAKTUKMN U HaNMYMe Kakux-nnbo npmuBm-
BOK B aHaMHe3€e; KPpUTEPUAMU BKIIOYEHWUS CTYAEHTOB Obln
yyeb6a Ha OAHOM Kypce W Hanu4ymMe OLMHAKOBbIX 3HAHWWM
M HaBbIKOB (B Kaaown rpynne).

Kputepuamu BrAOYEHMSA B KOMMaHMK Aston Group 6bi10
06beanHEHME Bpavyen pasHbIX crieunanbHOCTEN neanaTpu-
YyecKoro npoduns, KoTopble HabN4AOT AeTeN NepPBbIX ABYX
NET KU3HMU.

KpuTepunn HEBKAOYEHNS N UCKIOYEHMS OTCYTCTBOBAMN.

YcnoBus npoBeaeHUs

basbl noncKka pecnoHgeHtoB — PIrAY «<HMWL, 3qopoBbs
neten» MwuusgpaBa Poccun, PHUMY um. H.WU. Muporosa
MuHsapaBa Poccun. B komnaHuu Aston Group npoBoanscs
onpoc Bpayvewn U3 pasHblX YYPEKOAEHUN.

MpoAaoMKUTENbHOCTb UCCNIeJOBaHUA

370 aHanuTMyecKoe OAHOMOMEHTHOE WCCnefoBaHMe.
HWKaKunx cmelleHni 3aniaHnpoBaHHbIX BPEMEHHbIX UHTEP-
BaNloOB HE OTMeYdasloChb.

PE3YJIbTATHI

OTHOLWeHUe poauTeien K BaKLMHaLUU

B 60/blUMHCTBE Cclly4aeB OTHOWEHWE K BaKUMHaLMK
6blN0 NO3UTUBHLIM. Kaxabin Tpetun (33/114; 28,9%) cun-
Tan, 4To MOSIHOCTbIO MHPOPMUPOBAH B BOMPOCAX UMMYHM-
3aumn, 60NblIMHCTBO poauTenen (67/114; 58,8%) xoTenu
6bl 3HaTb 6o/blle 0 BakuMHauuu, 1/114 (0,9%) o6patuncs
K Bpaydy, He umes Kakon-nmbo nHdopmaumm o NPUBMUBKAX,
n11/114 (9,6%) 4enoBeK Na0Xo OPUEHTUPOBAIUCH B BOMPO-
cax BaKuuMHauwmu [16, 17].

Mony4yeHHble AaHHblE CBUAETENbCTBYIOT O TOM, 4TO POAMU-
TeNW Hy)KgalTcs B LOMNONHWUTENbHOW WMHPOPMALMKU OTHO-
CUTENbHO BaKUMHaUMKM B BMAE cneuualnbHbiXx OYKIeToB
0 COBPEMEHHbIX BaKUMHaX, NEKUMI ANs poauTenewn, cneuu-
ann3nMpoBaHHbIX CanToB, rae 6yaeT MCNoib30BaHa Hay4yHo
noateBepxaeHHas nHdopmaums.

Hamu 66110 NpoaHanM3npoBaHo, KoMy e 60/blue JoBe-
psOT NauneHTbl — AgaHHbiM CMW, meauuMHCKUM paboTHU-
Kam WM CBOMUM ApYy3bsiM M 3HaKOMbIM. OGHapy»KeHo, 4YTo

AcToH KOHCanTMHr — MapKeTMHroBas KOMMaHus: COBPEMEHHble
TEXHONIOTUM U MNPOBEPEHHblE [aHHble ANA peleHns Gu3Hec-
3ajay npousBoauTeNnen, AUCTPUOLIOTOPOB, anTeYHbIX CeTew,
MEAULMHCKUX WM NaLUMEeHTCKUX COOBLLEeCTB, rocyAapCTBEHHbIX
yyperkaeHun n npodeccuoHanbHbIX accoumauni, paboTatowmnx
Ha pblHKE 34paBoOXpPaHeHums.
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Puc. 1. CTeneHb AoBepUs NaLUEHTOB K Pa3/MYHbIM UCTOYHWKAM
nHbopmaumu, %

Fig. 1. The degree of patient confidence in various information
sources, %

2618
5,3

B [leyaTHble n3gaHms
B TenesupaeHue

B MegununHckne paboTHUKM
B 3HaKoMmble 1 POACTBEHHUKM
O WHTepHet

Haunbosbllee JoBepue No BOMNpPOcaM BaKuMHaLMKU Bbi3biBa-
na uHbopmMaLuums, Nony4eHHas OT MeAULMHCKUX PAaBOTHUKOB
(109/114; 95,6%), pexe nauMeHTbl AOBEPSIN 3HAKOMbIM
W poAcTBeHHWKaM (13/114; 11,4%), B MEHbLUMHCTBE OKa3a-
NMCb UHTepHeT (6/114; 5,3%), nevaTHble u3tanua (3/114;
2,6%) n TB (2/114; 1,8%) (puc. 1).

[MocKoNbKy cTeneHb LJOBEPUSA NALMEHTOB MO OTHOLEHUIO
K Bpayy BbICOKa, POAMTENM, NpUlIeSliMe Ha BaKLMUHALMIO,
BCerja roToBbl K Auanory ¢ AOKTOPOM. KoMMeTeHTHbIN
COBET MEJULIMHCKOro paboTHMKa y6eauT poauTens B Heob-
XOAMMOCTU BaKLMHaLMKU, a KenaHue noTpatuTb Bpems Ha
nauneHToB U «pacceaTb» MUdbI O NPUBUBKAX, HECOMHEHHO,
NPUHECET CBOW NNOAbI.

OpHako, He BCe Bpayu Cnoco6Hbl y6eauTb poauTenew
B HEOOXOAMMOCTU BaKLMHALMKU, @ HEKOTOPLIE U3 JOKTOPOB,

Hao60pOoT, cTapatTcs OTroBOPUTbL WX, HacTpauBas NoAo-
XaaTb MM60 He genatb NPUBMBKM BOOOLLE. K coxaneHuio,
B 37,7% cnyyaeB (43/114), no MHeHWIO poauTenen, Bpa-
4YM BbICKa3blBa/NCb HeraTMBHO O BaKuuHauuu, a B 3,5%
(4/114) — He peKkoMeHaOBaNn NPUBMBATLCS BOOOLLE.

B yeM e KpoeTcs NpuyYnHa COMHEHWUIM M OTKA30B OT Bak-
LMHauUMKn pogutenen? bonee nonoBMHbI U3 HUX Onacanucb
NocTBaKLUMHaNbHbIX OCNOXHeHun (75/114; 65,8%), apyrue
BbICKa3blBa/IUCb 3@ BbICOKYID CTOMMOCTb BaKLMHbI (9/114;
7,9%) 1 3a TO, 4TO PUCK MHDEKUMKU npeyBennyeH (6/114;
5,3%).

Ha oavH M3 BOMPOCOB aHKETbl, CYUTAlOT N poauTe-
M HeobxoAMMbIM MPMBMBaTL pebeHKa B pamMKax Hauuo-
HaNbHOro KaneHgaps NpodunakTUYecKUx NPUBMUBOK, 60/b-
e nonoBUHbI pecnoHaeHToB (63/114; 55,3%) otBeTnnn
NONOXWUTENbHO B MoJb3y HauuoHanbHOro Kanenpaps, 1/4
poautenen (28/114; 24,6%) — BbIGOPOYHO, NIMLIb NPOTUB
OoMacHbIX, MO UX MHEHWI0, MHPEKLMI, ocTanbHble (23/114;
20,2%) »enanu BaKLUWMHWMPOBATb AeTer OT AOMONHUTENbHbIX
UHOEKUni. Mpu 3aTOM MNPUMEPHO MOSMOBUHA OMPOLUEHHbIX
poautenen (50/114; 43,9%) He 3Hana, 4TO BaKUMHaALUMSA
OT NMHEBMOKOKKOBOM WMHOEKLMK (pUC. 2) BXOAWUT B HaLMO-
HaNbHbIN KaneHgapb NPOGUAAKTUHECKMX NPUBUBOK, U YTO
CyLLeCTBYET perMoHanbHbli KaneHaapb NpopunakTUiecKunx
npuBMBOK (59/114; 51,8%), B KOTOPbIN BXOAAT BaKLMHALIUK
OT POTaBUPYCHOW MHPEKLUU U BETPAHOM OCMbI.

Onpoc poccUUCKUX Bpauen

no Bonpocam BaKuMHaL1U

Mo AaaHHbIM MccnefoBaHUs, NMPOBOAMMOIO KOMMaHUEN
Aston Group, Havbonee YacTbiMM MPUYMHAMKU OTKA30B OT
npuBnBoK (304/307; 99%) Gblnn MeAULMHCKWE OTBOAbI
(puc. 3), KoTopble Yalle Bcero gaBanu Hesponoru (221/307;
72%), nmmyHonorun (150/307; 48,9%) n xupypru (49/307;
16%). ApyrumMmu npuyMHamu OTKaA30B, MO MHEHUIO Bpayen,
OblNIN BO3AEPKaHUE poauTenen oT BakuUuHaumu (292/307;
95,1%); BpayM onacanauncb yBeIMYeHUs NOCTBaKLMHANbHbIX
peaKkuumn y ceba Ha yvyacTke (166/307; 54,1%); oTcyTcTBUE
BaKUMHbl B J/1e4e6HO-NMPODUNAKTUHECKOM YYPEKAEHUU
(138/307; 45%).

Camu poguTenn MOTMBMPOBAAM CBOM OTKa3bl OT Mpu-
BMBOK 60513HbI0 OCNOXHeHWW (215/292; 73,6%), cunTanm
BaKLUMHauuio GecnonesHon u BpeaHon (52/292; 17,8%),

Puc. 2. OcBeJOMNIEHHOCTb POAUTENEN U CTYAEHTOB O TOM, YTO MHEBMOKOKKOBasA MHOEKLKUS BXOAUT B HaLMoHanbHbIM KaneHaapb

NPOOUNAKTUYECKUX MPUBUBOK

Fig. 2. Awareness of parents and students that pneumococcal infection is included in the National immunization schedule
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Puc. 3. MpuyrHbl HapylleHns rpaduka BaKkLMHALIMK, CBA3AHHbIE
C MEeJULIMHCKUM OTBO/IOM OT Bpayen

Fig. 3. The reasons for immunization schedule delay associated
with a medical exemption from doctors

Bpauu, KoTopble AaloT MEAOTBON:
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NPUCAYWHUBaANUCh K COBETAM 3HAKOMbIX M POAHbIX, KOTOpble
OblIn HacTpoeHbl HeratuBHo (18/292; 6,2%). MNocKonbKy
MHOIrMe poauTenu AoBepsaoT Awbon uHdopmaumm B CMU
M MHEHMUIO OKpYKaloLWmx, To nodtn 60% (175/292) 6bian He
cornacHbl NpMBMBaTb CBOEro pebeHKa B CBA3M C HEraTUBHbI-
MM OT3blIBaMM O NPOPUNAKTUHECKUX MPUBUBKAX U apryMeH-
TUPOBaN TEM, YTO OH/OHa elle ManeHbKknin; 45% naymMeHToB
(131/292) cuutanu, 4To pebeHKa Henb3s BaKLUMHUMPOBaTb
MO COCTOSIHMIO 340POBbLS U HE XOTENMN «CTaBUTb IKCMEPUMEH-
Tbi» Ha4 Manbllwom, a 24% poautenen (70/292) HegocTaTou-
HO Bnagenu uHpopmaumen Ans npuHATUSA peLLleHus.

Bpauu, yyacTtBytowme B onpoce komnaHun Aston Group,
3agymanncb 06 apdeKTUBHbIX Mepax, KOTopble Moriu Gbl
nomoyb yb6eauTb poauvTenen B HEOBXOAMMOCTM BaKLMWHa-
uMn. MHeHus LOKTOpOB pasgenunuce: 67,1% (206/307)
cYuTann, 4To HeobXoAMMO pacCKasbiBaTb O 3ab60/ieBaHMUSAX
N UX OCNOXHEHMSAX, KOTOPbIE MOXHO NPeAoTBPaTUTbL C NOMO-
Wblo BakunHaumu; 45% (138/307) NnpeanoXunm o6biaCcHATb
nauMeHTam BAMSHWME BaKLMHbl Ha MMMYHUTET, a TaKxe
KaKkue noboyHble ABJIEHUS OHa Bbi3biBaeT; 43% (132/307)
BbICKa3anucb 3a MHGOPMUPOBaHUE NaLMEHTa O BOSMOXHO-
CTW coYeTaHusl BakuuH. Cpeaun Hanbonee nonynspHblx oTBe-
TOB OblnK cnepywoume: obecneynTb nauneHToB nMHdopma-

umen 06 onbiTe NPUMEHEHUS BaKLUMHbl B Poccuun (126/307;
41%); 06bACHUTb, YTO BaKLMUHbI SBASIOTCA 06A3aTeNbHbIMU
1 BXoAaT B HauunoHanbHbIM Kanenaapb npuBmBoK (120/307;
39,1%), pacckasaTb 06 OnbiTe NPUMEHEHNS BaKLMHbI B APY-
rux ctpaHax (98/307; 31,9%).

OTHOLWEeHUE K BaKLiMHAL UK CTYJEHTOB

MEeAULMHCKUX BY30B

OaHOBPEMEHHO C ONMPOCOM poauTenemn Mol 6b110 NpoBe-
AEHO aHKeTUpOoBaHue CTyAeHTOB 4—6-X KypCOB Y MHTEPHOB
MEAMLMHCKUX BYy30B . MocKBbl. 10 mMepe npuobpeTeHus
3HaHWIA O BaKLMHaLMK OTHOLEHWE K NPUBMBKaAM ynydlla-
nocb. Tak, yyaumecs 4-ro Kypca B 78% cnyvyaeB (67/86)
NONOXUTENbHO OTHOCK/IUCH K BaKLMHaLMK M B 61,6% (53/86)
pEeKOMEeHA0BaNN BaKLMHALMIO CBOMM 3HAKOMbIM U APY3bSiM;
yyalmecs 5-ro Kypca B 87,4% cnyyaeB (118/135) npusert-
CTBOBaNW NpoBeaeHne MMMyHM3aumnn u B 68,9% (93/135)
COBETOBaNM NMPUBMBATLCH, HA 6-M Kypce 3TW Mokasartenu
6binu Bbilwe — 87,5 (70/80) 1 90% (72/80) COOTBETCTBEHHO.
Monogable Bpaun B 91,4% (32/35) BbiCKa3biBanau MONOXKM-
TeNbHOe OTHOLEHWe K BaKUMHaumu n B 85,7% (30/35) cose-
TOBa/IM NPUBMBATLCA CBOMM 3HAKOMbIM U ApYy3bsM (puc. 4).

UTaK, no Mmepe NnpuobpeTeHNs onbiTa U 3HaAHUM Ha Kade-
Apax MHOEKLMOHHbIX 60JIE3HEN, MOJIMKJIMHUYECKOW, baKy/ib-
TETCKOM W rocnuTanbHOM MNeauaTtpuu CTYAEHTbl OCO3HaloT
3P PEKTUBHOCTb M 6€30MNaCHOCTb BaKLUMHaLMKN U B ByayLLeEM
OyayT peKoMeHAoBaTb CBOMM NauMeHTam NpUBMBaTbLCS.

OpHako, ocTaeTcs HEMOHATHbIM pe3ynbTaT onpoca CTy-
OEHTOB O XenaHwu NpuBMBaTb CBOUX AETEN, B Xoh4e KOTO-
poro yyauwmecsa 4-x KypcoB cornacunuce B 8,1% cnyd4aes
(7/86); NATUKYPCHUKK Janu cBOe cornacuve nuwb B 5,9%
(8/135), yyawmecs wecTbix KypcoB — B 37,5% (30/80),
Bpaun-uHTepHbl — B 40% (14/35). 31O CBMAETENLCTBYET
0 TOM, Y4TO NoHayany CTyaeHTbl 06/1ajaloT CKYAHbIMU 3Ha-
HUSIMWU M NOABEPXKEHBI aHTUNPUBUBOYHOMY CKEMNCKUCY, HO NO
Mepe B3pocneHus byayline JOKTopa 1 MOAoAble cneuunanm-
CTbl HA4YMHAIOT UCNONb30BaTh NPOdECCUMOHANBHYIO HayYHYIO
nuTepaTtypy M CTpeMaTCs NpaBuibHO BOCNPUHUMATL MONy-
YeHHYI0 MHbOopMaLHio.

C uenbto NofyyeHUss Heo6XoaAMMbIX 3HAHWIM B 06nacTu
UMMYHOMOMMK ByayLWMM LOKTOpaM HeobxoauMbl npoBeae-
HWe 6a30BOro LiMKIa No BONpocam BaKLMHONPODUNAKTUKH,
exerogHoe 06HOBNEHWE 3HAHUW C NPOBEAEHWEM aTTecTa-
LMW HE TONTIbKO CPEeAMN MOMOAbIX CMELMANUCTOB, HO U OMNbITHbIX
Bpayen, a NonesHbIM JOMNOHEHUEM CTAHET COTPYAHMYECTBO

Puc. 4. MonoxuTeNbHOe OTHOWEHWE K BaKLMHaLUKN CTYAEHTOB MeAULIMHCKMX BY30B

Fig. 4. Positive attitude of medical students towards vaccination
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Puc. 5. OnaceHns 0 BO3MOXHOW CBSA3W NMPUBUBOK C Pa3BUTUEM CYAOPOXKHOIO CMHAPOMA W ayTU3Ma, N0 MHEHWIO CTYEHTOB
Fig. 5. Fears about the possible connection of vaccination with the development of convulsive syndrome and autism, according to students
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VIHTEpHbI

H CBfi3b C CyAOPOXHbIM cuHapomom E CBA3b € ayTU3MOM

C 3apyOeXKHbIMW KONeraMm 1 06MeH onbITOM. Yrnyb6/ieHHoe
n3y4yeHne BOMPOCOB BaKLMHALMM NMOMOXKET N36aBUTbCA OT
UMeLWmnxca npeaybexaeHunn.

Mbl pewmnnu y3HaTb MHeHus OyaylWux Bpaden, Kakue
MPWYUHBI, HA MX B3MNA4, CAyXKaT O0TKa30M OT NPUBUBOK CO
CTOPOHbI poauTenein. BonbWKNHCTBO CTYAEHTOB BbiCKa3anu
MHEHMUS, 4TO NPUBMBKKM onacHbl (93—-99%), B HUX HET HEOO-
XOOAUMOCTHU, OHM ManoadPeKTUBHbI (24—-31%).

B 3aK/1t04€HUM Mbl MPOBEPUAN Yy CTYAEHTOB OCBEAOMIIEH-
HOCTb B BONpocax 6€30MacHOCTU BaKLMHALMM U CIIPOCUIIH,
MOTYT /i1 MPUBUBKMU NPUBECTU K PA3BUTUIO ayTU3Ma U BbI3bl-
BaTb CYAOPOXHbIK cuHAPOM? K coxKaneHuto, MHeHus pas-
LennAnCh, M 4acTb CTYAEHTOB cornacuaack ¢ aTUMM mudamu
(puc. 5). Bo3MOXKHO, 3TO CBA3aHO C TEM, YTO MOJIOAble Bpayu
Masio UHTEePECYIOTCH Hay4YHOM NUTepaTypoun, He noceuwiatoT
neaMaTpu4ecKknx KoHPepeHLUnn, Ha KOTOPbIX apryMeHTUPO-
BaHHO ONPOBEPratoTCs PasnnyHbie JOMbIC/bI O MPUBMUBKAX.

BaKunHauusa NpoTMB NMHEBMOKOKKOBOW MHOEKLMN BHE-
apeHa B HauuoHanbHbIM KaneHdapb NPOoPUIaKTUYECKMX
npuBMBOK Poccuiickon depepaumn B 2014 1. [1]. Ha 4-m
n 5-M Kypce 06 aToM 6blla 0ocBeAOMJIEHA NULb MOMOBUHA
cTyaeHToB (54%), Ha 6-M Kypce — MeHblle Non0BUHbI (44%)
N He BCe UHTepHbI (86%) 3HaNn 0 TOM, 4TO MHEBMOKOKKOBas
KOHbIOrMpOBaHHas BaKUMHa BOlWJ/a B 06a3aTeNbHbl rpa-
PUK UMMYHM3aLKUK (CM. pUC. 2).

OBCYXAEHHUE

lMpoBeageHHOE HaMK aHKETUPOBaHWE cpeaun poauTenen
noKkasano, 4to 60/iee NONOBUHbI U3 HUX MIOXO OPUEHTUPY-
I0TCS B BONPOCax BaKUMHOMPOPUIaKTUKK U 1 /4 XOTAT Npu-
BMBaTb AeTen BbI6OPOYHO — OT onpeneneHHbIX UHPEKLMN.
OHM 604TCA MOCTNPMBMBOYHBLIX pPeaKLMi, a HEKOTOPbIX
CTPaWWT BbICOKas CTOMMOCTb BaKUMH. [lpn 3TOM HeKo-
TOpble Bpayu COBETYIOT HE TOPOMUTLCH C MPUBUBKaAMM
M HayaTb AenaTtb UX KaK MOXXHO No3xe (6e3 BUANUMbIX Ha TO
noKasaHun).

K coxkaneHuto, HegocTaTo4yHas 0CBELOMAEHHOCTb POAM-
TeNnen B OTHOLWEHMN BaKLMHALMK CBA3aHa KaK C HEXBATKOM
BPEMEHU UCKaTb MHOOPMALIMIO B UHTEPHETE, TaK U C HeXe-
NaHWeM MeAMUMHCKOro nepcoHana gaBaTb 3Ty MHPoOpMa-
UMI0O MauueHTam, CTpeMSieHMeM OTroBOPUTb WX OT Mpo-
BeeHUs NpUBMBOK. Kpome Toro, mauueHTbl 4alie Bcero
He UMeloT NPeACTaBNEHUS O TSXKENbIX MPOSBAEHUAX Bak-

LMHOyNpaBasieMblX MHOEKLUMI, KOTOPble MOryT MPUBOAUTb
K MHBaNMau3aumm pebeHKa v NeTanbHOMY UCX0ay, a TaKKe
HaCKOJ/IbKO ObICTPO PacnpoCTpaHaTC MHOEKUMU B KOJ-
nektmnax [17].

B nouckax otBeTa Ha BOMpPOCbl MHOrMe ob6paliatoTcs
K MOpoKr NpOTMBOPEYUBBLIM UCTOYHUKAM MHbOpMaunn. Bot
noyYyemy B TaKMUX ciy4asx MpocTo HeobxoauMbl npodec-
CMOHafNlbHble caWTbl MO BaKUMHOMNPOOUNAKTUKE, NEKUMH
ONns poauTenen, caHMTapHO-NPOCBETUTENbCKas paboTa Ha
yyacTKax, MHOOPMaLMOHHbIE MOCTEPbI B MOAMKAMHUKAX,
a TaKXXe KOMMETEHTHbIV MeAULUMHCKMUI NepCoHarn, K KOTopo-
My BCcerga MOXHO 06paTUTbCS 3a COBETOM.

OTMETUM, 4YTO HallM CBEAEHUS He SBASITCH MoKasa-
TeNbHbIMWU A9 BCEX POAUTENEN Ha TeppuUTopmmn PoccuincKon
degepaumm B LENOM, MOCKONbKY 3HAHWS M OCBELOMAEH-
HOCTb B BOMpPOCax BaKUMHaLMKN Y KaXA0ro KOHKPETHO B3Sl-
TOro OoTua MAW MaTepu pasHble M 3aBUCAT OT XKeNaHus
y3HaTb, CTPEMIEHUS Bpayva NOAUKIMHUYECKOrO 3BEHa AaTb
poauTento noapo6Hyo 1 NpaBaMBYIO MHbOPMaLMIO.

C apyron CTopoHbl, KoMmnaHunga Aston Group nNpeanoxu-
Nla B3aMMOJENCTBME MEXAY BPayoM M poauTeENeM: AOKTOP
OyfeT paccKasblBaTb MaUMEHTY O BaKLMHOYMNpaBasieMblX
MHDEKUMSAX U UX MOCNEACTBUSAX Y HEMPUBUTLIX AETEN; O BO3-
MOXHbIX MOCTNPMBMBOYHbIX PeaKLIMAX; 06 OnblTax NpUMeHe-
HUSA BaKUKH B Poccuu 1 3a py6exom, a TakKe 0 BO3MOXHbIX
coyeTaHMaX BaKUMH. ITU Mepbl MOMOryT OCO3HaTb HEeOob6-
XOAMMOCTb BaKLUMHaLWW, BeAb, Kak NOKa3biBaloT pe3ysb-
TaTbl, MHOTMM POAWUTENAM HEe XBaTaeT BPEMEHU U 3HaAHUN,
4TOO6bI NPUHATL BEPHOE pelleHne. Bcemu aTuMKU 3HaHUaSMHU
B 061aCTV UMMYHONOMMUK, ANNAEMUONOTMN U UHDEKLMOHHbIX
6ones3Hen gomxKeH obnagatb Kak AETCKUIW Bpay, Tak U meau-
LMHCKMIK cneymanuct nboro npoduns, 4tobbl OLEHUTb
BO3MOMXHOCTb NPOBEAEHMS BaKLMHaLMKN B Cly4ae nMetoLle-
rocsa y pebeHKa XpoHMYeCKoro saboneBaHus, nMb6o rpamoT-
HO 060CHOBaTb MeAMLMHCKUI OTBOA OT NPUBMBOK. Kpome
TOro, AOKTOP AO/IKEH OOBACHUTL, KAKUE PUCKMU U OMACHOCTH
HeceT B cebe 0TKa3 0T UMMYHM3aLWUK, U HaNpPaBKUTb K Neau-
aTpy UM Apyromy cneumnanmcTy Ha KOHCynbTaluio.

lMpoBeAeHHbIM OMpoc cpeau CTYyAEeHTOB W MOOAbIX
Bpayen BbIABW/ HeAOCTaToO4yHoe 3HaHue HauuoHanbHOro
KaneHgaps npoduIakTUY4EeCKMX MPMBUBOK, OCTOPOXKHOE
OTHOLWEHKE B BONPOCax BaKLMHaL MK CBOUX POACTBEHHUKOB
M 6IU3KUX U goBepue «Mudam» O NMpuBMBKax. Ydalimecs



6-X KypcoB B 60/bUIMHCTBE CBOEM MMeNU 6onee CKyfHble
3HaHMA 0 BaKUMHALMKW NPOTUB NHEBMOKOKKOBOW MHPEKLINH,
KOTopas BXOAMT B HaumMoOHanbHbIM KaneHgapb NnpodunakTm-
YEeCKMX NMPUBMBOK, MO CPABHEHMIO CO CTyaeHTaMu 4-X u 5-x
KypcoB. BeposiTHO, 3TO CBA3AHO C TeM, YTO JaHHas NO3nLMS
OTHOCUTENbHO HeJaBHO MosiBUNacb B rpaduke NpPUBUBOK
M B [OCTaTO4HOW Mepe He 6blla ocBelleHa Ha y4YebHbIX
3aHATUAX BbIMYCKHWMKOB BY30B. [TOCKOMIbKY CTYAEHTbl — 3TO
Oyaywne Bpayu, OHM AOMKHbI 06fajaTb MOAHOLEHHbIMU
3HaHWAMM B OTHOLIEHWMM BOMPOCOB BaKUMHaALWKU. MIMEHHO
Ha HMX BO3MIOXKeEHa pofib B Byayliem o6pa3oBaHuK poguTe-
Nien, N03TOMY BCe Bpayu M BbIMYCKHUKU MEAWLIMHCKUX BY30B
HyXAalTca B HENpepbiBHOM 06pa3oBaHMK, NpPoBeAeHMM
KypCOB MOBbIWEHUS KBanndUKaLmm ¢ Lenbto NpruobpeTeHns
HE06X0AMMBbIX HOBbIX 3HAHMUW B 061aCTU UMMYyHOMpodunak-
TUKKW, NpOrpamMmbl KOTOPbIX AOMXKHbI 6GblTb MaKCUManbHO
CTaHAapPTU30BaHHbLIMM.

OrpaHuyeHue uccnefoBaHusa

Mpun onpoce cTyAeHTOB 4—6-X KypCcOB ¥ MOSIOAbIX Bpaven
y Hac Mnofyymnocb pas3Hoe KONMYeCTBO YenoBeK B rpyn-
nax. B cnydyae oaMHaAKOBOro Ko/JM4YecTBa YENOBEK B Kax-
OOW rpynne peaynbraTbl 6bliv 6bl 605€ee AOCTOBEPHBIMM.
OnpawuBanucb TONbKO Te POAMUTENM, KOTOpble MpPUBENHU
CBOWX AeTer Ha BaKLMHaLMIO.

3AK/TIOYEHUE

bnarogaps exerogHbiM nporpamMmam no MMmMyHM3auum
yaaeTcsl COXpaHUTb A0 6 MNIH AETCKUX KW3HEW BO BCEM
MUpeE, a TaKKe NpeaoTBpaTUTb MHOTUE CnydYan MHBanuan3a-
LMK BCNeACTBUE OCNOXKHEHUN MHDEKLIMOHHBIX 3a601eBaHni
[9, 10]. Ynanocb no6eaunTb Takne 601e3HU, KaK HaTypanbHas
ocna (nocnegHun anu3on anarHoctupoBaH 35 net Hasap),
W 3HAYUTENbHO COKPaTUTb 3a60/1IeBAEMOCTb APYrMMU BaK-
LUMHOYNpaBnseMbiMK MHPEKUMAMKU. B NpoTMBOMNONOXHOCTb
3TOMY CHU}KEHWE 0XBaTa MMMYHU3aLMen NpMBENO K BO3Bpa-
LLEHMIO AETCKUX MHDEKLIMIN, KOTOPbIE CHMTaNNCh 3abbITbIMMU,
HanpuMMep K MaccoBOW BCMbllKe noavomuennuta B 1993,
1995, 2010 rr. Inuaemua NoaMoOMUenNUTa, nNpousolleallas
B 1995 r., npuBena K 140 cny4yasm napanuya u 6 cMmepTeb-
HbIM UCXOAaM.

Hapsaay ¢ ycnexamMu BakLMHONPODUIAKTUKN OTMeYaeTcs
W POCT HEZIOBEPUS HACeNIEHWS B OTHOLLIEHWUW NMPUBUBOK, CBS-
3aHHbIM ¢ MaccoBoi nponaraHgon B8 CMU 1 HeraTMBHbIMMU
HaACTPOEHUAMU cpean MeaULMHCKUX paboTHMKoB. Camu
naunMeHTbl «He NO6AT NPUXOAUTb Ha YKONbl», HEraTUBHYIO
MHbOPMaLMIO 3anoMUHatoT Nyylle, YeM HaAyYHO MOATBEPHK-
NeHHble GaKTbl. A HEMPUA3Hb K BaKLMHaLWKW CBA3aHa C TeM,
4YTO pPOAMTENM He 3HAIOT O NyTAX nepepayn 6G0Ne3HM, Kak
TAXKENo npoTeKalT 3ab0oneBaHUsA M KaKWe OC/IOKHEHUS
BbI3bIBAIOT, @ TAKKe HACKOJIbKO BbICTPO pacnpocTpaHaoTCs
MHOEKLMN B KoNNeKTnBax. MMeHHo 3Ty MHdopMaLuio Aof-
eH AaTb Bpay M 06bACHUTL CNOCO6bI NPOPUIAKTUKM.

B Hawem wccnegoBaHun 605ee NOAOBWHbLI NaLMEHTOB
MJ0X0 OPUEHTUPOBANIUCL B BOMPOCAx BaKUMHALMK U 4YeT-
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BEPTb M3 HWUX XOTAT NPMBMBATL AeTeN BbIBOPOYHO, OT HEKO-
TOpbIX MHPEKUMA. OHU GOATCA OCNOKHEHWW, BbI3BAHHbIX
NPUBUBKAMM, @ MHOTME CYUTAIOT BaKLMHaLMIO 6eCcnone3Homn
W BpeaHoW.

OnbIT NpoWnbIX IET NOKa3bIBAET, YTO CHUXKEHME OxBaTa
BaKUMHaUMEH NPUBOAMT K BO3BPALLEHMIO BaKLMHOYMNpaB-
naemblx MHOEKLMIN, Te4EHNE KOTOPbIX MOXET OblTb KU3HE-
YrpoXKatoLwmm.

BaKHenwWwmnmM MHCTPYMEHTOM Bpaya B paboTe ¢ nauu-
eHTamu aBnsetcs gosepwue. lNpodecCnoHanbHbI COBET,
MCNonb30BaHWe 3HaHWUW, NOAKPENIEHHbIX JoKa3aTenbHoMn
MEAMLMHON, U AOBPOCOBECTHOE OTHOLWEHWE K MauMeHTy
noBbIlWaeT CTeNeHb JOBEPUS K Bpayy.

Monoable AOKTOpa, BbIMYCKHUKUM MEAMLMHCKUX BY30B
He Bcerga B A4OCTaTOYHOM Mepe OCBeAOMJIEHbI B BOMPOCax
UMMyHM3aumn. K coxaneHuio, OHM HeJOCTaTO4YHO OCBe-
AOMNEHbl M B BOMPOCax BaKUMHaALUWW, C HEYBEPEHHOCTbIO
COBETYIOT MPMBMBATLCS B3POC/bIM, @ TaKKe BEPAT pasnny-
HbIM «MHbaM» 0 NpUBUBKax. [N9 NOBbIWEHUS KBannPUKa-
LMK Bpavya HeobxoaAnMO NpoBeLeHne LIMKIO0B No BoNpocam
BaKUMHaLUMK, Ha KOTopbiX 6yAyT U3yyaTbCs caMble COBpe-
MEHHble MMMYHOGMOMOrMYecKne npenapatbl, NOKa3aHWs
K MPOBEAEHMNI0 MPOPUNAKTUHECKUX MPUBUBOK HE TOJSIbKO
y 340POBbIX, HO U Y AeTeN C XPOHUYECKUMM 3a60eBaHUAMMU,
KOTOPbIM 3a4acTyto Jal0TCH NIOXKHbIE MEAULMHCKUE OTBOAbI.

O6beanMHeHne poauTenen w BpavYen-MMMYHOJIOTOB,
obnajalolmx AOCTOBEPHOM M HAY4YHO MNOATBEPIKAEHHOM
nHbopmMaumen ana 60pbObl C aHTUNPUBUBOYHBIM CKEMNCH-
COM, HECOMHEHHO, 6yAeT yCNELHbIM.

UCTOYHUK UCCNIEAOBAHUA
He ykazaH.
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nocobue
AnA poauTenen

B usparennctBe «[legnatpb» B CBeT Bbilua aganTupoBaH-
Hasd AN poauTenei KHUra us cepum «BakumHauus gna scex»

UnbuHa C.B., HamasoBa-bapaHoBa J1.C, BapaHoB A.A.
BaKuuHauua gns Bcex: nocooue ansa poauTtenen.
M.: Negnatpb, 2017

3Ta KHWra ans Tex, KTo Xo4eT 3HaTb 60/blue 0 TOM, KaK UMMYHHas
cUCTEMa YenoBeKa 3alumuaeT ero oT MHOEKLMH, O cxoacTBe
W pasnnymMmn UMMYHHOIO OTBETa Ha MHPEKLMIO U Ha MPUBMUBKY, O KOH-
TpoO/ne KayecTBa BaKLMH, O NPaBOBbIX MOCNEACTBUAX OTKa3a OT Mpu-
BMBOK (He To/IbKO B Poccuu, HO 1 B Apyrux cTpaHax).

MNepen BakuuHauuen pebeHKa ero poauTenen, NoOMMMO [10-
6anbHbIX BOMPOCOB HEOOXOAMMOCTU MPUBUBOK U MX 6E30MACHOCTY,
BOJIHYET MHOXECTBO YMCTO NMPaKTUYECKUX MOMEHTOB: KaK roTOBUTb
pebeHKa K NpMBUBKE, Kak HabnoaaTb Noc/e Hee, Kakne NPUBUBKMU
HY}HO caenatb nepej rnoesakom B OTMyCK. B KHMMe MOXXHO HaWTu
NpPaKTUYECKNE COBETLI, KaK BECTU Cebs B C/ly4ae BO3HWMKHOBEHMS
y pebeHKa peaKLUn Ha MPUBUBKY, KaKYI0 PeaKLMIO MOXHO cYMTaTb
HOpPMasibHOM, @ B KakKUX Ciy4dasx HyXHO obpaliaTtbCs 3a MeanLmH-
CKOM nomollblo. Kpome Toro, B KHUre coaepxunTca nHdopmauymsa oo
MHPEKLMNOHHbIX 3ab0neBaHusaX, Npeaynpexaaembix BakLUMHaLMEN:
PUCK 3apaxeHus B HacTosiliee BpeMs, OMacHOCTW, CBSiI3aHHble
C 6GONEe3HbIO, CPOKM U CXEMbI MPUBUBOK, NMPOTUBOMNOKA3aHUs K HUM
M BO3MOMHbl€ NOB0YHbIE peaKL K.

Ecsamn Bbl XOTHUTE 3HaTb O NPUBUBKaXx 60/blue —

aTa KHura ans Bac!
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lNayneHTCKue pernucTpbl MOMOraT 1oJy4aTb HE TOJIbKO aKTyasbHyt MHpopmMaLmio 06 0CO6EHHOCTSAX Te4eHUs1 3abosieBa-
Hnn, 0 6€30MacHOCTU U 3PGEKTUBHOCTU NCMOIb3YEMbIX MEAULIMHCKNX TEXHOJIOMMI, HO M O3BOJISIOT OCYLIECTBIATL A/IN-
TesibHOEe HabJilgeHne 3a uccaegyemon rpynnos 60/bHbix. Ljenb nuccnegoBaHmuss — npoaHaanm3npoBaTb 3POEKTUBHOCTb
n 6e30MnacHOCTb AJINTEJIbHON TapreTHoW Tepanuu omMaandymabom (6osee 4 JeT) y AeTei C TAXe/0N NepcucTupyolen
HEKOHTPOJIMPYEMOK BPOHXUAbHOM aCTMOH MO AaHHbIM 3J1EKTPOHHON MHPOPMAaLMOHHON 6a3bl AaHHbIX KIMHUYECKUX C1Y-
4yaeB (pernctpa). Metogbl. OueHKa pe3y/bTaToB Tepanuu BbilOJIHEHa Ha OCHOBaHUM JaHHbIX PerncTpa 60JbHbIX TSXKEN0M
6pPOHXMaIbHOM aCTMOM HEKOHTPOJIMPYEMOro TeqdeHus. lepurog yyeta gaHHbIX — ¢ Hos6ps 2007 o mapt 2018 r. OCHOBHOM
nexoq meeaegoBaHus: 4oss1 60/1bHbIX, Y KOTOPbIX Obl1 JOCTUIHYT KOHTPO/Ib Hag 3aboneBaHnem (=20 6a//108 M0 gaHHbIM
C-ACT-Tecta y peter B Bo3pacte 6-11 net unn 25 6annos no ACT-tecty y aeteit 12—17 n1et) X015 6bl B O4HOH KOHTPOJIbHOM
To4YKe — 4Yepes 4; 6; 12 unn 48 mec. Pesynbrartbl. [IpoaHain3npoBaHbl pe3ybTaTthl JedeHns 26 geten (Maslbymuku —
73%), meagnaHa Bo3pacta — 17 net. OmManan3ymab mcrnoib3oBasim B Jo3ax ot 75 go 600 mr, megmnaHa (Me) 300 mr [225;
375]. YpoBeHb KOHTPO/11 Haj 6pOHXMaIbHOM acTMOM Mo pe3y/bTaTtamM TecTa no KOHTPOJIO Haj aCTMOM 40 Havyaa Tepanumn
coctaBun 14 6annoB (Me 14 [12; 17,5], yepe3 48 mec — 21 6ann (Me 22 [20; 24]; p=0,0017). bbino 3apnkcnpoBaHo
YMeHblLUEHMEe 06beMa exxeJHEeBHON 6a3UCHOM Tepannn: 4o Hadasaa Tepanum cpeHss 403a UHIraasLUMOHHbIX [TTIOKOKOPTH-
KocTepouzaoB B riepecyeTte Ha ¢JiyTMKa3oH coctasnsna 575 mkr/cyt (Me 500 [437,5; 750]), 4epe3 48 mec — 492 MK/
cyT (Me 500 [250; 562,5]; p=0,066); coKkpaLjeHne KoandecTBa 060CTPEHUI M MOTPEOHOCTH B MPUMEHEHUU KOPOTKOAEN-
cTByrOLMX Bo-aroHnctos — ¢ 12 (Me 10,5 [9,75; 13,25]) go 0,8 pas/mec (Me [1; 0;1]) yepes 4 roga tepanumu (p=0,000).
HesxenatenbHbIX CUCTEMHbIX ABJIEHUIM HA BBEAEHNE Fr€HHO-UHXEHEPHOro 6MOJIOMMYECKOro npenapara He 3apUKCMpPOBaHO.
3aknwyeHnume. [autenbHas Tepanus oMaan3yMmabom y AETEN C TSIKEI0M NepcrUcTUpyloLen acTMOoHM Mo3BOJISIET MOBbICHUTb
KOHTPOJIb Hafl 3a60/1eBaHMeEM, a UCMO0JIb30BaHME PErMCTPa B KA4€CTBE MHCTPYMEHTA A/IMTEIbHOr0 MOHUTOPUHIa 4aeT BO3-
MOMHOCTb MPOBECTHN KOMIJIEKCHYIO OLE€HKY 3 (PEKTUBHOCTM M 6E€30MaCHOCTH JIEYEHMS.

KnroyeBbie cnoBa: pernctp, Taxenas 6poHxuaibHasi acTMa, reHHO-NHXeHepHbie 6MOJIorMYyecKme npenapartbl, OMaan3y-
Mab, AnmTesnbHas Tepanus, 3QpeKTMBHOCTb, 6€30MacHOCTb, AETH.

(Ana ymtnpoBaHusa: BuwHéBa E.A., Hamasoa-bapaHoBa J1.C., [o6pbiHnHa E.A., AnekceeBa A.A., CmupHoB B.U.,
NeswuHa KO.I., KanyruHa B.I., 9deHaneBa K.E., Bonkos K.C. AnunTenbHbIA Kypc Tepanun omannuaymabom y aeTewn ¢ TAKenomn
NepCcUCTUPYIoLLEA HEKOHTPONIMPYEMON BGPOHXMANbHOM aCTMOWM: OLleHKa pPe3ynbTaToB Mo AaHHbIM IOKANbHOro peructpa.
lMeanatpunyeckas papmaronorus. 2018; 15 (2): 149-158. doi: 10.15690/pf.v15i2.1877)

OBOCHOBAHME AEHWUN, a TaKkxe NoTpe6HOCTH B Py-aroHMCTax KOPOTKOro
CornacHo COBpPEMEHHbBIM KJIMHUYECKMM peKoMeHa- LEVNCTBUA (Yalwe 4Yem 2 WHransauuu/Hen) npu BbICOKOWM
LMSM M aKTyallbHbIM NOAX0AaM K BeAeHUI0 6pPOHXManbHOM NPUBEPKEHHOCTM Ha3HA4YeHHOM exeaHEeBHOW 6Ga3nCHOM
acTMbl — MeXAyHapoAHOMY PYKOBOACTBY [no6anbHas Tepanuu BbICOKUMU [O03aMWU MHIFaNALUMOHHBIMU TIIOKOKOP-

MHULUKMaTMBa no 6poHxunanbHon actme (Global INitiative TUKOCTEPOMAAMU UM KOMOUHUPOBAHHBLIMUK MpenapaTamu
for Asthma, GINA, 2014-2018 rr.), Npn HaNU4YUKN OHEBHbIX y nauuveHTa [AUarHOCTUPYIOT TSXKENYI0 MEePCUCTUPYIOLLYIO
CMMMNTOMOB acTMbl 4alle 2 pa3/Hef, HOYHbIX MPOoBYyK- OpPOHXMANbHYID acTMy HEKOHTPOAMpyeMoro TedeHusa [1].




Y naumMeHToB C NOATBEPXKAEHHOW OGPOHXUANIbHOM acTMOWM
TSXKENOro NepcuCTUPYOWEro Te4EHUs, y KOTOPbIX He yaa-
eTCcq AOCTUYb KOHTPOAS, MpU YCNOBWWM BbICOKOW MpuBEp-
EHHOCTU K JIe4YEeHUI0 PEKOMEHAO0BaHO Ha3HayeHue Tap-
reTHOM Tepanun — reHHO-UHXEHEPHOro 6MONOrMYecKoro
npenapata (FTMBM) [2-4]. B Poccuiickon denepaumm ans
neyeHunss G6POHXMANbHOM acTMbl y AeTerh K WMCnonb3oBa-
HUIO pa3peleH Tonbko oauH MBI — omanu3ymab [2].
9pdPeKTUBHOCTb M 6€30MacHOCTb OManM3ymabda Gbian Noa-
TBEPXKAEHbl KaK B YCNOBUAX peaNibHOW MPaKTUKWU B MHO-
roueHTpoBbIX 06CepBaLIMOHHBIX UccnegoBaHuax [5, 6],
Tak ¥ B paHAOMWU3UPOBAHHbIX KIMHUYECKUX HABMOLEHUAX
[7-9]. OgHaKo, XOpowWwo chnaaHMpOBaHHbIE UCCnefoBaHMUs
UMeIoT BpeMeHHble orpaHuyenuns [10, 11], He gatoT BO3-
MOHOCTU OLLEHWTb OTCPOYEHHble HexenaTenbHble fBfe-
HWS M JONONHWUTENbHbIE NapameTpbl 3GGEKTUBHOCTH.

AHanuM3 AOCTYMHOM NMTepaTypbl MoKasaln, 4To nepuoj
HabnogeHns 3a nauneHTamu, nonyyarowmmu MBI, orpa-
Hu4yeH 1-2 rogamu [12, 13], 3@ UCKIIOYEHUEM HECKONIbKUX
6onee NPONOHIMPOBAHHbLIX MOHUTOPMHIOB: B TalBaHe Npo-
BOAMNOCH HabnoaeHe 3a B3POCNbIMKW NauMeHTamu, nony-
YyaBWwWKMK omann3ymab B TeveHue 4 net, B [onnaHaMnm —
B TeyeHue 5,5 net, B UTanun — B TedeHune 7 net [14-16].
Mpun aHanuMse nccnefoBaHWK, BKAKOYAOWMX eTeN C Taxe-
JION B6POHXMANIbHOW acTMOW, ANs OUEHKU 3bPEKTUBHOCTH
omanu3ymaba oTMeyvyaeTcs Takasd e TeHaeHuusa [17-19].
HefoctaTo4yHO [aHHbIX AAUTENbHOr0 MOHUTOpMHra (6onee
2 neT) y naumMeHToB Mnaguwe 18 ner.

Llenbto Hawero uccnegoBaHus 66110 N3Yy4UTb IPPEKTUB-
HOCTb M 6€30MacHOCTb AJIUTENIbHOM Tepanun (6onee 4 ner),

BKJ/IlOYaBLLEN OManNn3ymao, y AeTen C TaXenon nepcncTmpy-
loLEen HEKOHTPOIMPYEMOW BPOHXMaNbHON aCTMOW.

METOAbI
Aun3aiH uccnepoBaHua
MpoBeneHO  peTpoCneKTUBHOE nccnepoBaHue

C UCMONb30BaHMEM AAHHbIX, aKKYMYIMPOBAHHbLIX B peru-

CTpe OeTen C TAXKeNon nepcucTupytouen 6poHXnabHOM

acTMOMN.
Kputepun cooTBETCTBUS ANA BK/IOYEHMUA MaLMEHTOB

B PErucTp U KpUTEPUWU WCKIOYEHUS Oblnn npeacTaBieHbl

B paHee ony6/MKOBaHHbIX cTaTbax [20, 21].
Kputepumn BKAOYEHUS B PETUCTP:

® OO0/IbHble TSXKENOM NEepPCcUCTUpyloWen HeKoHTponupye-
MOW aTonu4yeckon O6pOHXManNbHOM acTMOW B BO3pacTe
6-17 ner;

° nNpUMeHeHWe oManuMslymaba B AOMONHEHWE K 6Ga3UCHOM
Tepanuu;

® BbICOKas NPUBEPIKEHHOCTb K HA3HA4YEHHON Tepanuu;

° npaBW/bHas TEXHWKa MCNOMb30BaHWUA MHIANATOPOB.
Kputepumn ncKao4eHns 3 nccreqoBaHms:

° [eTu 4o 6 neT, NnauneHTbl ctapwe 18 neT;

® MHas CTeNeHb TAKECTU TeYEeHUS BPOHXMANbHOM acTMbl;

® KOHTpONIMpyeMOE TeYEHHUE;

® OTCYTCTBME BO3MOMHOCTU PEryNsiPHOro NonyyYeHuns npe-
napara;

® OTKa3 poauTenemn ot COTPYAHUYECTBA;

® HU3Kas MPUBEPKEHHOCTb K Ha3Ha4yeHHOW Tepanuu
W HU3KKI YPOBEHb KOMMNAEHCa;

® HenpaBW/ibHasa TEXHWKA UCNOIb30BaHUSA UHIaNATOPOB.

Elena A. Vishneval, Leyla S. Namazova-Baranoval’ 2, Elena A. Dobryninal, Anna A. Alekseeva?,
Vladimir I. Smirnov?, Julia G. Levinal, Vera G. Kaluginal, Kamilla E. Efendieva®, Konstantin S. Volkov
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The Long-Term Omalizumab Therapy in Children
with Severe Persistent Uncontrolled Asthma:
Evaluation of the Outcomes According to the Data

of the Hospital Patient Registry

Background: Patient registries help to obtain relevant information about the peculiarities of certain diseases, as well as the safety
and effectiveness of different medical technologies. Moreover, it allows conducting a continuous monitoring in a studied group.
Objective: to analyze the effectiveness and safety of a long-term target therapy with Omalizumab (more than 4 years) in children
with severe persistent uncontrolled asthma based on the electronic clinical cases database (registry). Methods. The outcomes of the
treatment were evaluated based on the data from the registry of patients with severe uncontrolled asthma. Time period: November
2007- March 2018. The main goal of the research was to identify the number of patients who achieved the disease control
(220 points C-ACT-test in children aged 6—11 years or 25 points ACT-test in children aged 12-17 years) at least in one of the time
points — in 4; 6; 12 or 48 months. Results. The results of the treatment of 26 children were analyzed (males — 73%), median age —
17 years. The posology of Omalizumab was 75 to 600 mg, median (Me) 300 mg [225; 375]. Asthma control test (ACT) before the start
of the treatment was 14 points (Me 14 [12; 17,5], in 48 mo — 21 points (Me 22 [20; 24]; p=0,0017). The decrease of the amount of
the daily therapy was demonstrated. The median dose of the ICS (fluticasone) was 575 mcg/day (Me 500 [437,5; 750]) before the
start of the treatment, in 48 mo — 492 mcg/day (Me 500 [250; 562,5]; p=0,066). The decrease of the number of exacerbations and
the use of SABA from 12 (Me 10,5 [9,75; 13,25]) to 0,8 times/month (Me [1; 0;1]) was observed after 4 years of treatment (p=0,000).
No adverse events were observed. Conclusions. Long-term therapy with Omalizumab increases the disease control in children with
severe persistent asthma. The registry as a continuous monitoring tool enables to conduct a complex evaluation of the effectiveness
and safety of the treatment.

Key words: registry, severe asthma, recombinant monoclonal antibody, omalizumab, long-term therapy, effectiveness, safety, children.
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CTteneHb NPMBEPIKEHHOCTU K JIEYEHUIO M NpaBUIbHaNA
TEXHWKA MHransguum npoBepsannMcb Ha Kaxaom BusuTte. Mo
pesynbTataM aHanu3a AHEBHUMKOB CaMOKOHTPOASA, ONpo-
ca nauueHToB, NMPOBEPKM CYETYMKA [03 Ha WHranstope
oLEeHMBanacb MPUMBEPKEHHOCTb K Tepanuu: ONTUMalibHO
[ONYyCTUMbIM NPOLEHTOM COBNIOAEHNS PEKOMEHAALMI CHK-
Tanca yposeHb oT 80 go 100%. MpaBUAbHOCTb MCMNONb-
30BaHUA MHransaTopa (nocneaoBaTenbHOCTb NPUMEHEHUS
W CMNa BAOXa) NpoBepsnachb ¢ NOMOLLbIO TPEHUPOBOYHOIO
«CBUCTKa».

Kputepuu cooTBeTCcTBUS

M3 gaHHoro pervctpa 6bi1la NpoBeAeHa BbIGOPKa Nauu-
€HTOB Ha OCHOBaHWW ANWUTENIbHOCTM Tepanun omanusyma-
60M (6onee 48 mec).

OnucaHue MeAULMHCKOro BMellaTenbcTBa

Omanusymab — 3T0 PEKOMOMHAHTHOE N'YMaHU3UPOBaH-
HO€ MOHOKJ/I0HanbHoe |Gy, aHTUTENO, KOTOPble CeNeKTUB-
HO CBSA3bIBAOTCA C UMMYHOT06ynnHOM (Ig) E yenoseka [22].
[aHHbIn npenapaT cBsA3blBaeT CBOOOAHO LMPKyMpyloLme
IgE, 4TO onocpefoBaHHO BeAeT K yMeHblieHunio Fc Rl Ha
NMOBEPXHOCTU U MOTEHLMUANIbHOMY CHUMXEHUIO AerpaHynsauum
K/NIETOK W, KaK cneacTBue, K OTCYTCTBMIO NOCTOAHHOIO BO3-
[EeNCTBUA MeaMaTopoB BocnaneHus [22].

B 3aBMCMMOCTHM OT ypoBHS 06Lero IgE 1 Beca nauueHTa
B MOMEHT MepBOW rocnutannsaunn, COrnacHO MHCTPYK-
LMK, paccyuTbiBaIUCh 403a Npenaparta M KpaTHOCTb BBee-
HUs — 1 pa3 B 2 unun 4 Hep.

Ycnosus nposeaeHus

B pernctp BKAOYanu 60MbHbIX, FOCMUTANN3UPOBAHHbIX
B otaeneHua ®Oray «HMWL, 3gopoBbs aeten» MuH3agpaBa
Poccun (MockBa) B nepuog ¢ Hosi6psa 2007 no mapT 2018 .
0N NonyyeHuss Tepanuu omanny3maboM. INeKTpOoHHas
6a3a AaHHbIX 6bl1a co34aHa ¢ UCNoNb30BaHWEM NPOrpamMMm-
Horo o6ecnevyenns MySQL (Oracle, CLUA).

Ucxoabl uccnepoBaHus

OCHOBHOW ncxoa: Lons 60/bHbIX, Y KOTOPbIX 66110 3adPUK-
CUPOBAHO YyyylleHWe KOHTponsd Hajg 3aboneBaHWem Mo
pesynstataM ACT-TecTa (Asthma Control Test).

JonosHuTeIbHble  UCX0Abl: KONWYECTBO 3HaA4YUMBbIX
060CTPEeHU BPOHXMAaNbHOM acTMbl (BbI3OB 6Gpurajbl CKo-
pov MeAMLMHCKOW MNOMOLLM, 3IKCTPEHHaa rocnuTanusa-
LUng); YacToTa MWCNONb30BaHUA KOPOTKOAENCTBYIOLWNX
By-aronunctos (KABA); 4acToTa Ha3HayYeHWUs MNIOKOKOPTH-
KOCTEPOUAOB (per 0S, BHYTPUMBbILWEYHO); AMHAMMKa MMOKa-
3aTenen GyHKUMM BHELWHEro AblxaHus, o6bem 6a3nvCHON
Tepanuu; oueHKa 6e30MacHOCTM omanndymaba.

MeToabl perucTtpaLlmm UCXoa0B

Pernctpaums mcxogoB 60/1€3HM NpoBoAMNacb Mo AaH-
HbIM, Y4MTbIBAEMbIM MPW KaxXaow rocnutanuaauuun, ons cne-
OYOWKMX KOHTPOSbHbIX TOYEK: Yepel 4; 6; 12; 24; 36 1 48 mec
W fanee exerogHo nocsie Hayana repanuu omanusaymabom.

Ona pneten B Bo3pacTe OT 6 A0 12 neT KOHTPO/b Hapg
OpOoHXManbHOM acTMOM GUKCMpoBaNM Mo pe3ynbratam
C-ACT-tecTa, ans ageten B Bo3pacTe 12 net v ctaplie — ACT-
Tecta. C-ACT-TecT BKtOYaeT 7 BONPOCOB ¢ 6aiibHOM OLEH-
Ko oT O go 5 (Ha nepBble 4 Bonpoca pebeHoK oTBe4YaeT
CaMOCTOATeNbHO, Ha cneaylolme Tpu — poautens). ACT-Tect
coaepKut 5 BonpocoB ¢ 5-6annbHOM OLLEHKOW OTBETOB,
Ha KOoTopble [JeTW OTBeYaloT caMoCcTosTeNbHO. Pe3ynbrathl
C-ACT-tecta >20 6annoB unu ACT-TecTa paBHble 25 6annam
paccMaTpvBanu B Ka4ecTBe KPUTEPMUEB AOCTUHKEHMWMU MONHO-
ro KOHTPOAS Haj 6poHXManbHOM acTmoMn [19].

KonnyectBo 3HaYMMbIX OGOCTPEHMI acTMbl OLIEHWBA-
/IMCb COMNAacHO aHanu3y MeAWLMHCKON [AOKYMEeHTaLuK,
B KOTOPOW PEerucTpupoBasvuCb BbI30Bbl GpWrajz CKOpOW
MEAMLMHCKON MOMOLLM MU SKCTPEHHbIE rocnuTanu3aLmm,
a TaKXXe y4nUTbIBaNUCh Clydan NPUMEHEHNUS CUCTEMHbIX MH0-
KOKOPTUKOCTEPOUAOB (per 0S, BHYTPUMbILIEYHO) U KOPOTKO-
AENCTBYIOWMX Bo-arOHNCTOB.

9THyeckas akcnepTusa

C yyactTveM topucToB 6bl1o pa3paboTaHo MHDOPMUPO-
BaHHOE cornacue, KOTOpPoe CoAepKano BCe HeobxoanuMble
cBefeHus o peructpe. MNaumeHTbl B Bo3pacTte 14 net u ctap-
e caMOCTOATEeNIbHO MOANUCHIBANM cornacue Ha o6paboTky
[laHHbIX N BHECEHWE NepCcOoHalbHbIX CBEIEHWUI B 3/IEKTPOH-
Hyto 6a3y AaHHbIX. 3a NauuMeHToB, He gocTuriumx 14 ner,
BCe Heob6XoaWMble AOKYMEHTbl MoAnucbiBanu poauTenu/
3aKOHHble NpeacTaBUTENN.

lNpoBeaeHne uccnenoBaHus oao6peHo JIoKkanbHbIM 3TH-
yeckuM komutetom PrAY «HMWL, 3popoBbsa aeten» (paHee
HLU3/; npotokon N2 11 o1 23.12.2014).

CTtaTUCTUYECKUIA aHaNu3

PacyeT Heobxoanmoro o6bema BbIGOPKK He Bbll MPON3-
BeAeH. [1ns aHanu3a AaHHbIX UCNONb30BasCs NaKkeT cTaTu-
cTMyeckux nporpamm Statistica v. 22 (StatSoft Inc., CLUA).
OnucaHne NoflyYeHHbIX Pe3ynbTaToB M aHafM3 BbIMOAHEHbI
C yKa3aHuWeM cpeaHuX 3HaAYEeHUM M CTaHAapPTHbIX OTKNOHEe-
HUA NPU HOPManbHOM pacnpeaeneHnn AaHHbIX UM mMeau-
aHbl (25-1; 75-% nepueHTUAN) Npu pacnpeaeneHnn AaHHbIX,
OT/IMYHOM OT HOPMasbHOro. AHann3 AMHAMUKKW 3HaYeHuin
KONMYECTBEHHbIX NOKa3aTenew BbINOMHEH C MPUMEHEHMEM
KpWUTEPMS 3HAKOBbIX PaHroB BUAKOKCOHa.

PE3YJIbTATbHI

XapaKTepucTMKa naumMeHToB

[JeTCKUM perucTp nauueHToB C TAXKEON MepCUCTU-
pylouwen 6poHXManbHOM acTMOM COAEPKMUT MHbOpPMaLUIO
0 108 petax — 33 pgeBoyKkax (30,55%) u 75 mManbyukax
(69,45%). leHoepHoe pacnpeaeneHve OeBOYEK K Malb-
Yyukam — 1:2,27. CpeaHsas NpoAo/KUTENbHOCTb Tepanuu
omanusymabom — o1 3 go 91 mec, meagnaHa (Me) 31,6 mec
(cpenHasa 27 mec). [lo3a npenapaTa BapbupoBana ot 75 1o
600 mr (Me 300 [225; 375]). B HacTosllee BpeMs Npoaon-
}KaloT noflyyatb Tepanuito omanndymaboM AOMOSAHUTENbHO
K 6a3ncHon Tepanun 40 nauMeHToB.

OnvutenbHylo Tepanuio omanudymabom 6onee 4 net
nonyunnu 26 aeten ¢ G6POHXMANbHOM acTMOM, M3 HUX 19
(73%)mManbymMKkoB. B 6GonbWKMHCTBE CcNyYyaeB y NalMEHTOB
6blla opopmsieHa WMHBANMAHOCTb MO GPOHXMANbHOM acT-
mMe. CpeaHas NpOAOMIKUTENBHOCTL TepanuM oMannM3dymabom
cocTtaBuna 63,81 (min 48; max 91) mec. 3 naHHOWM rpynnbl
B HacTosillee BpPeMs NPoAo/MKaloT mnonydyatb oManudymad
10 nauneHTOB (Me BO3pacTa KOTOpbix cocTaBnser 12,5
[12; 13,5] roga). Y Bcex nauMeHTOB MMeeTCs COMyTCTBYHO-
was annepruyeckas natonoruns. OTAroweHHbIM aHaMHe3 no
annepruyeckum 3aboneBaHuaM 6bi BbiBeH Yy 19/26 (73%)
nauneHToB. AHanu3 pacnpegeneHus nalMeHToB MNo peruno-
Ham P® nokasan, 4to 25 (96%) M3 26 3aperncTpMpoBaHbl
B LleHTpanbHOM deaepanbHOM OKpyre. B yncne npuymMHHO-
3HaYMMbIX annepreHoB Yalle BCEro ob6HapyxuBanu annep-
reHbl AepeBbeB WU Kielwen goMalHen nbinn. KnnHunyeckas
XapaKTepuCcT1Ka NaLMeHToB npeactaBfieHa B 1aon. 1.

AHanus exxegHeBHOW 6a3UCHOMU Tepanuu

Bce getn nonyyanu BbICOKME A03bl KOMOGMHUPOBAHHbIX
npenapartos, Ha GOHe KOTOPbIX HE yaaBalioCb AOCTUYb CTa-
61NM3aLMn COCTOSHUS NALIMEHTOB, O YeM CBU/ETEeNbCTBOBA-
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Ta6auua 1. KnvHnyeckas xapakTepucTnka 60bHbIX
Table 1. Clinical features of the patients

Nokasarenu Pe3ynbraTthbl
BospacT, Me [25-#; 75-# npoueHTUAn] 17 [13,5; 17]
MHBanuaHocTb, abe. (%) 21 (80,77)
MpoaoMKUTENBHOCTL TEPANUK OMaanM3ymabom, .
Me [25-11; 75-1 npoueHTUAK] 62,5[57; 71]
Annepru4yeckas natonorus, aée. (%):
® MOJIMHO3 17/26 (65)
° nuwesas anneprus 17/26 (65)
° nuwiesas anneprus (B BUAE KpanuBHULbI 1
aHMMOHEBPOTUYECKOro OTeKa) 6/17 (35)
® aTONUYeCKu aepmaTut 11/26 (42)
® JleKapCTBEHHas anneprus 7/26 (27)
HacnenctBeHHOCTb MO annepruyeckum
3a6oneBaHuaMm, abce. (%):
e oTdArouleHa 19/26 (73)
® He OTArolleHa 3/26 (12)
® HET AaHHbIX 4/26 (15)
Pacnpeaenexus no pervoHam P, a6e. (%):
e MockBa 21/26 (81)
e MocKoBcKasi 06nacTb 4/26 (15)
® [PO3HbIN 1/26 (4)
[MpHUYNHHO-3HaYMMBbIe annepreHsbl, abce. (%):
° nepeBbeB 19/26 (75)
° Knelen JoMallHen nbiau 18/26 (70)
® KOLKHM 10/26 (37)
® 3/1aKOB 9/26 (33)
® COpPHbIX TPaB 8/26 (30)
e cobaKku 6/26 (23)
° nuuieBble 5/26 (20)
® OPYrMX XUBOTHbIX 2/26 (6)
® MeceHn 1/26 (4)

710 OTCYTCTBME KOHTPONS Haj 3aboneBaHueM, Npu ycnoBuu
BbICOKOM MPUBEPKEHHOCTHU K TEpanuu U NpaBUIbHOM TEXHU-
KW MHransguuu. BbicOKOW g0o30M 6a3UCHOM Tepanuu cyuTa-
nacb go3sa 6onee 500 MKr/cyT B nepecyeTe Ha GNyTUKA30H.
CpenHsia [03a WMHransuMOHHbIX [IOKOKOPTUKOCTEPOUA0B
(MFKC) coctaBnsna 575 MKr/cyT (Tabn. 2).

3aropnno Havana Tepanuun omanudymaboMm y BCex NaLMeH-
TOB OTCYTCTBOBaJ KOHTPO/b HaJ 6POHXMaNbHON acTMOW, 4TO
MOATBEPHKAANOCH HANIMYUEM EXKEAHEBHbBIX CUMMTOMOB aCTMbl
KaK B JHEBHOE, TaK U HOYHOE BPEMS, HU3KON HENEPEHOCHUMO-

Ta6nuuya 2. basucHas Tepanua geTen, BKIOYEHHbIX B PErUCTP, 40
Havana BBeAeHUs omanulymaba

Table 2. Daily long-term control medicines of the children included
in the registry before the start of Omalizumab treatment

KonuyectBo
CouyeTaHue npenapaTtos .
aeTen

Canmetepon/dnyTukasoH 10
Byneconna/dopmotepon 6
Canmetepon/dnyTukasoH + AJTT
Byneconna/dopmotepon + ANT
Canmetepon/dnyTnkasoH + nyTukasoHa 2
nponuoHar
CanmeTeposi/dnyTukasoH + dnyTrkasoHa 1
nponuoHart + AJIT
UTtoro 26

lpumeyaHune. ANIT — aHTUNENKOTPUEHOBBLIN Npenapat
(MoOHTenykacT)

CTblO PUBMYECKON Harpy3KM; KaK MUHUMYM OLHUM KAWHUYe-
CKM 3Ha4yvMMblM 060CTpeHnem, NoTpeboBaBLIMM FoCnMUTaNu-
3auUuMn MK BBELEHWS CUCTEMHBIX MTIOKOKOPTUKOCTEPOUIOB;
nokasatensamu o6bema GOpPCUPOBAHHOIO BblgoXa 3a 1 cek
(ODB,), 06bEMOM 6a3MCHOM TEpanuK, a TakXKe pesynbratamu
TecTa No KOHTPONIO HajA aCTMOW. XapaKTepPUCTUKA OLEHKM
KOHTpONS Hag 60Me3Hbi0 MaLUMEeHTOB A0 Hayana Tepanuu
oManudymabom npeacrasreHa B Tabn. 3.

Mpn pacyete gosbl MBI yynTbiBanacb Macca Ttena
nauuMeHTa v ypoBeHb HavyanbHOro obuwero IgE (Ha MOMeEHT
nepBov rocnuTanmMsauunn), KOTopbIM B CPeAHEM COCTaBAsAN
842 ME/mn (Me 675,00 [467; 1224]).

OCHOBHbIe pe3yibTaTbl UCCIeJ0BaHUA

Ha ¢oHe npoBoauMoKn Tepanuu, BKJOYaBLIEN OManu-
3ymab, oTMe4vyeHa NONOXKWUTeNbHaa AWHaMUKa 3HavyeHuw
ACT-tecta (puc. 1). BcneactBue manoro Konvyectsa aeten
mMnagwe 12 neT B aHanM3npyemMon BbIGOpKe, a TakxKe € yye-
TOM METOLONIOMMU OLEHKHM YPOBHS KOHTPOAS Hag acTMOM No
pesynbtataMm 6annbHoOn oueHKn ACT-TecTa Obl10 MPUHATO
peleHne Ucnonb3oBaTthb 00LMe 3HaYyeHns Me 1 KadyecTBeH-
HblM pe3ynbTaT 415 OLLEHKM YPOBHS KOHTPONS Hag 60/1e3HbIO.

[o Havana Tepanuu (N=26) cpeaHui nokasartenb ACT-
Tecta 6bin 14 6annoB (Me 14 [12; 17,5], 4TO COOTBETCTBO-
Basio HEKOHTPOIMPYEMOMY TEYEHWIO BPOHXMANbHON aCTMbl.

Yepes 4 mec (n=26) Ha doHe nevyeHns omannudymabom
cpeaHui nokasartenb ACT-Tecta ynydwmunca Ha 17,03% —
17 6annoB (Me 16 [15; 19,5]; p=0,000): y 7 (26,92%) 601b-
HbIX yAan0Cb 4OCTUYb YAaCTUYHOIO KOHTPOAS Haj 601e3Hblo,
y 3 (11,54%) peten actMa cTana NoIHOCTbIO KOHTPOJMpye-
MoW (Mnaguwe 12 net — 2 yenoBeKa).

Mpu oueHke ACT-TecTa 4Yepe3 nonroga tepanuu MBI
(n=26) cpenHun 6ann coctaBun 18 (Me 18,5 [17; 20];
p=0,000): y 8 (30,77%) 4enoBeK Obla1 AOCTUIHYT YAaCTUYHbIN
KOHTpOnb, ¥ 3 (11,54%) — nonHbi (Mnagwe 12 net —
2 yenoseka).

Ta6nuua 3. XapaKTePUCTUKU OLEHKW KOHTPONa Hapg 605e3Hbio
nauMeHToB A0 Ha3HaYeHns oManusymaba

Table 3. Patients’ disease control before the start of omalizumab
treatment

JaHHble
Mokasarenu
nayueHToB
CumnToMbl 3a 1 mec* 12,5+4,99
Hanuyme HOYHbIX CUMNTOMOB, % 100

HenepeHocnmocTb Gnanyeckon Harpy3ku (6er,
TecTMpOBaHWe Ha BEN03proMeTpe uim cten- 100
TecTe) B TeyeHune 6 MvH, %

KonnyecTBO KIMHUYECKM 3HAYUMbIX

060CTPEeHUn** 1,096+0,807
ACT-tecT, 6annbl 14,42+3,36
o et
0O6bem dopcrMpoBaHHOro Bblgoxa 3a 1 cek 96,81+16,16
lMpumeyaHmne. * — nNOTPEBGHOCTb B KOPOTKOAEMCTBYIOLLMX

By-aroHucTax; ** — KONMYeCcTBO TAXesblx 060CTPEHWUI (3a roa Ao
Havana Tepanuu ['MNBIT), KoTopble TpeboBanun BbI30BOB 6purag CKo-
PO MEAWLIMHCKOM NOMOLLM MW FrOCNUTann3aLmnn B ctaumoHap ans
KynupoBaHUs 060CTpeHUst Ha3HaYyeHUeM CUCTEMHbIX MIOKOKOPTH-
KocTteponos. MBI — reHHo-UHXeHepHbI 6UONOrMYecKui npe-
napart, UITKC — MHransLuMOHHbIN FIOKOKOPTUKOCTEPOUA,.

Note. * — Short-Acting Beta Agonists requirement; ** — the number
of severe exacerbations (one year before the start of Omalizumab
therapy), which required emergency treatment or hospitalization
and systemic corticosteroids use.



Puc. 1. luHamuka notpe6HocTv B KAABA Ha doHe Tepanun FTMBI (omanndymabom)

Fig. 1. Dynamics of SABA use during Omalizumab treatment
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Mpumevarne. KABA — KopoTkoaencTBytowmne Bo-aroHnUCTbl, TMBI — reHHo-UHXeHepHbIi 61MoNorniecKkuii npenapart (omannudymab).

Note. KABA — Short-Acting Beta Agonists

Yepe3 12 mec Tepanuun (n=26) cpeaHun Gann TecTa
Nno KOHTpOMo Hag actmomn coctasun 20 (Me 20 [18; 22];
p=0,000): y 8 (30,76%) neten Obln AOCTUIHYT YACTUYHbIV
KOHTPONIb Hag 3aboneBaHueM, y 5 (19,23%) — nOnHbIN
(Mnagwe 12 net — 4 peten).

Yepes 24 mec Tepanuu (n=26) cpeaHuin noKasaTtenb
ACT-tecta 6bIn 20 6annoB (Me 20 [18; 23,25]; p=0,000):
y 10 (38,46%) acTma cTana 4acTMYHO KOHTpOAMpyemas,
y 8 (30,76%) — KoHTponupyemas (mnagwe 12 net —
3 peten).

Ha ¢oHe 36 mec Tepanuu omanuaymabom (n=206)
cpeaHee 3HavyeHune ACT-Tecta gocturno 21 6anna (Me 22
[19; 24]; p=0,017). CornacHo Nosy4eHHbIM AaHHbIM, y 12
(46,15%) peter acTMa MMena 4aCTMYHO KOHTpOAMpyemoe
TeyeHue, y 8 (30,76%) 6bin 4OCTUIHYT KOHTPONb (Mnagwe
12 net — 2 pebeHKa).

MpKn oueHKe YPOBHS KOHTPONS Haj GpOHXMaNbHOM acT-
MoW Yyepes 48 mec (n=26) cpeaHuin 6ann ACT-TecTa paBHAS-
ca 21 (Me 22 [20; 24]): y 15 (57,7%) peTen 6poHxManbHas
acTMa MMena 4aCTUYHO KOHTpOAuMpyemoe TeuyeHue, y 5
(19,23%) 6b11 LOCTUTHYT KOHTPOb Haj 60ne3Hbio (Mnaglwe
12 net — 1 pe6eHoK).

13 17 yenoBek, Kotopble nonyy4anu MBI 6onee 60 mec,
cpepHuin 6ann no ACT cocTtaBun 22 (Me 24 [20; 24,5]):y 12

(70,58%) — 4acTn4HO KoHTponupyemas, y 2 (11,76%) — KOH-
Tponupyemas 6poHxmManbHasa actMma.

Tepanuto B TedeHne 72 Mec Nonyynnu 7 4YenoBekK, cpea-
HWM Gann TecTa NO KOHTPOIO Haj actmon coctasun 21 (Me
23 [18; 24]). AMHamuKa KOHTpons Haj acTMow Ha doHe
Tepanuv oManu3ymabom npeactasneHa B Taon. 4.

[lononHuTenbHbIe UCXOAbl UCC/IEJOBaHUA

AnHamMmunKa Ts)KebIx 060CTPeHnH

u notpe6HocTn B KABA (puc. 1, 2)

Ha doHe 6a3ncHoMn Tepanuu, BKOYaBLIEH OMan1M3ymao,
OblI0O OTMEYEHO BbIPAXXEHHOE COKpalleHWe exeOHEBHbIX
CUMMNTOMOB U, KaK CNeAcTBUe, COKpaLLeHMe UCNONb30BaHUA
5-aroHMCTOB KOPOTKOro fedcTBus. [lo Havana Tepanuu
F'MNB (n=26) noTpebHocTb B KABA B cpeaHeM coctaBnsna
12,5+4,99 pas/mec (Me 10,5 [9,75; 13,25], min 7; max 26).
Yepes 4 mec (n=26) Tepanuu omannM3ymabom WMCNonb30-
BaHWe [3,-arOHMCTOB KOPOTKOrO AENCTBMA COKPaTWUIOCh
B 3 paza — 10 4,115+2,673 pa3/mec (p<0,001) (Me 3,5 [2;
6], min 0; max 8).

AHanu3 npumeHenns KABA 4epe3 nonroga Tepanuu
MBI (n=26) Noka3an CoXpaHSIOWYOCS TEHAEHLUMIO YMEHb-
WEeHNs exeMecsa4YHON NOoTPe6GHOCTU B B5-aroHncTax KopoT-
Koro aevcteua (p<0,001). Mpu cpaBHEHWUM UCMNONIb30BAHUSA

Ta6nuua 4. InHam1MKa KOHTPONS HaJ aCTMOM Ha poHe Tepanuu omannu3ymabom

Table 4. Dynamics of asthma control during Omalizumab treatment

MpoAoKUTENbHOCTb Tepanun omanusyma6om
ao Hepn mec ner
Nokasartenb 16 6 1 2 | 3 | 4 | 5 | 6 | 7
Yucno y4acTHUKOB, n
26 26 26 26 26 26 26 17 7 2
14 17" 18" 20" 20 20 21 22 21 20
ACT-TecT, 6annbl [12;17,5] | [15;19,5] | [17;20] | [18;22] | [18; 23,25] | [19; 24] | [20; 24]; | [20;24,5] | [18;24] | [16;-]
(8;19) (12;25) | (14;25) | (16;25) | (10;25) | (15;25) | (13;25) | (12;25) | (16;25) | (16;24)
KoHTponb BA*, a6c. (%)
® MONHbIN 0 3 3 5 8 8 5 2 2 -
® Y4aCTUYHbIN 0 7 8 8 10 12 15 12 3 1
® OTCYTCTBUE 26 16 15 13 8 6 6 3 2 1

lMpumeyaHune. B Kpyrnbix CKOGKax yKadaHbl MUHWMalbHble U MaKCUMalbHble 3Ha4YeHUs, B KBaApaTHbIX — NpoueHTuan. * — p<0,001 npwu
CpaBHEHUM CO 3HAYEHUSIMU B NPeablayLLen KOHTPOIbHOM TOYKe. MOoNHbIA KOHTPONb GPOHXMANbHOM acTMbl ycTaHaBAMBanu npu 25 6annax,

4acTU4YHbIM — nNpu 20—-24, oTCYTCTBME KOHTPONS — npu <20.

Note. In the parentheses minimal and maximum value are specified, in brackets — percentile. * — p<0,001 in comparison to the values
in the previous control point. Complete asthma control was established at 25 points, partial at 20-24, no control at <20.
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Puc. 2. InHamuKa TaxeNblXx 060CTPEHMI, KOTOPbIe TPE6OBa/W BbI30BOB 6PUraj CKOPOH MEAMLIMHCKOM NOMOLLM UK FOCMUTaNM3aLmu1 B

cTaluoHap, Ha3Ha4yeHU CUCTEMHbIX MIIOKOKOPTUKOCTEPOUAOB

Fig. 2. Dynamics of the number of severe exacerbations which required emergency treatment or hospitalization and systemic

corticosteroids use
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Mpumeyarne. TMBI — reHHO-UHXEeHepHbI 6MONOrMYecKMin npenapar.

KABA 4yepe3 6 mec OT Hayana Tepanuu omanndymabom
n yepes 4 mec Tepanun MBI notpebHocTb B KABA cokpa-
TuAach ellle B 2 pasa U cocTaBuna B cpegHem 2,827+1,827
B Mec (Me 2 [1,75; 4], min O; max 7).

Yepes 12 mec Tepanun (n=26) cpeaHsas notpe6-
HOCTb B [3,-aroHMcTax KOPOTKOro [AEeNCTBUA CcocTaBu/Ia
2,212+1,626 B mec (Me 2 [1; 3], min 0; max 6). pwu
cpaBHeHMM ucnonb3oBaHusa KABA oo Havyana Tepanuu
MBI n yepes 12 mec Tepanuu NOTPEBGHOCTb COKpaTUaach
B 5,65 pa3 (p<0,001).

Yepes 24 mec Tepanuu (n=26) exxemecsyHaa noTpeo-
HOCTb B [3o-aroHMCTax KOPOTKOro [EWCTBUA COKpaTtuiachb
B 10 pas — po 1,212+1,079 (Me 1 [O; 2], min 0; max 4)
(p<0,001) — N0 cpaBHEHMIO C UCXOAHBIMWU AAHHbLIMM.

B TeuyeHne 36 mec Tepanuio nonay4mam 26 4YenoBeK:
notpe6HocTb B KABA cokpaTtunack B 13,54 pasa u cocTta-
Buna 0,923+0,924 B mec (Me 1 [0; 1,25], min O; max 3). Mpwu
OLIeHKe 1CMoJ/Ib30BaHs ,-aroHUCTOB KOPOTKOIO eNCTBUS
yepes 48 mec (n=26) 3adMKCMPOBAHO COKpaLLEHME UCMNOb-
30BaHua B 15,78 pas: cpegHsaa noTtpebHOCTb cocTaBuia
0,792£0,803 B mec (Me 1; [0; 1], min O; max 3).

Y 17 4yenoBekK, KoTopble nonyyanu M'MBI 60 mec, noTpeb-
HOCTb Mcnonb3oBaHua KABA coctasuna 0,739+0,73 B mec
(Me 0,9 [0; 1], min O; max 2); 7 4enoBeK nojyyanu Tepanuio
omMannM3ymabom B TedeHne 72 Mec: NoTpebHOCTb B npenapa-
Tax «CKOpow nomolum» B cpeaHem coctasuna 1,114+0,908
B mec (Me 1 [0; 2], min 0; max 2); ans 2 4enoBeK, Noy4yaBLUmnX
KABA 84 mec, — 141,414 B mec (Me 1 [0; -], min O; max 2).

Puc. 3. InHamnKka 6a3ucHom Tepanuu Ha ¢oHe MBI 6onee 48 mec

Ha ¢oHe 6a3ncHon Tepanuun, BKaoYaBwen MBI, otme-
YEeHO COKpalleHME KOMYeCcTBa TAXeNblX 060CTPEHUN, KOTO-
pble TpeboBanuM BbI30OBOB 6Gpurag CKOpPOW MeaULIMHCKOM
MOMOLLM MAM FOCMMUTaNM3aLMKM B CTalLMOHap, Ha3HayeHus
CUCTEMHbBIX [JIIOKOKOPTUKOCTEPOMAOB [ANS KYNUPOBaHUS
o60CTpeHms.

Yepes 16 Hep oT Hadvana nedyenus MBI oTmeuva-
/IOCb BbIPaXEHHOE CHWXKEHUE TaAXenblx 060CTPEHUN Ha
89%, a yepe3s 6 mec — Ha 96%. Ha doHe anutenbHoOm,
6onee roga, Tepanum omanMdymabom ToNbKo y 1 naumeHTa
OTMeYanocb BblpaxeHHOe ob6ocTpeHne, noTpeboBaBluee
BHYTPUMbILLIEYHOIO BBEAEHUS CUCTEMHbBIX TIOKOKOPTUKO-
CTepounaoBs, Ha GpOHe CUIbHOro cTpecca (Npu4nHa, BbiSB-
NleHHasa npu cbope aHamHe3a, — notepsa 6IM3KOro poa-
CTBEHHMKA) (puc. 2).

AmHamunKa 6a3ucHOM Tepanumn

Ha ¢oHe 6asucHon Tepanuu, BK/KOYaABLLUEW OManU3y-
Mab, 0TMe4yeHOo coKpalleHune cytodHon ao3bl UTKC (puc. 3).
[o Havana Tepanuum (N=26) cpeaHsas exeaHeBHas O03MU-
poBka UIKC B nepecyeTe Ha ¢nyTMKa3oHa nponuoHar
6bina 575+279,73 mKr/cyT (Me 500 [437,5; 750], min 250;
max 1250), 4To cCOOTBETCTBOBaANO BbICOKMM AO03MPOBKAM.
Yepes 4 mec (n=26) Ha poHe Tepanum oMmanmaymabom cpes-
HUM 06beM 6a3UCHOM Tepanuu coctaBun 575x279,73 MKr/
cyT (Me 500 [437,5; 750], min 250; max 1250).

Mpn aHann3e 6a3McHON Tepanuu Yepes3 Noaroaa neveHus
MBI (n=26) cpeaHas no3a UFKC coctaBuna 279,73 MKr/cyT

Fig. 3. Dynamics of the amount of the daily long-term control medicines use during Omalizumab treatment for more than 48 months
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(Me 500 [437,5; 750], min 250; max 1250). Yepe3 12 mec
Tepanuu (N=26) cpeaHsa exxeaHeBHas ao3vpoBka UFKC —
279,73 mKr/cyT (Me 500 [437,5; 750], min 250; max 1250).
B TeyeHnue 1 roga Tepanuu omannlymaboM exxeaHeBHas
6a3ncHas Tepanus He nepecmaTpuBanacb/ocTaBanachb
B NpexHem obbeMe. Yepe3 24 mec Tepanuun OTMETUNACh
TEHAEHUMS K COKpalleHUo exeaHeBHbIx o3 UIKC (n=26):
cpeaHnn obbem 6asucHom Tepanun — 557+285,495 mKr/
cyT (Me 500 [250; 750], min 250; max 1250).

Yepes TeveHune 36 mec tepanun M'MBI coxpaHunacb TeH-
neHuus K cokpauleHuto MMFKC, B cpeagHeM 06beMm 6bln YMEHb-
leH Ha 9,2% (n=26): cpeaHuit 06bem 6a3nCHOM Tepanuu Ha
doHe Tepanun omanusdymabom — 530,76+298,35 MKr/cyT
(Me 500 [250; 812,5], min 100; max 1000). Mpu oLeHKe
cpeaHero o6bema 6a3ncHon Tepanunn Yepes 48 mec (N=26)
cpeaHnn o6bem UIKC coctaBun 491,83+299,361 MKr/cyT
(Me 500 [250; 562,5], min 100; max 1000), a no cpaBHe-
HUIO C UCXOAHbIMM AA@HHbIMU COKpaTuacsa Ha 14,5%.

Bbonee 5 net nonyyanu NMBIN 17 Yyenosek: o6beM 6a3uc-
HOM Tepanuu coctaBun 444,85+277,2 mkr/cyt (Me 500
[225; 500], min 100; max 1000). B Te4yeHne 6 net Tepanuio
omMannsymabom nosy4ymnn 7 4enoBeK: 06beM OGa3UCHOM
Tepanuu B cpeaHeM 6bin 339,286+212,54 mkr/cyT (Me 250
[200; 500], min 100; max 750).

AnmHamunKa pyHKYUMM nerkmux

Ha ¢doHe 6a3ncHoM Tepanuu, BK0YaBLWen omanndymao,
oTMeYanacb MNONOXMUTeNbHas AMHAMUKA OYHKLMU NErkux
(tabn. 5). OgHaKo, Bblpa)eHHOEe WM3MEHEeHWe OTMeYanochb
B TeyeHue nepBbix 16 Hep, fanee CKOPOCTHbIe NoKasaTtenu
B nogaBnsitowem 60MbLIMHCTBE Clly4aeB OCTaBaiuCb CTa-
OMNbHO BbICOKUMMU.

Be3onacHOCTb Tepanuun
3a nepuoa HabnogeHuss ¢ Hosbpa 2007 no mapT
2018 r. He 6bl1I0 3apPernMcTpPMpPOBaHO HU OHOrO0 Cepbes-

HOTO HeXenaTeNbHOro fBJEeHUS Ha BBeAEHME OManuay-
Maba. Y 1 6onbHOro ns 26 (28/4200 nHbekuun, 0,007 %)
OTMEeYaNuCb He3HayuTeNbHble MECTHble peaKkuun B BuUie
rMnepeMmnn 1 yrninoTHEHUS B MeCcTe MNOAKOXKHON MHbEKLMUK
B Hayasne Tepanuu, KOTOpble KYNMUMpPOBaIUMCb CaMOCTOS-
TenbHo.

OBCYXAEHME

Pe3lome OCHOBHOro pesynbTata uccjieoBaHusA

B ctatbe npeacTtaBneHbl pe3ynbratbl aHanunia adpdek-
TUBHOCTU M 6€30MacHOCTM AnuTeNnbHOW (6onee 4 neT)
TapreTHOW Tepanuun y OeTen C TSKenon aTonuyeckown
OpOoHXManbHON acCTMOM C COYETAaHHOM MaTonoruen, Bobinos-
HEHHOro Ha OCHOBaHMK JaHHbIX perucTpa. Hawe nccnego-
BaHWe MnokKasano, 4To Ha ¢doHe Tepanun omanuaymabom
CHMKaOTCA He TO/IbKO YacToTa 3Ha4YMMbIX 06O0CTPEeHUM
yepe3 6 Mec OT Havyana NeyvyeHus (Ha 96% cHu3UNach
NoTPe6bHOCTb B HA3HAYEHUN CUCTEMHBbIX MIOKOKOPTUKOCTE-
ponaoB / BbiIBO30B 6puraj CKOporn MeauLMHCKOM MOMO-
WK), HO U KONMYECTBO EXEeAHEBHbIX CUMMNTOMOB W, KaK
cneacTeue, NoTpe6HoOCTb B Bo-aroHUCTax KOPOTKOro Aew-
cTBuA. Yepes 4 roga Tepanun oManmsymabom MCMNosb30-
BaHWe [,-aroHUCTOB KOPOTKOrO [eNCTBUA COKPaTUIOChb
B 15,78 pasa/mec. Ha ¢doHe anutenbHow Tepanun MBI
Oblla OTMeYyeHa NoNoXKuTenbHas AMHaMWKa nokasaTenen
YHKUMKM Nerkux, yaanocb COKPaTUTb 06beM exedHeB-
HOM Ga3ucHoM Tepanuu (4epe3 4 roga cpeaHun ob6bem
UIKC cokpaTtunca Ha 14,5%), a Takxe ynydwumncs / 6bin
OOCTUIHYT KOHTPOAb Haj 60ne3Hblo. Tak, Yepes3 4 roga
cpefHui 6ann Tecta NO KOHTPOJO Hag acTMOM yAayylun-
cs Ha 46,15%: y 15 (57,7%) neten GpoHxvManbHas acTma
MMena 4acTUYHO KOHTponupyemoe TevyeHue, y 5 (19,23%)
OblN JOCTUTHYT NOJIHbIN KOHTPONb Haj 60ne3Hbio. AHanuns
npoduna 6e3o0nacHOCTU Tepanuu omanndymabom MoKa-
3a, YTO OTMEeYanuCb TONbKO He3HauyuTeNlbHble peakuuu
B BMAE TMNEpemMuu K YNIOTHEHWS B MecTe MOAKOXKHOM

Ta6nuua 5. JuHamunka nokazatenev @B/l Ha poHe AnuTenbHON Tepanum oManmaymabom
Table 5. Dynamics of respiratory function during the long-term Omalizumab treatment

NMpoaoMmKUTENbHOCTb TEPANUKU OMain3ymaoom

ao Hep mMec ner

Mokasarenb 16 6 il 3 4 5 6 7
Yucno yyacTHUKOB, n

26 26 26 26 26 26 26 17 7 2
DKEN 103,937 | 110,767 | 109,300 | 111,257 | 109,770 | 111,438 | 110,185 | 112,544 114,400 120,25
0B, 96,816 | 103,361 | 102,226 | 104,043 | 102,765 | 105,688 | 103,954* | 105,233 108,088 122,65
ncs 98,189 | 100,367 | 99,932 | 100,376 | 102,578 | 104,112 | 105,104* | 103,733 98,713 116,75
MOCo5 85,205 86,689 87,805 86,286 89,148 93,092 93,346* 94,394 85,500 104,7
MOCs 70,947 75,383 74,447 75,500 77,965 81,812 83,092%* 81,656 82,263 100,35
MOC5 60,395 65,739 63,611 67,452 69,691 73,324 | 75977* | 76,883 79,775 105,95
AODB,, % 15,513 11,793 24,000 20,681 9,828 8,933 25,232 20,900 30,740 5,7
AODB,, mn 219,333 | 206,429 | 198,333 | 219,333 | 215,167 | 202,005 | 170,800 | 268,725 160,800 163

MpumeyaHue. MNpu cpaBHeHUK Nokazatenen OB, ¢ UCXOAHBIMW AA@HHBIMKU A0 Ha4Yana Tepanuu omanuaymabom (*p<0,05). DB — dyHKLMK
BHewWwHero AbixaHus, PXXEJT — dopcrpoBaHHas XU3HEeHHas eMKoCTb nerkux, OPB; — o6bem BbiAbIxaeMoro Bo3fyxa Npu MakCMManbHOM
dopcupoBaHuu B nepsyto cekyHay, [NCB — nukoBas ckopocTb Bbigoxa, MOC — MrHoBeHHas 06beMHas CKOpOCTb Noc/e BblAOXa B MHTEpPBa-

ne mexay 25 u 75%.

Note. Comparison of respiratory function before and after the start of the treatment with Omalizumab (*p<0,05).
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MHBEKLMMK, YTO MOJHOCTbIO NOATBEpPKAAETCAS MHPOopMaLM-
el U3 MHCTPYKUMK K npenapaty [22]. 3a BpemMa AnUTeNb-
HOro MOHUTOPWHIa TaKXe He OblNo 3aperncTpMpoBaHoO HU
O[IHOM OTCTPOYEHHOW U PEdKON HexenaTeslbHOW peakuuu
He TO/IbKO Ha oMann3dymab, HO M Ha APYrylo NPUMEHAEMYIO
6a3unCHYI0 Tepanuio y AaHHOW rpynnbl NaLMeHTOB.

HenpepbiBHbIA ANUTENbHBLIA MOHWTOPUHI MNO3BONSET
npoaHanM3npoBaTb OCOBGEHHOCTWM TeyeHus 3aboneBaHus,
OLLEHUTb 06bEM MPOBOAMMbBIX MEPOMNPUATUMA, HYTO CNOCO6-
CTBYEeT MNOBbIWEHUIO KavyecTBa OKa3aHWS MeaMLMHCKOMN
NOMOLLM AETAM.

06cy)XaAeHUe OCHOBHOrO pe3yibTata

uccnepoBaHus

CocTosilHMEe NauMeHTOB, MOJiyvaloWMx Tepanuio oma-
nnM3ymabom, UccnefoBanocb B paMKax MHOMOLLEHTPOBLIX
MEeXAYHapOAHbIX M HaLMOHaNbHbIX NPOeKTOB. OgHaKo, ony-
6/MKOBaHHbIX CBEAEHUN O ANUTENbHbIX Kypcax Tepanuu,
0COGEHHO y MauMeHTOB AETCKOM BO3PACTHOM KaTeropuw,
KpavHe mano. OgHUM M3 NPUMEPOB TaKoro HabnaeHus
3a nayueHTamu, nofyyalowmMmmn Tepanuio omaan3dymabom,
ABNSETCA UCCnefoBaHne AMOHCKMX yY4EHbIX, MpoBeAeHHOe
¢ uioHs 2010 no 2012 r. B gaHHOM NpoeKTe NPUHAAK y4ya-
cTre 14 YyenoBeK, YeTBEPO U3 KOTOPbIX MPOAOIKMUAM MONY-
yaTb Tepanuio omanMdymabom B TedeHue 4 net. Ha ¢oHe
Tepanuun MBI 66110 OTMEYEHO ynyylleHUe KOHTPOAS Hag
CMMNTOMaM#u, 4YTO MOATBEPKAANOCH MNOBbIWEHWEM MNOKa-
3aTens Tecta no KOHTponto Hag actmown (ACT-TecT), coKkpa-
weHneM NoTpebHOCTU B CUCTEMHbIX MIOKOKOPTUKOCTEPO-
npax (871,5 mr/cyt meTunnpeaHu3oHa Ao Havyana Tepanuu
n 119,0 mr Ha ¢doHe neyeHus; p=0,046) n coKpalleHneMm
ob6palleHnin 3a HeOTNOXHOM nomollblo (19,3 Ao neyeHns
n 1,2 nocne; p=0,020). ¥ yeTbipex NaLMEHTOB, KOTOpPble
nony4vanu tepanuto N'MBIT B Te4eHne 4 neT, Obl/I0 OTMEYEHO
COKpalleHue exeaHeBHbIX 103 UTKC.

[aHHOe uccnegoBaHve NOATBEPKAAET, HYTO ANUTENbHANA
Tepanua oManu3ymabom ynyywaeT KOHTponb Haj 3abone-
BaHWEM, 3HAYUTENbHO CHW}KaET KONMYecTBO 06O0CTPEHMI
M NOTPEBHOCTb B MCMOAb30BAHUN CUCTEMHBIX TIOKOKOPTH-
KocTepouaos [23].

B 2016 r. ony6a1nKoBaHbl flaHHble TYPELLKOro uccneao-
BaHuWg, rae oueHnsanacb aGpOEeKTUBHOCTb HEMPEPLIBHON
5-neTHen Tepanuu omannlymaboM KaK y NauMeHTOB
caTonuyeckon (n=17), Tak n HeaTonMyeckom (n=16) Taxe-
IO nepcucTupylowen 6poHXmMasbHOM aTCMOW. Y Bcex
nauveHToB 3bOEKTUBHOCTb Tepanuu onpeaensanach
B PMKCUMPOBaAHHbLIX TOYKaxX (4O Hadvana Tepanuu, Yepes
1 rog, 2 roga u 5 neT) M N0 yCTaHOBNIEHHbIM NapaMeTpam
(NMoTpebHOCTb B CUCTEMHBLIX FIOKOKOPTUKOCTEpPOMAAX,
060CTPEHNS, YPOBEHb KOHTPOJIA Haj 60/1e3HbI0 M OPB,).
Y nauneHToB 06eunx rpynn oTMe4yanoch NoBbILLEHWE YPOB-
HA KOHTpONs Hapj 60/e3Hblo, BbipaXKeHHOEe MOBbIWEHUE
6annoB no ACT-TecTy BO Bcex Toykax (p<0,01), 6bino
3adUKCMPOBAHO YMEHbLIEHUE KOMYECTBA TAXKENbIX 060-
CTPEeHUNn B rpynne aTonMyecKon OPOHXMaNbHOW acTMbl
Ha 77% K 5 rogam Tepanuu, oagHako y 47% nauuveHToB
no-npexHemy oTMeyanocb Kak MMHUMYM 1 o6oCTpeHune
B TeyeHue roga [24].

Ewe oanH ANUTENbHBIA MOHUTOPMHI, KOTOPbINA 3aCiyu-
BaeT BHUMMaHWSA W noaTBepxaaetr npodunb 6e3onacHoc-
™M omanumdymaba, — 3TO Typeukoe uccnegosanue T. Tat
M COaBT., B KOTOpoe OblM BK/OYEHbl NaLMeHTbl cTaplie
65 net (n=19) ¢ psAOM BO3PaACTHbIX 0COGEHHOCTEN — HaNu-
4yueM COMyTCTBYIOLWEN XPOHMUYECKOM naTtonoruun, Guanono-
FTMYECKUMU HI0OAHCaMMU, @ TaKXe HEeBbICOKOW MpPUBEPIKEH-
HOCTbIO K Ha3HayeHHoW Tepanuu [25]. 3PPEeKTUBHOCTL
n nobble HexxenaTtenbHble ABNEHUS Ha pOoHe Tepanun oma-

NM3ymaboM OLEHMBaANUCb Ha OCHOBAHWW AaHHbIX, NONy-
YEHHbIX U3 MEAULMHCKOM AOKYMeHTauun. dbdeKTUBHOCTb
fle4yeHunss oLeHMBanacb No YPOBHIO KOHTPONIS CMMNTOMOB
acTMbl C MCMONb30BaHWEM MEXAYHAPOAHbIX KPUTEpPUEB
GINA. AnuTenbHoCTb 3ab6oneBaHna U ypoBeHb obuero IgE
B CbIBOPOTKE KPOBW COCTaBAANN, COOTBETCTBEHHO, 19,4 neT,
n 299,14 ME/mn. CpeaHsis NPOAOSIKUTENbHOCTb JieYeHUs
omanusymabom — 35,6 (oT 9 go 66) mec. Y uccnegyemon
rpynnbl NauuMeHToB He Obl10 3adUKCMPOBAHO HWU OAHOMO
Cepbe3HOro HexenartenbHoro ABneHns Ha seegeHue MBI,
TonbKo y 1 naumMeHTa OTMeYanucb MECTHble PeaKkLmu 1 ele
y 1 — 3nu304 Muanrmu, KOTopbli CBA3bIBaAKU C MpUMeEHe-
HMEM [pYrux NeKapCTBeHHbIX cpeacTB. Ha doHe Tepanuu
omanusymatbom y 9 (47,4%) naumMeHToB 6bln 4OCTUIHYT Nos-
HbI KOHTPO/b Haa cumnToMamu, a 'y 8 (42,1%) actma cTana
4aCTUYHO KOHTponupyemon. [laHHoe nuccnegoBaHue npoje-
MOHCTPUPOBaANo, YT0 oMannMaymad 6e3onaceH U apPeKTu-
BEH B IEYEHWU TAKENON HEKOHTPONMPYEMOM aCTMbl Y NOXM-
NbIX NauueHToB [25].

B 2016 r. TakKe ony6iMKoBaHbl pe3ynbraTtbl PETPOCMNEK-
TUBHOIO MCCNEAOBaHMS, LeNblo KOTOPOro 6blN10 OLEHUTb
OTAaNeHHble HexXenaTesbHble ABMEHUS Noche ANUTENbHOro
Kypca Tepanuu oManM3ymaboM B YCNOBUSAX peanbHON Kiu-
HUYECKOM NPaKTUKM.

B wuccnepoBaHne 6binv BKAOYeHbl 105 nauueHTOB
C TSXKENON NepcucTupytolen 6poHxXmManbHOM acTMOM, Nony-
yaloumx 6a3ncHyto Tepanuio, COoTBETCTBYIOWYO 4—5-11 CTy-
neHu, cpefHee 3Hadvenne OPB; — 66%15,7%. Bece nauu-
€HTbl MONYYUIN KypC NevyeHus omanndymabom He MeHee
1 roga (cpeaHss NpoAo/iKUTeNnbHOCTb 35,1+£21,7 mec).
MauuneHTbl 6bIK pa3geneHsl Ha 3 rpynnbl B 3aBMCMMOCTH OT
nx BoadpacTta: 18-39, 40-64 n >65 net. Ha doHe Tepanuu
MBI BO Bcex rpynnax oTMeYasoCb CHUXXEHUE CYTOYHOM
no3bl UTKC 1 cokpalleHne notpebHocTn B KABA, yBennye-
Hue nokasatens OPB;. Yny4wancsa KOHTPOb Haf acTMOW,
4YTO NMOATBEPIKAANOCH 3HAYUTENbHLIM NOBbIWEHWEM 6annoB
ACT-Tecta (p<0,001) BO Bcex Tpex rpynnax. lNocne npekpa-
WEHNS NleYeHnss oMannm3ymabom 060CTPEHUS 3HAYUTENBHO
COKpaTWAMCb, OAHAKO MPOLEHT MaUWMEHTOB, HE WMMEOLWNX
060CTpeHuI, 6biN1 Bbille y Monoablx ntoaew (76,9%) no cpas-
HEHWIO CO MauueHTamu cpeaHux net (49,2%) 1 NoXunbiMu
(29%) (p=0,049). Mocne 3aBeplueHna Kypca MBI puck
pas3BUTUS 060CTPEHUIM BbiT HUXKe Y NnL, B Bo3pacTe 40-64
(nnn 0,284, 95% poBepuTenbHbin MHTepBan 0,098-0,826;
p=0,021) n 18-39 (nnm 0,133, 95% AoBEPUTENbHbIN UHTEP-
Ban 0,026-0,678; p=0,015) net npu cpaBHEHUU C NOXKWIbI-
MU acTMaTUKamu [26].

B 2011 r. ony6nnKoBaHbl JaHHble UTANbAHCKOro uccie-
[OBaHWs B3POC/bIX MaLUEHTOB, B KOTOPOM 6blN0 OTMeYe-
HO 3Ha4yuMTeNbHOE YNyYlWeEHWe KIMHWYECKUX MOoKasaTtenen
N QYHKLMKN NErKUX Yy 7 BONbHbIX C TAXKENON HEKOHTPOAMpPYE-
MOW 6pPOHXMaNbHOM aCTMOM Noce 7-IeTHEro Kypca 1e4yeHuns
omanusymabom [14].

B 2012 r. ony6nnKoBaHbl pe3ynbTaTbl MPOeKTa AanTesb-
HOMO K/MHWYECKOr0 MOHMTOPMHIa t0ro-BOCTOYHOM YacTu
Cpefn3eMHOMOpbst B3POC/bIX NaLMEHTOB C 6pOHXMaNbHOM
acTMOWN, nony4yaBlWwnx oMannsymab, o6beMHMBLIETO 5 LeH-
TpoB Kputa n Knnpa. B pernctp 6bi10 BKAOYEHO 60 60/b-
HblX. APDEKTUBHOCTL TEpanuu oLeHnMBanach 4yepes 4 mec,
1 rog » 4 roga No cTaHAapTHLIM NapameTpam — onpeje-
JleHne YpPOBHS KOHTpons Hapa 3aboneBaHuem (ACT-TecT),
nameHeHne OPB,, 06beM 6a31CHON Tepanuu 1 YacTota 060-
cTpeHui. NMapameTpbl OLLEHMBANWUCL B CPaBHEHMM C NOKa3a-
TeNAMM 40 Havana evyeHns 1 Yepes yKasaHHbIN MPOMEKYTOK
BPEMEHW B peanbHbIX KIMHUYECKUX YCNOBUAX [27].

Buccnepgosanum XPORT (Evaluating the Xolair Persistency
Of Response After Long-Term Therapy) oueHMBanocb noa-



[AepKaHWe KOHTPoNs Haj acTMOM nocne nNpexkpaweHns anu-
TENIbHOrO Kypca flevyeHuss omanudymabom (6onee 5 ner)
y 176 naumeHTOB cTaplue 18 neT co cpeaHeTaKEeNon 1 Taxe-
IO nepcucTupytolen 6poHxManbHOn acTMoun. NauneHTsb
Obliv PaHLOMW3UPOBaHbl Ha ABE PaBHOLEHHble rpPynMbl
no 88 4enoBeK: OAHa rpynna npojosiKuaa Tepanuio oMa-
nM3ymabom, gpyras nonyyana nnaue6o B TedyeHue 1 roga.
Y nauuveHToB, nosyyalwmnx oManusymad, Obian Nyywrumu
KaK KOHTPOJIb Haj, aCTMOMW, TaK U Ka4eCTBO XWU3HWU, Yy 67% He
oTMeYyanocb 060CTPeHUI, a B rpynne niauebo ctabuibHbl-
MW ocTtanucbe 47,7%. lJaHHOe uccnefoBaHne NOATBEPKAAET,
4TO Ha GOHe ANUTENbHON Tepanunu oMannM3ymabom yny4dwa-
€TCSl KOHTPO/b Haj 3a60feBaHUEM U CHUXKAETCS PUCK BO3-
HWKHOBEHMUSA 060CTpeHui [28].

B 2017 r. 6binn ony6nnKoBaHbl pe3ynbTaTbl HanMbo-
nee ANUTENbHOI0 UTaNbSHCKOro UCCNeA0BaHMA B YCI0BUAX
peanbHOM KIMHUYECKON NPaKTUKK: 8 nauneHToB (4319 neT)
C TSXENOW HEKOHTPONMpyemMown OpoHXMaNbHOW acTMoK
B AOMOSIHEHME K 6Ga3WCHOW Tepanuu nofyyanu nevyeHue
oManu3ymabom B TeyeHue 9 net. Y Bcex NaunMeHToB OLEeHHU-
Ba/IMCb Ka4ecTBO XMU3HU (BonpocHMK AQLQ), OPB,, noTpe6-
HocTb B KABA, Hanuuve TsKenblx 060CTPEHUN U Ha3Ha-
YeHUe CUCTEMHBIX MMIOKOKOpTUMKocTepouaos. K 9-my roay
Tepanuu oMannudymabom 6bla JOCTUIHYT XOPOLWWIA YPOBEHb
KayecTBa XM3HK, YTO NOATBEPKAANOCH BbICOKMMM Gannamu
Mo BOMPOCHUKY (5,9), xopownmu 3HaveHnamn OPB, (85,5%);
CpefHerofoBOe 4YUCNO TSAXKeblX 060CTPEHUM COCTaBWIIO
0,63 no cpaBHeHMto ¢ 5 (3Ha4YeHWe Ao Havana Tepanuu oma-
nmaymabom). 3a 9 net HabnwaeHUs He Oblno 3adUKCUPO-
BaHO HW OAHOMO CEPbE3HOro HexenaTenbHOro fABMEHUs Ha
BBeJeHMe npenapaTa, a 3a nocnegHue 5 net He 3adUKCH-
pPOBaHO HM OAHOTrO cyyYas rocnuTanmMaaunun Unn NoceLeHumn
OTAENEHUS HEOTNIOXKHON MOMOLLM.

Hactoawmin aHanua npegctaBnser cobon Haubonee
NPOAOIKUTENbHOE KIMHUWYECKoe HabnloAeHne Tepanuu
OoMannM3ymabom B YCNOBMAX peanbHOM KAMHUYECKOW npak-
TUKKU. OnnTenbHOE HeMNpepbIBHOE nevyeHne omanndymabom
ynyyliaeT KOHTPOAb Haa 60/1e3Hblo, NepeHOCMMOCTb GU3HK-
YeCKOW Harpysku, cokpaluaeTt notpebHoctb B KABA u cny-
yau TSXKesblX 060CTPEHUN, UMEET BbICOKUIM Npodub 6e30-
nacHocTu [29].

Cpegav npeacTtaBneHHbIX Bbllle NMPUMEPOB A0ITOCPOYHO-
ro HabnwaeHns nauneHToB ctapwe 18 feT, K CoXKaneHuto,
OblI0 HAMAEHO TONbKO OAHO UCCNeaoBaHWe Yy AeTen, Anu-
TeNbHOCTbIO 6osee 4 ner.

B 2014 r. ony6navMKoBaHbl pe3ynbTaTbl FOffaHACKO-
ro wuccnegosaHus 11 nauueHToB (cpeaHW Bo3pacT
13,5446,05 roga), Kotopble noayyanu Tepanuto oManuay-
Mabom 67,73+11,64 mec: y Bcex Obll XOPOLWMWIA OTBET Ha
neyeHue. Y 82% 60NbHbIX Ha MPOTSXKEHUU NepBbiIx 5 Mec
nocne NpeKkpalleHns Tepanun omannsymabom oTMevanochb
Bblpa*KeHHoe 060CTpeHne GPOHXMaNbHOM acTMbl, NepBblii
BblpaKEHHbIA 3N1304 3aTPYAHEHHOrO AblXaHWa MpPosBUACS
B cpeaHeM yepes 7,56+2,67 Hea. B TedeHne 1 roga nocne
npekpauweHus Tepanun MBI oTMevyanochb yxyalweHue KOH-
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Tpons Hag 3a6oneBaHnem (BonpocHWK ACQ) M KayecTBa KKU3-
HK (BonpocHMK AQLQ), yBenMUnIMcb 06bEM MPUHUMAEMbIX
rMIOKOKOPTUKOCTEPOMAOB per 0S, KONMYeCcTBO 0BOCTPEHUM
B Te4yeHue nocnegHunx 12 Mec, a TakKe YMCo cryYaeB rocnum-
Tanusauuum unm 06palleHnin 3a HEOTIOKHOW MOMOLLbIO [16].

OrpaH1MyYyeHUa uccnefoBaHusa

B pgaHHOe uccnegoBaHWe Obliv BKKOYEHbI NaLMeHTh
C TSKENOM MNepcUcCTUpylowen HEeKOHTPoIMpyeMon OpPOH-
XManbHOM acTMOM, Mony4yalolme Tepanuio omanndymadom
B TeyeHne 48 mec 1 6onee TonbKo Ha 6a3ze Pray «HMuL,
340poBbs Ageten» MuH3gpaBa Poccuu.

HecmoTpsa Ha TO, 4TO Tepanuio oMannlymabom B Tede-
Hue 5 net nonyunnu 17 yenosek, B Te4eHHe 6 NeT — ceme-
po, a B TeyeHue 7 neT — Bcero 2 pebeHKa, aBTopbl pewnim
ony6nuMKkoBaTtb JaHHble, T.K. B MUPOBOW nTepaType oTCyT-
CTBYIOT Ny6AMKaunMn AAUTENbHOW Tepanun oManndymabom
(6onee 2 net) y neten mnagwe 18 net. CpeaHue nokasa-
Tenn apdexkTnBHocTm nedenns NMBIN y geten, nonyvyaBLinx
Tepanuio 6onee 6-7 neT, 3aMeTHO HWUXKE, OAHAKO B COBpe-
MEHHbIX PYKOBOACTBAX HET KPUTEPUEB, KOTOPbIE Bbl YETKO
yKasblBalu, B KaKux ciayvyasax He06X04MMO 3aBePLUNTb KypC
neyeHuns.

3AK/IIOYEHHME

Mony4yeHHble B HalleM MCCnefoBaHUKU pe3ynbTaTtbl CBU-
neTenbcTBY0T 06 9ODEKTUBHOCTM M 6E30NacCHOCTU MpwU-
MEHEHUS ANWUTENbHOW Tepanuu oManu3ymabom y AeTew.
AHanuM3 npoBeAeHHOM NuTepaTypbl MOKas3an, Y4TO AaHHbIX
[0JITOCPOYHOr0 MOHUTOPUHra (6onee 4 net) B YCNOBUAX
peanbHOM KAMHWMYECKOM MPaKTUKM HE TONbKO cpeau nauu-
€HTOB cTaplie 18 neT, HO U y AeTel, HeAoCTaTOYHO: TaKkue
CcBefeHUs MoMornn 6bl onNpeaennTb ONTUManbHYO AAUTeNb-
HOCTb Kypca nedyeHuss TUBI n KpUTepun OTMEHbI aHTU-
IgE-Tepanun. Co3agaHne eAnHOM CUCTEMbI MOHUTOPUHIa 3a
JaHHOM Tpynnown nauMeHTOB MNO3BOSIUT CO3AaTb MOJHYIO
KapTuHy 3PGdEKTUBHOCTM M 6€30MacHOCTU NPUMEHEHUS
MOHOK/IOHaNbHbIX @aHTUTEN.

UCTOYHUK ®PUHAHCHUPOBAHUA
He ykazaH.

KOH®JIMKT UHTEPECOB
ABTOpbl CTaTbl MOATBEPAWIN OTCYTCTBME KOHG/MKTA
MHTEPECOB, O KOTOPOM HEOGX0/MMO COOBLUTD.
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CoLMasibHO-9KOHOMMYECKOe 6peMsl MOCAEACTBMI epuHaTalbHOro nopaKeHUs LieHTPpaabHON HEPBHON CUCTEMbI Y HEAO-
HOLUEHHbIX AeTei OCTaeTcs aKTyasbHOM nMpobiemMon 3[paBooxpaHeHus. B 063ope ob6Cy»KaarTcsi COBPEMEHHbIE npej-
cTaB/IeHWs 0 natoreHese LepebpasabHON UIWLEeMNN Y HEAOHOLLIEHHbIX, 0COBEHHOCTU AMAarHOCTUKM CTPYKTYPHBIX MOPaxKeHmi
r0/I0BHOIr0 MO3ra 1 BO3MOXHOCTHU NPOrHO3MpoBaHUsi MOTOPHOro gepuumnta B 6yaylem. OnmcaHbl BO3MOXXHOCTH OLEHKHN
HapyLueHUs ICUXMYeCKOro, MOTOPHOI0 Pa3BUTHS U COLMaIbHOM aganTaLmm HeJOHOLLIEHHbIX JeTeN ¢ NOCeACTBUSIMU Nepu-
HaTa/lbHOV NaTo/IorMm Ha PpaHHMX aTanax oHToreHe3a. OcBeleHbl COBPEMEHHbIE B3rSi[bl Ha peabuautaymio n BOCCTaHO-
BUTE/IbHOE JIeYeHNe HeOHOLWEHHbIX AETEN C COYETaHHOM nepuHaTaabHOM natosiornen. [aHbl XapakKTepUCTUKM HEMHBA-
3MBHbLIM MeToAamM PaHHen AMarHoCTUKM NaToJIorMu LUeHTPalbHOM HEPBHOM CUCTEMbI, & TaK)Ke TepaneBTUYECKUM MeToham
Cc 060CHOBaHMEM Bbl6Opa MPOPUIAKTUHECKUX U JIEYEOHbIX MEPONPUATUIA U AalbHEULINM MPOrHO3MPOBaHUEM TEYEHUS
n ncxogoB 3abosieBaHus. OcBeLLeH MUPOBOM OMbIT OpraHmu3aLumm MyabTUANCLMITIMHaPHON peabuintaymnmn HeJOHOLWEeHHbIX
JleTer ¢ cOYEeTaHHOM rnepuHaTasbHOM NaTo/Iornen.

KnioyeBble c/oBa: HeJOHOLLIEHHbIE JE€TH, MepUHaTaabHOE NOPaXKeHUe, LIeHTPpa bHas HepBHas cucTema, NMPUHUMMbI pea-
6uauTaumm M BOCCTaHOBUTE/IbHOIO Ie4EHMUS.

(Ansa untnpoBaHus: Nasnokosa E.B., JaBbigosa W.B., JTagypeHko C.b., Aubik I.B., KoHoBa 0.M., 3numuHa E.IN. BoamoxkHOCTH
NPOPUNAKTUKM U BOCCTAHOBUTENbHOIO NEYEHMS NOCNEACTBUI NepUHaTaIbHOr0 NOParKEHNS LIeHTPalbHOM HEPBHOM CUCTEMBI

BBEJLEHME

B HacTtoswee Bpema B Poccuu Hapsily CO CHWxKe-
HWEM noKasaTens MageHYeCKOM CMEepTHOCTM Habnio-
[aeTcs CTOMKas TEeHAEHUWs pocTa KOnMyecTBa AeTewn,
POXAEHHbIX HedoHOWeHHbIMKM [1]. CornacHO [AaHHbIM
OTEYECTBEHHbIX M 3apyb6eXKHbiXx aBTOPOB, AONS Mpexae-
BPEMEHHbIX POJAOB B pa3HbiX CTpaHax coctaBnseTt ~15%
[2]. B nocnegHne roabl 6narogaps pasBUTUIO BbICOKO-
3QPEKTUBHbIX HEOHaTaslbHbIX TEXHOMOTMK (aHTeHaTaNb-
Has NpoduNakTUKa PecnupaTopHOro AUMCTPECC-CUHAPO-
Ma He[OHOLEeHHbIX, MaJlonHBa3MBHaAsa pecnupaTtopHas
Tepanusa corflacHo cTpaTerMu 3alluTbl IErKUX, OKa3aHue
NepBUYHON peaHMMaLMOHHOW MOMOLLIM HOBOPOMKAEHHO-
My B POAM/IbHOM 3afe), YCOBEPLIEHCTBOBAHUIO TEXHUKM
MapLupyTU3aumMn GOMbHbIX, COBPEMEHHOMY OCHALLEHUIO
CTaLMOHapOoB nepuHaTaNbHbIX LLEHTPOB 40N BbIMMUBLIMX
HEeJOHOWEHHbIX AeTen CyleCcTBEeHHO yBenuyunacb [3].
[aHHaa KaTteropus nalMeHToB — 3TO [IETU C BbICOKMUM
PUCKOM NepuHaTanibHOM M MNageHYEeCKOW CMEPTHOCTH,
a TaKXe pasBUTUS TAXKENbIX MHBANTUANSUPYIOLLMX OCNTOXK-
HeHWN B nocneayouem [4, 5]. BoixaXnMBaHUe TaKMUX NaLu-
€HTOB B CMeLunanmM3npoBaHHbIX MEOWULMHCKUX ydpexae-

y HeIOHOWEHHbIX ageTen. [Megnatpuyeckas papmaronorms. 2018; 15 (2): 159-167. doi: 10.15690/pfv15i2.1872)

HUAX COMPSXKEHO ¢ 60MbWMMU GUHAHCOBLIMU 3aTpaTtamu,
TpebyeT MynbTUAMCLMNAMHAPHOIO MOHWUTOPWUHIA COCTOS-
HWA 340POBbSA B HeOHatalbHOM Nepuoje, AMCNaHCEPHOro
HabnaeHns n peabunutauumn B 60nee cTaplieM Bo3pacte
[6-8]. HecmoTpsa Ha npegnpuHUMaemble Mepbl MO CHUXKe-
HUIO PUCKA TAXKENbIX OCNIOXHEHUN U CMEPTHOCTU Cpeau ry-
OOKOHEJOHOLEHHbIX HOBOPOXAEHHbIX, BbICOKOE KayeCTBO
OKa3blBaeMoOn MeAWLMHCKOMW MOMOLLKX, Ha CErofHsLHUA
[leHb HE OTMEeYEeHO TEHAEHLMU K CHUKEHUIO YPOBHSA UHBAIN-
ansaumm cpeam 60JbHbIX C NOCNeACTBUSIMU NepuHaTalbHOM
natonoruun [9-11].

lNepuHaTanbHble MopakeHUs HEPBHOW CUCTEMbI BeayT
K MHBanuam3aumm 15—-30% AOHOLWEHHbIX HOBOPOX/AEHHbIX,
40-60% HeaOoHOWEHHbIX, B TOM YUCJIe 3HAYUTENTIbHOIO YMC-
Nla feten, pOXAEHHbIX C IKCTpeMallbHO HU3KOW Maccou Tena
(OHMT) [12-14]. NepuHaTanbHas rMNOKCUSA ocTaeTcst O4HOM
13 BeayLWwmnx NpUYMH MiageH4eCKon CMEePTHOCTU U MHBaNNUA-
HOCTH, NPENMYLLECTBEHHO 3a CHET NOPaXKEHUA LIEHTPabHON
HepBHOW cucTteMbl (LHC), abixaTeNbHOM CUCTEMbI, OPraHoB
3peHuns u cnyxa, ¢ GopMmMpoBaHneM B JalbHenweM AeTCKO-
ro uepebpanbHoro napanuya (ALIM), cumnTomMaTMyeckon
3NUnencuu, cnenoThl, rMyxoTbl, 3a4ePXKN YMCTBEHHOIO pas-



BUTUS, ruapouedanuu [15]. AUMN nuanpyeTt B CTPYKType Npu-

YUH AETCKOW HEBPOIOrMYECKON MHBANMAHOCTU B Mupe. 3a

py6erKoM nokasatenn GopMUMpPOBaHMS LaHHOM NaTONOMMK

KpanHe BapuabenbHbl B 3aBUCUMOCTH OT CPOKa rectauumu:

B rpynne rny6oKOHEAOHOWEHHbIX, MeHee 28 Hen, — [0

15-30%, ¢ 28 po 31 Hen — 6,2%, ¢ 32—-36 Heg — 0,7%,

Yy OOHOLIEHHbIX HOBOPOXAeHHbIx — 0,1% cnyyaeB [16].

B Poccuiickon ®epepaumnm 3aboneBaemoctb LM cocTtas-

naet B cpegHeM 4-5 cnyvyaeB Ha 1000 HOBOPOXKAEHHbIX

[17], yTo B 3 pa3sa Bbille, YEM B €BPONENCKMNX CTPaHaXx.
Ewe ogHMM 3HayuMbiM MNPOSIBAEHWEM MOCAEACTBUN

nepvHaTaNbHOM NATONOrMK ABNSETCH GPOHXONEroYHas auc-

nnasuns, GopMmMpoBaHMe KOTOPOM Hapsaay ¢ Apyrumu dakTo-
pamu B HeOHaTaNbHOM Mepuoje B onpeaeneHHON CTeneHu

o6ycnoBneHo runokcuen [18, 19].

B uensx passutusa Tbicadenetuas OOH Kk 2015 roay
OAHUM M3 MPUOPUTETOB ObINI0 CHUMKEHWE MNaLeHYEeCKOM
CMEPTHOCTH, B OCYLLECTBIEHNN KOTOPOro AOCTUIHYT CyLle-
CTBEHHbIW Nporpecc. B HacTosAwee BpeMs OCHOBHOM aKLEeHT
HEeoHaToNorMn 1 NeguaTpPUU CMeLLaeTcs CO CHUKEHUS Mna-
[EHYECKOM CMEePTHOCTM Ha Hanbonee aKTyasbHbI BOMNPOC
KayecTBa OKa3aHWs MeLULMHCKOM MOMOLUM C Liefblo NOBbI-
WeHNs YPOBHSA 340POBbS AETEN U BO3MOXHOCTU Nocneay-
lolen MoJIHOLLEHHOW peanu3aunn ux B obuectBe. B yKka-
3aHHOM KOHTEKCTE OCHOBHbIMM 3ajadyamu CrneunanucToB
anstoTcs [20]:

1) BHeApeHWEe COBPEMEHHbIX METOLOB AMArHOCTUKMK coYe-
TaHHOW NepuHaTanbHOM NaToNorunu;

2) npumeHeHue 3apdOEKTUBHON MeANKaMEHTO3HOM Tepanuu
B COOTBETCTBUU C MPOTOKONAaMM BEAEHUS COOTBETCTBYIO-
WMX KaTeropmm NauneHTos;

3) onpegeneHve NPorHo3a pasBUTUSA U HEBPONOTMYECKOIO
ncxoga y pebeHka Ha OCHOBaHWU COBPEMEHHbIX KIUHM-
KO-UHCTPYMEHTaNbHbIX AaHHbIX;

4) pazpaboTka 3PpPEKTUBHON CUCTEMbI KOMIMIEKCHOW pea-
ounnuTaumn.

Oco6yto aKTyalbHOCTb MO-MPEXKHEMY COXPAHSAOT PaHHSAA
avarHoctuka natonormm LHC v nerkux, nporHo3vpoBaHue
TeyeHnss U ucxonoB 3aboneBaHui, 060CHOBaHHbIM BbIGOP
NPOGUNaKTUHECKUX U NeYEeBOHbIX MEPOMNPUATUN.

MEXAHU3Mbl NOBPEXAEHUA roJIOBHOIO

MOS3rA NMPU NEPUHATAJIbHOM FMNOKCHUH

B ocHOBe natoreHe3a rMNOKCUMYECKOro MOBPEXAEHMS
rONI0BHOrO MO3ra MOXHO BbleNWTb ABa 3Tana, onpeje-
NAOWMX TaKTUKY, 06beM W CBOEBPEMEHHOCTb Ne4veHus,
HenoCcpeLCTBEHHO BAUSAIOWMX HA NOCNEAYIOWUIA HEBPONOTU-
Yyeckux ucxop [21]:

e ¢daza vwemnn c npeobnagaHnem MNPeUMyLLECTBEHHO
HEKPOTUYECKMX MPOLLECCOB B UWEMU3UPOBAHHbLIX 061a-
CTAX;

° dasa penepdy3nn — oT 2 A0 6 4 nocsie NepeHeceHHon
FMNOKCUK, XapaKTepulyemas npeobnagaHnem npolec-
COB anonto3a K/ETOK, BbIXOAAWMX 3a MWeEMUYEeCKue
obnacTw.

OnutenbHoCTb BTOpoM dasbl onpeaenseTt nepunos «repa-
NeBTUYECKOr0 OKHa», B Te4YEHMEe KOTOPOro npu rpamoTHOM
M CBOEBPEMEHHO OKa3aHHOM CrneuManM3vpoBaHHON Mean-
LIMHCKOW NoMoLu 66nbLuas HacTb UBMEHEHUN MOXKET HOCUTb
obpaTnMbIn xapakTep [22].

deTonnaueHTapHas HeAOCTaTOYHOCTb, COMPOBOXKAae-
Mas HapylweHuem o6LLen U uepebpasbHON reMoAnHaAMUKK
HOBOPOXKAEHHOrO, ABASETCH Beaylwen B 3BeHe GOpMMpo-
BaHus LepebpanbHON UWeMUK ¢ Nocneayowmnm passuTmem
3HepreTMyeckoro gedpuumnta U naktataumaosa, poKanbHoOM
MWEMUU W IKCAWTOTOKCUYHOCTU. [MMOKCEMMUSA M aumios
BbI3bIBAIOT 3HAYUTENbHbLIA CABUI B reMO-, HEMPO- U IMKBO-
poaAnHamMuKKe, Cnocob6CTBYS BO3HWKHOBEHWIO runonepdy-
31K roNoBHOro mo3sra [23, 24]. OnpegensitowMMm GakTopom
dopMnpoBaHUs BereToBUCLEPabHbIX HapyWeHWn, npu-
BOASALWMX K Pa3BUTUIO HEBPOSOrMYECKOro geduumTta Kak
B MOCTHaTa/lbHOM Mepuoae, TaK U B OTAANIEHHbIX Nepuojax
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OHTOreHe3sa, ABNSETCH TMMOKCUYECKOE MOpaKeHue AWUIH-
uedanbHbIX CTPYKTYP, MPOAOArOBATOr0 MO3ra ¢ paccTpow-
CTBOM HENPO3HAOKPUHHON perynsauum [25-27].

OpyruMm MexaHU3MOM pasBUTUS TSKeNblX coMaToBe-
reTaTMBHbIX HapyLeHWn ABNAIOTCA BHYTPUMKENYAO0YKOBbIE
KpoBou3nuaHusa (BXK), TUnNuMyHble Ana nepuHaTalibHbIX
nopaxkeHunm mo3zra y geten ¢ SHMT. lpakTuyeckn Bce
remMopparMyeckne MnoBpeXKAeHUs rofoBHOro mMo3ra obHa-
PYXMBaOTCA B KOHLE paHHEro HeoHaTalbHOrO nepuoga
n Tonbko 10% — B 60nee no3gHee Bpems [28-30]. Y Hego-
HolweHHbIX aeTen BXK BosHuKawT B 20-25% cnyvaes,
y aeten ¢ QHMT — B 45% [31, 32], Kak NpaBuUIo, NPU POXK-
neHun nnm B nepBble 96 4 [33].

CoBpemMeHHas KAMHUKO-Mopdonornyeckas Knaccuou-
Kauma BXXK oTnnyaetcs ot npeanoxeHHon Papile u npeay-
cMaTpuBaeT TPU CTEMNEHU TAKECTU KPOBOU3NUAHUIN B 3aBU-
CMMOCTM OT MCTOYHWMKA, da3bl M cTagun pasBuTusa [34].
KaTtamMHecTM4ecKkMe AaHHble MoKasanu, YTO CPEeAM XKMBbIX
neten, nepeHeclumx BXK 3-i cTteneHu, cywectByeT BbICO-
Kun puck dopmupoBannsa ALIMN U KOrHUTUBHOIO geduuunta.
Tak, B rpynne peten ¢ BXK 3-4-i cteneHu (cornacHo
Knaccudbukaunu Papile) B 27% cny4aeB 6bi/1 BbIIBEH MOHO-
napes, B 67% — remunapes, B 35% — napanapes, B 59% —
Tpunapes, B 48% — TeTpanapes, B 39% — runotoHMyeckas
dopma uepebpanbHoro napanuya. ¥ 14% neten He 6bl1o
BEpPMOULMPOBAHO KaKUX-TMGO 3HAYMUTENbHbIX MOTOPHbIX
HapylweHun [31]. FTemopparnyeckne nopaxeHus B 3-15%
cllydaeB OCJ/IOXKHAOTCA pas3BUTMEM remMopparM4yeckoro
NEePUBEHTPUKYNSPHOIO MHdapKTa ¢ BO3MOXKHbIM GOpPMHUPO-
BaHMeM nopaHuedanuieckom KUcTol [29].

B HacToswWwee BpemMs npeanioxeHbl TPU rMnoTesbl naTore-
He3a meTabonunyeckmx pacctponcts LUIHC HOBOPOXKAEHHbIX.
1. UepebpanbHas runotesa, COrMacHO KOTOPOMW Tpurrep-

HbIM QaKTOPOM SBASETCA TUMOKCUA, a MoBpexkaato-

uee JenNcTBME Ha rONOBHOM MO3I OKa3blBaloT NPOAYKTHI

natonornyeckoro metaéonnama. JaHHas runoresa o6b-

ACHSAET NPAMYI0O B3aUMOCBSA3b MUKPOLMPKYISALIMKU KPOBH

¢ MeTabonn3MoM B rofiloBHOM Mo3re [35-37].

2. nytamaTHas runote3a npegnofnaraet BO3HUKalOLWMe
BCNEACTBME MTMNOKCUM M aKTUBALMKN KacKada KNeToYHbIX
OMOXMMUYECKMX peaKLMi HapyweHnsa GYHKLUUKU KNeToK,
npueosaLiMe K HEKpPo3y M anonTody, Npu 3TOM MPOUC-
XOASIT HAKOMEHWe B FO/IOBHOM MO3re rnytamara, rmnep-
CTUMYNALMSA rAyTaMaTHbIX PELLENTOPOB C NOCNEAYIOWMUM
KackagomM OMOXMMMYECKMX peaKuuih, conpoBoOXKAato-
LMXCS yBENMYEHMEM KoMMeKkca CaZt 1 3aBUCHUMBbIX OT
Hero npoueccos [38].

3. Tunepnpoaykumns okcuaa azota (NO). Mpu runokcuu,
BO3HUKLWEN Yy pebeHKa BHYTPUYTPOOHO M MMelowen
XPOHUYECKOE TeyeHue, MNOBbIWAEeTCa YCTOMYMBOCTb
opraHuM3ma K NoBTOPSIOWMMCS 3NM304aM KUCNOPOAHOIO
ronofaHus, 4To 06ycnoBAMBAET 3BOJIIOLMOHHOE U3MEHE-
HWE 3KCNPEeccun reHoB, KOAMPYIOLMX pasHble n3odop-
Mbl NO-3aB1CUMbIX peaKkuui [39-41].

Taknm 06pa3om, rMNoKCMYeCcKoe nopaxeHne B 3aBUCH-
MOCTM OT CTENEHM NOBPEKAEHUS CTPYKTYP rOSI0OBHOIO MO3ra
MMeeT MPOrpeaueHTHbIM XapaKTep, a BbIIBAEHWE MCUXHU-
4YeCKOro U MOTOPHOro ageduumnTa Ha NPOTIKEHUU pPaHHEro
OHTOreHesa crnefyeT paccMmaTpmBaTb Kak GeHOMEH OTCpo-
YeHHbIX cTpadaHui [42-44].

WHCTPYMEHTAJIbHASI OLLEHKA NPOSIBJIEHUM

COYETAHHOMW NMEPUHATAJIbLHOMW NMATOJIOr MU

HeripocoHorpapusa aBngeTcs BaxHbIM W Haubonee
pacnpocTpaHeHHbIM MEeTOAOM AMArHOCTUKKM MOCNeLCTBUM
NOCTIMNOKCUYECKOTO NMOPaXKEHUS rOIOBHOrO Mo3ra y HOBO-
POXAEHHbIX. Ha cerogHsWwHWM aeHb HenpocoHorpadus

OCTaeTcsl OCHOBHbIM METOAOM HEeMpoBM3yanu3auun CTPyK-
TYPHbIX MOPaXeHW ronoBHOMO MO3ra y AaHHOM KaTeropuu
JeTen B CBSA3M C HEMHBA3WBHOCTbIO, OTCYTCTBMEM Jly4eBOWM
Harpy3Ku 1 BO3MOXHOCTbIO MHOTOKPATHOIr0 AMHAMMWYECKOro
ncecnegosaHua. HenpocoHorpadusa He TpebyeT crneunanb-
HOM MOArOTOBKM NauueHToB, 6e3onacHa U JOCTyMNHa npak-
TUYECKM Ha BCeX 3Tanax oKasaHWs MeAMLMHCKOW MOMOLLM
[45-47]. BbICOKOM 4yBCTBUTENBHOCTbIO U CNELUNOUYHOCTbIO
oTAnYaeTcs axorpaduyeckas AMarHOCTUKa BHyTpuyepen-
HbIX KPOBOMBUSAHWUI, ruapouedannn, NeEpUBEHTPUKYNISIPHON
nevikomansuuu [30, 48, 49].

Y HEeAOHOLWEHHbIX HOBOPOXKAEHHbIX NPU HEMPOCOHOrpa-
dun Hanbonee 4acTo BbIIBASETCA NEPUBEHTPUKYNAPHAN
MWEeMUS MO3rOBOM TKaHW KaK Mpu3HaK OYHKUMOHaNbHOM
He3penoctu mosra [50]. CTeneHb BblpaXEHHOCTU Hapy-
LWEHUA MO3roBOro KpoBOTOKa onpegensercs GYHKUMOHM-
poBaHMEM CEpPAEYHO-COCYAMCTON CUCTEMbI WM CTEMEHbLIO
3PEeNOCTU CUCTEMbI ayToperynsauun reMofuHaMuMKn Mo3ra
y pebeHKa K MOMEHTY poxaeHus [51]. HecocToATeNbHOCTb
ayToperynsiunMn MO3roBOro KPOBOTOKA Y HEAOHOLEHHbIX
HOBOPOXAEHHbLIX MNPOABAAETCH PEIKUMU WUIMEHEHUAMU
JIMHENHOW CKOPOCTU KPOBOTOKA M apTepuanbHOro Aasne-
HUS. Takue KonebGaHWA reMoAMHaMMYeCcKUX napameTpoB
B MO3roBbIX COCyAax ABASIOTCS BaxHbIMKU dakTopamu naTo-
reHe3a WHTPaBEHTPUKYAAPHbIX KPOBOM3NUAHUK [52, 53].
HecoMHeHHO, AaHHbIM MeTo4 HenpoBM3yanusauun MMeeT
CBOM OrpaHuyeHus. Tak, oTMe4yeHo, 4To nnwb y 30-60%
[JeTen ¢ ycTaHOBNEHHbIM agnarHo3om LM no pesynbtatam
HenpocoHorpadum B HeoHaTalbHOM Nepuoae onpeaensoT-
csl naTosiornyeckne nameHenus [54, 55].

MarHuTHo-pe3oHaHcHas Tomorpagus (MPT) Tak»Ke OTHO-
CUTCS K HEMHBA3MBHbBIM METOAaM HEMPOBU3Yyann3aLumu, jaeT
BO3MOXHOCTb MOJlyYeHMs NOCIOMHbLIX M306ParKEHUIH ronoBs-
HOromo3ra6e3ny4yeBor Harpy3ku [46]. Mo cpaBHEHWUIO C HEW-
pocoHorpaduen MPT umeeTt psj HeJOCTaTKOB: BbICOKas CTO-
MMOCTb 06CcnefoBaHus, HE0O6X0AMMOCTb TPaHCMOPTUPOBKHU
K MeCTy NpoBeAeHUs UCCeA0BaHNA U B BOMbLUMHCTBE Ciy-
YaeB cejaluu NauMeHTOB, YTO KOMMEHCUPYETCS BbICOKOM
MHOOPMATMBHOCTbLIO UccneaoBaHus [46, 56, 57]. Ha coBpe-
MEHHOM 3Tane BHeAPEHWE MarHMTHO-PEe30HaHCHbIX COBME-
CTUMbIX MHKY6aTOPHbIX CUCTEM NPEAOCTaBMI0 BOZMOXKHOCTb
6e3onacHoOro npoBeaeHns obcnefoBaHus ¢ obecneyeHu-
eM TepMOoperynsaumm u KapauvopecnupaTtopHOro MOHMUTO-
puHra 6e3 [gonofHWTeNbHOW cefauun pebeHka [57-59].
MaTonornyeckne ocob6EHHOCTWU, BMNepBble BbIIBIEHHbIE
no peadynstataM MPT ronoBHOro Mosra y HeLOHOLUEHHbIX
AeTen No JOCTUXKEHUM UMW NATUAETHEro Bo3pacTta, npes-
CTaB/ieHbl y4yacTKaMy aHOMasjibHOro CUrHana B MEpUBEH-
TPUKYNSPHOM 30HE, BEHTPUKYyNOMeranunen, uepebpanbHon
aTpoduen, rmnonnasner Mo30ANCTOro Tena, yMeHbLeHNEM
MuennHusaummn [60, 61]. CerogHs Kpome CTaHAAPTHOro
MPT gocCTynHbl TakKne METOAMKHK, KaK AU DY3MOHHO-TEH30P-
Has ToMmorpadus u TpakTorpadus, MarHUTHO-pe30HaHCHas
CMEKTPOCKOMNUSA, GYHKLMOHaNbHasA MarHUTHO-pe30HaHCcHas
ToMorpadus, nossonsoume o6cnegosatb pebeHka B HeO-
HaTanbHOM Mepuoje M NPOrHO3npoBaThb ero yayllee pas-
BUTUE [62-64].

Y HEeAOHOLWEHHbIX HOBOPOXAEHHbIX Hanbonee MHHOP-
MaTUBHbIMU aBAAtOTCA cTaHgapTHasa MPT 1 anddy3MoHHO-
TeH30pHasa Tomorpadua. CtaHpapTHaa MPT nossonser
OLLEHUTb MaKpPOCTPYKTYpy M anddepeHumauunio ceporo
1 6enoro BelwecTBa rofloBHoro mo3ara [46, 65]. bnarogaps
BKJtOYEHWNIO ANDDY3MOHHO-TEH30pHOM MPT M TpaKTorpa-
dun B cTaHaapTHbIX npoTokon MPT ronoBHoro moasra
HEeOHOLWEHHbIX HOBOPOXKAEHHbIX AeTer ¢ NOCTIUNOKCUYe-
CKUMW COCTOSIHUSIMW B MEPBOM MOSYrOAUM KU3HM CTaHO-
BUTCS BO3MOXHbIM NPOrHO3MPOBaHWE Pa3BUTUS MOTOPHO-
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ro pedunumta B nepBble 12—-24 MeC KU3HU HaA OCHOBAHWM
BbIIBNIEHHbIX MUKPOCTPYKTYPHbIX U3MEHEHWN MPOBOASALLINX
nyten [66, 67].

COBPEMEHHbLIE BO3MOXHOCTH
NPEAOTBPALUEHUSA NOC/EACTBUIA
NMEPUHATAJIBHOIO rMMOKCU4YECKOIO
NMOPAXEHMUS LLEHTPAJIbHOW HEPBHOM CUCTEMbI

Y HEJJOHOLIEHHbIX AETEW

CornacHo paHHbiM ®PepepanbHoW Ccny»K6bl rocyaap-
CTBEHHOW CTaTUCTUKK, K 2016 1. 2% [OEeTCKOro HaceneHus
Poccun coctaBnanun getu-uHeanuabl. B yncne npuymH npe-
BanMpoBanu MNCUMXMYECKMe paccTponcTBa M paccTponcTBa
noseneHus (22,8%), reHetvyeckas natonorus, MNOPOKM
pa3Butna (20,6%), 3a6oneBaHns HepBHOW cucteMbl (20%)
[68]. B oTHOLWEHUN NEPBUYHOM NPOPUNAKTUKM MHBASIUAHO-
CTW Y HEOHOLWEHHbIX AETEN MOXHO BblAENUTb Chneaytoune
HanpaBnenus [3]:
® OrpaHu4eHue Yynucna NoacaxKeHHblX IMOPUOHOB NPU IKC-

TpakopnopaabHOM OMI0A0TBOPEHUU (He Bonee 2);
® TpaHCNOPTUMPOBKA HEAOHOWEHHOro B MNepuHaTasbHbIN

LeHTp in utero, T.e. 3a6naroBpemMeHHas TpaHCMnoOpPTUPOB-

Ka 6epeMeHHOow;

° MpPONOHrMpoBaHMe OGEPEMEHHOCTU (NpuM OTCYTCTBUMU
NMOPOKOB Pa3BUTUSA U XKU3HEYrpoXKatowmnx COCTOSHUN
pebeHKa);

° aHTeHaTaNbHas NpoduaaKTMKa pecnupaTopHOro aAuc-
Tpecc-CUHAPOMA HELOHOLEHHbIX M LlepebpanbHOM naTo-
NOTMM HOBOPOXKAEHHOTO pebEHKa;

° lajsuee poaopaspelleHre U ajeKBaTHas nepBuYHas
peaHumauus.

MepBnYHas peaHMMaLna U MHTEHCUBHAA Tepanus B nep-
Bbl€ MUHYTbI, YacCbl U AHWU XXN3HU pebGeHKa 06bI4HO OTHOCKUTCSA
K Ie4eHMI0 (MM K BTOPUYHOM NPObUNAKTUKE UHBANUANU3K-
pytownx pacctponcTs). OaHaKo, B OTHOWEHMK ry6oKoHea0-
HOLWEHHbIX JeTEN — 3TO BCE Xe NepBuYyHasa NnpopunakTunka,
NMOCKONbKY MOPHONOrM4ecKnin cybecTpar NaTonormm y HUX
dopmupyeTcs NpenmyLecTBEHHO MOCTHaTaNbHO, M ajek-
BaTHasa peaHumauus no3eonseTr 3PGEeKTUBHO MCNONb30-
BaTb MepMOf «TepaneBTUYEeCKOro okHa» [3].

CornacHo npukasy MwuHWCTepcTBa 34paBOOXpaHeHus
N2 921H ot 15 Hoabpsa 2012 r. [24], Hanbonee BarKHbIMK
TEXHONOTMUAMM MEPBUYHOW peaHuMauum U UHTEHCUBHOIO
yxo4a ANsl AeTel C O4eHb HM3KOWM M IKCTPEeManbHO HUIKOWM
Maccow Tena aBAfTCS:

° pecnupaTopHas nofAepka ¢ obs3aTesnibHbIM UCNosb-
30BaHWEM npenapaToB cypdaKTaHTa: BbICOKOYaCTOTHas
OCUMNNATOPHAS BEHTUNALMS, «MATKWE» PEXUMbI anna-
pPaTHOM WMCKYCCTBEHHOM BEHTUNSALMM JNIETKUX, PaHHUK
nepexoa Ha HasanbHbIi CPAP (Constant positive airway
pressure);

°* MCNONb30BaHWEe COBPEMEHHOM annapaTypbl W3-
HeobecnevyeHns (MHKyGaTopbl ANS HOBOPOMKAEHHbIX
C CEPBOKOHTPOMIEM TeMMNepaTypbl, WNPKULLEBbLIE HACOCHI,
MHranaTopbl, MOHUTOPLI, HEMHBA3MBHbIE MeTOAbI 06Cne-
[OBaHus);

® MOCTOSIHHOE MOHWUTOPMPOBAHWE FreMOAMHAMMWKM, Ablxa-
HUA, LepebpanbHbiX GYHKUMK (B T.4. MYyTIbCOKCUMETPUS
W aneKTpoaHuedanorpadUyeCKUM MOHUTOPUHT C yPreHT-
HOWM KOppeKUMEN HapyLLEeHWI);

° ajeKBaTHOe napeHTepanbHoe W TpoduyecKkoe IHTe-
panbHOE NUTaHKE;

® CTPOro orpaHuMyeHHas M HanpasfieHHas dapmakoTepa-
nus, NPULENbHO BO3AENCTBYIOWAA MEAUKaMEHTO3HbIMM
CcpeacTBaMM Ha onpejeneHHoe 3BeHO naToreHesa [68].
MPUHUMNBI BTOPUYHOM MNPODUNAKTUKM WHBANUANIUPY-

OWKMX NOCNEACTBUI (NpeaynpexXaeHne TAXKEeNoro TeyeHms

OCHOBHOIMO NaToO/IONMYECKOro npouecca U ero OCNoXHe-
HUM) U TPETUYHOW NPODUNAKTUKN (MUHUMU3ALMA CTOMKUX
HapyLWweHWn 340pOBbsl) BO MHOIOM CXOAHbl. KOHKpeTHble
3ajadn sie4ebHo-npodunakTU4ecKon paboTbl onpepens-
IOTCS 3TanoM BbIXaXKMBaHUS ManoBecHoro pebeHka. lMpu
3TOM KpalHe BayXHbl COBPEMEHHblE MeLUKO-OpraHu3aum-
OHHble TexHonoruu, obecneynBalowMe NPeemMCcTBEHHOCTb
MEeXAY pasfiMyHbiMK 3TanaMu BbIXaXKMBaHUs U peabunuta-
LMW NauMeHTOoB, 4YTO NO3BONSET MOCTEMEHHO BbIBECTU W3
COCTOSIHUS MHBanMAHocT Ao 20-25% 60nbHbIX [3, 23].
PaHHee Hayano KOMMIEKCHOW NOMOWM HeobXxoaMmo
ana GopMMpoBaHUA MaKCUManbHbIX LOCTUXEHWA B pas-
BUTMK pebeHKa M YCMEeLWHOoN counanmsaLnm ¢ BKIOYEHUEM
ero B obpasoBaTtenibHylo cpegy Ans nocnegylouen uHte-
rpaumun B obuectBo. B HacToswee Bpemsa B 45 perMoHax
Poccuiickon denepauunn npoBoantcs paboTa, HanpaBieH-
Has Ha paHHee BbiSBAEHWE U NPODUNAKTUKY MHBANMAHOCTH
y aeten [23]. OcHOBHas Lenb AaHHOM paboTbl — pa3BuUTUE
paHHen NOMOLLM AETAM rpynnbl PUCKa, AeTAM-UHBaAMAam
W AETAM C FEHETUYECKMMM HapyLWeHUAMU AN OpraHn3almm
nocnegymoLLero conpoBoXaeHuns ux cemen. Lenesas rpynna
onpeaeneHa KoHUenuuen pasBuTUs paHHen nomowm B PO
B nepuoa ao 2020 roga. Ee coctaBnsoT ceMbu ¢ A€TbMM
B Bo3pacTe oT 0 4o 3 f1eT ¢ oTCTaBaHNEM B GU3UHECKOM MK
YMCTBEHHOM Pa3BUTUW, HapyLIEHUAMU 340POBbS, KOTOpble
C BbICOKOM BEPOSATHOCTbLIO MOTYT CTaTb MPUYMHOM 3a4EPHKKHK
NMCUXMYECKOro pa3BuTUA pebeHKa W OCNOXHUTb MpoLecc
coumanbHon agantauuu. CoBeplleHCTBOBaHWE METOAMK
paHHEero BbIB/IEHUS AeTeN C OrpaHUYEeHHbIMU BO3MOXK-
HOCTSIMW 340POBbS, OMpPeAeNieHne KpUTEPUEB BKIOYEHMS
B NporpamMmy AeTen, HYXXAAlOWWMXCA B PaHHER MOMOLLM,
COXpaHseT B HacTosLLEE BPEMS CBOIO aKTyalbHOCTb [69].

OLIEHKA NCUXO3MOLIMOHAJIBHOIO PA3BUTUA
HE[JOHOLWIEHHbIX AETEW C COYETAHHOM
NMEPUHATAJIbLHOW NMATOJIOrMENA

HopmanbHoe GYyHKLUMOHMPOBAHWME T[OM0OBHOrO MO3-
ra, ®Gvu3nyeckoe 340pPOBbE, COXPaHHOCTb OpPraHoB 4yBCTB
n 6naronosnyyne couunanbHOM cpedbl, B TOM YUcae npaBuib-
HOe BocnuTaHue, o6ecne4ymBatoT ONTUManbHbIM TEMM NCUXO-
$pun3nyecKkoro passutua pebexka [70, 71].

MccnepoBaHne MCUXMYECKOW aKTUBHOCTU pebeHKa
NO3BONISIET BbIABUTb WHAMBUAYAbHbIE XapaKTEPUCTUKM
M OCHOBHble TEHAEHUMW CTaHOB/EHWUS Pa3/IMYHbIX MCUXO-
NIOMMYECKUX LOCTMXKEHWUI, onpefenuTb O6naronpusaTHble
YCNOBUSA ANS peanu3aunn NoTeHLManbHbIX BO3MOMXKHOCTEN
pebeHKa, MCNOoNb30BaTb MX C LeNblo GOPMUPOBAHUSA KOM-
NeHCaTOPHbIX MEXaHM3MOB B Cjy4yae OTKAOHSAOLWerocs
pa3BuTna [72]. AHanM3 NCUXO3IMOLMOHANIbHOIO Pa3BUTUSA
Masblla Heo6X0AMMO OCYLWEeCTBAATb C YYETOM CBeAEHMK
0 cpefe, B KOTOPOM OH BOCMUTLIBACSH, U TEX BHELHUX CTU-
MYfIOB, KOTOpble OKa3blBaloT BAUSIHWE W ONpeaensoT ero
nosegeHune. 0606Wan COBPEMEHHbIE Hay4YHble AaHHble 06
OHTOreHeTUMYeCKOn nocnefoBaTenbHOCTU HEPBHO-MCUXMUYE-
CKOro pa3BuTua pebeHKa B NepBble TPU rofa *U3HU, MOXKHO
npeacTaBMTb pPaHHUI BO3pacT B BUAE AEBSATM NocnepoBa-
TeIbHO CMEHSIOLMX APYr APYyra NCUXON0rMYECKMUX NEPUOAOB
(tabn.) [73].

OpHako Temn GOPMHUPOBAHMSA MCUXONOTMYECKMX AOCTH-
XEeHUM BoO3pacTa y AeTen C nepuHaTanbHOM naToNornen
HepeaKo OT/MYaeTcsi OT OHTOreHeTM4eCcKoro HopmaTtuBa,
a B3aMMoJencTBME CO CPEeAOoN MPOUCXOANT AUCTapPMOHUYHO,
npu 3TOM HapyLeHUs NCUXONOrMYeCKOro B3auMoaencTBums
Ha KaX4oM BO3pPacTHOM 3aTane UMEIOT CBOIO CneLnduKy.

CornacHo Hay4HblM [aHHbIM, MCUXMYECKOE pas3BuUTUE
JeTel ¢ nepuHaTaNbHOW NaToONOrMen MOXET peann3oBbl-
BaTbCHA MO OAHOMY M3 YeTblipex BapuaHToB [40]:



Ta6nuua. Mepunoabl NCUXONOrM4YEeCKOro pa3BuTUs peGeHKa B NepBble TPU FroAa KU3HU
Table. Periods of psychological development of a child in the first three years of life

Mepuopa (NPOAONKNTENBHOCTD)

OnucaHue

I. JoncnxmyecKom akTUBHOCTH
(0-1 mec)

CeHCOMOTOPHbIE HENPOW3BOJbHbIE OTBETHI pe6EHKA Ha BO3AENCTBUE BHELWHUX
pasapaxutenen

Il. dnemeHTapHOM NCUXUYECKON
aKTUMBHOCTH (2—3 Mec)

MosiBiseTcs cnoco6HOCTb AMOLIMOHANIbHOMO B3aUMO/ENCTBUS C OKPYXKaloLWMM MUPOM, a TaKKe
COrNacoBaHHOCTb ABUraTesbHbIX, 3MOLMOHA/bHBIX U FO/I0COBbIX PEaKLMit NP BO3AENCTBUM
3HAKOMbIX CEHCOPHbIX CTUMY/IOB

IIl. AnddepeHunpoBaHHOM
NCUXMYECKON aKTUBHOCTU (4—6 mec)

MnagaeHeL, HauMHaeT No-pasHomy, AMbbePEHLMPOBAHHO, pearupoBaTh Ha BHeLLHee
BO34enCTBUE. IMEHHO B 3TOM BO3pacTe GOPMUPYIOTCS NEPBbLIE MPUBLIYKU U MPEANOYHTEHUS,
HaBbIK HEMPOW3BOJILHON UMWUTALMM LIEMOYKM MPOCTLIX COLMANbHbIX MUMUYECKHX U
[IBUraTeNbHbIX aKTOB B3POC/IOr0, MHTOHALMK U 3BYKOB peyun

IV. CornacoBaHHOM NCUXMYECKOWM
aKTUMBHOCTKM (7-9 mec)

MpouncxoanT o6benHEHWE OTAENbHbIX OLWYLEHUI U NPeobpa3oBaHme UX B CII0XKHbIE
KOMMNEKChI MK accoLmalMu, 4To No3BonseT pe6eHKy 0CBOUTb HaBbIK MOBTOPEHUSA BCnes 3a
B3POC/bIM 3HAKOMbIX, PETYISPHO NOBTOPSOWMXCA MPOCTbIX COLMANbHbIX 4ENCTBUM

V. CamMoCTOATENbHOM NCUXMYECKOM
aKTMBHOCTH (10-12 mec)

MoABNAOTCA NEPBbIE CUTYaTUBHbIE KENaHUs, LIeIM U MOTUBbI MCUXMYECKOM aKTUBHOCTH.

3TO NCUXONOTUYECKOE [JOCTUHKEHUE CTAHOBUTCA OCHOBOW [JOCTAaTOYHO GbICTPOro pa3BUTUA
paBHOBECHS, HaBblKa NOCTYPaIbHOrO KOHTPOS MOMIOMEHUA TeNa, ABUMKEHUIA U CEHCOMOTOPHOWM
KoopauHauun. CoBepLIEHCTBOBAHWE IBUKEHWUI NO3BONAET Pe6GEeHKY B X04e UMUTaLUK
[IeMCTBUI B3POCOro 0OCBOWUTb YMEHUE CAMOCTOATENIbHO BbIMONHATL NPeAMETHbIE U
OPYAUIHBIE* AENCTBUA C UTPYLIKAMMU

VI. MNepBbIX NpeaAMETHbIX AeNCTBUM
(13-18 mec)

Pe6eHoK ocBanBaeT HaBblK NPAKTUYECKON OPUEHTUPOBKM B MPOCTPAHCTBE U pa3BuBaeT
CMOCOBGHOCTb YMCTBEHHO OTpaxaTb AeNCTBUTENbHOCTb, y3HaBaTb OKPYXKaloLLylo 06CTaHOBKY,
a TaK»ke BOCNPOU3BOAUTL MO NaMATH NPOCTble COLMaNbHO 06YCNOBNEHHbIE JeNCTBUA C
UrPYLKOM, B TOM YMUCNEe OPYAUHbIE, OCYLLECTBATL KOMMYHUKAaLMIO C MOMOLLbIO COLUabHbIX
XeCTOB U ClioB

VII. OpMeHTUPOBKM Ha GYHKLIMOHANIbHOE
Ha3Ha4yeHue npeameToB (19-24 mec)

Pe6eHOK 3a cyeT perynsipHblX NpakTUHeCKUX JeNCTBUI C NpeaMeTaMy Ha4yuHaeT 0Oco3HaBaTb
MK NOHUMATb UX GYHKLMOHaNbHOE Ha3HavYeHue, a TakXKe oby4aeTcs UCnoNb30BaThb NpeameT
coumanbHbiM 06pa3oM. HaKoMeHHbIM paHee NpaKTUYECKU ONbIT CMOCOBCTBYET NOABIEHUIO
BO3MOXHOCTHU OPUEHTUPOBKK Ha CEHCOPHbIE NPU3HAKK NpeaMeTa, a TakxKe y4eTy CEHCOPHbIX
XapaKTepUCTUK NpeameTa BO BpeMs Urpbl. B 3TomM Bo3pacTe HaBblK pe4eBoro 06LWeHus
CTpemMUTeNIbHO COBEPLUEHCTBYETCA

VIII. CamocToaTenbHoOM NnpeagMeTHON
esiTeNbHOCTH
(25-30 mec)

Pe6eHoK ocBanMBaeT B3aMMOCBSA3b MEX/Y NpeiMeTaMu, MPeaMeToM U CIOBOM, C/IOBOM U
[ENCTBMEM, @ TaK}Ke HauMHaeT CaMOoCTOATE/IbHO MO NaMsATh BOCMPOU3BOAMUTL LIEMOYKY UTPOBbIX
LeNCTBUIA, KOTOPbIM PAaHEE ero Hay4msiu; 0CO3HAET COLMabHbIe OTHOLIEHWUS MEXay TOAbMH,
CTaHOBMTCS CNOCO6EeH CO60AaTb COLMabHble HOPMbI NMOBEAEHUS

IX. MonHon cdopmMmMpoOBaHHOCTH
HarnsaAHO-AENCTBEHHOr0 MblLWEHUS
(31-36 mec)

HarnagHo-agencTBeHHOe MbllWeHne JOCTUraeT onpeaeneHHON CTeNeHn 3penocTH, 3a CHET Yero
nosiBNsieTcs BO3MOXHOCTb YCBanBaTb HOBOE OT B3POCNOro B peyeBon dopme

* — OpyaWitHbIE — 3TO ENCTBMA, B KOTOPbIX OAWH NPeAMET — Opyane — ynoTpebnseTcs Npyu BO3AENCTBAM Ha Apyr1e NpeaMeTbl.

| BapuaHT — 6/IM3KMI K HOpMaNnbHOMY, KOraa y aeten
4MUCNO OCOOBEHHOCTEN MCUXOSIOTMYECKOro B3aMmMoAencTBus
MWHWMaNbHOe. TOT BapuaHT OTMevaeTcs He 6onee 4eMm
y 20% geten ¢ NnocneacTBUSMM NEPUHATAIbHOIO MOParKEHUS
LIHC B pa3nuyHbIX KIMHUYECKUX BapuaHTax B BWAE MOBbI-
LLEHHOM YyBCTBUTENBHOCTU U BbICTPpON nctowaemoctn LIHC
npv BO34ENCTBUM CTUMYIOB OKPYXKatoLlLen cpeabl;

Il BapuaHT — He3HauyuTeNbHO OTCTalWMK OT HOpMa-
TUBHOIO (3adeprKaHHbiK), KOrga oTCTaBaHWe He MpeBbllla-
eT ABYX MCWUXOMOrMYEeCKMX MEPUOAOB, a MMelWMe MeCTo
y pebeHKa pasfiMyHble 0COO6EHHOCTM MCUXOJIOTMYECKOTO
B3aMMOJENCTBUSA HabNogaoTcsa Nepuoanvyecku M ObiCTPO

ycTpaHsaoTCs;

Il BapuaHT — oOTCTalOWKUNA OT HOPMATMBHOrO Ha
HECKONIbKO MEPMOAOB MCUXMYECKOrO PasBUTUS: ANS HEro
XapaKTepHO 60/blIOE YUCNO YCTOMYMBBLIX OCOBEHHOCTEM
NCUXONOrMYECKOro B3aUMOLENCTBUS pebeHKa C BHELWHUM

MUPOM;

IV BapMaHT — 3Ha4MTEeNbHO OT/IMYalOWMINCA OT HopMa-
TUBHOrO, KOrga oTCTaBaHWe npeBblWaeT 4 ncuxonoruye-
CKux nepuopa. Mpu 3TOM BapuaHTe NCUXONOrMYEeCcKoe B3a-
nMoaencTeme pebeHKa ¢ BHELWHMM MUPOM OCYLLECTBASETCS
naTonornMyHo, B peadynbrarte 4ero couunanmsaumns NpoOUCXoanT

KpanHe CNOXHO 1 CBOEe0bpasHo.

BapuaHT ncuxuyeckoro pasButusa pebeHka uMeeT
NPSMYI0 CBAI3b C TAXKECTbIO U CTPYKTYPOM MepuHaTanbHOM
nartosiornn [74]. XapakTtep nepuHaTasbHOro noparKeHus
o6ycnoBnMBaeT CTENEHb BbIPaXEHHOCTU OCOBGEHHOCTEN
NCUXOSIOFMYECKOr0 B3aMMOLEeNCTBUS pebeHKa C OKpyXKato-
LLMM MUPOM, @ TaKKe NPOoSiIBNEHNS aKTUBHOCTHU, B TOM YUcCne
no3HaBaTeNbHOW, 3MOLMOHANbHOE OTHOLEHWE K HOBU3HE
N OOLLEHMIO C NOAbMU, CNOCOBHOCTb BOCMPUATUSA CEHCOP-
HOM MHPOPMAaLIMM U CKOPOCTb HaKOMIEHWUS NMPaKTUYECKOro
onbiTa. TakMM 06pa3oM, BapuaHT U TEMM NCUXMHECKOTO pas-
BUTWA JeTen ONpeaensioTcs CTENEeHbIO TAXKECTU U XapaKTe-
pPOM NEPBUYHOMO HapyLWweHUs 340POBbS, HanM4YMe KOToOPoro
W ero HeraTMBHOE BNUSHWE MOXET yCyrybnsitbCsd HEeCcooT-
BETCTBMEM COLMaNbHbIX YCN0BUI Cpeabl 0co6biM 06pa3oBa-
TenbHbIM NOTPeBGHOCTAM AeTen [74].

KnuHuyeckne cBefeHnss 06 OCOBGEHHOCTSAX 340POBbS,
OMONOTMYECKOM PUTME U pexunme BOCNUTaHUs pebeHka
LOMMKHbl 06bEeAUHATLCSA C AaHHbIMW 06 aKTyanbHOM YpOB-
He MCUXMYECKOro pasBuTus, Temne GoOpMUPOBaAHUSA HOBbIX
Cnoco6oB B3aMMOLENCTBUSA C BHELWHEW cpenown, UHAMBM-
ZyanbHbIX NCUXONIOMMYECKUX CBOWCTBAxX Manblla, couuaib-
HbIX YC/IOBUSIX €ro BOCMUTaHUSA, KOTOPble OblM MONyYeHbl
B XO4e MCWXOM0ro-nejarorniyeckon AnarHOCTUKU pebeHKa
W ero counanbHOM cuTyauuun pasButus. Bce aetn ¢ nepw-
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HaTanbHOM naTosorMen MoryT GblTb OTHECEHbl K rpynne
pUCKa B CUY BbICOKON BEPOSTHOCTU BOSHUKHOBEHMS Y HUX
OTKNOHAOWErocs OT HOPMbl BapuaHTa NCUXMYECKOro pas-
BUTKSA. Bce oHM MMeEIOT ocobble 06pa3oBaTesibHble U MCUXO-
NOrnyecKkne NnoTpebHOCTHU, KOTOopble HEOBX0AMMO Y4uTbIBaTb
npuv opraHu3auuu, onpegeneHun cogepyaHusa u MeTooB
WMHOMBUAYANbHOM MpOrpamMmmMbl KOMMAEKCHOW MeOUKO-MCH-
X0noro-nefgarornyeckon peabunutaunn. Ee Heotbemnemon
4acTblo ABNSETCH CUCTEMATMYECKAs KOPPEKLIMOHHO-NeJaro-
rmyeckas NoMoLLb, peanusyemas cneunanucTom negaroru-
yecKkoro npodunsa (negarorom-gedeKTosiorom), npu obsa3a-
TeNbHOM aKTMBHOM y4yacTuu poauTtenen pebeHka [73].

PEABUJIUTALIUOHHBLIE CTPATErMm

U COLUMAJIBHAA ABANTALUA HEQOHOLWEHHbIX

AETEA C COYETAHHOW NEPUHATAJIbHOM

NMATOJIOFMEN

B HacTosilLlee Bpems B OTHOLWEHWW HOBOPOMAEHHbIX
W AeTen NepBbiX MeCALIEB XU3HU Hanbonee pacnpocTpaHeH
TEPMUH «peabunuTauuns», BKIOYaOLWmMIM B ceba KaKk BocCTa-
HOBJIEHME YTPaYeHHbIX PYHKLMI, TaK 1 co3aaHne Heobxoam-
MbIX YCIOBWI A4N11 CBOEBPEMEHHOIO GOPMMPOBAHNS HOBbIX
YMEHWM M HaBblKOB. MHOrorpaHHoOCTb NPO6/JEM COCTOSHUSA
30POBbSi MaleHbKMX NaLMeEHTOB TpebyeT co34aHuns Npoay-
MaHHOM MHOroCTyneH4YaTon CUCTEMbl MEAULIMHCKOM NOMO-
KM c cobntoaeHnem cneayrolmx npuHumMnoB [69, 75]:
® MOHMMaHWE OpraHu3ma KaK LeNOCTHOW AMHaAMMW4HOM

CUCTEMBI;
® 3TanMHOCTb OKa3aHWMA MeAMLMHCKOW MNOoMOLWM: AeTu

nocnefoBaTtesibHO MOMAy4YalT Jle4eHne Ha NepBoMm

(pOAUNBHBIN AOM, OTAENEHMEe peaHUMaunt U UHTEHCUB-

HOW Tepanuu), BTOPOM (OTAENEHWe ANSt HEAOHOLEHHbIX,

OoTAeNleHMe NaToNorMnM HOBOPOXKAEHHbIX) 3Tanax u BoOC-

CTaHOBUTE/IbHOE fleYeHne Ha TpeTbeM aTane ¢ nocneny-

loWwnmM ambynaTopHbliM HabNAEHNEM;

° MNPEeemMCTBEHHOCTb MEXAY aTanamMu HabnaeHns;

° MCUXO0Noro-nejarornyeckas Koppekuusa (paboTta
C pebeHKOM U ero ceMben);

®  UCMOMb30BaHWE Kak YHUOULMPOBAHHbIX, TaK U UHAUBU-
[yanbHO OPUEHTUPOBAHHBIX MPOrpamMm;

° HYTPUTMBHasA NoAAEPKKa C yHacTUeM cneunanucra-ame-
Tonora;

e 0693aTeNbHbli KOHTPONb COBOKYMHOW Harpy3ku npu
npoBefeHUn peabunutaunu (MHANMBUAYANN3MPOBAHHbIN
NOAXOA4 K AETAM C CYAOPOXHbIM CUHAPOMOM, TMNOTPO-
duen n ap.).

BHegpeHue n peanu3aums Takux nporpamm TpebyioT
KOMMNEKCHOro noAaxoAa K BOMPOCY OpraHu3auuu BocCTa-
HOBWUTENbHOIO NEeYEeHUs HEeAOHOLWEHHbIX AeTeh C NnepuHa-
TanbHOW NaToNOrMeN M YKas3blBalOT Ha Heo6X0AMMOCTb
CO6N0AEHNS paLMOHANbHOM MNPEEeMCTBEHHOCTU MeXay
aTanamu. MMy6oKOHEAOHOWEHHbIE AEeTWU LOMKHbI MoayyaTb
BOCCTAHOBUTE/bHOE fle4eHne B MHOronpoduibHOM neau-
aTpPMYEeCKOM CTauMoHape KaKk C MCNofb30BaHWEM CTauMo-
Hapo3aMeLllatoLnX TEXHOOMMI, TaK 1 (NP HEOBXOANMMOCTH)
B YCNOBMSX KPYIOCYTOYHOMO NpebbiBaHus. Micnonb3oBaHune
COBPEMEHHOM BbICOKOTEXHONOrMYECKON nabopaTopHO-
MHCTPYMEHTaNlbHOM AMarHoCTUYecKow 6Gasbl HanpaBAeHOo
Ha paHHee BbIIBIEHWE NaTONOMMK y 3TOM KaTeropuu naum-
€HTOB. BoccTaHOBUTENbHOE NeYeHne JOMKHO 6biTb MHOIO-
CTyneH4aTbiM M NPoAoIKaThes A0 1,5—2 NeT *KMU3HM ¢ nocne-
aylouen nepegaden B npodusbHble OTAENEHUS B ciydYae
dopmmrpoBaHns XpoHMYECKOro 3aboneBanus. B HacTosiwee
BPeEMS MOXHO BblAENUTb Cleaylolme MeToabl BOCCTaHOBM-
TENIbHOr0 NIeYeHus:
°*  MeAMKaMEHTO3HbIE;
°* HeMeAMKaMeHTO3HbIE;

°  MMMYyHONpOPUIAKTUYECKME (aKTMBHAs M NaccuBHas
UMMYHU3aLNUSA);

®  HYTPUTMBHaS NOAAEPKKA;

® MCKX0NOro-nejarormyecKkas KoppekLums.

Ha asTtanax neveHua v peabunuTtauuum No OTAENbHbIM
HO30/10TMYECKUM eAMHULAM Y HELOHOLWEHHbIX AeTen
C nepuHaTanbHOM naTtofiornen npobnemMaTtuyHo OCyLLeCT-
BNSITb Tepanuio ¢ NO3ULKMK LLENOCTHOIO OpraHM3ma, Kpaw-
He CNOXHO nofgobpaTb ajeKBaTHYO AO03MPOBKY MHOMMX
MEAMLMHCKUX npenapaTtoB, MPOKOHTpPonnpoBaTb 3ddek-
TUBHOCTb UX MPUMEHEHUS B CBA3M C PALOM 0COBEHHOCTEN
dapMaKOKMHETUKN U papMaKOAMHAMUKMN Y AAHHbIX NaLu-
eHToB. Oco60e BHUMaHWe HeOOX0ANMO yaenuTb npobneme
aeduumTa paspelleHHblX K NPUMEHEHMIO y AeTen rpyaHoro
Bo3pacTa GapmMaKoNorMyecKkunx npenapaToB, Tak Kak 60/b-
LWUMHCTBO M3 HUX UMEIOT BO3pacTHble orpaHnyeHus. Tpebyet
NpPoAO/XKEeHUs pa3paboTKa MeTOA0B BOCCTAHOBUTENLHOMO
neyeHwus [72, 76].

B HacTosillee Bpems npocnexuBaeTca TeHAeHUuUs
K TMMUTUPOBAHUIO IEKapCTBEHHOM Tepanuu B CBSA3U C BO3-
pacTHbIMKU OrpaHU4eHUs MK No psagy GapmMaKonorMyecKux
npenapaToB. JIngnpytoliee MecTo 3aHMMalOT HEMEeAMKaMEH-
TO3Hble MeTOAbl BOCCTAHOBWTENbHOIO fleYeHus, KOoTopble
LONONHSAIOT IeKapCTBEHHYIO Tepanuto n No3BonsioT chopMu-
poBaTb WaAsalylo Harpy3Kky Ha opraHu3m, BO34eNCTBYS Ha
HECKONbKO GYHKLMOHANbHbIX CUCTEM O4HOBPEMEHHO.

3Ha4yuTeNbHble YCnexun 3a nocnegHue roabl AOCTUMHYTHI

B 061acTM BaKUMHALMWU HELOHOLWEHHbIX U ManoBEeCHbIX

neten. PaHee cynTanoch, 4TO AaHHas KaTeropmsa nauneHToB

MmeeT 0COGEHHOCTU MMMYHHOIO OTBETA, Bbiparkatolmecs,

B YaCTHOCTH, B 60/1€e HU3KUX TUTPaX aHTUTEN NpW BBEAEHMU

HEKOTOPbIX aHTUreHoB. OgHaKo, B HacTosLee BPeEMS MHOIO-

YUCNEHHbIE UCCNe0BaHMSA NPOAEMOHCTPUPOBaNM 6esonac-

HOCTb BBEAEHWUS HEJOHOWEHHbIM AEeTAM KaK KaneHgapHbiX,

TaK WM BHeEKaneHAapHblX neguMaTpuyecKux BaKUMH (4OCTH-

YKEHWEe 3alMTHOro YPOBHS aHTUTEN npu O6blYHOM YacToTe

06LWMX U MECTHbIX peaKkuun) [77, 78].

Ona poctmxeHus Hambonblen 3GOEeKTUBHOCTU B CHU-
EHUWN YacTOoTbl POPMUPOBAHUSA MHBANTUANIUPYIOLLMX COCTO-
SHWI Yy AeTein C NOCNeACTBUAMM NepuHaTasbHOro nopaxe-
Husa LUHC MOXHO BblgenuTb cnegylowme obuwune npuHLMnb
peabunuTaunu:

1) paHHee Ha4vano peabunuTauuu B OTAENEHUW peaHuMa-
LMW, BKAOYAs HEAOHOLWEHHbIX AeTeN C IKCTpeManbHO
HWU3KOWM MacCcon Tena Npu poxaeHuu [68];

2) MHAMBMAYaNbHbIA NOAXOA C MO3ULMI LLENOCTHOrO opra-
HM3Ma pebeHKa C y4eToM Bo3pacTa, CTENEHN 3PeNiocTH,
TSXKECTU TeYEeHU OCHOBHOM MaToNOrMK, COBOKYMHOCTU
CcoYeTaHHbIX 3a60/1€eBaHUN, UHAMBUAYANbHbBIX KOHCTUTY-
LIMOHaNbHO-rEHETUYECKUX XapaKTEePUCTHK [68];

3) KOMMAEeKCHOoe coYyeTaHne pasnnyHblX METOAUK — Meau-
KaMeHTO3HbIX, (PU3MYECKUX, NCUXONoro-negarornye-
CKMX, MMMYHOMPOOUNAKTUHECKMUX W HyTpULUMONOrnye-
CKux [68];

4) BaKHa NPeemMCTBEHHOCTb MEeXAY PasnnyHbIMKU 3Tanamu
peabunutauumn ¢ cobnlgeHMemM IOrMYHOM nocnefoBa-
TenbHocTH [3]. MNocnegoBaTtenbHOE UCNONb30BaHWE pas-
JINYHBbIX MPUEMOB M CNOCOGOB KOPPEKLUMM B MpoLec-
ce peabunvTaumu, HavyMHas C OTAENEHUS peaHMmaLuu
M npogomkeHnem B ctauunoHapax |, I, 1l (ncuxoHeBpo-
NIOrMYEeCKoe OTAENEeHMEe WAU OTAeNeHue peabunuTaumu
HEJOHOLWEHHbIX AeTeN C BO3MOXHOCTAMM MCNOMb30Ba-
HWSA JHEBHOrO CTaLMOHapa) aTana BbiXxa*KMBaHwus, B 3BeHE
amOBynaTopHO-MNOJIMKIIMHUYECKOW CNYXKObl U 06a3aTeNbHO
B cembe 60/nbHOr0 pebeHKa, MNO3BOAUT MaKCUMasbHO
peann3oBaTtb peabuanTaLMOHHbIA NOTEHUMan ¢ ynyywe-
HMEM HEBPOJIOrMYECKUX UCX0A0B B Byayuiem [79-81].



[eTcKne MNONMKAMHUKM [OSIKHbI OCYLLECTBASATb BOC-
CTAHOBMUTENbHOE /le4YeHMe MNaLUEHTOB C JIETKUM TeYeHMu-
eM nepuHaTaNbHOM MaTofNornM, He Tpebytowen CROXKHOro
OMHaMWYECKOro KOHTPOAS M NIeYeHMUs, a TaKKe KOHTPONb
COCTOSIHWSA NALMUEHTOB C TAXKENbIM U CPELHETAKENbIM Teye-
HMEM NepuHaTanbHOM NaToNOrMKU MEXAY KypcaMu neveHus.
Takasi cuctema BOCCTAHOBWMTENIbHOIO Ne4YeHUs MNO3BOUT
3HAYUTENbHO YMEHbLWWTb UHBANMANS3ALMIO ITUX NALMEHTOB
W yNyyWwnTb gemorpadmnyecKyto CUTyaLmio B CTPaHe He ToNb-
KO KOIMYECTBEHHO, HO U Ka4ecTBEHHO [78]. MHorune aBTopbl
yKa3blBalOT Ha HanbonbLyo 3GDEKTUBHOCTbL KOMIMIEKCHOM
peabunutauMmn B crnydae ee 6ofee paHHero Hayana (4o
6 mec Kun3Hu) [3, 40, 82].

3AK/TIOYEHUE

Ba)kHble K/lo4eBble YCNoBUSA [ONF MaKCMMasbHO-
ro pasBUTUA HEPBHOM CUCTEMbl HEAOHOLWEHHOro pebeH-
Ka C nepuHaTasbHbiM MOpaXeHWem Mo3ra — CBOEeBpe-
MEHHOE BbIIBIEHWE MaToNIorMK, NoNyYyeHue afeKBaTHOM
cneunanM3vpoBaHHOM MeAULMHCKON MOMOLWM, paHHee
Hayasio KOMMNEKCHON Tepanuu ¢ CO6MI0AEHUEM MYNbTUANC-
LMMNIMHAPHOro Noaxoaa K AeTAM rpynrbl PUCKa v co3aaHu-
eM afleKBaTHOM, MArKO pa3BuBaloLen cpeabl. [Jns Kaxaoro
He[OoHOLWEeHHOro pe6eHKa B COOTBETCTBUM C XapaKTepom,
CTPYKTYPOM M CTEMEHbIO THMECTU HapyLeEeHUH 340pOBbS,
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LuntomeranoBupycHas nHpekumns (LUMBU) y HOBOPOXKAEHHbIX U AETEN MNEPBbIX MECSLIEB XU3HU MOXKET IPOTEKATh B Pa3/1M4-
HbIX KJIMHUYECKMX popmMaXx, Tpebyrumnx auppepeHumnpoBaHHon Tepanuun. lpegctaBaeHbl 0COGEHHOCTU ABYX pa3/InYHbIX
BapuaHToB Te4eHus LUMBW — reHepain30BaHHON ¢ MaHUGPECTHON KIMHUYECKOM KapTUHON M XapaKTepHbIMU cABUraMu
B 1a60paTopHbIX aHam3ax y pebeHKka B Bo3pacTe 2,5 Mec ¢ CoO4eTaHHON reHETUYECKOM NaTo0rnei u 1aTeHTHON BHYTPHU-
YTPO6HON y pebeHKa B Bo3pacTe 5 gHeN, npuBeaLIen K pa3BUTUIO HENPOCEHCOPHOU Tyroyxoctn. OcBeLLeHbl TPYAHOCTHU
ANarHoCTUKM CTepPTOM (laTeHTHOH) GOopMbl 60/IE3HN M Bbl6OpPa TaKTUKU Je4eHus naumeHTa. peactaBieH ycrelwHbln
pesynbrar aTMONaToreHeTMYeCKoN Tepanuu npenapaTtom raHUMKI0BMpa y pebeHKa ¢ MocTHaTa bHON reHepain30BaHHOM
LIMBMW. lNoaTBep»kaeHbl TepaneBTMyecKas 3¢ppeKTMBHOCTbL M 6e30nacHoCTb off-label npenapaToB raHUMKI0BMPA M Npo-
TUBOLIMTOMErasoBMpPyCHOro MMMyHor106yimHa. O6cyxaaeTcs Le1ecoobpa3HoCTb BKAOYEHNS raHLMKI0BMpPa B NPOTOKO
BeeHns AeTen ¢ naTeHTHbIMU popmamun LIMBU.

KnioyeBble cnoBa: HOBOPOXKAEHHbIE, AE€TMU MEPBOro roja »KM3HW, LIMTOMEerasoBupyc, reHepanan3oBaHHas MHQOEKLMS,
naTeHTHas BHYTPMYyTPOGHas MHQPEKUMS, raHLUMKI0BMP, NPOTUBOLIMTOMEraioBUPYCHbIA UMMYHOMI06Y/IMH, KAUHUYECKME
cayqam.

(Ans ymtupoBaHuns: bendesa W.A., bombapauposa E.l., MotexuHa T.B., ypckas A.C. LlutomeranosupycHas UHPeK-

LuMa y neten nepBbiXx MECSALEB XW3HW: BapuaHTbl TEYEHMS, COBPEMEHHbIE NMOAXOAbl K Tepanuu (KIMHUYECKKUE CllyyaM).
Meanatpuyeckas papmaronorus. 2018; 15 (2): 168-174. doi: 10.15690/pf.v15i2.1873)

Irina A. Belyaeva?l’ 2, Elena P. Bombardiroval, Tatiana V. Potekhinal, Aleksandra S. Gurskaya?l

1 National Medical Research Center for Children’s Health, Moscow, Russian Federation
e Pirogov Russian National Research Medical University, Moscow, Russian Federation

Cytomegalovirus Infection in Infants: Course Variants,
Modern Approaches to Therapy (Clinical Cases)

Cytomegalovirus infection (CMVI) in newborns and infants can occur in various clinical forms requiring a differentiated therapy. We
present the peculiarities of two different variants of CMVI course generalized with a manifest clinical picture and characteristic shifts
in laboratory analyzes in a child aged 2.5 months with a combined genetic pathology, and latent intrauterine in a child aged 5 days
leading to the development of neurosensory hearing loss. The difficulties in diagnosing a suppressed (latent) form of the disease and
choosing a therapeutic approach have been highlighted. A successful result of etiopathogenetic therapy with ganciclovir in a child
with postnatal generalized CMVI has been presented. The therapeutic efficacy and safety of off-label ganciclovir preparations and
anti-cytomegalovirus immunoglobulin have been confirmed. The advisability of including ganciclovir in the management protocol of
children with latent forms of CMVI is discussed.

Key words: newborns, infants, cytomegalovirus, generalized infection, latent intrauterine infection, ganciclovir, anti-cytomegalovirus
immunoglobulin, clinical cases.

(For citation: Belyaeva Irina A., Bombardirova Elena P., Potekhina Tatiana V., Gurskaya Aleksandra S. Cytomegalovirus Infection in

Infants: Course Variants, Modern Approaches to Therapy (Clinical Cases). Pediatricheskaya farmakologiya — Pediatric pharmacology.
2018; 15 (2): 168-174. doi: 10.15690/pf.v15i2.1873)



OBOCHOBAHME

LintomeranosupycHas nHbexkums (LUMBW) wupoko pac-
npocTpaHeHa B Nonynasiuun. 3To ogHa M3 Hanbosee YacTbixX
W3 AMarHOCTUPYEMbIX BHYTPUYTPOOHbIX WMHPEKLWMH: Npo-
TEKTUBHble aHTUTena K Bupycy LLMBW o6GHapywuBaloTca
y 80% HaceneHus ctapwe 35 feT, 4TO CBWUAETENLCTBYET
0 NepeHECEHHOM NOAABNASLWMM 60NbLNHCTBOM NaTEHTHOM
(6eccumnTOoMHOM) dopme 3Ton MHPekumu [1]. Mo apyrum
[aHHbIM, yaenbHbIM BEC CEPOMNO3UTUBHbLIX MaTtepen (Mmelo-
LMX NPOTEKTUBHbIE @aHTUTENA) cpean COoLManbHO He3allu-
LeHHbIX cnoeB Hacenexnus gocturaet 100% [2, 3]. Taxenble
reHepanuM3oBaHHble ¢opmbl LIMBW oTmevatoTcs TONbKO
Y UMMYHOKOMMNPOMETUPOBAHHbIX NaLMEHTOB (HOBOPOMK/EH-
Hble MPW BHYTPUYTPOGHOM TpaHCMAALEHTapHOM 3apaxke-
HWUW, 1TV NEPBLIX MECSALIEB WU3HW, NALMEHTbI, MOyYatoLme
MMMYHOAENPECCAHThI). He WCKIYaeTcs WHTpaHaTanbHoe
MHOUUMPOBaHUE (Hannyme BMpyca B BarMHaibHOM CeKpeTe)
[4, 2]. Mpu nocTHaTanbHOM WHPULMPOBAHUN BO3MOXKHbI
KOHTa@KTHbIA WM alMMEHTapHbIn (B T.4. C MaTEPUHCKUM
MOJIOKOM) NyTW nepegayu [3]. HegoctaTtouyHasa HaCTOPOXKEH-
HOCTb Bpayer B OTHOLIEHWW MOBLILIEHHOIO PUCKA MOCTHAa-
TanbHOro MHGUUMPOBAHMS MALMEHTOB HEOHATa/IbHbIX CTa-
LIMOHAPOB MOXET CBECTM Ha HET YCUINS MO BbIXarKMBaHUIO
TXeno O60/bHbIX AeTer. Tak, OnuWcaHbl Clydyau Taxenon
LLMBW c BbICOKMM PUCKOM neTanbHOro mcxoda y HeAoHO-
LLIEHHbIX HOBOPOXAEHHbIX NPW MOCTHATaNbHOM MHOULMPO-
BaHMM 4epe3 HaTMBHOE MaTepuHCKoe MONoKo [4]. Bupyc
MOXET ANWUTENIbHO BbIAENATLCA C MOYOW, KasoMm, CIIOHOW;
[laXKe B HacTosILLee BPEMS], KOraa KOHTPO/b JOHOPOB AoCTa-
TOYHO CTPOrMK1, JOMYyCKaeTcs BO3MOXHOCTb nepedayn LLIMB
npu remoTpaHcoy3nsax yepes MHOULMPOBaAHHbIE NpenapaTbl
KpoBu [1, 5]. B aToN CcBA3M K rpynne naunmeHTOB BbICOKO-
ro pucKa TaXenblX — reHepanuMaoBaHHbix — dopm LIMBU
Hapsiay ¢ rNy60KO HEAOHOLWEHHbIMU AETbMU (HE MOYyYMB-
WWMWU MPOTEKTUBHbIX aHTUTEN M3-3a MNPEXAEBPEMEHHO-
ro POXAEHMWS) OTHOCHATCA MJafdeHLbl C HEAOCTaTOYHOCTbIO
UMMYHHOM 3alMTbl U AETHU, NepeHecwne TpaHchy3nun n/mnm
XMpypruyeckue Bmewartenscrea [1-3].

B nocnegHue roabl Bce Yalle y MAaAeHLEB, yMeEpLIMX OT
Pa3NMYHbIX MPUYMH, NPU TUCTOSIOTMYECKOM MUCCNeoBaHWUU
BbISIB/IAIOT HEYCTAHOB/EHHYIO Npu xu3un LLMBW [5]. B cBs-
31 C 3TUM 06CYyKaatoTCcsa NPo6aemMbl HEFATUBHOIO BNSHUS
NIAaTEHTHON MHDEKLMM Ha OHTOreHe3 MHOTMX QYHKLIMOHab-
HbIX cucTem [1, 2]. BmecTe ¢ TeM AMArHOCTUKA NATEHTHbIX
GOpM MHOEKLNN Y HOBOPOXKAEHHbBIX 0O BEKTUBHO 3aTPyAHM-
TeNbHa, M 4YacTo AMarHo3 ycTaHaB/IMBAETCS PETPOCMEKTUB-
HO — MNpK BbISIBIEHUM HApPYLLEHUM cnyxa [6] UM KOTHUTUB-
HOW HeJoCTaTo4YHOCTH [7].

Hapsigy ¢ AMarHoCTUYECKUMM TPYAHOCTAMM NMpPU CTEPTLIX
(ManomaHudecTHbIX) dopmax LUMBW y mnapeHues cyllie-
CTBYIOT TaK}Ke pasHornacus no npob6seme aTMonaToreHeTu-
YECKOro IeYeHMs, MPUYEM KaK B OTHOLIEHUN MAHUGDECTHBbIX,
TaK 1 6eccMMNTOMHbIX GopM 601e3HU. TaK, B OTEYECTBEHHbIX
pyKkoBoacTBax [8] NpOTOKOA Tepanun MaHUdEeCTHbIX GopMm
LIMBW BKto4aeT npenapaTtbl raHLUMKIOBMPA, MPUMEHSAEMbIE
y ageten o 12 net no nokasaHnusam off-label, npotuBounTome-
rasioBUPYCHbIA MMMYHOIN06YIMH, UMMYHOTNOBY/IMH YenoBe-
Ka HopmanbHbin [IgG + 1gM + IgA] n npenapaT nHTepdEPOH
anbda-2b 4YenoBeYECKUN PEKOMOWMHAHTHbIN. [pUMEHATb
nepeyvncneHHble npenapaTbl NpY NaTeHTHbIX dopmax LIMBU
He peKomeHayeTcsl. B To e Bpemsl MPOEKT HOBbIX KIMHKYE-
CKMX peKomMeHaaumn PoccuincKowm accouuauum crneuuanu-
CTOB NepUHaTanbHOM MeauLMHbI [9] BKIOYAET NPUMEHEHME
npu MaHMdecTHOM GOpPME TOJIbKO FaHLUMKIOBUpPaA (BanraH-
LIMKNOBMpPa) M NPOTUBOLIMTOMEranoBUPYCHOTO MMMYHOI/IO-
O6ynuHa. lNpuMeHeHMe MMMYyHOrnobynuMHa 4enoBeKa HOp-
ManbHoro [IgG + IgM + IgA] u npenapaTtoB MHTepdEPOHaA He

pPEKOMEHA0BAHO B CBA3M C HELOCTATOYHbLIM YPOBHEM JOKa-
3aTeIbHOCTH BOJIbLIMHCTBA COOBLLEHUK 06 NCMOIb30BaHUK
3TUX NEeKapCTBEHHbIX CPeAcTB. 3apybexHbIMU UccneaoBa-
TenaMuM B nogaBnsiowem 60MbLMHCTBE MyOGAMKaLMIA Npu
MaHubecTHbIX dopmax 6ONE3HN PEKOMEHAYETCH WMCMNOSb-
30BaTb npenapaTbl raHUMKI0BMPA; NPUM HEOOXOAUMMOCTHU
ANUTENbHbIX KYPCOB NOKa3aH BafiraHUMKNOBUP Kak MeHee
TOKCHYHbIN [6, 9, 10]. B oTAeNbHbIX COOBLIEHUSAX 0B6CYKaa-
€TCS BOBMOXHOCTb MCMNOJIb30BaHWA BanraHUMKIOBMpPa Npu
NOATBEPXKAEHHON nateHTHOW dopme MHOEKUMU C Lenblo
npeaynpexaeHns oTCPOYEHHbIX HEMPOCEHCOPHbIX HapyLle-
HuM [11], XoT9 60NbIIMHCTBOM MUCCneoBaTesien B Tepanuu
naTteHTHbIx ¢opm LUMBW ncnonb3oBaHne TOKCUYHbBIX aHTU-
BMPYCHbIX CPeACTB He pekomeHayeTca [12].

B OTHOWEHWM NPOTUBOLMTOMEranoBUPYCHOrO UMMYHO-
rnobyinHa cYMTaeTcs NOATBEPKAEHHOM NULWb ero npodu-
nakTnyeckas adPeKTMBHOCTb NpW aHTeHaTanbHOM UCMONb-
30BaHWK Y 6E€PEMEHHbIX KeHLKH [13].

B faHHOM cTaTbe NpeacTaBAseM aHanus3 TUNMUYHOMN Kn-
HUYECKOW CUTyaLMK, BbI3BAHHOW 3aTPYAHEHUSMU B AMUarHo-
CTUKe MaHudecTHon 1 cTepTon dopmbl LLMBU y mnageHueB
nepBblX MECAUEB WU3HW, B pasrpaHUYeHnn BHYTPUYTPOO-
HOW M NOCTHaTaNbHOM MHDEKLNK, a TaKKe B BbiIbope MeTO-
4OB M MPOAOMIKMTENBHOCTU NIeYeHUS C Y4ETOM MHOroYMc-
NIEHHbIX MOGOYHbIX AEWCTBMM npenapaTtoB raHuUMKIOBMPA
1 BO3MOXHOM TepaneBTUYEeCKON 3GPEKTUBHOCTHU cneundu-
4eCKOro NPoTMBOLMTOMErasoBUPYCHOrO UMMYHOT106YINHA.
370 BaXKHO Kak Ana o6pasoBaTenbHbIX Lenen, Tak u ans
06CYyXAEHNSA anbTepHATUBHbIX BapUaHTOB TEpanuu, 0CO6eH-
HO NpuW NaTeHTHbIX dopMax 60ne3HMU.

KJIMHUYECKME NPUMEPDI

B npaKTuMKe BblXxaxKMBaHWS MAafeHLEeB C COYeTaHHOM
nepuHaTanbHOM NaToNOrMen HEPEAKN CUTYaLMK, MPU KOTO-
pbiX 3aTpyaAHUTENBHO AnddepeHumpoBaTb BHYTPUYTPOOGHOE
M nocTHatasbHoe nHduunposaHme LUMBW. B kayecTBe npu-
Mepa npeacTaBasem ase MCTopun 601e3HN AeTen, HaxoanB-
LIMXCS Ha cTaunoHapHOM neyveHumn B PIrAY «HMWL, 3gopoBbs
neten» MuHsgpasa Poccun (MocKBa).

TsaxKenoe (reHepanusoBaHHoe) TeyeHue LMBU

Taxkenaq (reHepanu3oBaHHas) UMBW guarHoctupoBaHa
y pebeHKka M., Bo3pacT 2,5 mec. Manb4ymMK poauncs y xeH-
WKHblI 28 neT, cTpagatollen 60n1e3Hbio MMpLUNPYHra U Xpo-
HUYecKUMm renatuTom C, He cocTosiBLIEN B OpaKe; pebeHoK
OT NepBon 6epeMeHHOCTH, NOAPOOBHbIX CBEAEHUN O TEYEHUN
6epeMeHHOCTU HET (KeHlWwuHa Habnoganacb Heperynsp-
HO, Ha OMMNOPTYHWUCTUYECKME MHPEKUUN He obcnefoBaHa).
Popabl Ha 38-11 He B 06CcepBaLIMOHHOM OTAENEHUN; pebeHOK
poaunncsa ¢ maccon 2670 r npu anvHe 49 cm. Npu poxxaeHnn
achuKenn He 3adumKcMpoBaHO (oueHKa no wkane APGAR
8/9 6annoB), HO C NEPBbIX MUHYT KU3HWU PaA3BUANCHL U NPO-
rpeccuMpoBany fAbixaTenbHble HapyleHus, obliee yrHeTe-
HWe, OTMEeYEeHbl 3P03MN U ByNNe3Hble 3NIEMEHTbl Ha KoXKe
KUCTEN, cTon, nnua (3anofo3peH BPOXKAEHHbIN Gynne3Hbin
aNnaepMonna, BNOCNEACTBMM AMArHo3 6blal NoATBEPKAEH
MONEKYNAPHO-TEHETUYECKMM MeToaoM). Ha npoTsKeHuu
NnepBoM Hefenu U3HW Yy MalibiMKa COXPaHsAnochb Bbipa-
EHHoe obllee yrHeTeHWe, MOosiIBUANCL NPU3HAKM HEnpo-
XOANUMOCTU KMWEYHNKa — MOBTOPHbIE PBOTLlI C NPUMECHIO
ENYM U KUWEYHOro coaeprkumoro. [MonbITKM KoHcepBa-
TUBHOMN KOPPEKLMN YacTUHHOM KMLIEYHON HEMPOXOAUMOCTH,
pacLueHeHHOW KaK CcneicTBME HEKPOTU3MPYIOWEro 3HTe-
poKonuta Ha ¢oHe nepuHaTaNbHOrO MMOKCUYECKU-ULIE-
MWUYECKOro MOpPa*KeHUs LEeHTpasbHON HEPBHOM CUCTEMBDI,
OKagdanucb HeaDOEKTUBHLIMU: HAPOCIK ABNEHMA XonecTa-
3a, renatocnneHoMeranaunun, CUCTEMHOM BOCNanuTeNbHOM

N
f=li
=z
~
9]
i
=
O
=
~
00
-
o
AN
~
x
=
=
o
=
=]
x
<
=
o
<
©
xR
<
x
[&]
w
T
=
&
<
=
I
w
=



170

peakuMM M MOAMOPraHHOM HepocTaToyHOCTU. B BoO3pacTte
25 cyT pebeHKy BbIMONHEHA PEBU3NS OPIOLIHOM MOMOCTH,
B XOA€e KOTOPOW YyCTaHOBJ/IEH AMarHo3 BPOXAEHHOro mopo-
Ka pa3BUTUA KUWeYHWKa — 6ones3Hb lMplunpyHra (cyxe-
HWEe TepMUHaNbHOro otaena NoAB3AOLWHON KULWKK ANMHON
7 cM); NpoOBeAeHa pPe3eKL s CYy>KEHHOro y4acTKa, HanoxeHa
TepMUHanbHas uneoctoMa. MMCToNorMyecKoe 3akntoyeHue:
KapTWMHa 60ne3Hu [UpwnpyHra — araHriaMo3 B Mbllley-
HOM cfioe NOAB3AOWHON KULWKK, runepnaasuns numoouna-
HblX donnmkynoB. OaHaKo nocse onepaumm CyLeCcTBEHHOro
YAyYlEeHUs COCTOSAHUS HEe OTMEYEHO: NOMbITKKU AHTepasnbHO-
ro nuTaHmsa 6bliv 6e3ycnellHbl, a n1eoctoma — HecocTo-
AatenbHa. COXpaHaInCb KAMHUKO-nabopaTopHble MpU3HaKK
CMHAPOMa MNONMOPraHHOM HefOCTATOYHOCTU U CUCTEMHOM
BOCNa/MTENbHON peaKunn, NO KAUHUKO-PEHTreHonormye-
CKMM [AaHHbIM MMena MeCTO [BYCTOPOHHAS MHEBMOHMUS.
McecnepoBaHus Ha BUPYCHble MHbeEKUMHU, B T.H. LMBW, B aToM
nepvoae He NPOBOAUINCD.

B Bo3pacTte 2 mec 18 cyT pebeHOK 6bln nepeBeaeH
B OTAENEHUE XUPYPrUW HOBOPOXKAEHHbIX U TPYAHbIX AeTen
DAY «<HMUL, 3gopoBbs geTen» (MockBa). MNpu noctynneHmm
COCTOSIHME MallbiuKa TaXKenoe, oTMeyatoTcs 60/1€BON CUH-
APOM, MHOMXECTBEHHblE 6YyN1€3H0-3PO03MBHbIE U3MEHEHUS
N 6nefHO-UKTEPUYHas OKpacKa KOXW, renatocnieHome-
ranus, No enyao4yHomy 30HAY — 3aCTOMHOE Cofepxunmoe
(puc. 1).

Mpu o6cnegoBaHnmM — BblpaXKEHHbIE MPU3HAKKW Hapy-
weHna GYHKUMM neyveHn (Mpu ynbTpa3ByKOBOM WCCNeno-
BaHUM — AMOPY3HbIE M3MEHEHUS MNapeHXUMbl MeYyeHw),
NOBblLIEHWE MapPKEPOB BOCMAaNEHWUs, aHeMUs, TeHAEeHLMN
K NIeMKOMeHUU, 3HauuTenbHas TpombouuToneHus (Tab.),
PEHTrEeHONOrMYEeCKMEe NPU3HAKU MHTEPCTULMANBbHON MHEB-
MOHMKU. B CBSA3M C BbILEONUCAHHON KIAMHWYECKOM KapTu-
HOW npoBogunack guddepeHumancHas AMarHocTuka Mexay
reHepanM3oBaHHOW GaKTepuUanbHOM U BUPYCHOM UHDEKLUM-
en: CTOMKas TPOMOOUMUTOMNEHUS, PE3UCTEHTHAsA K TpaHcdy-
3USIM TPOMBOKOHLIEHTPaTa, NPU NONOKUTENbHON AUHAMUKE
MapKepoB GaKTepuanbHOro BocnaneHus Ha ¢GboHe Hanpas-
JIEHHOW aHTMGaKTepuanbHOW Tepanuu nobyaunaa npoBECTH

Puc. 1. BHewHuin Bua pebeHka M. npu nocTynieHnun B cTtaumoHap
Fig. 1. Appearance of the child M. when entering the hospital

nccnegosaHus Ha LLMBW. Bupyconormnyeckoe uccnegoBaHue
CbIBOPOTKM KPOBW METOLOM MOSIMMEPA3HOW LEMNHOW peak-
umun (MUP) o6Hapymno JHK LIMB. MMMyHObEPMEHTHbIN
aHanu3 BbISBWUA aHTU-LULMB nmmyHorno6ynuHa (Ig) G B Tutpe
59 EAl/mn (npu Hopme <12 E[l/Mn) n aHTn-UMB IgM B TUTpe
40,4 EA/mn (npu Hopme <18 EJ/mn).

Ha oCHOBaHWW KAMHMKO-NaGopaTOPHbIX AaHHbIX ycTa-
HOBMEH AunarHo3: «OcTpas reHepanvM3oBaHHas LUTOMeE-
ranoBupycHas uHdeKuua (renaTuT, MHTEpPCTUMLMaNbHas
NMHEBMOHUS C AblXaTeNlbHOM HeAoCTaTOYHOCThIO || cTeneHu).
ConyTcTBylOWMe cOCTOAHUA: 60ne3Hb MMpwnpyHra (coctos-
HWe noc/e XMPYPruyecKom KOppeKLUmnn), HOCUTENb MNEe0CTO-
Mbl ¥ €IOHOCTOMbI. BPOXAEHHbIW OyN1e3HbIN 3NMAEPMOSIU3.
HeoHaTanbHbIN caxapHbi AMabeT .

Mocne nonyyeHust paspelieHus NOKanbHOro Hel3aBw-
CMMOro 3TMYECKOro KOMMUTETA Ha MCMOJIb30BaHME MO KK3-
HEHHbIM MOKa3aHWAM Mpenaparta raHuuknoBupa off-label
M oOpPMNEHNST MaTEPbIO MHOOPMUPOBAHHOIO COrnacus Ha
nevyeHne pebeHKa 3TUM npenapaTtom NpPoBeAeHO 3TUOTPON-
HOe W NaTOreHeTMYECKOoe JieYeHMe: Kypc raHUMKNoBMpa
M3 pacyeta 6 Mr/Kr maccbl Tena 2 pasa/CyT BHYTPUBEHHO
B TeyeHue 2 Hef, Aanee no 10 Mr/Kr 1 pa3 4yepes CyTKM Ha
3 MecC; KypC NpPOTMBOLIMTOMEralioBUPYCHOrO MMMYHOT/10-

Ta6auuya. JuHaMunka nabopaTopHbIX NOKadaTenen 4o U Noc/ie Ha3Ha4YeHUs MPOTMBOBUPYCHOM Tepanuu
Table. The dynamics of laboratory indicators before and after the appointment of antiviral therapy

Bo3pacTt pe6eHKa
o — PedepeHcHblie
3HavYeHus 2 mec 2 mec 3 mec 3 mec
19 cyTt 25 cyTt 9 cyT*
Benok (nnasma), r/n 51-73 39 40 58 55
06Wwmnin 6UNUPY6UH, MKMONb/N 3,7-20,5 17 123 138 63
MpsiMon 6UNMPYOGUH, MKMONb/N <5,1 10 85 85 40
AcnapTtatamuHoTpaHcdepasa, Eaq/n <42 22 69 97 86
AnaHuHamuHoTpaHcdepasa, Eq/n <40 56 30 43 39
lamma-rnytamuntpaHcoepasa, Ea/n 6-60 241 376 313 480
NakTtatgernaporeHasa, Eq/n 115-300 505 HA HA HA
C-peaKTUBHbIN 6eN0K, Mr/n <5 243 195 HA HA
femMorno6uH, r/n 110-135 118 97 92 95
3putpounTsl, x1012/n 3,0-4,9 41 33 33 35
NeitkouuTbl, x109/n 6-15 7.3 5,3 18,2 237
Tpom6ouuTsl, ><109/n 150-580 17 13 51 118

MpumeyaHue. * — BO BpeEMS NEYEHUS. HA — HET AaHHbIX.
Note. * — during treatment, N/A — not available.



6ynnMHa — 1 MA/Kr Kaxkable 48 4 BHYTPUMBEHHO, BCEro Ha
KypCc 5 WHbEKUWI; Kpome Toro, 6blia MPOAO/IKEHA aHTH-
6aKkTepuanbHas M cumnToMatuyeckas Tepanus. Ha doxe
KOMMJIEKCHOMO NeYeHns yaanocb AOOGUTbCH CYLLECTBEHHOIO
YNy4LEeHNs COCTOSIHUSA pebeHKa: YMEHbLMANCL NPOSBAEHUS
CUCTEMHON BOCMaNUTENbHOM peakuuMuM M renaTtocnieHo-
Meranauu; ctano BO3MOXHbIM Hayano 3HTepasbHOro nuta-
HUS; YMEHbLWWANUCh MPOSABNEHUSA OYyNNe3HOro 3anuaepmo-
nm3a (puc. 2). Hapoc ypoBeHb TpOMOGOLMTOB, pe3ynbTaThl
onpeaenenunsa AHK LUMB metoaom lMLP oTpuuatenbHblie, 41O
no3B0oNI0 B Bo3pacTte 3,5 Mec BbINOMHUTb XMPYPru4ecKyio
KOppeKLuMio: NpoBeaeHbl penanapoTomus, pa3aeneHune cna-
€K, HanoXeHne eloHOCTOMbI (puc. 3). YunTbiBas oTCyTCTBUE
ABHbIX KIMHUYECKKX Npu3HaKkos LIMBU (B T.4. TpomM6GOLIUTO-
neHuu, renatocnieHoMeranmm) Ha NepBoM Mecsue XU3HU
pebeHKa 1 UX NosIBIEHME B Havyane TpeTbero MecsLa X13Hu
B COYeTaHMKU C peaynbratamu nabopaTtopHOM AMArHOCTUKM
(BbisBNenne OHK LUMB B Bo3pacte 3 mec, HapacTaHue
TUTPa OCTPOro mMapKepa cneumduyecKoro BocnaneHus —
aHTM-UMB 1gG) Ha 4eTBEPTOM MecsiLe XW3HWU, Haubonee
BEPOSATHO MPeANONOKUTb NOCTHaTanbHOe MHbULMPOBaHKe
M BypHOoe pa3BuTUE reHepanuMaoBaHHOW LMB-nHdeKunn
Yy MMMYHOKOMMPOMETUMPOBAHHOIMO MAajeHua C reHetuye-
CKOM NaToNOruMen; ogHaKo, HeMb3s NOMHOCTbIO UCKMOYUTL
M OTCPOYEHHYI0 MOCTHATaNbHYIO reHepanmM3aumio nateHTHOM
BHYTPUYTpoGHOW LIMBW.

Puc. 2. BHewHuin Bua pebeHka M. Ha poHe npoBoANUMON
KOMMIEKCHOW Tepanuu

Fig. 2. Appearance of the child M. during
combined therapy

N

Puc. 3. OnepaTvBHOE BMeLWaTeNbCTBO (MCCEYEHME Cnaek,
Ha/IoXeHWe eloHOCTOMbI) Yy pebeHKa M.

Fig. 3. Operative intervention (adhesionectomy, placement
of a jejunal tube) in the child M.

MporHo3 3aboneBaHUs HeOMpPeaeneHHbIn B CBA3K
C TSKEeCTblo NpemMop6uaHOro GpoHa.

JlaTeHTHOE Te4eHue BHYTpuyTpoGHoi LMBHU

Manbumk C., 5 OHeRn, poamncsa y eHuwmuHol 25 ner,
nMeBlWeEN [0 O6epemMEeHHOCTU 3PO3UI0 LEWUKKU MaTKM.
bepemMeHHOCTb NepBas, C yrpo30M NMpepbiBaHns B NePBOM
TpUMeECTpe, TSKeNbIM recTto3oM, aHeMmnen. OgHOKpaTHO (BO
BTOPOM TPMMECTPE) MnepeHecna OCTPylo PecrnmMpaTtopHyio
nHdeKkumio. Mpn ynbTpa3ByKOBOM MCCleAoBaHWMK 3anofo-
3peHa fo6GaBo4yHas BeEpPxHSAa nonas BeHa y nnaoja (Bno-
cnefacTBum He noareepaunnock). O6cneaoBaHUe XEeHLWMHbI
Ha OMMOPTYHWUCTUYECKME MHDEKLMM HE NPOBOAMIOCH. Poabl
Ha 37-¥ Hea ¢ paHHUM U3TUTUEM OKOOMIOAHbIX BOA; Macca
npu poxaeHun 3110 r, annHa 52 cm, OLEHKa No LWKane
APGAR 8/9 6annoB. B paHHem HeoHaTa/llbHOM nepuoae
COCTOSIHME Ma/lbyMKa CpefHen TAXKecTW 3a cyeT obuwero
yrHeTeHus: npeobnagana mblllevyHas TMNOTOHWUS, CHUXKEHNE
6e3yC/IOBHO-pedDNEKTOPHON aKTUBHOCTU. lNpu ynbTpa3ByKo-
BOM WCCNeAoBaHMM BbISIBIEHO NIEBOCTOPOHHEE BHYTPUIKE-
NyAO4KOBOE KpoBou3nusHue I—Il ctTeneHn; oTmevyanucb eau-
HUYHbIE NETEXMM Ha NIMLLE, IKXMMO3 B 3aTbI/IOYHON 061aCTH.
CKPUHUHT cllyxa B pooMe He BbIMOaHANCS.
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B Bo3pacte 5 cyT pebeHOK nepeBeneH B OTAefleHue
naTonornMn HOBOPOXKAEHHbIX aeTen PIrAY «HMUL, 3q0poBbs
geten». B cTaumMoHape BTOPOro atana yCcTaHOBMEH AMarHo3
nepuHaTanbHOro rMNOKCUYECKU-reMoppParMyecKkoro nopa-
EHUS LeHTPanbHOM HEPBHOM CUCTEMbI C BHYTPUMKENYA0Y-
KOBbIM KPOBOM3NUSHWEM clieBa 1-2-11 cTeneHu. B kavectse
COMyTCTBYIOWMX AMArHO30B YCTAHOB/EHbI KOHbIOraLMOHHas
wentyxa |-l cTeneHn 1 HeNoNHbIN cBULLY NynKa. Npu yneTpa-
3BYKOBOM MCCNefoBaHMM Obl0 MOATBEPKAEHO Hanuyune
paspelualoLlerocs IEBOCTOPOHHENO BHYTPUKENYAOHKOBO-
ro KPOBOWM3NUAHWUSA (BMOCNEACTBMM MO AAHHBIM MarHuT-
HO-pe30HaHCHON Tomorpadun — ymMepeHHoe KUCTO3Hoe
paclimpeHne GOKOBbLIX POroB XenygodkoB Mo3ra S>D).
Mpu nccnefoBaHUMM KPOBU OAHOKPATHO OTMEYEHO CoaepKa-
HWE TPOMOOLIMTOB Ha HUXKHEW rpaHULE HOPMbI (15><109/n)
M He3HayuTeNnbHOe YANMHEHWE aKTMBMPOBAHHOIO 4acTuy-
HOro Tpomb6onnacTuHoBoro BpemeHn — 50 cek. B nocne-
AyloleM BCe MokasaTteNM remMorpaMmbl U Koarynorpammbl
B HOpMe. B cBfI3M C UBMEHEHUSAMMU B LLEHTPaNbHON HEPBHOM
CUCTEME, HANIMYMEM XKENTYXM M TeHAEHUMEN K runokoary-
NUMN BbINOJIHEHO WccnegoBaHue [P (6uonornyeckui
obpasel, — Moya) Ha JHK LIMB: aBaxabl NOyYeH NOMOXKMK-
TeNnbHbIM pedynbrat. B Bo3pacTe 10 cyT npoBeAeH CKPUHWUHI
cnyxa annapatom «bepadoH» (4mpn-ctumynbl, 35 ab) —
TEeCT He nponaeH ¢ obenx CTOPOH. YCTaHOBNEH [MarHos:
«BHYyTpHyTpOo6Haa LIMBW, nateHTHOe TeyeHue, PUCK pas-
BUTUS HEMPOCEHCOPHOM TYroyxoCTW, NOCNEACTBUS MNepw-
HaTa/bHOrO MOpPaXKEHMUs LLeHTPanbHOM HEPBHOW CUCTEMDI,
CUHAPOM ABUraTesbHbIX HapyweHui». NMpoBeaeH Kypc neve-
HWS MPOTUBOLMTOMEraNoBUPYCHLIM UMMYHOM06YIMHOM: 3
BHYTPMBEHHbIX BBeAeHMS 13 pacyeTa 1 ma/Kr Kaxable 48 4
BHYTPUBEHHO.

Pe6eHOK MOBTOPHO [ABaKAbl rocrnuTanuM3aupoBancs —
B Bo3pacTte 2 U 4 Mec. Ha npoTsKeHWn 3TOro BpeMeHMU
y HEro coxpaHsinacb ymepeHHas 3afepxKa MOTOPHOro pas-
BUTUS; U3MEHEHNS GOKOBbLIX XEeNyLo4YKOB MO3ra Mo AaH-
HbIM HEMPOCOHOrPaMMbl UMENU TEHAEHLMIO K YMEHbLUEHUIO.
PesynbtaTthl AMHamuyecKkoro uccnegosanus [MLUP B mouve
n kposu: AHK LUIMB He o6HapyeHa. B Bo3pacTte 2 mec
BbIMO/IHEHO MCCNefoBaHME KOPOTKOMATEHTHbIX C/YXOBbIX
Bbl3BaHHbIX MOTEHLMANOB: NPU MHTEHCUBHOCTM CTUMYNALMM
70-80 b ocHOBHble MWKK cneBa M cnpaBa He onpeaens-
totest, npu 90-105 ab — HM3KoamMNAUTYAHblE MWKK onpe-
nensTcsa HeotyeTnnBo. JlateHTHocTh Il 1 V NUKOB € ABYX
CTOPOH MpeBbIWatloT pedepeHCHbIN MHTepBas. 3aKtoyeHne
no pesynbraTtam UccnefoBaHUs KOPOTKOMATEHTHbIX CyXO-
BblX BbI3BaHHbIX MOTEHLMANOB: BblPaXXEHHOE HapylleHue
NPoOBeAEeHUs NO CNYXOBbIM CTPYKTypam CTBOAa mMo3ra —
[ABYCTOPOHHSAS HEMPOCEHCOPHas TyroyxocTb. [lpoBoaunach
KOMMJIEKCHas peabunutaumMa — My3blKalbHO-CEHCOpPHas
CTUMYNALMSA, MEXaHOTEPaNus, cyxasd UMMEPCHS, KUHe3nTe-
panus (ne4yebHaa GU3KyIbTypa, Maccax). Pe6eHOK HanpaBs-
NEeH B CYPAONIOrMYECKUI LIEHTP.

B Bospacte 4 mec y pebGeHKa oTMevanacb 3adepi-
Ka MNCMXOMOTOPHOrO pPa3BUTUSA, COXPAHAIMCb HapylweHus
cnyxa. BeinonHeHa aneKTpoaHuedanorpadums B COCTOAHUMU
[HEBHOro CHa: BbliBNEHbl Nerkve guddysHble U3MEHEHUS
6MO3NEKTPUYECKOM aKTUBHOCTU MO3ra, NPU3HaKKU AUCPYHK-
UMW MOAKOPKOBbLIX W AM3HUedanbHbIX CTPYKTYP. TUNUYHON
3NUNENTUYECKON, NAPOKCU3ManbHOM aKTUBHOCTH, O4aroBbIX
M3MEHEHUIN He 3aperncTpupoBaHo. PoTonapoKCU3mMasbHbIX
peaKLuMi B OTBET Ha PUTMUYECKYIO GOTOCTUMYNSALIMIO HET. Bo
BPEMS CMHXPOHHOM BMAE03anucu NaTonornyecKkmnx ABuKe-
HWUM HEe OTMEYEHO.

B Bo3pacTe 4 Mec NpoBeAEeHO paclWmMpeHHoe ayanono-
rMyeckoe wuccnegosaHue. Perncrtpauus KOpoOTKONaTeHT-
HbIX CNYXOBbIX Bbl3BaHHbIX MOTEHLMANOB: NOPOr 3BYKOBO-

Puc. 4. PesynbTat nccnenoBaHna KOPOTKONATEHTHBIX CIYXOBbIX

Bbl3BaHHbIX NOTEHLManoB y pe6eHka C.

Fig. 4. The result of the study of short-latent auditory evoked

potentials in the child S.
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cnpuatmua (V nNuK) BUM3yanusumpyeTca Npu MHTEHCUBHOCTHU
ctumynaummn 90 b HopmanbHOro mopora cliyxa cnpasa,
cneBa He peructpupyetca npu 100 ab. PerucTtpauyus
C/lyXOBbIX MOTEHLMAN0OB MO3ra Ha MOCTOAHHbIE MOAY/U-
poBaHHble ToHbl (Auditory Steady — State Response,
ASSR): noporu 3ByKOBOCNPUATUS COOTBETCTBYIOT BYCTO-
POHHEN CEHCOHEBpPaNbHOM TYroyxocTu 4-n cTeneHu (rny-
xote) (puc. 4).

Pe6eHKy aaHbl pekoMeHaauun: 6uHaypanbHOe NPoTE3n-
poBaHune LMOPOBLIMU MHOFOKaHaNbHbIMW CYNEPMOLLHbIMU




CNyXoBbIMW annapatamu; U3roToBAEHUE WHAMBUAYAbHbIX
YWHbIX BKNaAbllWewn; KOHCYNbTauuMs cypaonegarora, oLeHKa
3pDEKTUBHOCTM HACTPOMKKU CNYXOBbIX anmnapaToB (onpege-
fleHWe MOKal3aHWUM K MPOBEAEHUIO KOXNeapHOW MMNnaHTa-
Lnn).

Ucxoas 3 cpokoB MaHudecTaunn MoparKeHus cnyxa,
MOXHO MPeAnoNoXKMTb, YTO pPebeHOK 6blal BHYTPUYTPOGHO
nHomumposaH LUMB, v BHYTpUYTPOGHbIM WMHPEKLMOHHbLIN
npouecc NpPUBEN K PasBUTUIO HEMPOCEHCOPHOW TYrOyXOCTH
C NOpa*keHMeMm LieHTPaNbHOM HEPBHOW CUCTEMbI IErKON CTe-
NeHW U HeoHaTallbHOM TPOMOOLMTONEHNEN.

MporHo3: pebeHOK HyXaaeTcs B Habn4eHUn cypaonora
N KOpPPEeKLWUK HapyLLeHUs cnyxa, a TakKe B aTanHon peabu-
NMTauMn B CBSI3W C 3a[EPXKKOW TEeMMNOB MCUXOMOTOPHOIO
pasBUTUS.

OBCYXAEHME

B nepBOM 13 npeacTaBneHHbIX KIMHUYECKUX MPUMEPOB
y pebeHKa ¢ MaHUPECTHbIMU KIMHUYECKUMU NPOSBNEHNSA-
MU MHbEKLMKN Hanbonee BEPOATHO NPEAMNONOKNUTb NOCTHA-
TanbHyo LMBW, NOCKONbKY y)Xe Ha TPETbEM MeCHLE KU3HHU
o6HapyKeH ocTpodasHblM MapKep BocnaneHus (aHTu-LULMB
IgM) B co4eTaHuu C BUPYCOM, BbIAENEHHbIM U3 KPOBM Npu
nomowmn metoga [lLUP. Bmecte ¢ TeM He UWCKAo4YatoTcs
W BHYTPUYTPOGHOE MHPULMPOBAHKNE, U OTCPOYEHHAS MaHU-
dectaumsa Ha ¢GoHe TAXKenon COoYeTaHHOW BPOXKAEHHOM
(reHeTn4ecKkon) naTonorum. Bo3mMOXHO, CMMNTOMbI GaKTe-
puanbHOW MHOEKLUKU (AHTEPOKOINTA) HA POHE HENMPOXOAH-
MOCTM KMLWEYHWKa MaCKMpoBanu xapaKTepHble nposiBie-
HUS BpoxaeHHon LUMBW — yBennyeHne napeHxnmMaTo3HbIX
OpraHoB, MHTOKCUKALMIO, NPOSBAEHUSA MHTEPCTULMANBHOM
nHeBmoHun [1, 5, 6]. C apyron CTOpPOHbLI, NOCTHaTalbHOE
nHounumposaHne LUMB y pebeHKa, HaxoaAMBLIErocs Au-
TeNbHOE BPEMS B KPUTUYECKOM COCTOSIHWW, MOMNO MNpo-
M30MTU NGO NPW KOHTaKTe C BUPYCOHOCUTENSAMW, NNGO
B CTauWoHape, 6o Npu nepenmMBaHuax npenapatoB KpPo-
BW 1 nna3mbl. 06¢cnegoBaHne Ha cneunduryeckne BHyTpUy-
TpO6Hble MHDEKLMM Ha NepPBOM MecsiLe y pebeHKa He npo-
Boaunocb. Cnegyer oTMeTUTb, YTO Ha GOHEe 3TUOTPOMHOM
Tepanuu y mnageHua He TONbKO KynupoBasuChb KAUHUYE-
cKkue npossneHns LUMBW (TpombounToneHus, renatoum-
TONN3, renatocnieHoMeranus, }entyxa), Ho U OTMeYeHo
ABHOE yNy4lWeHNe COCTOSAHUSA KOXMU U QYHKLIMK XKeNnyao4HO-
KuweyHoro Tpakta. OTpuuatenbHble pesynbratbl MUP Ha
OHK untomeranosupyca nocie Kypca ne4eHns, o MHEeHUIO
HEKOTOPbIX CNEeLMUanmMcToB, ABASIOTCSA NoKa3aTeNnem ycnew-
HOCTUK Tepanuu [14].

Bo BTOpOM HabnwgeHWu WHPUUMpOBaHUE Yy pebeH-
Ka MpoM30WN0 BHYTPUYTPOOHO; MHPEKLMOHHBIA MpoLecc
HOCU/1 XapaKTep NaTEHTHOro UK MasioMaHUDECTHOro (yme-
peHHas entyxa, HeKoTopas TeHAeHUMS K runokoaryns-
LMK, MPU3HAKK BHYTPUYTPOOHOIO MOpPaXKeHs LieHTpaabHOM
HEPBHOW CMUCTEMbI), OJHAKO peannu3oBascs B HEWpPOCEH-
COPHbIX HapyWeHuax cliyxa, KOTopble He UMENU TeHAEeHUNN
K YMEHbLUEHMIO MOCNe Kypca cneunduruyeckon UMMyHOTPOM-
HOWM Tepanuu. Tem He MeHee oTpuuaTenbHble pe3ynbraTbl
MUP B AMHaMKWKe cTanu oCHOBaAHWEM A/ OTKa3a B JaHHOM
cuTyauuKn OT Tepanum raHUMKI0BUPOM.

M3BeCTHO, YTO y AeTeN, NepeHeCLUNX reHepanu30BaHHyo
BpoxaeHHyto LULMBW, nouytn B 50% cnyyaeB oTMevatoTcs
rpybéble HapyleHus ciayxa M NCUXOMOTOPHOIO Pa3BUTUS;
npu nateHTHOM dopme BpoxaeHHon LIMBW puck nopa-
KEHWA c/yxa CYLIeCTBEHHO HWKe — okono 7% [15, 16].
Yawe HapylweHus cinyxa BbISIBASIOTCS YXKe 3a npeaenamu
nepuoga HOBOPOXKAEHHOCTU: OHWM MOTYT NMPOrpPeccupoBaTthb,
nepuoanM4yecKn yMeHbLlIaTbCs UM coveTaTbCs C BeCTUBYNsap-
HbIMW HapyweHuamu [17]. HagexHbiXx KputepueB NporHosa

pasBUTUS OTAANIEHHbIX HapyWeHUN chyxa y AeTen Kak npu
MaHUPECTHOM U TAXKENOoKn, TaK 1 Npu nateHTHon LIMBW noka
He cyuecTByeT. TeM He MeHee HEKOTOpble aBTOpbl yYKa3bl-
BaloT, 4TO 60/lee HU3KUE YPOBHU BUPEMUM, onpeaensiemble
npu TLUP KpoBH, conpsixkeHbl C NyylMM MNPOrHO30M Afs
pa3BuTUa cnyxa [18]. Tak, npu o6¢cneaoBaHumM AeTen B BO3-
pacTte 6 neT, nepeHeclunx NaTeHTHy0 BpoxaeHHyo LIMBH,
YCTAHOB/IEHO, YTO HEMPOCEHCOPHas TYroyxocTb Yalle pas-
BMBanacb y TeX U3 HUX, Y KOTOPbIX NPU POXAEHUN YPOBEHb
BMpPEMUM BbiN =17 Thbic. Konui/mn [19].

Mpo6nema 3TUOTPOMHOM Tepanuu HOBOPOMKAEHHbIX
C NnaTeHTHbIM (6eccMMNTOMHbIM) TedeHnem LIMBW octaetcs
OWCKYCCUMOHHOW. BONbWWMHCTBOM OTEYECTBEHHBLIX U 3apy-
6eXxHblX uccneposatenen [2, 5, 7] npUMeHeHWe NPoOTUBO-
BMPYCHbIX NpenapaTtoB npu aTnx Gopmax 3abonesaHus He
pekoMmeHayeTcs. B To e Bpems yKasbiBaeTcs, 4TO Anu-
TeNlbHas Tepanus BpoXaeHHoW nateHTHon LULMBW ¢ ncnonb-
30BaHWEM aHTMBUPYCHbIX MpenapaTtoB CHUXKaeT 4YacToTy
HapylweHun cnyxa [15]. B aton cBS3M BbiCKa3biBalOTCS
NPEAnoNIOXKEHNUS MO M3MEHEHUIO O6LEeNPUHATLIX MOAXO-
0B B Tepanun 6ecCMMNTOMHbIX GOPM UHPEKLMUU, XOTH Obl
B OTHOLEHWN HOBOPOXAEHHBIX C BbISBNEHHbIMU NPU CKPHU-
HUHIE HapyLEeHUMKU Ciyxa B COYETaHUMM C 0OBGHapyXKeHuem
UMB metomom MMUP [20-22], npu 3TOM MMeeTcs B BUAY
Tepanus BanraHuMKIOBUPOM.

Taknm 06pas3om, BONPOCHI 1e4EHUS MNageHLEB C naTeHT-
HbIMU dopmamu LLIMBU TpebytoT aanbHenLWwero 06CyXaeHus.
B nnaHe npodunaktnkm BpoxaeHHon LIMBU 3acnyxuBatoT
BHUMaHUA paboTbl MO aHTeHaTalbHOMY MCMONb30BaHUIO
NPOTUBOLUTOMEraN0BUPYCHOIO WMMYHOrno6ynunHa. 3T0T
npenapaT NPUMEHSIOT KypcaMu B BUAe BHYTPUBEHHbIX BBE-
AeHU 6epeMeHHbIM; B MOCNEeAHNE rofbl NPaKTUKYETCS TaK-
€ MHTpaaMHUMOTUYECKOE BBeAEeHME U BBeLEHWE B cocyabl
nynoBuHbI Nnaoaa npu noarsepxaeHHon LUIMBW [13]. Takasn
npodunakTMka XOopowo MNepPeHOCUTCH BHYTPUYTPOOHbLIM
pe6EeHKOM U CHUXKAaeT PUCK TpaHcnnaLeHTapHoOM nepegayu
nHdeKumnmn [23].

3AK/IIOYEHHME

MepBbIN U3 NpeacTaBAEHHbIX MPUMEPOB NPOAEMOHCTPHU-
poBan 3aTpyaHEHUs MpW MOCTAHOBKE AMarHo3a (BHYTpw-
YyTPOGHOM MKW paHHen nocTHanbHoW LUMBW) 1 ycnewHocTb
coYeTaHHOW Tepanuu; B TO e Bpems BTopas MCTopwus
6051e3HU (pebeHoK ¢ nateHTHon dopmon LIMBW) nokazana
HeJoCTaTO4HY0 3bdEKTUBHOCTbL OAHOM MU UMMYHO3aMe-
CTUTENbHON Tepanuun (Kak 3T0 PEKOMEHZOBaHO NPOEKTOM
Poccuickon accoumaunn crneumannuctoB nepuHaTtasbHOM
MeauLKHbI). BO3MOXHO, HE06X04MMa AUCKYCCHSA 06 UCMNOb-
30BaHMM BaNraHUMKAOBMPA NPU BbICOKOM PUCKE Pa3BUTUS
TYroyxoctu BcreacTeme nateHTHon LLMBW.

B 3apy6erKHbIx CTpaHax MPUHATO OTHOCUTb NPOTUBOLM-
TOMEranoBUPYCHbIN MMMYHOIOBYINH K CpeacTBam chneuum-
duryeckon npodpunaktukm LLMBU, HO He K cpeacTBam Tepa-
nUK yxKe passusllencs MHbeKuun. Cnegyet OTMETUTb, YTO
CTPOro [foKasaTelflbHblX MCcneaoBaHui TepaneBTUYECKOW
3bPEeKTUBHOCTU MPOTUBOLIUTOMEraNoBUPYCHOIO MMMYHO-
rnobynuHay aeten paHHero sospacta ¢ LUMBW noka HeT, Tem
He MeHee NPOEKT KNMHUYECKMUX PEKOMEHAALMNI MO NEeYEHUIO
BpoxaeHHon LLMBU npeagycmatpuBaet ne4ebHoe npumeHe-
HWEe NPOTUBOLMTOMEranoBMPYCHOM0 MMMYHOIO6YNnHa Kak
npu MaHUdecTHbIX, TaK M NMpuU naTteHTHbIXx popmax LMBN.
YcnewHbln 3apy6exXHbii OnbIT NpeHaTanbHOro NPUMEHEHUS
(no cyTu, neyeHue BHYTPUYTPOOGHOro pebeHKa) no3sonser
NPeanonoXnTb, YTO W MOCTHaTaNbHO 3TOT NpenapaT MoXeT
ObITb UCNOB30BaH C Ne4e6HON Lenbio Npu NOATBEPIHKAEH-
HOM METOAOM MOJMMEPA3HOM LIEMHON peaKkunu Uanm UMMy-
HODEPMEHTHbIM aHanM3omM MaHudecTHONn dopme, a Tak-
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e Npu NaTeHTHON GhopMe MHOEKLIMKU, B NEPBYI0 oYepeb
Y HOBOPOMAEHHbIX C BbISIBJIEHHbIMK NYTEM ayAWOCKPUHMHIa
HapyLWeHUAMU chnyxa.

UndopmupoBaHHoe cornacue

MaTepn nauueHTOB nognucann MHOOPMMUPOBAHHOE
cornacve Ha MCnonb3oBaHWe MEAMULMHCKMUX AaHHbIX CBOMX
LeTen B Hay4HbIX Lensx, a TakKe Ha nybnuMkauuio Mx n3o-
OparKeHUn B MeAMLMHCKOM XypHane, BK/OYas ero anek-
TPOHHYIO Bepcuio (fata noanucaxHma 19.03.2018).
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HegoctatoyHoCTb KomnneKea V AbixaTe/lbHOM Lenu MUTOXOHAPUH, Tl 2, 06yCc/0BAEHHass MyTauusaMu B SAE€PHOM reHo-
Me — peAKoe Hac/ie4CTBEHHOe 3abosieBaHne, BO3HUKalLlee BcieacTBUe MyTalmnin B reHe TMEM70 (TpaHecMeMb6paHHOro
npotenHa 70). C UCrNosb30BaHMEM TEXHOJIOMMW MacCOBOro rnapasijie/ibHoro CeEKBEHUPOBaHUSA y nalyueHTa ¢ 0CO6EHHO-
CTAMU peHoTuna, CUHAPOMOM HEKOMMAKTHOrO MMOKapAa /1€BOro Xeyqo4yKa U BPOXKAEHHbIM MOPOKOM cep/iLia BrnepBble
B Poccumn B reHe TMEM70 66114 BbisiBe€Hbl MyTaumu ¢.317-2A>G n ¢.578_579del, B retepo3nrotTHoM coctosiHuu. MyTtaLrmu
noATBEPKAEHbI METOAOM AByHarnpaB/IEHHOro aBTOMaTUYECKOro CEKBEHMPOBAaHMS.

Knro4eBbie cnoBa: 60/1€3HU [bIXaTe/IbHOM Lienn MUTOXOHAPUH, AT®-6 cuHTeTasa, KoMmnaeke V AbixaTenbHOM Lienu MUTO-
XOHAPUM, HEJOCTaTOYHOCTb, HEKOMIMAKTHbIN MUOKap/ IEBOro XKeJyao4YKa, BPOXXAEHHbIN MOpoK cepaua, TMEM70.

(Ana ymtupoBaHmnsa: Hypkoa H.B, Bawakmaaze H.[., CaBoctbsiHoB K.B, MNywkoB A.A., HectepoB A.H., Hama3zoBa-
BapaHoBa J1.C. HefoctaTo4HOCTb KOMMIEKca V AbIxaTeNbHOM Lenu MUTOXOHAPWM, TN 2 (ATd-cuHTa3bl), 06yCloBNEHHasA
mMyTauuamu B reHe TMEM70: nepBoe KnuHu4eckoe onucaHue B P®. [legnatpuydeckas papmaronorus. 2018; 15 (2):
175-178. doi: 10.15690/pf.v15i2.1874)

BBEJAEHME ApeHosunHTpudocohatcuHtTasa (ATP-cuHTala), HasbiBaemas
XapakTtepucTuKa 3a6oneBaHuUs: KoMnieKcom V abixaTenbHoM uenu MUTOXOHAPUN, — OONH U3
3TUOJI0rUA, NaToreHes Ba*kHenwnx GepMeHTOB, y4acTBYIOLWMX B MpoL,ecce OKUCIIN-
bonesHn gbixaTenbHOW LENU MWTOXOHAPUW — rpyn- TenbHoro ¢gocohopunnpoBaHuns B Knetke [1]. ATd-cuHTa3a,
na HacneAcTBEHHbIX 3abo0feBaHuit, CBA3aAHHbIX C Hapy- COCTOUT M3 16 cybbeaunHul, aABe U3 KoTopbix (ATP-6 CHH-
leHnem paboTbl MUTOXOHAPWUM BCNEeACTBME MyTalMOH- Tasa U AT®-8 cuHTa3a) KoaMpytTca MUTOXOHAPUANbHbIMM
HOM 6noKaabl paboTbl GEPMEHTOB [AblXxaTeNbHOW LEMNu. reHamu, a 14 — qpepHbIMU reHamu. HapyleHve cuHTesa
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Mitochondrial Complex V (ATP-synthase)
Deficiency Nuclear Type 2, Caused by Mutation
in the TMEM70 Gene: the First Case in Russia

Mitochondrial respiratory chain complex V deficiency, type 2 is a rare hereditary disease developing due to mutations in TMEM70
(transmembrane protein 70) gene. Using massively parallel sequencing in patient with phenotype features, noncompaction of the left
ventricular myocardium, and congenital heart disorder, we revealed mutations ¢.317-2A>G and ¢.578_579del in TMEM70 gene both
in a heterozygous state. The mutations were confirmed by bi-directional automatic sequencing.
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AT® npuBOAWUT K NOBPEKAEHNIO MUTOXOHAPUIN, HaPYLLUEHUIO
dYHKLUMIN KNETOK, B TOM 4YUC/le B MUOKapAe, U BOSHUKHO-
BEHUWIO cepaeyHon HegocTaTovyHoCcTH [2]. HepocTaToyHOCTb
AT®-cnHTa3bl, 06ycnoBaeHHas MyTauusamu B reHe TMEM70
(OMIM 612418), — penkoe HacneacTBeHHoe 3ab6oneBaHue,
BO3HMKalolee B pe3ynbraTe HapyweHusa paboTbl AbixaTeb-
HOW Lenu MutToxoHapun [3—5]. TeH TMEM70, anvHon 10 347
nap HyKn1eoTuaoB, PacnosioXKEeHHbIM B XPOMOCOMHOM 06na-
ctn 8qg21.11, KoAMpPYEeT MWUTOXOHAPUANbHbIN TPaHCMEM-
6paHHbIi 6enok TMEM70, anvHon 260 aMWUHOKMCNOTHbIX
OCTaTKOB, MONEeKynapHon maccon 28 969 [a, urpatoummn
BaXKHyl0 ponb B 6GuoreHesze MuUTOXoHapuanbHon ATdasbl.
MyTauun B 3TOM reHe BbI3biBAOT Pa3BUTUE MUTOXOHAPM-
anbHOM aHUedanokapaMoMmnonaTnm, Hacnegyemom no ayTo-
COMHO-PELLECCMBHOMY TUNY, BO3HWKalOWeEN BCNeACTBUE
neduunta ATP-cuHTasbl [1].

Anuaemuonorua

BnepBble 3a6oneBaHne 6bin0 onucaHo B 2008 .
y nauMeHTa ¢ KapgmomuonaTuen, 3ajepKKon Gusnyecko-
ro0 U NCUXOMOTOPHOIO Pasd3BuTUS, GEHOTUMUYECKMMU OCO-
6eHHOCTAMM [6]. B 06LIEN CNOXKHOCTU HA AAHHbIA MOMEHT
onybnuMKkoBaHo onucaHue 48 cnyyaes fJaHHOro 3abonesa-
HUA [7], 4 N3 KOTOPbIX — B apabCcKux [2], a 27 — B PyMblH-
CKMUX cembsix [5, 8].

KnuHuyeckana KapTuHa

3aboneBaHne MaHUPECTUPYET C MNEePBbIX AHEN MKKU3-
HW. [leTu poxkpatoTca ¢ HM3KoW maccon Tena. C Bo3pac-
TOM 3ajeprKKa PU3NYEeCKOro pasBuTUS CTaHOBUTCH 6onee
BblpaxXeHHOW. Y BCeX AeTern onncaHbl cnegyoume ocobeH-
HOCTM ¢deHoTUNna: MAOCKoe NMULO, NIOCKOE MNepeHOoChE,
ANVMHHBIA GUABTP, MUKPOTHaATUS, PEeTporHaTus, LWKMpoKas
CMWHKa HOCa, B3AEPHYTbIM HOC, TOHKas BEPXHAA ryba, HU3-
KO NOCa)KeHHble AUCNNaCTUYHbIE YIWHblE PaKOBUHbI, NYNoY-
Has M NaxoBO-MOLWOHOYHAs rpbiKa [3, 6, 7]. OCHOBHble
K/IMHWYECKMe NposiBieHUa 3aboneBaHusa XxapaKTepusytoT-
CSl 3a4ePKKON GUINYECKOTO U NCUXOMOTOPHOIO Pa3BUTUS,
BblpaxeHHOM AndDY3HOM MblLLEYHOW TMNOTOHUEN, MOpaXe-
HMEM cepaedyHO-COCYyaUCTON CUCTEMbI, CUHAPOMOM MCEB-
[OO06GCTPYKUMK KMLWEYHUKa. Y 60NblUMHCTBA AeTen Habto-
JaloTca nporpeccupytowme HeBpPOIorMyecKme HapyleHus
BMNAOTb A0 TSXeNon nenkoaHuedbanonaTtmm U CyaopoKHOIro
cuHapoma. Y oTAenbHblX NauMeHTOB Hab/oAaloTCs 3Mnu-
304bl 3HUedanonaTMn BO BPEMS OCTPbIX PECNUPaTOPHbIX
BUPYCHbIX UHDEKLUIN, UHDEKLMOHHbBIX 3a601eBaHni, nocne
dU3NYEeCKMX M IMOUMOHanNbHbIX neperpy3ok. Co cTopo-
Hbl CEPAEYHO-COCYAMUCTOM CUCTEMbl OMUCaHbl pasdnuyHble
dopMbl KapanomuonaTuu, BKAOYaAA CUHAPOM HEKOMNAKT-
HOrO MWOKapha NeBOro enygoyka u TaxeNble apuTMuu
(Tabn.) [6, 7]. Y BCex nauMeHTOB BbIBNSIOTCA BblpaXKEeHHbIN
NnakTaTt-aumngos, runepamMoHuemMusl, BO BpeMs KpUM30B —
runepanaHuHuemMms n 3-MeTUNrNIOTaKoHOoBas auuaypus
[4, B].

AnddepeHuManbHbIi gUarHos

MpoBoauTca ¢ 3a6oneBaHUs MU M3 FPynnbl opraHuye-
CKMX auuaypui, HapylleHWn MUTOXOoHApuanbHoro Geta-
OKWUCNIEHUA KUPHbIX KWCNOT; GONE3HAMMU [AbixaTeNbHOMN
uenu MUTOXOHAPWUH, OBYCNOBMEHHbIX HEAOCTATOYHOCTbIO
I 11 [, IV KoMNNeKcoB AblxaTe/ibHOW Lenn MUTOXOHAPWN;
B CBSI3M C Haln4nem y pebeHKa ocobeHHoCcTen deHoTMna
1 3aAepPKKM GU3NYECKOTO U MCUXOMOTOPHOIO Pa3BUTUA —
C XPOMOCOMHbIMK 3a60/ieBaHUSAMKN, OCOBEHHO C CUHAPO-
MaMu MWUKpoAeNneumMn u MUKpoAyMIMKaLMN XPOMOCOM,
BK/OYAA MUKPOAENELMIO KOPOTKOro rnjaevya XxpoMocombl 1
(1p36).

Ta6nuuya. 1. MNokazartenu MPT cepaua ¢ BHYTPUBEHHbLIM
KOHTpacTUpoBaHWeM 06CNeJ0BaHHOMo NauMeHTa

Table. 1. Parameters of cardiac MRI with intravenous contrasting
of the examined patient

HopmanbHbie
Mokasarenb 3HauyeHue 3HavyeHus
ANA Bo3pacrTa [6]
LV EDV M 59,0 -
LV EDV/BSA mn/m2 41,2 56-104
LV ESV M 34,0 -
LV ESV/BSA mn/m2 23,7 16-40
Lvsv M 25,0 -
LV SV/BSA m/m2 17,4 36-72
LV EF % 42,4 56-76
RV EDV M 49,0 -
RV EDV/BSA M/ M2 34,2 60-108
RV ESV M 26,0 -
RV ESV/BSA M/ M2 18,1 18-46
RV SV M 23,0 -
RV SV/BSA M/ M2 16,1 36-68
RV EF % 46,9 54-70

lMpnumeyaHue. LV EDV — KOHEYHO-AMaCTOIMYECKUI 06BbEM NEBOr0
wenygodka (J1XK), BSA — nnowaab noBepxHocTu Tena, LV ESV —
KOHEYHO-cUcTonmyecknn oo6bem JIXK, LV SV — yaapHbii o6bem JIK,
LV EF — dpakuma Boibpoca JIXK. RV— npaBbiv )enyaoyek.

Note. LV EDV — left ventricular (LV) end diastolic volume, BSA —
body surface area, LV ESV — LV end-systolic volume, LV SV — LV
stroke volume, LV EF — LV ejection fraction. RV — right ventricle.

K/JIMHUYECKUM CNTYYAH

MpeactaBnsieM NepBoe KIMHUYECKOE ONUcaHe POCCUi-
CKOro nauueHTa ¢ HeaoCTaTOYHOCTbIO KoMMaeKkca V abixa-
TEeNbHOW LUEenu MUTOXOHAPWWA, TUN 2, 06YCNOBNEHHOW MYyTa-
LMAMKU A4epHOro reHoma, Kotopas Oblia AMarHocTupoBaHa
B 1abopaTopun MONEKYNAPHON FEHETUKN U KNEeTOYHON 6UO-
norun ®ray «HMHL, sgopoBbs aeten» MuHaapasa PP [9].

Manbynk, Bo3pacTt 4 ropa, 4 mec. Habnwopaetcs
B LleHTpe no noBofy HeKknaccuduunpyeMom kapanommona-
Tun: funepTpoduyeckas KapamommonaTuns, HeO6CTPYKTUB-
Has. [MoBblWeHHaa TpabeKynsapHOCTb N1E€BOr0 XenyaouykKa.
BporaeHHbIM NOPOK cepaua: YaCcTUYHbIM aHOMasbHbIM Ape-
HaX)X NIeBbIX BEPXHELONEBbIX SIEFOYHbIX BEH, CynpaKkapanaib-
Hasa dopma. [lBycTBOpYaThIM NerovyHbl KnanaH. HapylweHue
puUTMa cepaLa: MoHomMopdHas Kenyao4KoBas 9KCTPacucTo-
nva. K Il no Ross. HapylueHre ncnxopeyeBoro pa3BuTus,
BTOPUYHbIA MMONATUYECKUI CUHAPOMD.

CeMmeliHbIf aHaMHe3 oTaroleH: 6pat npobaHaa ymep Ha
BTOPbIE CYTKM N3HWU. Pe6EHOK OT 6-11 6epeMeHHOCTH, NpPo-
TeKaBllen 6e3 0co6eHHOCTEN; OT 3-X POAOB Ha 36-i Heaene
rectauuMu nyTem nNaaHoOBOro KecapeBa cedvyeHuss. Ha 32-i
Hefene rectauuu, No gaHHbiM nposefeHHoN Ixo-KI, obHa-
py)XeHa aHoOManus pa3BuTusa, maMa pebeHKa HanpasfieHa
B HL| CCX nm. A.H. bakyneBa ansa o6¢cnegoBaHus — BbiBne-
Ha runepTpodus muokapaa. Macca npu poxaeHuun 2400,
nnvHa tena 48 cm, oueHKka no APGAR 7/8 6annoB. C nep-
BbIX AHEN XWM3HM OTMeyvyanacb naoxas npubéaBKa B Macce
Tena, 3ajeprKKka MOTOPHOI0O U MCUXOPEeYeBOro passuTua. Jo
OAHOro roga Habngancsa ¢ guarHo3om «f’mneptpoduyeckas
KapaMomuonaTus HeoOCTPYKTUBHAS, YMEPEHHbIN CTEHO3



NIero4yHon aptepun». PeBGeHKy MUCKIlYeHa XPOMOCOMHas
natonorna — Kapuotun 46 XY, HOpMaibHbIA MYMKCKOW;
UCcKNtoYeHa 6onesHb HumaHHa—Iuka, Tun C.

BnepBble o6¢cneaoBaH B rAY «HMWL, 3q0poBbs aeTeim»
MuHsapaBa PP B Bo3pacTe 2,5 neT. [lon ocMOTpe BbISIB/IEHbI
chnepytowne ocobeHHOCTH deHoTMna: aHTUMOHIONOUAHbIV
paspes rnas, TOHKMEe y3Kue 6pOBM, ANCMNIACTUYHbIE HU3KO
NOCaXKeHHbIE YLIHble PAaKOBWHbI, MUKPOrHaTKA, LIMPOKas
Lest C KpbINOBUAHBbIMY CKNagKkamu. Habnoganucb 3agepKa
dn3nYecKoro paseuTus, BblpaxeHHas andodysHasa Mblwey-
Hast TMNOTOHUS, 0COBEHHOCTM NOBEAEHUS, 3a4epPrKKa NCUXO0-
peyeBoro pa3suTus. 1o gaHHbIM Y3U cepaua 3anofo3peHa
KapAnomuonaTtus: KOHLEHTPUYECKas KapamoMmonaTus Mno-
KapAa enyaoyKoB cepaua, IoKanbHoe yTonweHne 6asanb-
HOMO CEermMeHTa MEXIKenyoo4KOBOM Neperopofku u nepea-
HEeN neperopogoyHon CTEHKM 6e3 OO6CTPYKLMM BbIBOAHbIX
TPaKTOB XeNyao4yKoB, [ABYCTBOpYaTbI KNamaH JfIero4Hon
apTepun 6e3 HapyweHUs reMogUHaAMUKMK.

C uUenblo OLEHKWU CepaeyvyHoro putMa M NpoBOAMMOCTHM
BbINOJIHEH CYTOYHbIN XONTEPOBCKUI MOHMTOPUHI KT BbISB-
fleHa YMEepPEeHHO 4acTas XeNyaoyKoBasi IKCTPacucTonus.
B pamkax goo6cnenosaHuns nposefeHa KT opraHoB rpyaHom
KNETKU C KOHTpacTUpoBaHWEM: 4aCTUYHbIN aHOMalbHbIN
ApeHaXk BEpPXHeW A0NM NEeBOro NIErkoro Yyepes3 BepTUKaib-
HYI0O BEHY B YyCTbe 6e3bIMAHHOM BeHbl. 10 gaHHbIM MPT
cepala ¢ KOHTpacTHbIM ycuNeHMeM NOATBEPKAEH ANArHO3
HEKOMMAKTHOrO MUOKapha NeBOro Kenyaoyka ¢ ymepeH-
HbIM (42%) CHUXEHWEeM ero CoKpaTUTebHOW CNOCOGHOCTH
(puc. 1).

MPT cepaua ¢ BHYTPUBEHHbLIM KOHTPacTMpPOBaHMWEM:
KayecTBO MCCNeAoBaHUA CHWXXEHO BCNeACTBME Mano-
ro Boadpacta nauueHTa u ero npebblBaHWMA B COCTOSHMM
MEAMKaMEHTO3HOro cHa. [lonyvyeHbl uM3o6paxeHuns B 2-,
3-, 4-KaMepHOM MNPOEKLMAX U B MPOEKUMU MO KOPOTKUM

Puc. 1. MarHuTtHO-pe3oHaHcHasa Tomorpadus cepaua
C KOHTPACTHbIM YCUNEHUEM

Fig. 1. Cardiac magnetic resonance imaging with contrast
enhancement
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MpumeyaHme. MP KapTuHa runeptpodun MMoKapaa 1eBoro
Kenyfo4YKa ¢ UICTOHYEHNEM KOMMNAKTHOIO C10Si U yMEPEHHbIM
CHUXEHUEM COKpaTUTENIbHOM aKTUBHOCTH.

Note. MR pattern of myocardial hypertrophy of the left ventricle
with thinning of the compact layer and a moderate decrease in
contractile activity.

ocsM. KMHO-peXuMM: CoKpaTuUTeNbHasa akTMBHOCTb MPaBoro
W NIEBOrO eNyao4KOB YMEPEHHO CHUXKeHa. BLonb 60KOBbIX
N HUKHUX CTEHOK B CPEAHEM M BEPXYLWEYHOM CermeHTax
OTMEYalTCs 4acTO PacnofioXKeHHble pa3HOoHanpaBfiEHHbIe
TpabeKynbl. MakcmanbHas ToNWwnHa TpabeKynsapHoOro cnos
40 9 MM, KOMNaKTHOro — Ao 3 MM. OTmMeYaeTcs yMepeHHoe
WUCTOHYEHUE W CHUXKEHME COKpaTUTENbHOW CMOCOGHOCTU
KOMMaKTHOro cnosi MMoKapZa BAONAb Tpabekyn. TonwwuHa
neperopoakn ao 4-5 mm. T2-IR stir (Short tau inversion
recovery, KOpPOTKO€ BPEMS WMHBEPCUM): NATONOMMYECKMUX
W3MEHEHWI B CTPYKTYpe MUOKapaa He onpegensetcd. T1-IR:
NaToONOrMYECKMX M3MEHEHUN B CTPYKTYpe MUOKapaa He
onpegensetcs. MNepdyauns: yiacTkoB 3ameaneHums nepbdysum
He onpegensetcs. JleroyHble BEHbl OT BEPXHEN JONM NEBO-
ro NIerkoro BnajaloT B BEPTUKANbHYO BEHY, MPOXOAALLYIO
BAO/b NJEBPLI M BNajatoLwyto B 061acTb COeAMHEHUS NEBOM
NOAK/IIOYUYHON U NEBOW APEMHON BeH. PaHHee KOHTpacTu-
poBaHue: MP-npuM3HaKoOB BOCNanMUTENbHbIX U3MEHEHWUIH He
onpegensietcs. o3aHee OTCPOYEHHOE KOHTpacTMpoBaHWe
(8-20 MUWH): MP-nNpu3HaAKOB CTPYKTYPHbIX M3MEHEHWN He
onpeaensietcs. lNepukapa YeTKUM, POBHbIN, NaTONOrMYECKMNX
CKOMJIEHWN KMAKOCTU He BU3yanuasupyeTtcs. Baonb gnadpar-
Mbl BbINOT 4O 3 MM.

Y4yuTbiBad, deHoTUNNYECKHE 0CO6EeHHOCTH
pebeHKa, HanMyiMe BPOXKAEHHOro MOpPOKa cepaua
N 3a[EPIKKM NCUXOPEYEBOro pa3BuTma pebeHKy nposeaeH
XPOMOCOMHbIM MUKPOMATPUYHbINA aHann3. MoneKkynsipHo-
LMTOreHeTM4yecKkoe mccnegosaHve reHomHon JHK, Bbige-
NIEHHOW M3 Le/IbHOM BEHO3HOW KPOBW pebeHKa, npoBeje-
HO Ha MUKpomaTpuuax BbICOKOro paspelueHuns Affymetrix
CytoScan HD (CLUA). [eneunit 1 aynnukauui pasmepom
6onee 50 TbiC Nap HyKIEOTUAOB He 0GHapPYKEHO, aHeyno-
WOMA WU aHOMaflbHOE YMCNIO YHaCTKOB, MPOTSXKEHHOCTbLIO
6onee 3000 TbicAY Nap HYKNEOTUAOB C NOTepPEn reTeposu-
FOTHOCTH, HE BbISIBNEHO.

Pe6eHKy Ha3HayeHa W npoBefeHa TaHgemHas macc-
CNeKTpoMeTpusi: NoKal3aTenen, CBUAETENbCTBYIOWMX
0 pa3BUTWUM HaCNEACTBEHHbIX aMUHOoaumngonaTum, aedbeKkToB
MWUTOXOHAPWANbHOrO 6€Ta-OKUCNEHNS U OPraHUYEeCKUX aLm-
LYPUN, HE BbISIBNEHO.

OBCYXAEHME

B cBA3K ¢ Hanuuuem y pebeHKa runetpoduyecKon
KapaAnomMMONaTUKU, CHUXKEHMEeM COKpaTUTeNbHOM Cnoco6-
HOCTWM MMUOKappa NeBOro Xenygoyka no gaHHbiM MPT
W MblllEeYHON cnabocTu C Lenbio BepuduKaumnm amarHosa
npoBeAeHO MONEKYNApHO-reHeTnyeckoe obcnegoBaHue
C MCMONb30BaHNEM TEXHOIOMMM MACCOBOro napanfienbHo-
r0 CEeKBEHMpOBaHWS, MO3BOAsOWeEe NpoaHann3vpoBaTb
TapretHble o6nactv 404 reHoB, MyTaLMK KOTOPbIX NPUBO-
OAT K pa3BUTUIO FEHETUYECKUN LeTEPMUHUPOBAHHbIX Kapau-
omMuonaTum U KaHanonaTtuMm CUHAPOMANbHOM U HECUHAPO-
ManbHOM npupoabl [9].

B wuHTpoHe 02 reHa TMEM70 BbiiBneHa MyTauus
c.317-2A>G B reTepo3uroTHOM COCTOSIHMM, NpPUBOAALLAA
K HapyleHWio crialcuHra, Torga Kak B aK3oHe 03 reHa
TMEM70 — wmyTtaumsa ¢.578_579del (puc. 2) B reteposu-
FOTHOM COCTOSIHWMM, MPUBOASLLAA K CABUTY PaMKKU CYUTbIBA-
HUSA p.Thr193Serfs*6. MyTaunn onucaHbl paHee y nawlmeH-
TOB C HEJOCTaTO4YHOCTbO ATd-CcHHTETA3bl M HEOHaTalbHOM
MWTOXOHAPWANbHOW 3HUedanokapamomumonatnen [4, 6].
06e MyTauuu, BbIIBNEHHblE METOAOM MacCOBOro napasn-
NIENIbHOr0 CEKBEHWPOBAHUS, MOATBEPKAEHBI METOAOM NPS-
MOro aBTOMaTM4eCKOro ceKBeHMpoBaHus no CaHrepy.

MocpeacTBOM MPOBEAEHHbIX UCCNefoBaHUM Gbin ycTa-
HOB/EH AuarHo3 «HegocTaTo4yHOCTb KoMmfeKkca V gbixa-
TENbHOW Lienn MUTOXOHAPWIA, TN 2 (HeaocTaTo4YHOCTb ATP-
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Puc. 2. MyTtauum ¢.317-2A>G v ¢.578_579del B reTepo3UroTHOM COCTOsiHUM B reHe TMEM70
Fig. 2. Mutations ¢.317-2A>G and ¢.578_579del in the heterozygous state in the TMEM70 gene
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lMpumeyaHne. Cnesa (A) xpomaTorpamMmma cnjiancMHroBon mytaumm ¢.317-2A>G B reTepo3nroTHoM cocTtosiHuun. CnpaBa (b) xpomaTtorpamma

neneummn ¢.578_579del B reTepo3nroTHoM cocTosiHun B reHe TMEM70

Note. On the left (A), a chromatogram of ¢.317-2A>G splicing mutation in the heterozygous state. On the right (B), a chromatogram
of ¢.578-579del deletion in the heterozygous state in the TMEM70 gene

CUHTETa3bl), ayTOCOMHO-PELIECCUBHbIV TUN HacaefoBaHUs».
Pe6eHoK nonyyaet MeTabo/IMyeCcKyto Tepanuio (1eBOKapHU-
TUH, yBMAEKapeHoH), HanpaBfeHHYD Ha BOCCTAaHOBMEHWE
paboTbl AbIXxaTeNbHOM LEenn MUTOXOHAPWI, a TaKXe Tepanuto
XPOHUYECKOW Ceplie4HON HEeLOoCTaTOYHOCTHU, aHTUarperaHT-
HYIO M @aHTMaAPUTMUYECKYIO Tepanuio (KanTonpun, MeTonpo-
fiona CyKuUMHaT, aueTuncanuuuioByl0 KUCNOTY), Ha ¢GOoHe
4yero oTMevaeTcs NONOXNUTeNbHas AMHaMUKa: 3Ha4YuTeNbHoe
noBblleHNe GU3NYECKON aKTUBHOCTU, YMEHbLUEHNE YHK-
LLMOHaNbHOIO Knacca cepaevyHon HeaoCTaTOYHOCTH, 3HauK-
TenbHOE yNy4lleHne CoOKpaTUTEbHOM CNOCOBHOCTM NEBOro
}enygoyka ot 42% 0o HOpMbI.

3AKJ/TIOHEHUE

Penkve HacneactBeHHble 3aboneBaHWs BCTpevatoTes
B MpaKTUKe Bpa4vyen NpaKTUYeCKW BCeX crneuunanbHOCTEN.
Bepudukauma To4HOro gnarHosa HacnencTBEHHOro 3abo-
NeBaHUs C UCMNONb30BaHUEM COBPEMEHHbLIX MONEKYISPHO-
reHeTUYeCKUX MeTOAO0B., OCOOEHHO TaKOro pPeakoro Kak
HeLOCTaTO4YHOCTb KoMMaeKca V AblxaTeflbHOW Lenn MUTO-
XoHAPWUH, TN 2 (ATP-CcHHTa3bl), 06YCIOBIEHHON MyTaLUAMM
B reHe TMEM70, gaeT BO3MOXHOCTb Ha3Ha4uTb pebeHKy
Heo6X0AUMYI0 Tepanuio, NPOBEeCTU MEeAMKO-reHeTU4ecKoe
KOHCY/IbTUPOBaHWE CeMbM, NPU HEOOXOAMMOCTU Npeano-
XUTb NpeHaTanbHylo U/1nu npeanumnaaHTaLMoHHyo JMarHo-
CTUKY, @ TaKXe MCMnosib30BaTb Apyrue npodbunakTnyeckme
MeTOAbl BbICOKOTEXHONOMMYHbLIX PENPOAYKTUBHbLIX TEXHOMO-
FMK, HanpaBJ/ieHHblE Ha CHUXEHWE NOBTOPHbIX Cy4YaeB BO3-
HUKHOBEHWUS AaHHOro 3a60/ieBaHUs B OTAIOLLEHHOW CEMbE.
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0O60cHOoBaHMe. BpoxAeHHbIN 6ynne3Hbin anuaepmonns (Bb3) oTHocuTCs K rpynne peaKknx HacieacTBeHHbIX 3a601eBaHni
C TSXKEJIbIM [oOPaXKeHNeM Koxu. [ns anctpopuryeckon gopmbl B63 xapakTepHa noivnopraHHas natoaorus, ConpoBoXaato-
Ljasicsl HapylueHmeM HyTpUTUBHOro ctatyca. [15 6osiee TO4HON OLUEeHKM HYTPUTUBHOIO cTatyca, njiaHupoBaHUs U KOHTPOJIS
3¢ PEKTUBHOCTH HYTPUTHMBHOM MOALAEPIHKKM MOMUMO @HTPOMNOMETPUYECKMX MHAEKCOB Ba)HO OLjeHMBAaThL oKa3aTe/im cocTa-
Ba Tena. Llenb uccnepoBaHmuss — 13y4nTb BO3MOXKHOCTb M Lje/1eC006pa3HOCTbL MCI0JIb30BaHUS METOA0B OL|eHKM cocTaBa
Tena y geten ¢ guctpooudeckon popmornt B63. Metoabl. B ncciepoBaHne BKIOYEHbI 43 pebeHKa ¢ AUCTPOPUYECKOM
¢opmoit BE3 B Bo3pacTe oT 2 Mec ¥M3HU 40 16 neT 2 mec. AHTPONOMETPUYECKME MHAEKCHI Z-SCores macca Tesna/Bo3-
pact (WAZ), anvHa tena/ Bo3pact (HAZ) u nHaeKke maccel Tenia/Bo3pacTt (BAZ) oueHuBaInCh C NMOMOLLbIO KOMMbIOTEPHOM
nporpammbl WHO AnthroPlus. Bo3aylwHas 6ogunaetuamorpagus nposoaunack Ha annapare PEA POD (LMi, CLUA), npes-
Ha3Ha4YeHHOM [/ UCT0/Ib30BaHNA y AeTel nepBbiX MecsueB X13HW. bruonmnegaHcomeTpus BbINoJIHEHa AETAM cTaplue
6 n1eT no ctaHAapTHON TeTpanoaspHou cxeme. Pe3ynbTtatbl. [ns Aeten ¢ guctpopuyeckor ¢opmoint B3 xapakTepHO
CHMKeHne nHaekcos WAZ (-2,24+1,46) u BAZ (-2,5x1,74). UHpekc BAZ Huxe -3 (Taxenas HeJoCTaTO4HOCTb NUTaHMS)
3apernctpupoBaH y 21 pebeHKa. buonmnegaHcomMeTpusa nMmena CyLeCTBEHHbIE OrpaHUYeHns (MopaKeHne KOXnU u/uam
Hanau4yue pybLIoB B MecTax CTaHAapTHOIro Ha/loXKeHNUs 31eKTPoA0B), Gblia NnpoBejeHa 5 y4acTHUKaM nccaefoBaHus U fana
UCKaKeHHbIe pe3y/ibTarThl (MPOLUEHTHOE COAEpKaHMe XUpa U aKTMBHOM KJI€TOYHOM MacChl 0Ka3a/imCb HOPMaJslbHbIMU JlaxKe
y A€TEN C YMEPEHHOM U TSIKENION HYTPUTUBHOM HEAOCTAaTOYHOCTbIO). Bo3ayluHas 604nnaeTu3morpapus npogeMoHCTPUPO-
BaJsla KOPPEKTHbIE pe3y/ibTathl, O4HaKO AaHHbI METOA UMEN OrpaHn4eHus Mo Becy pebeHKa M COCTOSHUIO KOXKHbIX MOKPO-
BOB. 3aKn4eHune. MeToabl OUEHKU cOCTaBa Tesla HeLeaecoobpasHo MPUMEHSATb B KIMHUYECKON NpaKTUKe 4151 OLEeHKH
HYTPUTMBHOIO cTaTyca U ero IMHaM1M4eCKOoro KOHTPOIs y AeTen ¢ AucTpogpuyeckon opmosr BES.

Knro4deBbie cnoBa: geTv, BDOXAEHHbIN O6y/1/1€3HbIN 3MUAEPMOIN3, 604nnneTnamorpadus, buonmneaHCoOMeTPUs, CocTan
Tena, HyTPUTUBHBIN CTaTycC.

(Ansa yutupoBaHnn: Makaposa C.I., HamasoBa-bapaHosa J1.C., MypawkuH H.H., Ennwes P.B., Yym6aase T.P., Acakos [.C.
Llenecoo6pa3HoCTb UCCea0oBaHNS COCTaBa Tefa C Lefibio OLLEHKM U MOHUTOPUHIa HYTPUTUBHOTO cTaTyca y AeTew C AMCTPO-
dunyeckon dopmor BpoxaeHHOro 6ynne3Horo annaepmonnaa. lNeguatpmnyeckas papmaronorus. 2018; 15 (2): 179-183.
doi: 10.15690/pf.v15i2.1875)

OBOCHOBAHME $aKTOPHOro reHesa, NPUYMHbLI KOTOPOW HOCAT Kak 3HAO-

BpoxaeHHbIn 6ynnesHbi anngepmonus (B63) — rpyn-
na peakux (opdaHHbIX) HacneACTBEHHbIX 3abofieBaHUN,
XapaKTEePUIYIOLLMXCS HapYLLEHNMEM MEXKNETOYHbIX CBA3EN
B 3anuaepMuce uau anuaepmanbHO-AepMasbHOM COeaM-
HEHWUW, NPUBOAAWMM K 06pa30BaHMIO My3blpEN Ha Koxe
W/WAN CAN3UCTbIX 060/104Kax JaxKe NPy HEe3HaYUTEebHOM
X TPaBMUPOBAHWW. BynnesHbi 3NMOAEPMOIN3 XapaKkTe-
pu3yeTcs BPOXAEHHbIM Ha4vanom nM6o GopmMMpoBaHUEM
60/1€3HU C NEPBbIX MECSALEB KU3HW, HEMPEPLIBHLIM TeYe-
HMWEM C YacTbiMK 060CTpeHUAMNM [1].

Onsa guctpodunyecknx dopm 601€3HU CBOMCTBEHHO
KpanHe Tshenoe TeyeHue, B 60/bLIMHCTBE clydaeB BB3
COMPOBOXKAAETCH HYTPUTUBHOM HELOCTATOYHOCTLIO MHOIO-

FEHHbIN, TaK U 3K30rEeHHbLIN XapaKTep W, MO CyTH, BKAKOYalOT
B ceb6s BCe BO3MOMXHble NaToreHeTM4yecKkue MexaHU3Mbl
dopmMMUpoBaHUS HELOCTATOYHOCTU NUTAHUA [2—4].

[loMMMO HepgocTaTo4HOro Habopa mMacchl Tena, ana geten
¢ auctpodbuyeckon dopmon BB xapaKTepHO M oTCTaBaHue
B POCTE, NPUYNHA KOTOPOro 0 KOHLa He fcHa. 1o Bcen BUan-
MOCTH, UMEET 3HaYeHMe xapaKTep MyTauuu: TaK, 3ajepKKa
$U3NYECKOro Pa3BUTUS Yy ETEN C PELEeCCUBHbBIM AUCTPODU-
yecknm BB3 HauuHaeTcs BO BHYTpMyTPOOGHOM nepwuoge [5].
TaKxe cuuTaeTcs, 4TO UMEIT 3HaYeHue XPOHUYECKOe BOC-
naneHue u NPoAyKLUMS NPOBOCMNANUTENbHbIX LUTOKUHOB [2].

AHTPONOMETPUYECKUE [AHHblE, B TOM 4YUCNEe WU TaKoM
noKasaTeslb, KaK WMHAEKC Macchbl Tena (OTHOLWEHWe Beca



B KMOrpamMmax K KBagpaTy pocTa B MeTpax), No3BOns-
OWKWA OLEHUTb COOTBETCTBME Beca ANA AaHHOro pocTa,
HWYEero He roBOPUT O COOTHOLWIEHWM MACChl }KMPOBOM TKaHU
n 6e3XXMpoBOM Macchl Tena. MMeHHO noatomy Ana 6onee
TOYHOM OLEHKM HYTPUTMBHOMO cTatyca M KOHTPons addeK-
TUBHOCTH, a TaKXe KOPPEKLMU HYTPUTUBHOW MOAAEPIHKKM
NOMMMO aHTPOMOMETPUYECKUX MOKa3aTeNen BaxHO oue-
HMBaTb NoOKazaTenun coctaBa Tena. lpuMeHeHne Knaccu-
4YeCKOW KanunepomeTpuu, 3aKioyalowencs B NA0THOM
3axBaTe NpPuGopPoOM KOXKM BMECTe C MOAKOXKHOM XKMPOBOM
KNeT4yaTKoM Ha onpeaeneHHblX yHacTKax Tena, y aeten ¢ B3
HEBO3MOHO MO 3TUYECKUM MpuynHaMm. M3 obLenpuHaTbIX
B HacTosilee BpeMs 60siee TOYHbIM CYMTAeTCd MeTof BO3-
[ywHon 6oannnetTuamorpacduu [6, 7], KOTOpbIA NO3BONSET
onpeaensitb 6€3XKMPOBYIO (TOLLYIO) Maccy, KMPOBYO Maccy
(B KI) M OTHOCUTENbHOE COAEPKAHMUE XKUPa B TKaHAX AeTen
M B3POCAbIX. ¥ MNajeHUeB C Maccol Tena MeHee 8 Kr
ycnewHo ucnonb3dyetca annapat PEA POD (LMi, CLUA) [8].
Ona peten B Bo3pacTe cTaplwe 5 net Havbonee LWUMPOKO
ncnonblyetcs GMoaNeKTpuyeckas GuonmnesaHcoMeTpus
no cTaH4aPTHOM YETbIPEXKOMMNOHEHTHON CxeMe, NO3BONSAI-
was onpeaenstb cinegylolmne napameTpbl: XMPOBYO Maccy
Tena, 6e3XMPOBYIO (TOLLYID) Maccy, NPOLLEHTHOE COoAeprKa-
HWE XMpa, aKTUBHYIO KJIETOYHYIO Maccy, yaenbHblA (HOp-
MUPOBAHHbIN Ha nNaowWajb MOBEPXHOCTU Tena) OCHOBHOM
o6MeH, obllee cogepraHWe BOAbl B OpraHnu3me, o6bLEM
BHEK/NETOYHOM KUAKoCcTn 1 ap. [9-11].

Llenbto HacTosiWero nccnefoBaHus 6b110 U3yYeHne BO3-
MOXHOCTM U LLeNecoo6pasHOCTM UCMOb30BaHMsA METO40B
OLLEHKM cocTaBa Tena (6MoumnegaHcoMeTpun M 6oaunne-
TM3mMorpadun) y geten ¢ guctpoduyeckon popmon BEI.
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OnucaHue meToa0B

BuonmnegaHcHbIM aHann3 y fjeTen ctapwe 6 net npoBo-
AWAcs ¢ ucnofib3oBaHMeM 6UonMnNeLaHCHOro aHanmMsaropa
ABC-01 «Mepacc» (HTL, «Mepacc», MockBa) — npubopa
YHKLMOHANBHON AMarHOCTUKM, MO3BOMSIOWErO MOAYYUTb
06bEeKTMBHbIE [JaHHble O cocTaBe Tena 4venoseka [12].
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Feasibility of Studying Body Composition in Order to Assess

and Monitor the Nutritional Status in Children with Congenital
Dystrophic Epidermolysis Bullosa

Background. Congenital epidermolysis bullosa (CEB) belongs to the group of rare hereditary diseases with severe skin lesions.
Congenital dystrophic epidermolysis bullosa (CDEB) is characterized by multiple organ dysfunction accompanied by impaired
nutritional status. For a more accurate assessment of nutritional status, planning and control of the efficacy of nutritional support, it
is important to assess body composition parameters in addition to anthropometric indices. Our aim was to study the possibility and
advisability of using methods for assessing the body composition of children with CDEB. Methods. The study included 43 children
with CDEB aged from 2 months to 15 years. Z-scores anthropometric indices weight-for-age (WAZ), height-for-age (HAZ), and body-
mass-index-for-age (BAZ) were estimated using the WHO AnthroPlus software. Air displacement plethysmography was performed
on the PEA POD (LMi, USA) intended for use in infants. Bioimpedansometry was performed in children older than 6 years according
to the standard tetrapolar technique. Results. For children with CDEB, a decrease in the indices of WAZ (-2.24 + 1.46) and BAZ
(-2.5 = 1.74) is typical. BAZ below -3 (severe nutritional deficiency) is recorded for 21 children. Bioimpedansometry had significant
constraints (skin lesion and/or scarring at the sites for standard positioning of electrodes), was performed for 5 study participants
and produced erroneous results (the percentage of fat and active cell mass turned out to be normal even in children with moderate
and severe nutritional deficiency). Air displacement plethysmography showed correct results, but this method had baby weight and
skin state limitations. Conclusion. Methods for assessing the body composition should be applied in clinical practice to assess the
nutritional status and its dynamic control in children with CDEB.

Key words: children, congenital epidermolysis bullosa, body plethysmography, bioimpedansometry, body composition, nutritional
status.
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M3mepuTenbHble U TOKOBble 3EKTPOAbl HaKNagblBaaucChb
Nno cTaHgapTHOM TeTpanonspHon cxeme. lpuHuMn pabo-
Tbl @aHanM3aTtopa OCHOBAH Ha U3MEPEHWUN INEKTPUYECKOro
COMPOTUBNIEHUS TKaHeWn opraHuama — 6GuomMmnegaHca, no
KOTOPOMY KONMYECTBEHHO OLIEHMBAOTCS pPasfiMyHble KOM-
NMOHEHTbLI Tena.

Onpeaensnu cnegylolme napameTpbl:
° WHAEKC Macchbl Tena;
®  KMPOBYIO Maccy, HOPMUPOBAHHYO NO POCTY;
° TOuLyto Maccy;
° aKTMBHYIO KNleTo4Hyto maccy (AKM) n npoueHTHOe coaep-

*aHWe aKTMBHOM KneTo4Hon macchkl (% AKM);
® CKeNleTHO-MbILUEeYHYI0 Maccy;
®  006bEM KUAKOCTHbIX CEKPETOB OPraHn3ma;
® YypOBEHb OCHOBHOIo 06MeHa;

° yaeNbHbl O6MEH;
° ($as30BbIf yrosn.

Ona onpefeneHuss HOpMaibHbIX 3HAYEHWUN MPUMEHS-
JINCb LEHTWUbHbIE KPUBbIE pacnpeneneHus cpejHux noka-
3aTenen, a TakXe NoKkasaTenu KOMMOHEHTHOro cocTaBa
Tena.

BosgywHas 6ogunaetnamorpagus nposoaunacb Ha
annapare, NnpegHa3Ha4YeHHOM A5 AeTein nepBbiX MecsueB
*n3Hu, — PEA POD (LMi, CLLA): onpeaenanncb 6e3>kMpoBas
(Towas) macca (Kr), *upoBasi Macca (Kr) 1 OTHOCUTESIbHOE
cofleprKaHune upa B TKaHax (%) y AeTen ¢ Maccon Tena Ao
8000T.

PE3YJIbTATbI

Y4yacTHUKU uccnepoBaHusa

B nccnepnoBaHue 6binn BKAOYEHbI 43 pebeHKa ¢ ANCTPOo-
dunyeckon dopmort BB, NocKonbKy, Kak Nokasanu pesyib-
TaTbl COGCTBEHHOrO aHanu3a, NPoBeAEHHOro paHee, UMeH-
HO Ans geten ¢ agucTpoduyeckon cdopmon 3aboneBaHus
XapaKTepHbIM ABASETCSH BblPaXXEHHOE HapylleHWe HyTpu-
TMBHOro crtaTtyca [13]. COOTBETCTBEHHO, UMEHHO Yy 3TOM
KaTeropun 60SbHbIX OCTPO CTOWUT BOMPOC HEOBXOAMMOCTHU
OpraHn3aunn HyTPUTUBHOW MOAAEPKKM M KOHTpONsA ee
abdbeKkTMBHOCTU. Bo3pacT aeten coctaBnan or 2 Mec [0
16 neT 2 Mec. Y Bcex AeTen NPOBOAMINCE MBMEPEHUSA MacChl
W ANWHbI Tena ¢ NocneaylowmM pacieTom Npu NoOMoLM KOM-
nbtotepHon nporpammbl WHO AnthroPlus aHTponomeTpu-
YECKMUX MHAEKCOB, KOTOPbIE XapaKTEpPU3YIT HYTPUTUBHbLIN
cTaTtyc pebeHKa: Z-scores macca Tefla/Bo3pacT (weight-age
z-scores, WAZ), nonvHa Tena/so3pact (height-age z-score
HAZ) n nHgekc maccol Tena/Bospact (body mass index, BMI;
BMI-age z-score, BAZ).

AHTponomMeTpuyYecKue noKasarenu

PesynbtaTbl aHanM3a aHTPOMOMETPUYECKUX AaHHbIX
npeacTtaBsieHbl B Tabn. 1.

Kak BWOHO M3 npeAcTaBieHHbIX [AaHHbIX, A8 AeTewn
¢ auctpoduyecKkon dopmor BB xapaKTepHO BbiparKeHHOe
CHUXeHne nHaekcoB WAZ wn BAZ, npu atom uHAekc BAZ

HUXKe -3 (4TO COOTBETCTBYET TAXENIOW HefOoCTaTO4YHOCTHU

NUTaHUs) 6blN ONpPeaeneH NoYTK y NooBUHbI 60/bHbIX. Bece

3TO OTpaXKaeT BarKHOCTb OLEHKM HYyTPUTUBHOIO cTaTyca npu

aTon popme BB3.

CnegyeT OTMETUTb, YTO MpoBefeHue 6uoumnegaHco-
MeTpUM UMeeT y GO0NbHbIX C Bynne3HbIM 3NMAEePMOIN30M
CYLLECTBEHHbIE OrpaHnyeHuns. CBA3aHo 3TO CO CeayownmMm
TPYAHOCTSAMM:
® Yy4yaCTKM KOXM B 061acTu CTaHAAPTHOrO HaNOXeHus

M3MepPUTENbHBIX M TOKOBbIX 3MEKTPOAOB MO TeTpano-

JIAPHON Cxeme y 3TON KaTeropuun 60/bHbIX YacTo 6biBa-

0T MOpakeHbl M 3aKpblTbl MOBA3KAMK WM HaXoAATCS

B dase 3aXKMBNEHUS, HYTO TOXKE 3aTpyAHSET HaNoXeHne

3/IEKTPOAOB;

® €eC/IM B MECTE Ha/IOXKEHUS 3NEKTPOLOB UMeEITCA py6Lbl,
TO 3NEKTPONPOBOAHOCTb KOXM B 3TOM 30HE MEHSET CBOU
XapaKTepUCTUKKM W pesynbTaTtbl GUonmneLaHCoOMeETPUN
MOryT O6bITb M3MEHEHbI, MOCKONAbKY MNPUHLMN paboTbl
aHanusaTopa OCHOBaH Ha U3MEPEHWUW INEKTPUYECKOIO
COMPOTUBNIEHUS TKAHEN OpraHn3mMa.

B cBA3K ¢ 3TMM 6UonmneaaHcomeTpums 6blna NnpoBeseHa
BCero 5 (Tpoe M3 HUX ¢ Mo3anyHon dopMon 3abosieBaHmS)
13 43 nauneHToB ¢ AucTpoduryeckon popmon BBI. OaHako,
W B 9TUX CNy4Yasix TPaKTOBKa pe3ynbratoB Oblia 3aTpyaHeHa.
B cBA3M C 0AHOBPEMEHHBIM CHUXEHWEM XUPOBOM M TOLLEN
Maccbl Tena MPOLEHTHOE COAEPXKaHME XKupa M aKTUBHOM
KNeTOYHOM Macchl B psife clly4aeB OKa3anocb HOpMasbHbIM
Jaxe y JeTen ¢ YyMEePEHHON U TAXKENON HYTPUTUBHOM Helo-
CTaTOYHOCTbIO. [10 3TOM KE NPUYMHE OTMEYaICb BblCOKas
NPOLEHTHas [ONS CKENETHO-MbILWEYHOM MacChl U BbICOKUM
dazoBbli yron. AKTMBHasa KNeTo4yHas macca (Kr) umena
pasHoHanpaBfieHHble NoKa3aTenn 6e3 CBA3M C HYTPUTUB-
HbIM cTaTycoM pebeHKa. CoaeprkaHne obLen n BHEKNETOY-
HOM XWAKOCTU y 4 aeTel COOTBETCTBOBANIO HOPMasbHbIM
nokasatensMm. B peadynbtate nNpoBefeHHbIX UccnegoBaHum
chenaH BbIBOA, 4TO MeToh 6GMOMMMNELaHCOMETPUM UMeeT
3Ha4YUTENbHbIE OrpPaHUYeHUst y 3TOM KaTeropuu OOJSbHbIX,
a MoJlyYeHHble AaHHble C TPyAOM MOAJAloTCs TPaKTOBKE
M ManouHdopMaTUBHbLI. TaKMM o06pasom, MNPUMEHEHUE
6voMMneaaHCOMETPUMN ANA OLLEHKM HYTPUTMBHOIO cTaTtyca
y AeTen ¢ auctpodumyeckon Gopmon 6ynne3Horo anmaepmo-
NM3a HeLenecoobpasHo Aaxe NpU TEXHUYECKOW BO3MOXK-
HOCTW €ro NpoBeaeHUs.

BosaywHas 6oannnetuamorpadus nposeneHa y 3 neten
NepBoOro rofa Xu3Hu.

CnegyeT OTMeETUTb, YTO MeTOh BO3AyWHOM 6ogunne-
TU3MOrpadun TaKkxKe MMeEeT OrpaHMYyeHuss B MPUMEHEHUM
y AeTen ¢ guctpoduryeckon GopmMon BpOXKAEHHOro Bynnes-
HOro anuaepmonunsa:

° pebeHOK Ao/KeH 6biTb NOMELLEH B JaHHbIM annapar 6e3
oAex bl U GUHTOB, YTO BO3MOXKHO TONbKO B Xo4e nepe-
BA3KM;

® Hanuyue 3po3uin AenaeT uccneaoBaHue HEBO3MOMKHbBIM,
HO [ake MNpu OTCYTCTBUMM IPO3MPOBAHHBLIX Y4YaACTKOB

Ta6nuua 1. AHTpoNomMeTpUYecKre noKkasartenu y geten ¢ auctpodpuyeckon GopmMoi BpoxKaeHHOro 6ynne3Horo annaepmonnaa
Table 1. Anthropometric indices in children with congenital dystrophic epidermolysis bullosa

[Aetun c guctpodpuyeckon popmon BB (n=43)
LEECELLA T CpepHee apudmeTuyecKoe CtaHpapTHoe MuHumanbHoe MakcumanbHoe
3Ha4YeHue OTK/IOHEHUe 3Ha4YeHue 3Ha4YeHue
WAZ -2,24 1,46 -4,52 0,90
HAZ -1,37 1,68 -5,51 1,4
BAZ 2,5 1,74 -6,40 0,84
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Ta6nuuya 2. Pe3synbTaTbl BO34YWHON 60annnetuamorpadumn Ha annapate PEA POD (LMi, CLLIA), npeagHa3sHa4eHHOM AN5 UCMOJSIb30BaHUS

y fAeTeln NepBbiXx MECALEB HU3HU

Table 2. The results of aerial body plethysmography on the device PEA POD (LMi, USA) intended for use in infants

Pe6eHok 1 Pe6eHok 2 Pe6eHok 3
Mokasartenb
9 mec 8 mec 2 mec
Pe3ynbTaTbl aHTPOMOMETPUU
Macca tena, r 5860 6260 4100
PocT, cm 70 68 58
Z-score, HAZ/WAZ/BAZ 0,1/-3,01/-4,17 -0,58/-2,78/-2,82 -1,36/-3,6/-4,04

CocTaB Tena (pe3ynbratbl 6041NAETU3MOrpadum)

Huposas macca, % (% fat) 7,9 14,5 8,6

Bbe3sxunposas macca, % (% fat free mass) 92,1 85,5 91,4
uposasi macca, Kr (fat) 0,461 0,910 0,355
Be3sxunposas macca, Kr (fat free mass) 5,400 5,350 3,745

lMpumeyaHue. fat — xup.

CYyLLECTBYET PUCK BOSHUKHOBEHMS HOBbIX 3PO3MI U Ny3bl-
pen (B HAaCTOSILLEM WMCCNELOBaHUMN NOJOGHbLIX OCNOXHE-
HWW HE OTMEYanochb);

° BeC pe6GeHKa NepBbiXx MECSALIEB XN3HU HE AO/MKEH Nnpe-

BbllaTb 8 K.

Kpome Toro, mocKkonbKy goporocTosiuiee o60opyaoBa-
HWe Ana Bo3ywWHoOM 6oannneTuamorpadmm nMeeTcs ToNb-
KO B KPYMHbIX MEAULMHCKUX LLEHTPAX, 3TO 3HAYUTENbHO
orpaHW4YMBaeT NpMMEHeHWe meToda AN AONArOCPOYHOro
MOHUTOPUHIa 3OOEKTUBHOCTM NPOBOAUMON HYTPUTUBHOM
NoAAEPKKKU, KOTOPbIM Heo6XoaAum [N 3TOW KaTeropuu
©0/bHbIX.

AHanuna peaynbTaTtoB BO34yLWHOW 60annaeTnaMmorpadum
(Tabn. 2) noKasan, YTO MeTOA AaeT KOPPEKTHble pe3ybTaThl
y NauneHToB ¢ aguctTpoduyeckon Gopmorn 6ynie3Horo anu-
[1epMOonn3a, oflHaKo NpPoBeAEeHWE UCCIeA0BaHNS COMpPsiKe-
HO C PUCKOM AOMOIHUTENIbHOM TPaBMbl KOXMU.

OBCYXAEHME

MeToabl OLleHKM cocTaBa Tefla MPUMEHSIOTCS KaK B Hayu-
HbIX MCCNEeNOBaHUAX, TakK U B KIIMHUYECKOW HYTPULIMONOTMUK
nns 6ofiee TOYHOW W UeneHanpaBleHHOW opraHusauuu
HYTPUTUBHOW NOAAEPIKKU Pas3iMYHbIM KaTeropuam 60/b-
HblIX, @ TAKXXe C LUe/blo KOPPEKLMU MUTAHNSA Yy 340POBbIX JINLL.
M BosaywHasa 6ogunnetnamorpadusa [7, 8, 14], n buonmne-
naHcomeTpus [15-17] pekoMeHAOoBaHbl K UCMNOb30BaHMI0
B KJIMHUYECKOWM NpaKTuke. M3BECTHO, YTO AUCTpOdpUYECKUE
GopMbl BPOXKAEHHOTO GY/N/1IE3HOMO aNWaepMonn3a B 60sb-
LUMHCTBE C/ly4aeB COMPOBOXAAIOTCS TAXKENON HYTPUTUBHOM
HeAoCTaTOYHOCTbO [1-3], 4TO MOKa3ano M Halle uccneao-
BaHue. OHaKo, NonbITKa UCMNO/Ib30BaHUA METOA0B OLEHKHK
cocTaBa Tena Ana onTMmMusaluyM opraHusaumMM U MOHMUTO-
PUHra HYTPUTUBHOW MOALEPKKM ITON THAKENON KaTeropuu
GO/bHbIX HEe Aana enaemoro peaynbrata. OrpaHuYyeHus
NPaKTUY4ECKOro UCMNofib30BaHMa 6oannnetTuamorpadum ces-
3aHbl C PUCKOM TPaBMWUPOBAHUSA KOXM, @ TaKKe C HEeBO3-
MOXHOCTbIO OpraHusauuu [JOoJroCPO4YHOro MOHWUTOPUHTa
no MecTy XuTenbcTBa pebeHKa. buoumneaaHcomeTpus
BbIMOSIHMMA Y OrPaHUYEHHOIO KOHTUHIreHTa 60/bHbIX C AMC-
Tpodnyecknmu dopmamm BPOXKAEHHOro GynnesHoro anu-
[IepMOonn3a v Jaxke npyv BO3MOXKHOCTU ee NpoBeaeHUs faeT
UCKaXXeHHble pe3ynbTaThl. [10 Bcen BUAMMOCTH, CBA3AHHOE

C TreHeTM4yecKnm aedeKToOM OTCYTCTBME KonnareHa 7-ro
Tuna, CBOMCTBEHHOE AUCTPOPMYEeCKNUM popmam 3aboneBa-
HUS [1, 2], CONPOBOXAAETCA UCKAXKEHHbIM MPOXOXAEHMEM
3NIEKTPUYECKOrO UMMyNbCa 4Yepes3 KOXy, YTO AenaeT 3ToT
MEeTOJ, OLIEHKM cocTaBa Tefla HEMPUMEHWMbIM Y [JaHHOM
KaTteropuun 60bHbIX.

3AK/TIOYMEHUE

Takum o06pa3om, MPOBEAEHHbLIN aHanM3 MoKasas, 4To
NS OLEHKWM HYTPUTMBHOMO cTaTyca, a TaKXKe ero AMHamu-
YEeCKOro KOHTpons y aeTten ¢ auctpodmyeckon Gopmon
BPOX/AEHHOIro 6yNne3Horo anMaepmonM3a MeToAbl OLEHKM
cocTaBa Tena (6MoMMNeaaHCOMETPUIO U BO3AYLIHYO 60au-
nnetuamorpacduio) B KAMHUYECKOM MpPaKTUKE MPUMEHNATb
HeLenecoo6pasHo.

BbIPAXXEHME NPU3HATE/IbHOCTU

ABTOpbl Bblpa)kaloT NpuaHaTenbHOCTb ¢oHay «[eTu-
6ab604Kkn» 3a pUMHAHCOBYIO NOAAEPIKKY NPOBeAeHMs obcre-
noBaHWUA K nevyeHunsa aeten ¢ BB3.

UCTOYHUK ®UHAHCUPOBAHMUA
He ykasaH.

KOH®JIUKT UHTEPECOB

ABTOPbI JaHHON CTaTbM NOATBEPAMAN OTCYTCTBUE PUHAH-
COBOW MOAAEPKKK WU/UNKN KOHDIUKTA MHTEPECOB, KOTOPbIE
Heo6xoaMMo 06HapoaoBaThb.
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Anneprosorus " UMMYHOJIOIUA.

A.A. bapaHoBa 1 P.M. XanTtoBa

KnuHuyecKue pekomMmeHaaLuuu gnsa neguaTpos

Mopa obuwen penakumen J1.C. HamazoBon-bapaHoBon,

4-e n3g., ucnp. v gon. M.: U3a-Bo «[leguatpb», 2018. — 492 c.
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MsnaHme COAEPHKUT KIIMHNYECKNE pEKOMEHAaUKUN Mo annepru-
YEeCKMM 60SIE3HAM U MaToONOTMN UMMYHHOW CUCTEMBbI, @ TaKXe
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BaKLMHALMK, KOTOPble NMOArOTOBMEHbI BEAYLWUMU CNELMANUCTaMU
Coto3a neagunatpoB Poccumn n apyrux npodeccmroHasbHbIX accoLu-
auun Bpayen Ha OCHOBE MPUHLMMNOB [JOKa3aTe/lbHOM MeaULIMHbI.
PaccmoTpeHbl BONpOChl NaToreHes3a, KIMHUYECKOro TeYEHUs, ana-
FHOCTMKM M NevyeHns aTOMMYECKOro aepmaTtuta, anjiepruyeckoro
pUHUTA, GPOHXMANbHOM acTMbl, anroOpuTM [OEWCTBUS Bpaya npu
HEOTNOXHbIX anjiepruieckmx coctosHuax. MNpeactaBneHbl gMarHo-
CTUYECKME KPUTEPUM OCHOBHbIX GOPM UMMYHOAEDULIMTOB U MPUH-
UMbl UX nevenus. MoMnmMo obLmMx BOMPOCOB BaKLMHALIMK, aBTOPbI
aKLEHTUPYIOT BHUMaHWE Ha MMMYHOMNpPOdPUIaKTUKe Hanbonee «npo-
6/1eMHON» KaTeropuu naumMeHToB—aeTen ¢ annepruiecKon naTosno-
rMer u UMMYHOAEPULIMTHBIMU COCTOSHUSIMU.

KHura npegHasHavyeHa Ans NPaKkTUKYIOLLMX Bpadyen: neamaTpos,
TepaneBTOB, annepronoros, AepMaTo/oroB, UMMYHOJIOTOB; CTY/IEH-
TOB MEAMLMHCKMNX BY30B, @ TaKXe Hay4YHbIX COTPYAHUKOB.
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UccneaoBaHue 4acToTbl BCTPEe4YaeMOCTH
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Jebnuynt 1M30COMHON KMCI0M nnasbl — peaKas Hac/leCTBeHHas rnporpeccupytollas 6o1e3Hb 06MeHa nMnuaoB, Np1MBo-
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aKTyaslbHOCTb UMEIOT NMpPefCTaB/IeHHbI€ Pe3y/bTaTbl UCC/Ie]0BaHNS PacnpoCTPaHeHHOCTU JaHHON 60/1e3HM.
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The Incidence of Lysosomal Acid Lipase Deficiency
in the Russian Population

Lysosomal acid lipase deficiency is a rare hereditary progressive disease of lipid metabolism leading to the development of
atherosclerosis, hepatosplenomegaly, liver cirrhosis, malabsorption, and other symptoms. In the absence of specific treatment, the
prognosis for the patient is unfavourable, so timely diagnosis of the disease is extremely important. The incidence of lysosomal acid
lipase deficiency in the Russian Federation is unknown. Given its rarity, there is a high probability of hypodiagnosis. In this regard, the
presented results of the study of this disease prevalence are of particular relevance.
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BBEAEHMUE

Jedunumnt nnsocomHon kucnon nunasbl (AJIK) — pea-
Kas HacneacTBeHHas nporpeccupytoulas 6onesHb o6MeHa
nununagoB [1]. MatoreHe3 cBs3aH C HakonjaeHunem abupoB
XONecTepuHa U TPUIMLIEPUAOB B OpraHax M TKaHsX, 4TO
NPUBOAMT K Pa3BUTUIO aTepOCKIepo3a, renaTocrnieHome-
ranuu, LMppo3sa nevyeHu, manbabcopbunn 1 Apyrux CUMNTO-
MOB. B 3aBMCMMOCTHM OT OCTAaTO4YHOW aKTUBHOCTU hepMeHTa
IN30COMHOW Kucnon nunasbl (JIKJT) BbiaensatoT pasnnyHble
dopmbl 3ab60/1EBAHMUS.

Bone3Hb BonbmaHa — paHHAsa Txenas dopma, aKTUB-
HocTb JIK/T — meHee 1% [2, 3].

Bone3Hb HaKonneHus aPpUpPoB xonecTtepmHa — MO3AHASA
dopma, 6onee MArKkoe TEYEHUE, aKTUBHOCTb depMeHTa
B npeaenax 1-12% [4].

Y 60nbLWMHCTBA NaLMEHTOB BbISB/IAIOTCS FOMO3UIOTHbIE
M KOMMNayHA-reTepo3nroTHble MyTaLumu B reHe LIPA, KOTopbIn
Koaupyet JIKJ1. B HacToswee Bpems onucaHo 6onee 40
pasnnyHbIX MyTauum [5]. NaToreHHbIn BapnaHTt ¢.894G>A —
caMbl YacTbl AN eBponenues, BcTpevaetca B 50-61%
cnyyaeB [6-8].

CymmapHasa 4actota AJIKJ1 coctaBnsier 1/40 000-
300 000 gns paznuyHbix nonynauum [7, 8]. JaHHble 0 4acTo-
Te 3aboneBaHus B Poccumn otcyTcTBYIOT. Omnaaemas uudpa
coctaBnser 1/100 000-150 000 [9, 10]. B HenaBHeM
BpeMeHn B CaHkT-lleTepbypre Ans AByX NaUMEHTOB Obin
reHeTM4ecku noaTeepraeH aumarHos AJIKJ1, yto roBopuT
0 KJIMHUYECKOW HAaCTOPOXKEHHOCTM Bpayen NeEPBUYHOIO 3BE-
Ha. TeM He MeHee BOMPOC O peasibHOM PacnpoCTPaHEHHOCTH
3a60/1eBaHUs OCTAETCH OTKPbITbIM.

[aHHoe uccnepoBaHue npeactaBnsgeT co60M NMUNOTHbIN
NPOEKT ANS NO/yYeHUs aKTyallbHbIX AaHHbIX 0 YacToTe AJIK/
B Poccuiickon degepaumn.

METOAbl UCC/IEAOBAHUA

Ona oueHkn yvactoTbl AJIKJT B poccurcKoW nonyns-
LMN ObIIM BbIFPYKEHbI [JaHHblE 3K30MHOIMO0 W FEHOMHOro
CceKkBeHupoBaHua 523 yenoBek u3 CeBepo-3anagHoro
1 LleHTpanbHoro pernoHoB PP (ceKBeHMpoOBaHWE NPoOBEAEHO
Ha 6a3e PL, «<bnobaHk» CI6I'Y). B aaHHyt0 BbIGOPKY BOLLIN
06pa3sLbl KPOBW MaLMEHTOB C MOHOTEHHLIMU (MOHOTEHHbIE
dopMbl caxapHoro anabeTa, HacNeACTBEHHblE HapyLIeHUs
CcoeanHUTENbHOM TKaHW, HacNeACTBEHHbIE HapyLIEHUs obme-
Ha BelwecTB U apyrve opdaHHble 3a60neBaHNs) U MyNbTU-
GaKTOpHbIMK 3a601EBAHMUAMM (OXKMPEHME, CaxapHbIn AMabeT
2-ro TMNa), a TakXe 06pasLbl KPOBU KOHTPObHOM NOMNYNALM-
OHHOW rpynnbl. MaUMEHTOB C KIMHMYECKUM anarHo3om AJS1K/
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B MpeacTaB/ieHHOM BbIOOpPKE He 6blno. NpoBoanica aHanmsa
reHOTUMNOB MO NaToreHHOMyY BapuaHTy c.894G>A.

PE3YJIbTATbHI

B pesynbrate aHanusa gaHHbIX B 2 o6pasuax M3 523 6bin
BbISiB/IeH BapuaHT ¢.894G>A B reTep0o3uUroTHOM COCTOSIHWUH,
4YTO COOTBETCTBYET YacToTe 1/262 B uccneayemon nonyns-
umun. Takum 06pa3oM, pacyeTHas YyacTtoTa reTepo3nroTHOro
HOCUTENbCTBA BCEX MaToreHHblX BapuaHToB B reHe LIPA
MoxeT gocturaTb 1/130. Mo 3aKkoHy Xapav—BanH6epra ato
COOTBETCTBYET OLlEHOYHOM YacToTe 3ab6oneBaHua 1/67 600.
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HMA 523 YyenoBeK M3 POCCUMCKOM NONynaumMu aan ocHoBa-
HMe nonaratb, 4To YacTtoTa AJIKJ1 B P® MoxeT cocTtaBnsth
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XX KoHrpecc neauatpoB Poccuu
C MeXAYHapoAHbIM yYyacTuem
«AKTyaJibHble Npoo6saemMbl neguaTpun»

16-18 ¢peBpans 2018 r. npoxoamn XX KoHrpecc neanatpoB Poccuu, B paMKax KOTOPOIro COCTOSI/INCh
VI Bcepoccurickasi KoHpepeHLns «HeoT10)KHas AeTcKas Xupyprus u tpasmatosorus», VIl EBpasnicKkmni
dopym no peakum 6ose3Hsam, XI MexxayHapoaHbin popym aeTcKkux xnpyproB m VIl @opym aeTckux

MeANLNHCKNX cecTep.

pabote to6unenHoro XX KoHrpecca neanatpoB Poccum

yyactBoBano 6onee 9500 peneratoB u3 173 ropoaos
Poccuiickon denepauunn: pykoBoauTen opraHoB yrnpasne-
HUS U YYPEXKAEHUN 34paBOOXpPaHEeHUs, HayyHble paboTHM-
KW, LEeTCKMe cneunanuctbl aMbynaTopHO-MOANKIAMHUYECKUX
W CTauMOHapHbIX YYPEXAEHUA BCEX YPOBHEW 34paBooXpa-
HeHus, B Yncne Kotopblx 408 eTCKUX MeAULIMHCKUX cecTep.
B meponpusatusax KoHrpecca npuHsann yyactue 302 wHO-
CTpaHHbIX Aenerata n3 18 rocyaapcTs, 4Tto B 2 pa3a (!) 60/b-
e, 4eM B NPOLLIOM rogy.

TpaHcnAuMi0 CMMMNO3MYMOB B CeTU MHTEepHET MocMo-
Tpenn 10 114 yenoBek n3 28 cTpaH, a obliee KOAM4ecTBO
y4aCcTHMKOB cocTaBuio no4ytu 20 000.

XX KoHrpecc neguaTtpoB 6bi1  aKKpeauMToBaH
KoopanHaUMOHHBIM COBETOM MO HEMNPEPLIBHOMY MEAMLMH-
CKOMY ¥ dapmaLeBTUHecKomy ob6pa3oBaHuio MuH3apasa
Poccun, n yneHbl npodeccuoHanbHOM accouuauun nony-
4YUIM COOTBETCTBYIOLLME CBUAETENLCTBA, a TaKXe Mexay-
HapofHble cepTuduKaTel EBPONENCKON aKKpeanTaLMOHHON
opraHuM3auuun HeENpPePbLIBHOIO MEAULIMHCKOrO 06pa3oBaHus.

Mporpamma KoHrpecca negnatpos 6bina npeactaBfieHa
1 B BUAE MOGUNbHOIO npunoxenuns ana Android 1 iOS.

MpuBeTcTBUE yHacTHUKaM KoHrpecca npuciana MUHUCTP
3apaBooxpaHeHns Poccun B.U. CkBopuoBa. [Mo3apaBuam
COGPaBLUMXCA C OTKPbITUEM CTO/b 3HAYMMOro ANA nejua-
TPUYECKON OOLECTBEHHOCTUM MEPONPUATUA NEPBbLIN 3ame-
ctutens lMNpeacenatens Komuteta no 06pa3oBaHuio U HayKe
[ocynapctBeHHOM [ymbl P® no o6pal3oBaHUIO M HayKe
akageMunk PAH I, OHMLEHKO 1 npe3naeHT HaumnoHanbHOM
MeauumnHckon nanatbl JI.M. Powanb. Jo6pble noxenaHus
Matpuapxa MockoscKoro v Bees Pycn Kupunna ot Ero nme-
HW ornacun CBALWEHHUK DPEfop JIYKbSIHOB — KOHCY/AbTaHT
npecc-cnyx6bl MaTpnapxa Mockosckoro u Bces Pycu no
6noatnke. OT BceMunpHOM opraHusaumn 3apaBooxpaHe-
Husa (BO3) rocten n peneratoB XX KoHrpecca neanatpoB
Poccun npuseTcTBOBanu rnaeBa npeacrtaButensctea BO3
B Poccuiickon ®epepaumm goktop Menuta ByiHoBKWY 1 ra-
Ba EBponenckoro opuca BO3 no npodumnakTnke HemHobeK-
LMOHHbIX 3aboneBaHUM M 60pbbe C HUMU AOKTOp Hoao
Bpepa.

OcHOBHble pe3ynbTaThl paboTbl Coto3a neavMatpos
Poccun B 2017 rogy 6binv npeactasneHbl B dunbme «CMNP —
UTorm 2017», ApKO OTpa3uBLIErO Hay4Hble M npodeccuo-
HallbHble JOCTUXEHMS accoLmaLMm AETCKUX Bpayewn 3a aToT
nepuog.

Ha nneHapHom 3acepaHuu aupektop [denaptameHTa
MEeAULMHCKOM NOMOLLM AETAM U CNYXKObl POAOBCNOMOXKEHHUS
MuHucTepcTBa 3apaBooxpaHeHns Poccuickon degepalmu
E.H. baibapuHa ocBeTvna NPUHLMNMANBLHO BaXHble 3a4a4u
OpraHoB 3[paBOOXpPaHEHUA MO OXpaHe 340pPOBbs AeTew
B Poccuu Ha 6anxanwmi nepuos.

Harpagbl KoHKypcaHTam Bpy4aeT I.I. OHWLEHKO

HeneratoB KoHrpecca npusetctayet XK. bpeaa
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O6palleHue YneHa npesvanyma akagemuka A.A. bapaHoBa
K y4acTHMKam KoHrpecca (cneBa OT BbICTynatoLero
E.H. Ban6apwvHa, cnpaBa — J1.C. Hama3oBa-bapaHoBa)

Mpeacenatens Mcnonkoma Coto3a neguatpoB Poccuu,
3aMecTUTeNb AMPEKTOpPa No Hay4YHon pabote PrAy «HMUL,
3gopoBbA  pgeten» MwuHzapaBa Poccun  akagemuk
J1.C. Hama3oBa-bapaHoBa o6HapogoBana pesynbrartbl Nep-
BOro rofa paboTbl N0 NPOEKTY COAENCTBUSA 340POBLIO AeTEN
1 Pa3BUTUIO CETU LLKOJ 340p0BbS B PP 1 cTpaHax BocTouHoM
EBponbl 1 LleHTpanbHon A3uun. [loknaa npoussen rnybokoe
BrneyatieHne: 310 Obl1 He GopMalibHbIi MepeyeHb CyXuX
CTATUCTUYECKUX Aa@HHbIX, @ NPodecCUoHanbHbIM U MacWwTab-
HbI @aHaNM3 cUTyaumn CO 340POBbLEM LIKOJbHWKOB B CTpa-
He. TaK, coobwanochk, 4To, He o6paLlas AOMKHOMO BHUMAHUSA
Ha COCTOSIHME 3[0POBbS [AETEN LWKOMbHOrO BO3pacTa, Mbl
nporpaMMupyem cepbesHble Npob6aemMbl COLManbHOro nna-
Ha, NOCKOJIbKY 3TO MOKOJIEHWE B CKOPOM OyaylleM CTaHeT
aKTUMBHOM YacTbto obulecTtBa. Ocobbl aKLEHT 6bln caenaH
Ha Heob6XxoAMMOCTb BeAeHuss npodunakTMyeckon paboThbl
C NpYBNEYEHMEM poanTENEN, KOTOPble 3a4acTylo He 3HatoT
0 $OPMUPOBAHMM XPOHMYECKOIO MATONOrMYECKOro npoLec-
ca y cBoero pe6eHKa, He yaensaoT 4OCTaTOYHOr0 BHUMaHUs
COGNI0AEHMIO 3L0POBOro 06pasa XM3HU B CEMbE.

Colo3 negunatpos Poccuu NOCTOSSHHO BO3BpallaeTcs
K MCTOpPUM neamatpuu, Y4ToObl HOBblE MOKONEHWUS AETCKUX
Bpayen He 3abbiBann MMEHa CBOUX BEMKUX NPeaLecTBEeH-
HWUKOB M UX BKNaj B COBPEMEHHbIE AoCTUXeHUSA: 100-neTunio
BO3HWUKHOBEHUS CNYXObl OXpaHbl MaTEPUHCTBA M AeTcTBa
B Hallew cTpaHe Obln NOCBAWEH [AOKAaA Ha MAeHapHOM
3acegaruu npod. B.1O. Anb6ULKOro.

HayyHas nporpamma XX KoHrpecca ctaptoBana AByMS
MacTep-Knaccamu:

Nekuyuio yutaet npod. T.B. KynnyeHko

® 0 IeTCKOW anfnepronorum-uMmyHoON0rmu;
® M0 MNPUMEHEHUID BbICOKOPEANUCTUYHON CUMYNALMK

B nNeanaTpUYecKom NpakTUKe.

OaHMM M3 KNoYeBbix cobbITUM KoHrpecca neavatpos
Poccun ctano coBelwaHne rnaBHbIX NeanaTpoB, rMaBHbIX
[IETCKMUX cneumMannucToB No NnpoduriakTMYecKon MeanLmHe,
rMaBHbIX CMEeLWanMcToB Mo rMrueHe aeten v NoapoOCTKOB,
rMaBHbIX AETCKMX PEBMATONIONOB, a TaK)Ke pyKoBoauTe-
nen cnyx6bl oxpaHbl MaTepUHCTBA W AETCTBA OpPraHoB
ynpaBfieHUs 3paBoOXpaHeHneM cy6beKkToB Poccuinckom
depepaumm ¢ yiactnem aupeKkTopa [lenaptameHTa meaum-
LUMHCKOW MOoMOLM AeTSM W CNyxObl POAOBCMOMOMXEHUS
MuHsgpaBa Poccun E.H. BanbapuHOn, rnaBHOro crneuu-
anucta-negnatpa MuHsgpaBa Poccun akagemuka PAH
A.A. bapaHoBa, rMaBHOro AETCKOro crneunanncta no npo-
dunakTMyecKkon meamumnHe MuHsagpasa Poccun akagemumka
PAH J1.C. HamazoBoi-bapaHoBoKi, rnaBHOro cneuuanucra
no rurneHe aeten u noapocTkoB MuH3apaBa Poccun yneHa-
KoppecnoHaeHta PAH B.P. Kyumbl, rmaBHOro crneuunanucta
[leTcKkoro peBmaTtonora MuHsapaBa Poccuu yneHa-Kkoppe-
crnoHgeHTa PAH E.N. AnekceeBomn.

JKcnepTbl OTBETUIM Ha CNOXHble BOMNPOCHI, CBA3AHHbIE
C aKKpeauTauuen crneunannctoB 3apaBooOXpaHeHns, obey-
OWnn ponb NpodeccuoHanbHblX CTaHAAPTOB B MOArOTOBKE
NPaKTUYECKUX Bpaden.

CaMbIMM aKTyanbHbIMWU Ha CEroAHsILLHWIA OEeHb OCTa-
I0TCS BOMPOCHI ayauTa KavyecTBa MEAMLMHCKOWM MNOMO-
WM Oetam: 34ecb KaK Hurge BaXHa obGpaTHas CBA3b.
MHoroo6elatowmmmn pesynbtataMn 3TOro npoeKkTa, Hava-
Toro B 2015 r., nogenunucb Beayuine cneuuanuctol Pray
«HaumnoHanbHbIM MEOULMHCKUK UCCnefoBaTe/IbCKUN LEHTP
340poBbs AeTer» MuH3apaBa Poccun v npeactaBUTeNnu
5 pernoHoB, 4OOGMBLUMXCA Hanbonee BNeYaTnsoWmx NoKa-
3aTenen (XMAO — HOrpa, PoctoBcKas 1 TioMeHcKas obna-
CcTH, HYeyeHckas Pecnybnuka u Pecnybnvka Xakacus).

OrpomMHbIA UHTEPEC BbI3BAMM CUMMO3UYMbl U MeEPO-
NpUaTUA, MOCBSLWEHHbIE MOAEPHM3aALMKW HaLMOHANIbHOro
KaneHgapsi npodunakTUYeCKUX MPUBUBOK M MUNOTHOMY
npoekty MunaapaBa Poccun «CoBpeMeHHas Moaenb oxpa-
Hbl 340POBbA [eTel B o6pa3oBaTefibHbIX OpraHu3aLmax».
YKe ICHO, 4TO 3TO — [IBa OCHOBHbIX HaNpaBAeHWUs B peanu-
3auun nporpammel «Jecatmnetue agetctear, U 3a HUMU —
Gyayuee.

Bbino TakXKe 0TMeYeHOo CyLeCTBEHHOE yyylleHne cHab-
EeHUs [eTeln ¢ peBMaTUYEeCKUMKU OGONEe3HAMM naToreHe-
TUYECKUMM NpenapaTamMu; o6CYXK/AEeHbl HOBbIE KPUTEPUU
W npaBuna NPUCBOEHUS WUHBANWMAHOCTM [ETAM; NpeacTaB-
NleHbl pe3ynbTaTbl UCCNeAoBaHWs, AOoKa3biBaolme apdeK-
TUBHOCTb M 6€30MacHOCTb BaKUMHALMKM MMMYHOKOMMPO-
METMPOBaHHbIX AeTel, B TOM YUC/le C peBMaTUYECKUMMU
3ab6oneBaHUAMM.

OaHMM M3 BaHbIX pe3ynbtaTtoB KoHrpecca crano
06HOBNIEHME HauuoHanbHOM nporpammbl ONTUMMU3ALMK
BCKapMMBaHUA AeTen NepBoro roga Xu3Hu B PoccuimcKon
depepaumm, ytBepxaeHHon Coto3oM neauaTpoB Poccuum
B 2009 r.. npoBeaeHO BCECTOPOHHee OO6CYyXKAeHWe Auc-
KYCCMOHHbIX BOMPOCOB, B [JOKYMEHT BHECEHbl HEKOTOpble
W3MEHEHWS U 10MNOJIHEHWS.

PeweHune gemorpadunyeckomn npobnemsl TpebyeT 6epex-
HOr0 COXPaHEHUS Kax 40N XU3HW, U OHUMU U3 NMEPBbLIX C HEN
CcTaNkuBaloTca HeoHaTonorn. APPeKTUBHOCTL M 6Ge3onac-
HOCTb MACCUBHOM MMMYHM3aLMKU NanMBu3ymMabom y aeTen
rpynn BbICOKOrO PUCKA TAXKENOro Te4YeHns pecrnupaTopHOn
CUHUMTHaNbHOM BUpycHoW unHbekunn (PCBWN) onpepenser
BbICOKMI MHTEPEC NpeAcTaBuUTENEN NPAKTUYECKOro 34paBo-
OXpaHeHWs 1 OpPraHn3aTopPoOB 31PAaBOOXPAHEHUS B pErMOoHax
K AaHHOW npobneme. Ha cumnosunyme obceyxjanacb BO3-
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B nepepbiBax Mexay cumnosmymamu

MOXHOCTb BK/IIOYEHMS Mecsla anpens B 3NMAEMUMYECKUI
ce30oH PCBU B P® B cBSI3W C y4acTMBLIMMUCS B BECEHHWE
Mecslbl BChbllKaMn 3aboneBaemMocTn, 06yCOB/IEHHON
OaHHbIM BO36yauTENneMm, y AeTten A0 2 NeT KW3HW, Hepdo-
HOWEHHbIX WM MMEIOLWMX TAKENYI KapauvopecnupaTop-
Hyto naTtonoruto. OCO6eHHO aKTyanbHOM AaHHas npobaema
ocTaeTcs ANs rpynnbl HEAOHOLWEHHbIX AeTen A0 6 MecsueB
YU3HU, POXKOEHHbIX C 3KCTPEMasibHO HU3KOW Maccou Tena,
NMOCKONIbKY 3aTpaTbl 34PaBOOXPAHEHUs Ha WX peaHuMa-
LU0, BbIXa)XMBaHWe W BOCCTAHOBWTENIbHOE JIEYEHUE YiKe
HaCTONbKO BEIMKMW, 4YTO NleTaNbHOCTb Ha GOHEe TaKenblX
PCBWN-6poHXM0NNTOB B NEPBOM MOYrOANN XU3HU ABASETCA
HeaonyCTUMOMN.

Ha MHorux cumnosnmymax ocoboe BHMMaHue O6bl10
yaeneHo npodunakTuke U paHHEW AMArHOCTUKE XPOHUYe-
CKMX BonesHen, aeboTUpyoLWMX B AETCKOM Bo3pacTe. TakK,
Hanpumep, Konneramu M3 ExkatepuHbypra 6b110 npeacras-
JIEHO MnpunoxeHne Ha nnatpopme nporpammbl Microsoft
Office Excel ans aBToMaTM4ECKOro pacyeTa pUcKa paHHero
nebloTa apTepuanbHOW TMNepTeH3un. BoiaBneHue rpynn
pUCKa KparHe BaHO, TaK KaK Mo3BOASET opraHu3oBaTb
LueneHanpaBfieHHYI0 PaHHIOK NPodUIaKTUKY apTepuanb-
HOM TUNEepTeH3uu y aeTen. YyeHble n3 CaHkT-lleTepbypra

npoBenn uccnegoBaHue, Nokasaslwee npeobnagaHne anu-
MEHTapPHOIr0 OXXMPEHUS U, KaK CNeAcTBME, OTCYTCTBME HEOD-
XOAMMOCTU BCEM AETSAM C OXXMPEHUEM NPOBOAUTL UCCNELO-
BaHWe LUMPOKOro CNeKTpa ropMoOHOB B clyyasix, Koraa Het
HapyLWeHWN (3afepKKU WMAN YCKOPEHWUSs)) pocTa, M3BECTEH
aHaMHe3 (MCKJIIOYEHO rumnoTasamuyecKoe OXMPEHUE) Unu
OTCYTCTBYIOT HEBPONOrMYECKNE CMMNTOMbI. A B paboTe 13
MpKyTCcKa y6eanTenbHO NoKasaHo, YTO couMabHbIM CTpecc
B AETCTBE MOXET UrpaTb ONpeAeneHHylo pofib B pPaHHEM
Pa3BUTUMN XPOHMYECKOrO 3a60/1eBaHUS B AaNbHENLWEN KN3-
HW, B TOM 4MCNe caxapHoro gnabeta 2-ro Tuna u cepaeyHo-
cocyaucTbix 3aboneBaHuit. Kpome T0ro, getu, ctpagatolme
OT XPOHWYECKOrO CTpecca, Kak NpaBuio, xapakTepuayoTcs
HU3KOW MPUBEPKEHHOCTBIO K BEAEHWIO 340pOBOro obpasa
KUBHM.

Ha XI MexayHapogHoMm dopyme AETCKUX XUPYProB LKUPO-
Kas BOBMOXHOCTb BbICTYNWUTb Gblna npegocTaBieHa Moaoabim
yyeHbIM. Ocobblit MHTEPEC Bbi3BaIM COOBLLEHMS O BHEAPEHUN
B AETCKOM XMPYPrumM ManoMHBa3UBHbIX METOAOB — 3HAOIO-
MUWHaNbHOro cnocob6a nevyeHns ruapoHedposa, AUCTaAHUM-
OHHOW yAapHO-BOSIHOBOW NUTOTPUMNCKUK, NIeYEHUsT PYyOLOBbIX
CTPUKTYP NUWEBOAA Npu ByNNEe3HOM 3NMAEPMONn3e nyTem
G6annoHHon aunataumu. Cneuunanuctol Pray «HMWL, 3nopo-
Bbsl aetel» MuHsgpaBa Poccun mHpopmupoBanu o Havane
onepaumm No nepecagKe NOYKM, a TaKKe 0 NepBow onepaunm
Nno 04HOMOMEHTHOMY pa3AeneHunto NanbLeB KUCTU Yy pebGeHKa
C py6UOBbLIMU KOHTPAKTypaMu M MNCEBLOCUHAAKTUAMEN Ha
doHe Bynnes3Horo annaepmonunsa.

VI Bcepoccuinckas KoHdepeHuua «HeoTnoxHasa pet-
CKas XMpyprus u TpaBmaTonorus» nog npeaceaartenbCTsomM
npod. J1.M. Powans otnnyanacb MynbTUAUCLUMIMHAPHbBIM
NOAXOAOM M BKAOYana BOMPOCHI XMPYPruyeCcKoro fneyeHus
pPenpPoOAYKTUBHON chepbl, HEMPOXUPYPIUK, peabunuTaLuu,
MCNonb30BaHUs LUPPOBbLIX TEXHONOMMIK, 60PbOLI C paHEBOK
MHEKLMEN, NONUTPABMON.

Ha LLepeMOHUHU TOPXKECTBEHHOIO OTKPbITUSA
XX KoHrpecca negunatpos MoyeTHow Harpaabl Coto3a neau-
aTpoB Poccun — megdanu «3a Bblaatowmnecs 3acnyru B oxpa-
He 340pOBbS AeTel», NOCBSLWEHHOW BblAaOWEMYCSH POCCUI-
CKOMY [JETCKOMY Bpayy akagemuKy leopruio HectopoBuyy
CrniepaHcKomy, 6blIM  yaocToeHbl ApceHTbeB Bagum
[eHHagbeBWY, rnaBHbIM neguatp MuHUCTepcTBa OBGOPOHDI
Poccuu, yyacTBylOWMA B OKa3aHUM NMOMOLLM AETAM B paw-
OHe 60eBbIX gencTeumn, npodeccop BoeHHO-MeANLMHCKOM
akagemuun, n BonoguH Hukonan HukonaeBu4, npe3uvaeHT
Poccuiickon accoumnauuu cneumanmMcToB nepuHaTabHOM
MeOnLUMHbI, akageMuK PAH, BegyLliunm cneymanmucT B 061acTu
HEeOHaTOoNI0rMK B Hallew cTpaHe.

OCBOEHWE HaBbIKOB OTOCKOMMUMU: MHTEPAKTUBHbIN MacTep-Kaace A9 neanaTpos (cnesa — eKkTop npod. H0.10. Pycelkui, cnpasa —
NpaKkTUYECKoe NpUMeHeHe 3HaHUM)



CdoTorpacdmpoBaTtbCs C IereHaon: MeyTbl cOblBalOTCS...

3Hakowm [lMoyeTta 1 rpamoTon Coto3a neamnaTpoB Poccuun

HarpaxJeHbl 3acnyXeHHbl aeaTenb Hayku PP, samecTtun-

TeNlb TNaBHOro peaakTopa PoccMMCKOro negMaTpu4yeckoro

ypHana, no4yeTHbIM npodeccop HayyHoro ueHTpa 340p0-

Bbs [eTen, OAMH M3 co3aaTener natodu3nonormyecKon

LUKO/bl B OTEYECTBEHHOW MeanaTpum AOKTOP MEeAMLIMHCKMX

HayK, npodeccop CmupHOB MBaH EBreHbeBUY M OTAWUY-

HUK 34paBOOXpaHEHMs, 3aciyXKeHHbIn Bpady Pecnybnunku

TaTtapcTaH, NOYETHbIM rpaxaaHWH r. HabepexHble YenHbl,

nobeauTtenb KOHKypca «JeTckuin Bpad 2004 roga», KaBanep

opAaeHa «3HaK noyeta» U mMefdanun «3a OOONECTHbIN Tpyad»,

OAMH U3 CTapenwnx neguaTtpoB Hallen CTpaHbl KaHauaaTt

MeJULMHCKUX HayK AxmepoBa Pntopa MapunoBHa.
Naypeatamu exerogHoro KoHKypca Cotw3a negnatpos

Poccuu «Jlyywimnm getckun Bpay» no ntoram 2017 roga ctanu:

1) 3aBeaywouas negnaTpmuyeckum oTaeneHnem
KnHewemckon UPB (KuHewwma, WMBaHoBCKas 006171.)
KyopsBueBa Hapgexaga BWKTOpoBHa B HOMMWHaLWK
«[legnaTp LEHTPaNbHON PanoHHON 6ONbHULbIY;

2) 3aBegywoulas OTAENIEHWMEM HOBOPOXAEHHbIX AeTeun
C MHPEKLUMOHHOM NaToflorMen nepuHatanbHOro LEeHTpa
KpaeBon KAnHWYecKon 6oabHMUbl N2 2 (KpacHopap)
AHacTacuagu Jliogmmna AHaTONbeBHa B HOMMWHALMU
«CneymanucT-HeoHaToNoMm;

3) 3aBepaytoulas neguaTpuyecknum otaeneHnem O6nacTHom
[ETCKON KNWHMYecKon 60/bHULbl N2 1 (EkaTepuH6ypr)
baxapesa Jliogmuna WMBaHOBHa B  HOMWHaUWK
«OpraHusaTop 34paBOOXPaHEHUS»;

4) 3aBefgywollas neguaTpu4ecKnm otaeneHnem MisBaHoBCKowM
06/1aCTHON OETCKOM KIMHMYECKOW 60nbHMLbI» (MBaHOBO)

[IpeeMCcTBEHHOCTb NOKOIEHUH: No6eanTenn KoHKypca Monoabix
y4eHbIX ¢ KopudessMu neauaTpun

Mpodeccroransl cpeaHero MeAULIMHCKOro 3BeHa
¢ J1.C. Hama3oBow-bapaHoBo# (cneBa)

MBaHuwwyK MNaNMHa HMKkonaeBHa B HOMUHauUuMK «3a Bep-

HOCTb Npodeccum».

B KoHKypce Coto3a negunatpoB Poccun «[leTckaa meaum-
LUMHCKasa cecTpa 2017 roga» nobeannu:

1) KonbiToBa Jlapnca AnekcaHapoBHa, y4acTKoBas meau-
LIMHCKas cecTpa neauMaTpMyecKoro OTAENEeHUs NOou-
KNuHnKkn O6nactHom 60nbHULbI N2 14 (ceno KasaHcKoe,
TioMeHCcKas 06/1acTb), B HOMUHaLUMKU «Y4acTKoBas meace-
cTpa»;

2) bopucoBa BuKTopus BUKTOpOBHa, cTapllias MeacecTtpa
neanaTpu4yecKoro oTaeneHnsa YXTMHCKOW JAeTCKON 60/1b-
Huubl (YxTa, Pecnybnnka Komu), B HoMUHauumn «CTaplias
MeAMLMHCKas cecTpa NnegmaTpmuyYecKoro oTAeNneHus»;

3) letanknHa EneHa HpbeBHa, cTaplas wmeacecTpa
OTAENEHUA aHecTe3nonorMm M peaHumaumm [eTckown
pecny6inMKaHCKOM KAUMHMYECKOM 60/bHULbI (CapaHCK,
Pecny6nnka MopaoBus), B HOMUHauuu «CTaplias meam-
LIMHCKas cecTpa OTAENIEHUS aHECTE3MOIOMTUN U PeaHu-
Maunm»;

4) MwuHKuHa lanuHa ApgonbdoBHa, cTaplias MeacecTpa
AETCKOr0 MOMUKAMHUMYECKOTO OTAENEHUS TOPOACKON
NONMKNNHUKKM N2 37 (CaHkT-lMNeTepbypr), B HOMUHaLUMK
«3a BEpPHOCTb Npodeccun»;

5) ToHyap HaTtanbsi BnagumupoBHa, nanatHas MeacecTtpa
CeBepoBUHCKOro cneLunanM3mpoBaHHOro foMa pebeH-
Ka ana pgeten ¢ nopaxeHnem LIHC (CeBepoaBMHCK,
ApxaHrenbckas 06/acTb), B HOMUHaUMK «3a MYyXeCcTBO
n munocepauer.

Naypeatamn KoHKypca Colo3a neguatpoB Poccun
«Jlyqywee nevyebHO-NnpodUNaKTUYECKOE yuperaeHme neana-
Tpuyeckoro npodwuna 2017» ctanu:

1) TbY3 «[eTcKas ropoackas MOAMKAMHMKa N2 39»
[JenapTameHTa 3apaBooxpaHeHus . MOCKBbI (FnaBHbIN
Bpay [MaBnoBa CeeTiaHa BUKTOpPOBHa);

2) MBY3 «Mono4yHas KyxHs», . HuxHMi HoBropona (anpek-
Top byrpoBa NpuHa CTaHMcnaBOBHa);

3) TAY3 «[leTcKas pecnybimMKaHcKas KanHuyecKas 60/bHK-
ua» MuHagpaBa Pecny6nunkun TatapctaH (rnaBHbIM Bpay
LLlaBanneB Padaanb PupHasnoBmy).

MoaseneHbl MTorn KoHKypca «Jlydlnn XyaoxKecTBeH-
HO-UCTOPUYECKUIN OYEpPK MO UCTOPUKU POCCUUCKOW neau-
aTpumn»:

e [unnom | ctenenun nonyunn Kum AHapen BayecnasoBuy
3a o4yepk «CTO neT Ha cTpaxe AETCKOro 340pOBbs:
Hetckas nonuknuHmnka N2 12 r. CaHkT-leTepbypra, ucto-
pusi U COBPEMEHHOCTb», I. CaHKT-leTepbypr.

e [Ounnom Il cteneHn BpydyeH H.C. Konbuoso#,
[.B. Tleukyposy, IA. MakoBeukown, JI.N. 3axapoBo#,
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I}0. MopeukoBor (Camapa) 3a paboTy «JeTCKUI OKTOP
U3 «rNYyOGUHKN» — TPYAOM U MUOCTUIO BOXbEN. . .».
Ha uepemMoHuK BpyYeHns Harpag ¢ My3blKajbHbIM Npu-

BETCTBMEM BbICTYNUAN CTyAeHTbl MeOWUMHCKOro WHCTU-

TyTa MOpPAOBCKOro

rocyaapCTBeHHOro YyHUBEPCUTETA

um. H. Orapéna.

B 3aKkntounTeNnbHbIM AeHb paboTbl KoHrpecca 6bian noa-

BefeHbl MTorn KoHKypca Hay4HbIX paboT MONOAbIX YHEHbIX:

1-e MecTO npucyxageHo JlebeaeBy Bnagucnasy

ButanbeBunyy (Bpay GYyHKLMOHANbHOW [AWMArHOCTUKMU

DrAy «HMUL, 3popoBbsa aeten» MuH3gpaBa Poccuu,

MockBa) 3a paboTy «MccrnepoBaHne HapyleHUs Abixa-

HWS BO BPEMS CHa NPU WMPOKOM CNeKTpe aTUonormye-

CKMX GaKTopOB y AeTEN».

2-e MecTO Noaenunnu:

— TynbineHKo ApTém BuKTOpoBMY (acnupaHT Pray
«HMWLU, 3popoBba pgeten» MwuH3gpaBa Poccuu,
MockBa) ¢ pa6oTon «BHYTpMNPOCBETHOE fevyeHue
CTPUKTYp NuLLEBOAA Yy AeTew Npu Bynne3Hom anunaep-
mMonu3se»

— Pynn PernHa AnekcaHapoBHa (acnupaHT ®Irb0y BO
«CaHKT-MNeTepbyprcknim rocyaapCTBEHHbIM Neauna-
TPUYECKUM MEAULMHCKUN yHuBepcuTeT MuH3gpaBa
Poccuu, CaHkT-lMeTepbypr) ¢ paboton «OnbIT AnarHo-
CTUKM 1 NneveHnsa 6one3Hn KaBacakur.

3-e MecCTOo 3aHAnu:

— borpawoBa Adapba CepreeBHa, EBceeB CtaHucnas
MropesBun4y (cTyaeHTol POy BO «HU MIY
um. H.M. Orapésa», CapaHcK) 3a paboTy «BnuaHue
nepuHaTanbHOIo NOPaXKeHUs LeHTPanbHON HEPBHOWM
cuctemsbl (LUHC) Ha ncuxoMoTopHOE pa3BuUTUE AeTew
paHHero Bo3pacTa;

— Koanosckui eHuc AnekcaHapoBuy, KosnoBckas
MprvHa AHaTonbeBHa (CTyaeHTbl [OMenbCKOro
rocyfapCcTBEHHOr0 MeAMLMHCKOro YHWBEPCUTE-
Ta, Pecnybnuka benapycb) 3a paboty «HekoTopble
acneKkTbl nNWTaHuMs [JeTel paHHero Bo3pacTa
B f[OoMeNnbCKOM permoHe»;

My3blKanbHOE NPUBETCTBUE OT CTYAEHTOB MEAULIMHCKOrO
MHCTUTYTa 3 CapaHcKka

lMepenonHeHHble 3anbl KoHrpecca, U, KOHEYHO XXe, No JaBHEN
Tpaguuuu — MMH negnaTpos

— HukonaeBsa KpuctuHa WropeBHa (acnupaHT
YpanbCKOro rocyagapCTBEHHOro  MeAMLMHCKO-
ro yHuBepcuteTa, EKaTepuHOypr) 3a paboTy
«TapTucunatMBHas mogenb NpodUNaKTUKK aepma-
TO30B U MHDEKLMIA, NepeaaBaeMblx NOMOBbLIM NyTEM,
cpeav geTen-cupoT 1 AeTen, OKasaBLUMXCH B TPYAHON
U3HEHHOW CUTYyaL UKy,

Mo6eanTensamu NoCTePHON CeccUM HayyHbIX paboT AeT-

CKUX MEOULIMHCKKNX CECTEP CTanun:

1-e MecTo NoJy4Yns1 KONNEKTUB coTpyaHukos PIrAY «HMUL|

340poBbs AeTen» MuHaapasa Poccun 3a paboThbl:

— lWeHueBa E.B, NawHeBa M.A., OpewwnHa M.JI.
«QbDEKTUBHOCTb Maccaxka y ageten MnaaeH4ecKkoro
BO3pacTa C nepuHaTanbHblM nopaxkeHmem LLIHC»;

— KotenbHukos I1.C., ToHyapoB P.B. «Maccax y getew
npu NeYEeHUU NNOCKOCTONMUSA OT 3 40 7 et

— CeMukunHa M.T., OpewnHa M.J1. <MeToanKa nevye6Hom
FMMHaCTUKKU ANa feTel C HeCcOBEepLUEeHHbIM ocTeore-
He30M»;

— Maesckui H0.C., OpelwmrHa M.J1. «<MeTtoaunka JI®K npwm
MbllWeYyHoW agnucTpodum [oweHar;

— AwTaeBa O0.B., dAHuny 4.B., OpewunHa M.JI.
«QPbDEKTUBHOCTL AUDPEPEHLMPOBAHHOIO Macca-
Ka W Koppurupylowemn ne4yebHom rMMHaCTUKKU Npwu
HeBpwuTe NmueBoro Hepea oT 0 4o 12 ¢ pas3nnyHbiMu
cnoco6amu BCKapMnBaHus»;

— [BapamuaH.A.,BapdonomeeBakE.lO., OpewnHa M.J1.
«MeTogmka JIOK ana ctumynauuu Mbilwl, CBOLOB
CTOMbI».

2-e mecTto: byknHa T.A., MNonoBa J1.A. «[laTpoHakHasa nan-

nvatMBHasa nomoulb» (HoBoKy3HelK, KemepoBcKas 0611.)

n Monoga J1.A., byknHa T.A. «Ponb BonoHTEpOB B paboTte

neTtckoro xocnuca» (HoBoKy3HelK, KemepoBcKkas 0611.).

3-emecTo nogenunun Xutsaea H0.H. «CoBpemMeHHbIM Nnoaxoa

K pelueHuto NpobsieM cemen, UMeloLLnX aeTen ¢ opdaHHbI-

MU 3a6oneBaHMAMK, B pamKax npoekTa «KoopamHaTopsl

3a0poBbs» (YuTa, 3abarkanbCckuin Kpan) n 3bikoBa T.B.

«CeCTpUHCKMI B3rNA4 Ha npobnemy yxoaa 3a nauueHTa-

MU ¢ 6ynne3HbIM anuaepmonn3om» (Mocksa).

XX KoHrpecc negmatpoB onpeaenun nytv passuTus npo-

deccroHanbHOM accoumnaln U HameTun HOBble TOYKK OTCYe-
Ta Angd peweHna ctoalmx nepea AeTCKMMn BpadamMun 3agad no
peanusauuun nporpammel «Jecatunetve getcreanr.



Pe3onouua XX KoHrpecca neagumaTtpoB
Poccum ¢ mexXaAyHapoaHbIM yYyacTUeEM
«AKTya/lbHble Npo6nemMbl neaguaTpun»

16-18 ¢peBpansa 2018 r. B Mockse npotuen XX KoHrpecc neanatpoB Poccum, B pamKax
KoToporo coctosiaiuck VI Bcepoccuickass KOHpepeHUns «HeoTnoKHas AeTcKas Xupyprusi

n TpaBmatonorus», VIl EBpasuiickmn ¢popym no peakmm 6oaesHsam, Xl MexayHapoaHblin popym
aetckmx xupyproB u VIII @opym AETCKUX MEANLIMHCKMX CecTep.

Mo utoram paboTbl XX KoHrpecca neanaTtpoB Poccuu
C MEXAYHapOAHbIM y4yacTueM «AKTyallbHble npo6aeMbl
neavaTpum» NPUHATa Ppe30NIoLUA:

3acnywaB M 06CYAMB BbLICTYMEHUS AOKAAAYMKOB MO
OCHOBHbIM BOMpocam neauaTtpuu, aeneratbl U Yy4aCTHUKHK
XX KoHrpecca negnaTtpoB Poccuun cumtaloT HE06X0AUMbIM:
1. O6paTuTbCS:

1.1.

1.2.

B TlocypapctBeHHyio [Aymy PeaepanbHoro
CoGpaHnusa Poccuiickon depepaumm ¢ npeanoxe-
HUeMm:

1.1.1. Cpo4yHOo npuHAaTb PepepanbHbli 3aKOH
«O npodunakTuke cpeau HaceneHus PoccuincKown
depnepalmm COCTOSHWUMA, OBYCNOBMIEHHbIX MPUPOA-
HbIM AedUUMTOM Hoaar.

1.1.2. MNMpuecTn dpeaepanbHOe 3aKOHOAATENLCTBO
B OTHOLEHWN OXpaHbl 340POBbS AETEN B COOTBET-
ctBue ¢ KoHBeHuusamu OOH «O npaBax pebeHKa»
1 «O npaBax UHBaNNOOB».

1.1.3. Tpoao KUTb rapmMoHM3aLU0 3aKoHoAa-
TeNbHbIX U MOA3aKOHHbIX aKTOB rocyAapcTB-y4acT-
HMKoB CHI B OTHOWEHWKN OXpaHbl 340P0OBbS AeTEN
B cooTtBeTcTBUU ¢ KoHBeHunen OOH «O npasax
pebeHKa» n KoHBeHunen OOH «O npaBax WMHBa-
NMA0B».

1.1.4. BHecTu n3meHeHuns B denepanbHbit 3aKOH
«O6 0b6palleHnn NeKapCTBEHHbIX CPEeACTB», Npeay-
CMOTPEB paclUMpPeHne BO3MOXKHOCTU MPOBEAEHMS
KNMHUYECKUX UCCNIeJOBaHMM C y4acTUEM AETEN.

B MpaButenbctBo Poccuiickon ®depepauyuun
C NpeanoxKeHnem:

1.2.1. MNpn dopMupoBaHUM BIOAKETOB 34PaBOOX-
paHEeHUs BCEX YPOBHEW MpeaycMoTpeTb PUHAHCH-
poBaHWe cnyx6bl OXpaHbl MaTepuHCTBa M AeTcTBa
B 06beMax He meHee 35% OT KOHCONMANPOBAHHOTO
pervoHanbHOro 6toaxeTa 34paBoOOXpPaHEHHMS.
1.2.2. TIpUHATbL Mepbl K opraHn3aumm oTe4ecTBEH-
HOro MPOM3BO/ACTBA COBPEMEHHbIX IEKapPCTBEHHbIX
npenapartoB ANn4 AeTen, BKaoYas UMMYHOOWONOMU-
4yecKue, B TOM Yncie KOMOGMHUPOBaHHbIE, BaKLMHbI.
1.2.3. BKAO4YKUTb B NepeYvYeHb MHANKATOPOB adPek-
TUBHOCTU AEATENbHOCTU MCNOMHUTENbHOM BAacTu
cy6beKkToB Poccuiickon depepaunn nokasaTesb
CMEepPTHOCTU AeTen B Bo3pacTe Ao 5 neT U cmepT-
HOCTW AEeTeN BCEX BO3PACTOB OT BHELWHUX U UHPEK-
LLMOHHbIX MPUYMH, YPOBEHb MHBANMAHOCTU AETCKOIO
HaceneHus.

1.2.4. MpuHATb pelleHMe O MOSIHOM nepexoae
Poccuiickon ®epepalmm npu yctaHOBNEHUN UHBA-
NMOHOCTKU AeTAM Ha MexayHapoaHyto KnaccnubuKa-
LMo GYHKLUMOHUPOBAHUS, OrpaHUYEHNN XKU3Heaes-
TENbHOCTH U 340POBbS.

1.3.

2. Tlpocutb

1.2.5. PaccmoTpeTb BOMNPOC O nepegadvye B cUcteMy
3PaBOOXPaHEHNS QYHKLMWM YCTaHOBNEHUS WMHBA-
IMAHOCTH AETAM.

1.2.6. PaccmoTpeTb BOMPOC O BKJOYEHUU tOBe-
HWABHOIO apTpuTa, TUPO3MHEMMUMK, LIMUCTUHOS3A,
GEHNNKETOHYPUM, HECOBEPLIEHHOIO OCTEOreHe3a,
6one3Hen MNomne, ®abpu, HumaHa-lNrka u apy-
rMX peakux 60/1e3Hen U3 crnmcka «24 HO30/0MUh»
B [lporpammy «OpraHu3dauus obecrnevyeHus nu,
60/bHbIX reModuanen, MyKOBUCLMAO30M, FUMO-
du13apHbIM HaHWU3MOM, 6onesHbto lowe, 3/10Ka-
YeCTBEHHbIMWM HOBOOGpPa30BaHUAMU NUMPOUAI-
HOW, KPOBETBOPHOM W POACTBEHHbLIX UM TKaHew,
pacCcesHHbIM CK/1epo30M, /ML, Nocie TpaHCniaH-
TauMn opraHoB W (UMW) TKaHEeW NeKapCTBEHHbI-
MW npenapaTamMu Mo NEepevHto, yTBepKAaeMoMy
MpaButenbcTtBom Poccuitckon denepaunm n chop-
MWPOBAHHOMY B YCT@HOBJIEHHOM WM MOpPSAKe»
(«7 HO30NOrKM») U3 dbeaepanbHOro GroaXeTa.

K opraHam MCcnosHUTENbHOMN BNlacTU CYyGbEeKTOB
Poccuiickori degepauuum U MYHULUNANbHbIX
oGpa3oBaHUM:

1.3.1. PaspaboTaTb M peann3oBbiBaTb peruo-
HafbHble MPOrpaMMbl MO CHWXEHWIO MajeHYe-
CKOWM U OETCKOW CMEPTHOCTH, MHBANUAHOCTK AeTeEN
(C y4eTOM WX YPOBHS, CTPYKTYpPbl, COLMaNbHO-3KO-
HOMMYECKON, 3KONOrMYECKOW CUTyaumm u ap.).
1.3.2. He gonyckaTtb BBeAEHUA CUCTEMbI MEAULIMH-
CKOro obecrneyeHuns geten Bpa4yom obLen NpaKkTum-
KW (3@ UCKIOYEHWEM TPYAHOAOCTYMHbIX U OTAANEH-
HbIX TEPPUTOPUI NPU OTCYTCTBMM Bpada-negnatpa).
MuHuctepcTBO 3ApaBoOXpaHeHus

Poccuiickon ®epepalmu:

2.1.

2.2.

[MMpogomxkutb paboTy MO COBEPLIEHCTBOBAHMUIO
CUCTEMbI BaKUMHOMNPOPUNAKTUKN MHDEKLMOHHBIX
6one3Hen y geten B Poccuinckon denepauinu:
pacwmpuTb HauMoHanbHbIM KaneHgapb Nnpodunak-
TUYECKMX NPUBMBOK 3a CYET BBEAEHWUS BaKLMHa-
LMW NPOTUB MHPEKLMI, BbI3BAHHbLIX POTAaBUPYCOM,
nanunaoMaBupycoM, BuMpycamu BETPSIHOW OCMbI,
renatuta A, MEHWHTOKOKKOM, [OMOJHUTENbHbIX
peBaKUMHaLUMA NPOTUB KOKMOWa B AOLWKOAbHOM
M NOAPOCTKOBOM BO3pacTe, a TaKXe nponucatb
B HEM 3HA4YMMOE MECTO A1 UCMONb30BaAHNSA MHOTO-
KOMMNOHEHTHbIX (5 1 6oNee) BaKLMH.

MoBbICUTbL AOCTYMHOCTb U Ka4eCTBO KOMIMIEKCHOM
peabunmMTaLMoOHHON NOMOLM AETSM C XPOHUYECKOM
naTtonoruen u geTaM-uHBanngam;

2.2.1. Co3aaTb ycnoBus (MoaroToBUTb U YTBEP-
OUTb HOPMaTUBHYIO MpaBoBylo 6a3dy) ANa pas3Bu-
TUS CUCTEMbI YUYPEKAEHMI MO OKa3aHWO NOMOLLM
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Mo KOMMJIEKCHONW MEAWLMHCKOW peabunutauuu
JeTen B COOTBETCTBMM C [lepevyHeM NopyyvyeHun
Mpe3unaeHta Poccuiickon depepaumm no MUTO-
ram 3acefaHus KoopauMHauMOHHOrO coBeTa npw
Mpes3unaeHTe Poccunckon ®eaepalrmm no peannsa-
uMn HaunoHanbHOW cTpaterum 4encTBum B MHTEpe-
cax geten Ha 2012-2017 rogbl o1 21.06.2014 r.
Ne Mp-1464.

2.2.2. O6paTtutbecs B MNpaBuTEnbcTBO PoccuiicKom
defepaummn ¢ NpegnoxeHmemM paspaboTaTtb U Npu-
HATb MPOrpamMmmy rocyaapCTBEHHbIX rapaHTui 6ec-
NNaTHOro OKa3aHus rpaxkhaHam peabunnTaumoH-
HOW NMOMOLLK:

2.2.3. YKoMnneKkToBaTb deaepanbHble U Mexpe-
rMOHa/bHblE YYPEXAEHUS U NoApasfeneHns Kom-
NNEKCHOM MEANLMHCKOM peabunmTaLnm CoBpeMeH-
HbIM peabunnTaLmMoHHbIM 060PYAOBaHUEM.

2.2.4. PazpaboTtaTb, cornacoBatb M NMpeacTaBuTb
Ha yTBep)KAEeHWe B yCTaHOBJIEHHOM MOPSAKE Npo-
eKT [ocyaapcTBeHHOM nporpammel «[lpodunakTnka
WHBaNMOHOCTU cpean peten B PoccuincKown
depnepaumm».

2.2.5. PazpaboTtaTtb U NPUHATb UBMEHEHWS M OMON-
HEHWs B HOPMaTMBHYIO NpaBoByto 6a3y, onpeaens-
IOLLYIO cofepKaHne MeaULMHCKOM NOMOLLM AeTaM-
MHBaNMaam:

2.2.6. BHECTM NBMEHEHUSA U AOMONHEHUS B NPUKaA3
MunsapascoupasBuTua Poccumn ot 04.08.2008 T.
N2 37H «O pa3paboTKke MHANBUAYaANbHbIX MPOrpaMm
peabunMtauuMnm MHBaNMAOB» B YacTU pa3paboTKu
W peanusauun MHAMBKMAYabHON NporpaMmel pea-
ounuTaumm pebeHKy-uHBanMay v KOHTpons 3a ee
3PDEKTUBHOCTbLIO M KAYECTBOM.

2.3. BBeCTM B MHCTUTYT raBHbIX CNELNanMCcToB raBHo-
r0 BHELWTATHOro AETCKOro crneuunanucta gepmaro-
nora.

2.4. Pa3paboTaTb CTaHAapTU30BaHHble MNpPOrpamMmbl
npenojaBaHuns coLManbHOM NneguaTpum 1 No UMMY-
HONpodUNaKTUKE Ha JO- U NOCNELUNIIOMHOM 3Ta-
nax negnMaTtpu4yecKoro o6pasoBaHus.

2.5. MNpegycmoTpeTb B AETCKMX NONUKIAMHUKAX AONKHO-
CTW 3aMeCcTUTEeNs rMaBHOro Bpaya no npodunakTm-
YECKOM MeanLMHe.

MpocuTe MUHUCTEPCTBO OGpa3oOBaHUA U HaYKM

Poccuiickon ®eaepaumu:

3.1. MpUHATL BCE BO3MOXKHbIE MePbl MO MOBbILLEHNIO
LOCTYNHOCTU M OBGECneYeHnto KavyecTBa MNMUTaHUSA
faeten B o6pa3oBaTe/ibHbIX OpraH13aLmsx.

3.2. Wupe npvBnekaTb npodeccuoHanbHoe MeaWLUH-
CKOe CO06LLECTBO K MOArOTOBKE y4eb6HbIX [Tporpamm
no ¢GopMMpoOBaHUIO 340POBOro M 6Ge30MacHoro
obpasa }U3HM yHalLmxcs (BOCMUTaHHUKOB).

Mpocutb MuHuctepcTBo 3ApaBoOXpaHeHuUs

Poccuiickon depepaumm 1 MuHuctepcTBo o6pa3oBa-

HUA U HayKu Poccuiickon Pepepaumnm:

4.1. TIpofoNKNTb COBEPLIEHCTBOBaHWE neguMaTpuye-
CKOro o6pas3oBaHusl Ha aTanax BbICLIEr0 WM AOMNOI-
HUTENbHOro npodeccnoHanbHOro 06pa3oBaHus
B pamMKax CyLLEeCTBYIOLLMX OPraHU3aLMOHHbIX CUCTEM
(negnatpuyeckre obpasoBaTefibHble OpraHM3aLmu
1 baKynbTeTbl) C NOCTOSAHHBIM COBEPLUEHCTBOBAHMW-
eM cneunanbHbix 06pa3oBaTesibHbIX MPOrpamMM.

4.2. 3aKoH4YNTb pa3paboTKy U BHeapuTb HoBbIn PIOC
BbiCcWero o06pa3oBaHMa N0  CNeunanbHOCTH
31.05.02 Mepguatpusa (ypoBeHb cneunanutTeTa)
B COOTBETCTBUU C NPOdECCUOHANBbHBLIM CTaHAaPTOM
«Bpay-negmMaTp y4acTKOBbIW» C BKAIOYEHUEM UHTE-
rPMPOBaAHHOIO BeAeHns 60ne3Hen AEeTCKOro BO3-
pacta M KapMaHHOro crnpaBO4YHMKa-pyKOBOACTBA
no neYeHnto Hanbonee pacnpocTpaHeHHbIX 601e3-
Heny neten BO3.

PekomeHfoBaTb opraHam ynpaBieHUs 3apaBooxpa-

HeHueMm cy6beKToB Poccuickon eagepauuu:

5.1. Co3paTtb ycnoBus A9 pacliMpeHns CeTU u opra-
HMU3auuK paboTbl OTAENEHU MELUKO-COoLMabHOM
NOMOLLM.

5.2. MPpUHATbL Mepbl NO PaCLUMPEHMIO CETU YYPEKAEHUN
(nogpasgeneHuni), oKasblBaloWMX KOMMIEKCHYIO
peabunuTauMoHHY0 NOMOLLb AETSM Ha pernoHasb-
HOM W MyHULUMNANbHOM YPOBHSIX.

5.3. MpoBecTn paboTy MO COBEPLIEHCTBOBAHUIO
CECTPUHCKOM MOMOLLM B PerMoHax u MyHuUMnanb-
HbIX 06pPa30BaHUsIX.

5.3.1. MNMpoaomxutb paboTy No BBEAEHMUIO B CTPYKTY-
py OpraHoB ynpaBieHusa 34paBooXxpaHeHnemM cybb-
eKToB Poccuickon Peagepanyn 4ONKHOCTU IMaBHOMO
crneumanmcTa no CECTPMHCKOMY ey B neguatpun.
5.3.2. lpegycMoTpeTb aKTUBHOE MNpuUBJieYeHne
cpefjHero MeamMuUMHCKOro nepcoHana K peanusa-
UMM MeponpuUsaTuin nNo GOpMUPOBAHUIO YCTONYM-
BbIX CTEPEOTMMNOB 340POBOIro 06pasa KU3HU aeTen
1 NOAPOCTKOB.

Peszonouyuns npuHaTa egnHornacHo 18 ¢peBpans 2018 r.




