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— YBaxaemble yutatenu!

'L//(/s' eanaTpoB Poccun 00beanHnI BEAYLUNX TPAKTUYECKUX BPayer u y4eHbix
CTPaHb! A1 HAMNCaHns JaHHOW SHUNKIIONEANN.
B kHure npeacrassieHa nHgopmaunsa a4 6yaywmx mam v nan, jaHbl PEKOMeH-
Jaunn 1o rnojarotoBKe K roSIBIIEHNIO B CEMbE M/afeHua, nogpobHo 0cBeLla-
HOTCA COBETHI 110 YX0AY 3a PEOEHKOM, PEKOMEHAALMMN 10 NMUTAHNIO, 00J1E3HAM
JETCKOro BO3pacta v ux JIE4YEHNI0.
Bbl HayYnTech OMnpefensaTh, Korga MOXHO 000ATUCE 663 NoMOoLLYM JOKTOpA,
a Korga Tpebyercs BpayebHas nomolb. Havigere nHghopmaunio 0 ToM, kKak =~ A
[OMOYb PEOEHKY B HEOT/IOXHOM CUTYaLMnU W Kak pacrno3Hatb, 470 Takas
cuTyaums crnoxwunach. [loMmumo 3Toro, B KHUIre u3noxeHbl MnpakTu4eckme
[PUEMbI [ICUXOJIOTNYECKON MOAAEPXKN PEOEHKA B TPYAHOW CUTYaLINN.
VIHTepHET-3aBUCUMOCTb, BPEAHbIE MPUBLIYKU, 10J10BOE BOCITUTAHNE —
9T0 TO/IbKO Masias YacTb akTyasibHbIX MPOOJIEM, 3aTPOHYTbIX ABTOPAMMY.
JHUmMKIoneansa OyAeT 0/1e3Ha HE TOJIbKO HACTOALMM U OyAyLUM
POANTENIAM, HO W Bpayam-neanatTpam, a Takxe CTyAeHTaM MegnLnH-
CKWX BY30B.
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OLHOBPEMEHHO ABYX K/toYeBbIX UUTOKMHOB UJ1-4 n UJ1-13,
UrpatoLLMX POJib B MATOreHese acTMbl'2

N‘
| AIIHEPI' NYECKAA ACTMA

T2-ACTMA?

AyncheHT‘D»»

(aynunymaé)

[1YTh K
[10/Ir0CPOYHOMY KOHTPOJIH0 ACTMbI*

B kayecTBe 4OMONHNTENBHOM NOAAEPXKMBAIOLLEN TEPANUN
0N MauMeHTOB cTapwe 12 neT co cpeaHeTSKeNon U TAXeNon
6pPOHXMaNbHOMN acTMOI!

CMELUAHHAA ACTMA

CHWMKEHWE YACTOTDI NMOJIHAA OTMEHA YAYMLIEHUNE O®
TAXENbIX OBOCTPEHUN : MrKc

v 81 vA48; ~.480u;

y NALUEHTOB C UCXOLHbIM YPOBHEM MaLMeHTOB, MOJy4aBLLNX K 52 Hepene no cpaBHEHUIO
303>300 kn/MKa, Nony4aBLUMX Aynunyma6 B nose 300 mMr k2H C UCXOAHBbIM YPOBHEM Y MaLIMEHTOB,
Aynunyma6 B noze 300 Mr K2H B COMeTaHUN C 6a3NCHOMN ¢ 903>300 kn/MKA, NONy4aBLUNX

B COYETaHWUU C 6a3NCHOMN Tepanven*s Aynunyma6 B noze 300 Mr K2H
Tepanuen*? B COYETaHUU C 6a3nCHOMN
Tepanuen**

303 - 3031HOGMNbI; KN/MKA — KNETOK B MUKPONNTPE; K2H — kaxable 2 Heaenun; MIFKC — nepopanbHele riokokopTrkocTepounsl; O®B, — o6bem GOpCMPOBaHHOTO BbIOXa 3@ NEPBYIO CEKYHY

* basucHasi Tepanus BKNOYaNa B Ce6si MPYMEHEHNE CPEAHNX UK BbICOKMX 03 VHTaNSILMOHHbIX IIIOKOKOPTUKOCTEPUAOB B COYETaHMM C 6eTa-2 aroHuctamm 1 MIKC y NaumeHToB C ropMOHO3aBUCHUMOW aCTMOWM
Cnuncok nuTepaTypbi:

1. VIHCTPYKUMS NO MEANLMHCKOMY NPUMEHEHNIO NeKapCTBEHHOrO NpenapaTa JynukceHT® (aynunymat). PermcTpaumoHHsin Homep J1M-005440 ot 04.04.2019 r. 2. Wenzel S, et al. Dupilumab efficacy and safety in adults
with uncontrolled persistent asthma despite use of medium-to-high-dose inhaled corticosteroids plus a long-acting 2 agonist: a randomised double-blind placebo-controlled pivotal phase 2b dose-ranging trial. Lancet.
2016; 388: 31-44. 3. Diagnosis and Management of Difficult-to-treat and Severe Asthma in adolescent and adult patients. GINA Pocket Guide for Health Care Professionals v.2.0. Global Initiative for Asthma, April 2019,
38 p. 4. Castro M, et al. Dupilumab Efficacy and Safety in Moderate-to-Severe Uncontrolled Asthma. N Engl J Med.2018; 378: 2486-2496. 5. Rabe KF, et al. Efficacy and Safety of Dupilumab in Glucocorticoid-Dependent
Severe Asthma. N Engl J Med. 2018; 378: 2475-2485,

Marepuan ans 0B # MHCTPYKUMel N0 NPUMEHEHMUIO. Kpaﬂ(an MHCTPYKUMS No PCTBEHHOTO Npenapara fly T
HOMep nn- 005440 ot 04 04.2019. nenapcrneuuau ¢opMa PacTBOp A1 MOAKOXKHOIo 2l CBOWCTBa: ,qyrwmyMaé — PEKOMBUHAHTHOE Ye/I0BEYeCKO@ MOHOK/IOHaIbHOe
aHTMTeﬂO (noaTtvn IgG4) K a-cy6beanHuLe pelenTopa MHTEpen rpynna: uHrnémuTopbl MHTepﬂeMKMHa Kon ATX: D11AHOS. Moka3aHua K NPUMEHEHMIO: aTONNYECKUI AIePMaTUT CPEAHETSKENOoro u

TAXKENOro Te4eHus y naumeHToB ot 6 net n CTapwe npu HeﬂOCTaTONHOM OTBGTE Ha Tepanuio TONUYECKMMWU NeKapCTBeHHbIMU NpenapaTtaMu UnmM B Cny4ae, Koraa Takue npenapaTbl He peKOMeHAOBaHbl K MPUMEHEHUIO. I'IpenapaT
,ElyﬂVIKCEHT( MOXeT NPUMEHATLCA B MOHOTEpanun nam ogHOBpeMeHHO C TONMUYeCKUMU NeKapCTBEHHbIMKU NpenapaTtamMmu; B KayecTee [.]OﬂOﬂHVITeﬂbHOVI nognepmmsa»ou.lew Tepanuu 6ponMaanov| aCTMbl CpeAHETSHKeNOoro U Taxenoro
TeyeHus y naumeHToB 12 neT v cTaplue ¢ 303MHOGUIbHBIM GEHOTUMOM UK Y MALMEHTOB C FOPMOHANbHO3aBUCUMOM 6POHXMANIbHOM aCTMOM, NONYYaIOLWMX NEPOpPasibHbIE MIOKOKOPTUKOCTEPOUADI. B KauecTBe AONONHUTENBHOM MOAAEPKM-
BaloLUEeN Tepanum B3POC/bIX NaLMEHTOB C MIOXO KOHTPOAMPYEMbIM TSXKE/bIM XPOHUYECKUM MOIUMMNO3HbIM PUHOCKUHYCUTOM. MpoT no YYBCTBUTENLHOCTb K Aynuaymaby unm nio6oMy U3 BCMOMOraTeslbHbIX
BellecTs NpenapaTa; AETCKWIA BO3PAcT A0 6 NeT y NaLMeHTOB C aTONMYECKUM 1ePMATUTOM CPEAHETSXENONO U TSKENOro TeYeHNs, AETCKMI BO3PacT A0 12 NeT Ans NaLMeHTOB C 6POHXMAbHON aCTMO CPeAHETHKENOTO 1 TAXENOoro
TeUeHWs B CBA3UN C HEYCTaHOBNEHHBIMU 3G dEKTUBHOCTBIO U 6€30MaCHOCTbIO NPUMeHeHMs. C OCTOPOXHOCTBIO: NPY 6ePEMEHHOCTU (TObKO eCM OXMAaeMas Nosb3a NPEBbILAET NOTEHUMabHbIA PUCK AN nnoaa). Cnoco6 npumeHeHns
M po3bl: npenapat [ynuKceHT® BBOAUTCS NOAKOXHO. ATOMWYECKUI AePMaTUT: peKoMeHyeMas 03a npenapata [lynuKceHT® y B3pOC/biX MaLMeHTOB COCTOUT U3 HavanbHOM A03bl 600 Mr (2 nibekumn no 300 mr) n BBeaeHus aanee 300
MF KaXble ABe Heflenu; B 3aBUCUMOCTY OT MHAMBUAYa/IbHOMO TepaneBTUYECKOro OTBeTa 1032 MOXET GbiTb Y A0 300 mr 0. PekomeHayemas fo3a Npenapata [lynKCeHT® y MalMeHTOB C aTONMYeCKUM AepMaTUTOM B
BO3pacTe 6-17 neT: ANns NaUMEHTOB C Maccoii Tena oT 15 1o 30 kr HavanbHas fo3a — 600 Mr (2 nHbekummn no 300 mr), aanee no 300 Mr Kaxable 4 HeaeNW, ANs NaLIMEHTOB C Maccoit Tena oT 30 Ao 60 kr HavanbHas Ao3a — 400 Mr (2 HbeKLUK
no 200 mr), aanee no 200 Mr kaxable 2 HeAenu; ANs NaLMeHTOB C Maccom Tena 60 Kr v 6onee HavanbHas Ao3a — 600 Mr (2 uHbekumm no 300 mr), aanee no 300 Mr Kaxable 2 Hepenu. BpoHxuanbHas acTMa: pekoMeHayemas 4o3a npenaparta
JlynukceHT® y B3pOC/bIX NaLMEHTOB 1 AeTelt (12 neT v cTaplue): HauyanbHas fo3a — 400 Mr (2 Hbekumm no 200 Mr), aanee no 200 Mr Kaxable 2 Helenn UnW HavanbHas fo3a — 600 Mr (2 Hbekumumn no 300 mr), aanee no 300 Mr kaxable 2
Hepenn. ﬂl\ﬂ nauveHToB C I'HK)KOKODTMKOCTepOMAOBaEMCMMOVI 6ponMaano|7| acTMON unu ¢ CONYTCTBYIOWWUM CPEAHETHKE/bIM UN TAXENbIM aTONMNYECKUM AepMaTUTOM, NPU KOTOPOM NOKa3aHO NpuMeHeHue npenapata ﬂyﬂVIKCeHT‘T’,
NeyeHmne HaumHaloT ¢ 403bl 600 Mr (2 nHbekummn no 300 mr), nanee no 300 Mr Kaxable 2 HefeNU. XPOHNYECKUI NONNNO3HbIA PUHOCUHYCUT: HavasbHasi PEKOMeHyemas [03a 415 B3pOC/bix nauneHTos — 300 mr, aanee 300 Mr kaxable 2
Hepenun. B cny4yae nponycka Ao3bl NAUMEHT AO0HKEH NONYUUTb MHBEKLMIO KaK MOXHO CKOpee U 3aTeM NPOAO/IKNTL le4eHne B COOTBETCTBMU C HasHa4Y€HHbIM eMy peXXMOM BBeieHUs nNpenaparTa. Mo6ouHoe AeﬁCTEHe: Haubonee YacTbIMU
HeXenateNbHbIMU peakumuamMmn, KOTopble Ha6ﬂ|0,qa.ﬂVICb B KIMHUYECKNX UCCNeAOoBaHMAX Y NAaUMEHTOB C aTONUYECKUM AEPMATUTOM, 6b1nn KOHDBIOHKTUBUT, éaKTepmaanblﬂ KOHBIOHKTUBUT, anneprwqecxmﬁ KOHBIOHKTUBUT, peakuum B MecTte
MHbBEKUWW, repnec POTOBOW MONOCTM, 303MHOGUANS, MPOCTOI repriec, 6nedapuT, 3y B rnasax, CUHAPOM CYXOrO rnasa; HauMbosee YaCTbiMU HEXeNaTeNbHbIMU PeakUMsiMU, KOTOpble Hab/IoAaNNCh B KIMHUYECKUX UCCNeA0BaHUAX Y
NauMeHTOB C 6POHXMa/IbHON aCTMO, GbIN SpPUTEMA, OTEK U 3yA B MECTe MHbeKLMK. Npodunb HexenaTenbHbIX peakumii y NoAPOCTKOB C 6POHXMaNbHOM aCTMOW /UK C aTONUYECKMM AepMaTUTOM 12 feT 1 cTaplue 6bi1 CXOX C TaKoBbIM
Y B3POC/IbIX MaLMEHTOB. HaCTbIMM HeXenaTeNbHbIMI PeaKUMsIMU, KOTOPbIE HaBIoAANMCh B KIMHUYECKUX UCCNIEA0BAHMSX Y MALMEHTOB C XPOHMUYECKMM MOMMO3HbIM PUHOCUHYCUTOM, 6bIIN KOHBIOHKTUBUT, PEaKUMM U OTEK B MECTE MHBEKLMN.

[1ns pabOTHUKOB 34,paBOOXPAHEHNS
SA N O F I MpeacTaButenbctBo AO «CaHodu-aBeHTUC rpyn» (PpaHums) nyn 7] KceHT }
\J 125009, r. Mocksa, yn. Teepckas, a. 22. Ten.: (495) 721-14-00, dakc: (495) 721-14-11, www.sanofi.ru
MAT-RU-2001023-2.0-09/2020 (aynunyma6)
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3nanpa3a® — MpoBepeHHan
BpemeHem MD3T *c yenoseyeckum npodunem
rmuKosunupoBaHmAa AnAa 3tgeKTUBHOMo yny4llueHuA

Jnanpas
(Nnypcynbcpasa)

Horga BarkHa
KAXOAA OETAIDb

Caunac | 5 net

comaTU4YecKUX noKkasarteneu y naymeHTos ¢ MIC I1'°

Bnanpasa®

Peructpayvonnbiit Homep: JICP-001413/08

MHH: vpypeynbtasa

TNexapcTeenHan dopma: HOHLEHTPAT [NA NPUTOTOBNIEHUA PACTBOPA [NA UHAY3Ni.

@apmakoTepanesTuieckan rpynna: MpenapaTel AA NeYeHVA 3a00NeBaHNI NULLEBAPUTENBHOMO TPAKTA U HapyleHui obvena Be-
wecTs - tepmenTsl. MoKasanua K npumenenuio. Snanpasa® NoHasaHa 1A AIUTENLHOMD NIEYEHIA NALVEHTOB C CUHOPOMOM XaHTepa
(mywononucaxapuaosom Il Tvna, MIC ). MpoTusonokasaHuA. HNvHUYECKN BbIpaHEHHaA WM NPECTaBNAIOLIAA YrPO3y ANA HUSHN
NALVYEHTOB NOBLILLIEHHAA YyBCTBUTENLHOCTL K UAYPCYNbtase Ui MoBOMY 13 BCMOMOraTENkHbIX BELLECTS B TEX CRYYaRX, HOMa CUMMTO-
Ml HE YCTPEHAIOTCA MPW MPOBE/EHMIA COOTBETCTBYIOLLIETO NeYernA. C 0CTOPOMHOCTLIO. [eTV C MOMHLIM OTCYTCTBYEM (Aeneuviein) nim
BHAUUTENBHBIM M3MEHEHVEM NOCNIEOBATENLHOCTY FEHOB (DEaPaHMVPOBHON) B OTBET Ha BBEAEHVE NPENapaTa UMEIOT BLICOHMIA PUCK
0Bpa3oBaHuA aHTUTEN K uaypcynbdase, B TOM YMCHEe HeMTpanmuayloLyx aHTuTen (cm. pasaen «Ocobble yasaHuAy). Cnocob npumeHenus
W po3bl. TONMbKO 1A BHYTPUBEHHBIX WMHGyauit. BeegeHue npenapata Snanpasa® HeoGXo4MMO MPOBOAUTL MO HOHTPOMEM Bpada uin
APYroro MEAVLMHCKOrO paBoTHMKE, HOTOPLIA MMEET OMbIT NEYEHUA NALMEHTOB C MYKOMONMCAXapuao3om Il Tuna unu apyrvmm Hacnes-
CTBEHHbIMW HapyLLeHnAMU MeTabonuama. [Mpenapar Snanpasa® crefyeT BBOAUTL BHYTPUBEHHO HarenbHo B TedeHve 3 4acoB B [ose
0,5 Mr/Hr maccel Tena opvH pa3 B Hepenio. BpemA BBeAeHUA MOMHO NOCTENeHHO yMeHbLUIMTL A0 1 4aca, ecnu Ha hioHe UHAyaui He
Pa3BIBAIOTCA HewenaTensHble peaxuvn. Mpumexenune y geten. Y aeteit v NogpocTHoB Ao3a coctaenAet 0,5 Mr/Hr Macckl Tena opvH
pa3 8 Hepenio. MPUMEHEHNE Y NAUMEHTOB C MOMEYHOI Y NEYEHOMHOI HEOCTATOMHOCTBIO. OMbIT KIMHUMECKOTO MPUMEHEHVA NpenapaTa
y MALUMEHTOB C NOYEYHOM U NEYEHO4HON HEfOCTaTO4HOCTLIO oTcyTeTeyet. MoBoyHoe geiicTBue. HerenarensHse PEaHLM, OTMEYEHHbIE
B KIMHUYECHOM WCCNIEAOBaHNN NpenapaTa Snanpasa®, NouT Bo BCeX Cryuarx Bbinv NErKo Ui CpefHei cTeneHy TAmecT. HanGonee
4aCTO HABMIOMIANVCH PEBHLMI, CBASAHHBIE C HCYUOHHBIM BBE[ieHVIEM npenapaTa. Haubonee YacTeIMU CBA3BHHBIMM C VHEyauei pean-
UMAMM Bl PEaKLMM CO CTOPOHbI KO (ChiMb, 3yA, KPaNMBHULA 1 3PUTEMA), NMXOPAAKE, (MPUIMBLIN KPOBU K HOME NMLA, CBUCTALLeE
AblxaHve, oAblLuKa, ronosHanA Gonb, peoTa, Gonk B HuBOTe, ToWwHOTa 1 Bonb B rpyaw. Mo Mepe NPOONHEHNA TepanuM YacToTa pasBUTUA

* 3T - hepmMeHTHaA 3aMECTUTENbHAA TepanuA.

PEaKUMY, CBA3AHHBIX C MHCDY3MeN, CHUMENach. HapylueHnA CO CTOPOHLI HEPBHOM CUCTEMBI: OMEHb YACTO — rofoBHaA Gonb; YacTo —
TONOBOKPYMEHME, TPEMOP. HapyLUEHUA CO CTOPOHLI CEpAiLa: YacTo — LMaHO3, apUTMIA, TaxvHapAMA. HapyLLeHNA co CTOPOHLI COCYi0B:
04eHb 4acTO — MPUIMBLI (HPOBMY K KOME NVUA; YacTo — NOBLILUEHVE apTepuanbHoro AasnednA (AL, chvwenve AL HapywenwA co
CTOPOHbI [IbIXATENLHOM CUCTEMBI, OPraHOB TPYAHOM HNETHU U CPEAOCTEHVA: O4EHb YACTO - CBUCTALLEE AbiXaHMe, OfbILUHE; YacTo —
TUMOKCA, BPOHXOCNA3M, Hallierb. HapyleHnA Co CTOPOHEI HENYA0HO-HULIEYHOrO TPaKTA: 04eHb YacTo — GOMb B MUBOTE, TOLHOTA,
[Aviapes, PBOTA; YACTO - OTEH A3bIKA, AUCNencuA. HapyLUBHIA CO CTOPOHBI HOMU 1 NOJHOMHLIX THAHEM: 04eHb YACTO — HPanMBHULA,
Cbiflb, 3yz, 3puTEMa. HapyLLIEHUA CO CTOPOHBI CHENETHO-MBILLEYHOV 1 COBAMHTENLHOM THAHW: YacTo — apTpanruA. OBLye paccTpoicTea
W HapYLLIEHUA B MECTE BBE[IEHUA: 04EHL YACTO — NIMXOpaHa, 60k B rPYaV; YACTO — MPUNYXIOCTL B 0BNACTY UHGyaMN, OTEK NMLa, Nepude-
PUHECHNI OTEK. TPABMbI, MHTOKCUKALMIA 11 OCTIOMHEHWA MBHWMYNALWI: 04EHb YACTO — PEAHUM, CBA3AHHBIE C MH(Y3MOHHBIM BBE[EHNEM
npenapara. ViMmyHoresHocTb: B pamHax 4 nposeféHHbIx uccnegosanmin (THTOO8, THTO18, THTO24,/024EXT) y 53 /107 nauvextos
(50 %) B paanu4Hble cpoxy BeipabaTbiBanick aHTUTENa Knacca IgG K npypeynbase. Yactota cny4aes hopMUPOBaHWA HEATPANMBYIOLLIMX
aHTuTen coctaeuna 24% (y 26/107 nauvenTos). YV petei: HerenatensHsle NeHapcTBEHHbIE peaHLuu, Habniopaembie y Aeted, He
OTAMHENMCH OT COOTBETCTBYIOLLYX PEAKLYAA Y B3POCTBIX NALMEHTOB. MepeyeHt BCex NOBOiHbIX 3th(EHTOB NPEACTABNEH B MHCTPYKLMN N0
MEeAULMHCHOMY NpuMeHeHvio. Yenoeua otnycka. OTnycKaloT no peenty. OpraHu3auya, ynonHoMoYeHHan BRafienbLem peructpaum-
OHHOTO YAOCTOBEPEHUA NIEKAPCTBEHHOrO NPENapaTa ANA MeANLMHCKOro NPUMEHEHNA Ha NPUHATHE NPeTeHanit oT noTpebuTena:
000 «LLlanep Buotex Pycy, Poccuitckan Mepepauma, 119021, r. Mockea, yn. Tumypa MpyHae, 4. 11, ctp. 1, atam B, nom. |, Hom. B;
8; 12. Ten.: +7 (495) 787-04-77; dakc: +7 (495) 787-04-78. MonHaA MHOPMaUMA NO NpenapaTy NpeacTasneHa B MHCTPYKUAM No
MEeAULMHCHOMY NpuMeHeHuio npenapata (VIMIM).

HacTosALLan CoHpaLLEHHan UHCTPYHLUMA No npumeHeHnio (CUM) npescTasneHa UCHNIDYMTENBHO B MHCDOPMALMOHHBIX LENAX U HE MOMET
CNYMUTb B KA4ECTBE MCHEPMbIBAIOLLIEr0 PYKOBOAICTBA NPU Ha3HA4eHUM 1 NpuMeHeHUn npenapata. CUM (V.5) ot 24.05.2019 Ha ocHo-
saHum VIMIM ot 08.04.2018.

1, Whiteman D.A. and Himura A. Development: of idursulfase therapy for mucopolysaccharidosis type Il (Hunter syndrome): the past, the present and the future. Drug Des. Devel. Ther. 2017; 11: 2467-2480.
2. Burton B.K., Whiteman D.A., HOS Investigators. Incidence and timing of infusion-related reactions in patients with m ucopolysaccharidosis type Il (Hunter syndrome) on idursulfase therapy in the real-world setting: a perspective from the Hunter Outcome Survey (HOS).

Mol. Genet. Metab. 2011; 103(2):113-20.
3. HnuHnyeckve pexomeHpaumun. MyKononucaxapvnos tun Il 2019.

4. Muenzer J., Wraith J.E., Beck M., et al. A phase Il/ll clinical study of enzyme replacement therapy with idursulfase in mucopolysaccharidosis Il (Hunter syndrome). Genet. Med. 20086; 8(8): 465-73
5. Muenzer J., Beck M., Eng C.M., et al. Long-term, open-labeled extension study of idursulfase in the treatment of Hunter syndrome. Genet. Med. 2011; 13(2): 95-101

000 «Takepa MapmacbloTvancy: yn. Ycadésa, 2, cTp. 1, 119048, Mockea, Poccua
Ten.: (495) 933 5511, dhawc: (495) 502 1625
www.takeda.com.ru
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O6pauleHme K Yutartensam

YBaxkaemble Konneru! [loporue gpy3bs!

Jleto nponeteno 6bICTPO, a M3-3a NaHaemun COVID-19 y MHOrmMx u3 Bac
OTMNyCcKa MOoMpoCTy He 6bli0... A TyT rpsiHysla OCEHb, U BO3HMK/NA OCTpas Heob-
XOJJMMOCTb BHOBb BEPHYTbCS K OOCYXAEHWIO MOBCEAHEBHbIX NeanaTpPU4ecKnx
3a60T U TPEBOI — KaK CBA3aHHbIX, TAK U HE CBA3aHHbIX C HOBOW KOPOHaBUpPYC-
HON MHpeKuunen. YTo npumedatenbsHo, MHorne n3 yneHos CIP He nepecTatoT
noBbIlWaTb CBOM NpodecCUoHabHbIM YPOBEHb, OCO3HAB peasibHyl0 Heobxoau-
MOCTb «HEMNPEepPbIBHOr0 MEAULIMHCKOTO 06pa30BaHUs» B HEBEPOSTHO TSKESbIN
M C MOpPanbHOW, U C GU3NYECKOM TOUYKW 3PEHWUST OCEHHUIM Mepuoa 3TOoro rojaa.
A noToMy 3anpochkl Ha Hally nevyaTHyl0 NPOAYKLMIO, Ha exeHeenbHble BeGuHa-
pbl MO CaMbIM aKTyanbHbIM BOMpPOcaM neavatpuu, npuyem ¢ kpeautamu HMO,
Ha MHbOopMaLMIo ANs Bpayen, pasMelleHHyto Ha canTe Coto3a neanatpos Poccun
M B HaLLKWX cOLManbHbIX CETSX, PE3KO BO3POCM.

Ham He paHo npeayragaTb, 6yaeT v AajibHENILMI B3pbliB 3a60/1€BaeMOCTH
COVID-19 B Hosibpe—aeKabpe uaM HeT (Aymato, 4YTo BCe e OyAaeT), XBaTuio
JIM MYAPOCTH Y HaLLWX COrpaxKaaH NPUBUTLCSH ONepaTUBHO OT APYr1x pecnupaTop-
HbIX MATOreHOB, TAKWX KaK rpumnn U NHEBMOKOKK, NPAMO B NEPBbIE e 0CEeHHUEe
Heaenu Unun Het (Haaetocb, YTO BCE XKe XBaTW0), yenenu N npeacraBntenn MUHUCTEPCTBA NPOCBELLEHMA NPOBECTM onpeae-
JIeHWe TPynn puUcKa cpeau yuuTenem u Apyrux negarornyeckmnx paboTHMKOB HaKaHyHe OTKPbITUS AETCKUX 06pa3oBaTe/bHbIX
opraHusaumm (3x, ycrnenu 6bl! HO CKOpee BCe e HET), 419 TOro 4To6bl U30IMPOBATb 0COOO0 YA3BUMYIO KATErOPUIO OT KOHTaK-
TOB C NOTEHLMaNbHbIMX BUPYCOHOCUTENSIMW B TPAHCMOPTE U B COGCTBEHHbIX KONIEKTUBAX (MPUYEM S UMEIO B BUY B3POC/bIX,
a He geteMn)... OgHo 9 3Hal0 TOYHO — NOCAEeAHMI MEeCsL, OCEHU U NePBbIM MecsL, 3uMbl 06eLLatoT 6biTb HaNPSAXEHHbIMK!

Ho yenoBeK 1 06LWEeCcTBO B LLeSIOM HE CNMOCOBHbI KUTb B MOCTOAHHOM CTpecce, 60 TONbKO NOAM C MO3UTUBHbLIM HACTPOEM
MOTYT UMETb CU/IbHbIA UMMYHHbIX OTBET, B TOM 4ucine, ans 3awmntbl oT SARS-CoV-2. U ang Toro, 4To6bl 3TOT UMMYHHbIW OTBET
BaM c03A4aTb, Mbl MOArOTOBW/IM HOBbIM HOMEP HaLIEro XypHana.

WTaK, Hacnaxgantecb HOMEPOM M COXpPaHaNTe B NaMATU KanenaoCKOoN camMbliX APKMUX BNeYaTNeHNnn — OT MPOYUMTAHHOIO
B CBEXEM BblNycKe «[leguaTpuyeckon GpapmMaKkonormm» BnepeMeLlKy ¢ CaMbiMU BKYCHbIMU U He3abblBaeMbIMU MOMEHTaMM
npownbix net! N torga HMKakon COVID-19 Bam cTpalleH He 6yaeT!

C yBaXKeHuem,

rnaBHbIA peaKTop }XypHana, akagemuKk PAH, npodeccop, 3acnyKeHHbIN aeaTeNb HayKu PO,
3aBepgyowan Kadpeapon paKynbTeTCKON NeguaTtpum neguaTpuyeckoro pakynbreta

PHUMY um. H.U. NMuporosa, pykoBoautenbs HUU negunatpun u oxpaHbl 3gopoBbs aeter LLKB PAH,
coBeTHUK BO3, uneH Ucnonkoma MexayHapoaHOM negMaTprMueCcKon accoLumalmm,
nact-npe3suaeHT EBponeicKon neguarpuyeckon accoumnauum (EPA/UNEPSA),

noyeTHbl npodeccop YHuBepcuteta Poaxa (Uranua),

Nno4eTHbIN YNeH neguaTpuyeckoro pakynbreta KoponeBcKoro Konneaxa repanestoB Upnangum
Neina CeiimypoBHa HamasoBa-bapaHoBa

Dear colleagues! Dear friends!

The summer has past so fast! Many of you did not have any vacation at all due to COVID-19 pandemic. Now it is autumn already and
there is urgent need to return again to the discussion of everyday pediatric issues either related, or not related with new coronavirus infec-
tion. Notably, many members of the Union of Pediatricians of Russia did not stop improving their knowledge, they have realized the real
need of «continuous medical education» even during this difficult (morally and physically) autumn period. Therefore, the requests for our
printed production, for weekly webinars on most topical issues with CME credits, for any information for physicians on our website and on
our social networks have increased significantly.

We cannot predict whether there will be the new boom of COVID-19 morbidity in November-December or not (I think it will be); whether
our fellow citizens had enough wisdom to perform vaccination against other respiratory pathogens such as influenza and pneumococcus
during the first autumn weeks (I hope so); whether the representatives of the Ministry of Education managed to identify risk groups among
teachers and other employees before opening children’s educational facilities (I hope so too! Actually, they rather did not) to isolate espe-
cially vulnerable people from any contacts with potential virus carriers in transport and among their colleagues (and | am talking about
adults not children) ... Anyway, | am sure that last month of autumn and the first month of winter are going to be challenging.

Man, and society at large, cannot live in constant stress. Only people with positive attitude can have strong immune response
including the immunity against SARS-CoV-2. Thus, we have prepared this new issue of our journal in order to create such immune
response for you.

Well, enjoy this issue and keep in mind the patchwork of most significant reminiscences: everything interesting in the new issue of
“Pediatric pharmacology” together with the most impressive moments of past years! So, you will not be afraid of COVID-19 at all!

Sincere regards,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,

Head of the Ped iatric Department of Pediatric Faculty of N. I. Pirogov Russian National

Research Medical University, Head of Research Institute of pediatrics and children’s health in Central Clinical Hospital
of the Russian Academy of Sciences, WHO consultant, Member of the International Pediatric Association (IPA) Standing

Committee, the Past-President of the European Paediatric Association (EPA/UNEPSA), Honorary professor of University of

Foggia (Italy), Honorary member of pediatric department of Royal College of Physicians of Ireland
Leyla Namazova-Baranova
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0O60cHoBaHHe. Pa3BuTme TPOMOOTMHECKNX OCIOKHEHUI B r10C/1€0NnepaLMoHHOM rnepuoje yxyalaeT Te4eHme 6071e3HU 1 yBe-
JIMYNBAET CMEPTHOCTb y AETeN, orepupyeMbix Mo rMoBOAY BPOXKAEHHbIX MOPOKoB cepAua (Bl1C). B coBpemeHHoNn ntepatype
MMEKTCS OrPaHNYeHHbIE aHHbIE O KIIMHUYECKNUX aKTopax pUcKa TPOMG006pa30BaHMs MOCAE XMPYPrM4eECKON KOPPEKLMU
BIIC. HekoTopebie nepcrneKkTnBHbIE, Ha Hall B3IJ154, GaKTopbl He n3y4eHbl B Ka4eCTBe NpeanKTopoB TpPoM6030B y aetei ¢ BIIC.
Lenb — 13y4nTb BO3MOXKHOCTb B/IMSIHUSI KIIMHUYECKUX XapaKTePUCTUK NaLlMeHTa Ha pa3B1Tne TPOMOOTUYECKUX OC/IOMHEHNI
y AeTen nepBoro rofa Ku3Hu, rnocsae xupyprunyeckon koppeKkymm BlrC. Metoabl. B Hallen paboTte 6bliv U3yHeHbl KIIMHUYe-
CKue faHHble 156 geten B Bo3pacTte oT poxaeHus o 11 mec. 29 gHen (MmeamnaHa Bo3pacta — 5 mec), onepnpoBaHHbIX
B YC/I0BMSIX UICKYCCTBEHHOIro KpoBoobpalieHus (MK) no nosogy BIIC. Y Bcex naunMeHTOB n3y4aanch CAeAyoLne NnoKa3aTe-
JIW: BO3pacT, KaTeropus xupyprudeckoro pucka no RACHS-1 (Risk adjustment for congenital heart surgery), 4UMTe/IbHOCTb
aHecTe3nun, AIUTENIbHOCTb ornepauuu, BPEMS rnepexaTuss aopTbl, AanMTenbHOCTb MK, rectaunoHHbIN CPOK, Macca Tesna
Ha MOMEHT ornepaumnu, poCcT Ha MOMEHT onepaumn. Pesynbtatbl. Y 44 naymeHToB AMarHOCTUPOBaHbl TPOMOO3bI B roc/ie-
ornepaunmoHHOM rnepuoge, 4to coctasasetr 28,2%. pu ob6crenoBaHnn NaLMeHToB Oblin BbiISIBJEHbI TPOMOO3bl pa3iMYHON
JIOKann3aumu: B cocygax roioBHOro Mo3ra, BHyTPUCEPAEYHbIE, NLIEMUST KOHEYHOCTEN U T.A. YCTaHOBJ/IEHO, YTO LAHCHI BbIsIB-
JIeHUs1 TPomMb03a y naluneHToB ¢ KaTteropmnsamu pucka 3 u 4 no RACHS-1 ysennumnBanvck B 2,84 pa3sa (95% AN: 1,36-5,92),
npu AAuTeNbHOCTH aHecTe3unun cBbille 220 muH — B 2,64 pasa (95% AN: 1,15-6,05), npu 4AUTENbHOCTHU OoriepaLmm CBbIlLIe
150 muH — B 3,36 pasa (95% AN: 1,51-7,5); Bpems rnepexatvs aopTbl CBbille 32 MUH yBE/IMYUBAET LUAHC BbISIBJIEHUS
Tpomb603a B 3,23 pasa (95% AN: 1,45-7,32), anntenbHocTb UK cBbiwe 70 muH — B 3,43 pasa (95% AN: 1,6-7,34), recta-
LIMOHHBbIN CPpOK mMeHee 39 Hea — B 2,44 pa3za (95% AN: 1,18-5,03), macca Tena pebeHka meHee 5000 r — B 4,3 pasa
(95% AN: 2,02-9,15), poct meHee 60 cm — B 4,57 pa3za (95% [AN: 2,15-9,73) n Bo3pacTt mnagwe 3 mec — B 2,31 pa3sa
(95% [N: 1,08-4,92). BakmoyeHune. Kateropus n 3 n 4 no RACHS-1, gantenbHoCcTb aHecTe3uu cBbile 220 MUH, AINTENb-
HOCTb onepaumnu cBbille 150 MUH, BpeMs nepexaTtus aopTbl CBbille 32 MuH, AanTeabHocTb MK cBbiwe 70 MuH, rectaum-
OHHbIN CPOK MeHee 39 Hej, macca Tesia Ha MOMeHT onepauunmn meHee 5000 r, pocT meHee 60 cm, Bo3pacT maajle 3 mec
YBEJINYNBAKOT PUCK Pa3BUTHS TPOMBOTMYECKUX OC/IOXKHEHMI B 10C/1€0MepaLMoHHOM Nepuose.

Knro4eBbie cnoBa: TpomMb603, MCKYCCTBEHHOE KPOBOOOPaLLEHNE, BPOXKAEHHbIE MOPOKM cepaLia, Bo3pacT, RACHS-1, gantesb-
HOCTb aHeCTe3uu, AIMTEIbHOCTb ornepaumnm, BPEMS repexatns aopTbl, A/IMTE/IbHOCTb MCKYCCTBEHHOIO KPOBOOBpaLLEHMS,
rectalmoHHbINA CPOK, Macca Tesa, PocT

Ansa yntupoBaHus: NlactoBka B.A., TenaeB P.®., lopaeesa 0.b., bumxnes A.P., PeaseBa E.A. KnuHnyeckne daKTopsl
pucka TpoM6006pa30BaHNs y AeTer Nocae KOPPeKLUN BPOXKAEHHbIX MOPOKOB cepala. llegnatpuyeckas papmaKoiorus.
2020;17(5):424-428. doi: 10.15690/pf.v17i5.2161.

OBOCHOBAHME

[eTn, onepupyemble Mo NOBOAY BPOXKAEHHbLIX MOPOKOB
cepaua (BIMNC) nmetoT 60nee BbICOKMMA PUCK TPOM60OO6-
pa3oBaHMA MO CPaBHEHWUIO ¢ O6LLen monynauuen neau-
aTPUYECKMX NauMeHToB. MNpK 3TOM AaHHble nuTepaTypbl,
CBSiI3aHHble ¢ TpOMOGO3aMKu Mocne onepauun Ha cepaue
M cocyaax y AeTen, 04eHb OorpaHuyeHHbl. [OBbILWEHHbIN
PUCK TPOMBO3a COMNPSIXKEH C TEM, YTO NPOBEAEHME Kapau-
OXMPYPTrMYECKUX Onepauuin B YCIOBUSX UCKYCCTBEHHOIO
KpoBoob6paluleHus (MK) npnBoanT K HapyLEHUIO KPOBOTO-
Ka, AMCOYHKLMKN 1 aKTUBaLMK TPOMOOLIUTOB, CUCTEMHOMY
BOCMNaneHuto n runepkoarynauum [1, 2]. K gonoaHutenb-
HbIM MpegpacnonaralwWwmnm GakTopam OTHOCHAT Hespe-

JIOCTb CUCTEMbI FeMOCTa3a U BCeACTBME 3TOr0 CHUXKEHHYIO
AHTUTPOMOOTUYECKYIO aKTMBHOCTb, a TaKMKe HeobXxoau-
MOCTb B 6osee TuwaTenbHOM nogbope aHTUMKoarynsHTHOM
Tepanuu [3]. K ToMy e npu psage onepaLunin MCnonb3yoTcs
CUMHTETMYECKME MaTepuanbl, UHULMUPYOLME TPOMOOOO-
pa3oBaHue [4, 5].

B HacTosillee Bpemsi TeMa TPOMOOTUHYECKMX OCNIOXKHe-
HWUW y IeTen nocne KapAnMoxmpypriyecKkux onepauui HavnHa-
€T aKTMBHO M3y4yaTbecs. B gocTynHow nutepatype cBeaeHus
0 4YacToTe TPOMOOTUYECKMX COBLITUM Yy MaLMEHTOB AETCKOro
BO3pacTa BeCbMa CKyAHbI M Pa3pO3HEHHbI, HEAOCTAaTOYHO MU3Y-
YyeHa Tema KJIMHMYECKMX GaKTOPOB pUCKa pa3BUTUS TPOMOOTH-
YECKMUX OC/IOXKHEHMI B MOc/eonepaLmMoHHoOM nepuoae. Takxe



HeJOCTaTO4YHO OCBeLLEHbl TEMbl NPeaynpPeXKAeHUs 1 eHeHns
TPOM6030B, BO3HUKLLWX NOC/E onepaLuin Ha cepale y AeTen.

Llenb nccnepoBaHus

M3y4ynTb accoLmaLmio KIMHUYECKNUX XapaKTePUCTUK NaLm-
€HTa C pa3BUTUEM TPOMOBOTUYECKUX OCSTIOXKHEHUI Y AeTen 1-ro
roaa ¥XW3Hu nocne xmpypruyeckomn koppekxumm BIIC.

METO/AbI

MccnegoBaHve NpoBOAMIOCE B OTAENEHMM peaHumaLumm
W WHTeHcuBHOW Tepanuu PrAY «HMUL, 3popoBbsa aeten»
MwuH3apaBa Poccuu B nepuog c 1 nekabps 2017 no 31 aHBa-
ps 2020 1., Ha 6a3e oTAeNeHUs peaHUMaL K1 U UHTEHCUBHOWM
Tepanuu, oTAeNeHNUs KapaMonornn, Kapanoxmpyprum u LeH-
Tpann30BaHHON KMHWKO-AMArHOCTMYECKOW nabopaTopuu
Oray «HMUL, spopoBbs aetei» M3 P®. B Hawewn paboTte
Obl/IN U3YyYeHbl KNMHUYECKKe AaHHble 156 aeten B Bo3pacTte
OT poxaeHua ao 11 mec. 29 gHen (MeavaHa Bo3pacta —
5 mec), onepupoBaHHbIX B YCNOBUAX MCKYCCTBEHHOIO KPO-
Boo6patlleHus (MK) no nosoay BIMC.

An3aiH uccnepoBaHus

Y Bcex MauueHTOB PEeTPOCMNEKTUBHO OblN OLIEHEHbI
cneaylowne nokasaTtenu: Bo3pact, Kateropus no RACHS-1,
ONUTENbHOCTb aHeCTe3nn, ANUTENbHOCTb OnepaLnn, Bpems
nepexatus aopTbl, AnutensHocTb UK, recTauMoHHbIN CPOK,
mMacca Tefla U pOCT Ha MOMEHT onepaLuu.

[ns AMarHoCTUKM TPOMBGO30B B COCyAax roIOBHOMO MO3-
ra ucnonb3oBanu gaHHble MPT, a B cocyjax KOHe4YHOCTeN
W cepiua — JaHHble yNbTPa3ByKOBOro UCCneaoBaHus.

Ona nposegeHns UMK wucnonb3oBanca annapat UK
Sorin s 5 (Sorin Group Deutschland GmbH, lrepmaxus).

Ctatuctnyeckass o6paboTKa MoflyYeHHbIX pPe3ynbTaToB
npoBoaMnach ¢ nomollbio nporpammbl IBM SPSS Statistics

26. C nomoLbto onucaTtefibHOM CTaTUCTUKM BblIM NOCYUTaHbI
MeaunaHa, KBapTuan. NMouck KIMHUYecKux GakTopoB puUcKa
Obl1 NpoBeAeH C MOMOLbBIO MOCTPOEHUSA HETbIPEXMObHbIX
TabnuL CONPSXXEHHOCTHU, onpedeneHns pUCKa pPasBMUTUA
TpoM6030B, onpeaeneHus p-value, nogcyera AOBEpPUTENb-
HOro uHTepBana (M), oLueHKK cuibl CBA3KU MeXKAy Npu3Ha-
Kamun — onpegenexus V-kputepua Kpamepa.

KpuTepun BKAOYEHNS B nccnegoBaHue:
® BO3pacT OT poxaeHus ao 11 mec 29 gHen;
° Hanuiue BIC;
° npoBefeHWe onepaTtMBHOro BMmellaTenbcTBa C UCNOJb-

3oBaHneM UK.

MauneHTbl 6blAn pas3genieHbl Ha 2 rpynnbl: B rpynny
1 Bowan AeTU 6€3 TPOMBOTUYECKUX OCNOXKHEHUI, B Tpynny
2 — C TPOMOBOTUHECKUMMN OCNOKHEHUAMM NOCNE KapLUOXK-
pypruyecKomn onepaumu.

PE3YJIbTATHI

B Hawewn paboTte OblNM U3YYeHbl KIWMHUYECKUE [aHHble
156 peTert B Bo3pacTe OT poxaeHus o 11 mec 29 gHen
(MeanaHa — 5 Mec), onep1poBaHHbIX B ycnoBusix MK no noso-
ay BINC. Cpean Hux aeBoyek — 76 (48,7%) U Manb4YnkoB —
80 (51,3%), coOTHOlIEHMe AeBOYKM/Manbinkm — 0,95:1.
KpaTkas xapaKTepucTMKa o6CnefoBaHHbIX MaLMEHTOB,
BOLWIEALUNX B UCCneaoBaHune, npeacraBneHa B 1abn. 1.

TpoM6OTUYECKME OCNOXKHEHWUS OoTMeYanuch y 44 (28,2%)
[leTel, OHW ObINM BKOYEHbl BO 2 rpynny. BbisBneHo 24
(54,5%) cnyyas TpoM6030B rosIoBHOro mMo3ra, 12 (27,3%) —
TpoM6030B KoHeyHocTel, 5 (11,3%) — BHyTpUCEpPAEYHbIX
TpoM6030B M Mo oagHOMY cnydato (2,3%) Tpomb6o3a npoTe-
3a MUTpanbHOro KaanaHa, TpoM603a NIe4erosioBHON BEHbI
1 TpomM603a NpaBoro NonepeyHoro cuHyca. Bee Bolwenepe-
YUCNEHHbIE OCNIOKHEHMS BOSHUK/N B paHHEM nocieonepawm-
OHHOM Nepuroae, B OCHOBHOM Ha 3—5-e cyT nocne onepauuu.

Vasily A. Lastovka®, Rustem F. Tepaev'’' 2, Olga B. Gordeeva® 4, Anuar R. Bidzhiev*, Elena A. FedyaevaZ

1 National Medical Research Center of Children’s Health, Moscow, Russian Federation

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

e Pirogov Russian National Research Medical University, Moscow, Russian Federation

4 Research Institute of Pediatrics and Children’s Health in «Central Clinical Hospital of the Russian Academy

of Sciences», Moscow, Russian Federation

Clinical Risk Factors of Thrombosis in Children
after Congenial Heart Diseases Management

Background. Development of thrombotic complications in the postoperative period worsens the course of the disease and increases mortal-
ity of children operated for congenital heart diseases (CDC). There is limited data on clinical risk factors of thrombosis after CDCs surgical cor-
rection in modern literature. In our opinion, there are several promising factors that have not been studied as predictors of thrombosis in chil-
dren with CDCs. Aim of the study is to analyze possible effect of patient clinical characteristics on development of thrombotic complications
in infants after surgical treatment of CDC. Methods. We have studied data of 156 children aged from birth to 11 months 29 days (median
age — 5 months) with CDCs operated under artificial circulation. Following indexes were studied in all patients: age, surgical risk according
to RACHS-1 (Risk adjustment for congenital heart surgery), anesthesia duration, surgery duration, aortic cross-clamping time, artificial
circulation duration, gestation period, body weight and height at the time of surgery. Results. Thrombosis was diagnosed in 44 patients
(28.2%) in the postoperative period. Thromboses of various localizations were found during the patients’ examination: cerebral, intracardiac,
limbs vessels, etc. It was revealed that thrombosis detection in patients with RACHS-1 >3 has increased in 2.84 times (95% Cl: 1.36-5.92),
at anesthesia duration >220 minutes — in 2.64 times (95% Cl: 1.15-6.05), at surgery duration >150 minutes — in 3.36 times (95% MD:
1.51-7.5), ataortic cross-clamping time >32 minutes — in 3.23 times (95% ClI: 1.45-7.32), at artificial circulation duration >70 minutes — in
3.43 times (95% MD: 1.6-7.34), with gestation period less than 39 weeks — in 2.44 times (95% ClI: 1.18-5.03), with child’s weight less than
5.000 grams — in 4.3 times (95% CI: 2.02-9.15), with child’s height less than 60 centimeters — in 4.57 times (95% CI: 2.15-9.73), and at the
age less than 3 months old — in 2.31 times (95% CI: 1.08-4.92). Conclusion. RACHS-1 >3, anesthesia duration >220 minutes, surgery
duration >150 minutes, aortic cross-clamping time >32 minutes, artificial circulation duration >70 minutes, gestation period less than
39 weeks, weight at the time of surgery less than 5000 grams, height at the time of surgery less than 60 centimeters, and age under
3 months increases the risk of thrombotic complications in postoperative period.

Keywords: thrombosis, artificial circulation, congenital heart diseases, age, RACHS-1, anesthesia duration, surgery duration, aortic
cross-clamping time, artificial circulation duration, gestation period, weight, height.

For citation: Lastovka Vasily A., Tepaev Rustem F., Gordeeva Olga B., Bidzhiev Anuar R., Fedyaeva Elena A. Clinical Risk Factors of

Thrombosis in Children after Congenial Heart Diseases Management. Pediatricheskaya farmakologiya — Pediatric pharmacology.
2020;17(5):424-428. doi: 10.15690/pf.v17i5.2161.
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Ta6nuua 1. XapaKTepucTMKka naumMeHToB
Table 1. Patients’ characteristics

Bup BINC

Manbuuku (n = 89) [eBoYKHM (n = 67)

[dedeKT MexKenyao4KkoBon neperopoakm — 63

37 26

ATPUOBEHTPUKYNAPHbIA KaHan — 12

Tetpaga ®anno — 15

KoapkTtauusa aopTel — 11

[MnacTuKa aopTanbHOro KnanaHa — 11

JedeKT Mexenyao4KoBon neperopoiku + KoapKtauus aoptel — 9

TpaHcno3unumnsa MaructTpanbHblX cCOCyaoB — 6

YacTUYHbIV aHOMasbHbIN APEHaX NeroYyHblXx BeH — 5

AHOMasIbHOE OTXOXAEHWE NEBON KOPOHAPHOW apTepUM OT NIero4Hom aptepum — 5

AHOMasIbHOE OTXOXAEHWE NEBON KOPOHAPHOW apTepumn OT Iero4Hon aptepum — 5

JedeKT mexnpeacepaHon neperopogkm — 5

ATpesus nero4Homn aptepun — 5

Aoc —4

NfW| W w|IdNWlw|[o [N | | O
NIN|ININDNWINIW [~ ||| | O

MpumedaHune. JOC — ABOMHOE OTXOM/AEHWE MarucTpasbHbiX COCYA0B OT MPaBOro Xenyao4Ka.

Note. DORV (0C) — double-outlet right ventricle.

B tabn. 2 npuvBefeHbl KAMHWYECKME XapaKTEPUCTUKM
nauneHtoB m3 rpynn 1 u 2. MNpu aHanuMse nofyyYeHHbIX
[aHHbIX OblI0 BbIIBAEHO, YTO PasnMyna MexAay rpynnamu
no KaxkKAOMY U3 yKa3aHHbIX B TabauLe NnoKa3aTenen aBnsioT-
CSl CTaTUCTMYECKM AoCTOBEpPHbIMU (p < 0,05). AnnTenbHOCTb
o6Llen aHecTe3nun, ANUTENbHOCTb OMNepaLmu, Bpemsa nepe-
aTtus aopThl, AnuMTensHocTb MK, B rpynne geten ¢ Tpom60-
3amMu JOCTOBEPHO Bhlle, 4eM B rpynne geten 6e3 Tpom60-
TUYECKMUX OCNOMHEHWIH. Bo3pacT Ha MOMEHT onepauuu,
mMacca Tefla M POCT Ha MOMEHT onepauuu B rpynne 2 4ocTo-
BEPHO HUXKe, 4eMm B rpynne 1.

B Ttabnuue 3 npeactaBneHo pacnpepeneHue nauueH-
ToB no Kateropusm RACHS-1, B 3aBMCMMOCTM OT Hanuuus
WM OTCYTCTBUS TPOMBOTUYECKUX OCIIOKHEHUN.

B rpynne peten 6e3 Tpom6030B K 1-i M 2-i KaTtero-
puam RACHS-1 oTHocuTcs 6OMbLWIMHCTBO NaLUWEHTOB —
9,9 n 65,8% COOTBETCTBEHHO, TOrAa Kak B rpynne geten
c Tpom60o3amu K 1- 1 2- KaTeropmsaM OTHOCATCH TOJSIbKO
11,9 n 38,1% cooTBeTcTBEHHO. K 3-i1 1 4-i KaTeropusm
no RACHS-1 B rpynne getein 6e3 TpoM6030B OTHOCATCA 21,6
n 2,7% COOTBETCTBEHHO, @ B rpynmne geTen ¢ Tpom603amu

K 3-1 1 4-i KaTeropusam oTHocuTcs 66nbluas A4oNS NauueH-
T0B (33,3 1 16,7% COOTBETCTBEHHO) MO CPaBHEHUIO C rpyn-
non 1. Pasnuuunsa mexay rpynnamu 1 v 2 no pacnpeaenexHunto
mMexay Kateropuamu RACHS-1 aBnsi0TCA CTaTUCTUHECKM
3Ha4YnmbIMK (p = 0,003).

[Janee Hamun 6bln onpeaeneHbl WaHcbl TpoM6006pa-
30BaHUs B NocneonepauuMoHHOM nepuoge B 3aBUCHUMO-
CTW OT 3Ha4YeHUN UCCNeayeMbIX KIMHUYECKMX NOKasaTenem
(tabn. 4).

B pesynbrate npoBeAeHHOro nccnefoBaHuns 6b110 ycTa-
HOBIEHO CTATUCTUYECKM 3HAYMMOE yBeNMYEHUE YacTOoTbl
TPOMOO30B NMpPKU HaNM4YMKU Takux GaKTOpOB, KaK KaTteropus
M, 3 u 4 no RACHS-1, onuTtenbHOCTb aHEeCcTe3WW CBblille
220 MWH, AAUTENbHOCTbL onepaunn cebile 150 MUH, Bpe-
MS nepexatus aopTbl CBbllWe 32 MWH, AnuTenbHocTb MK
cBblwe 70 MWH, recTaumMoHHbIM CPOK MeHee 39 Hep, macca
Tena Ha MOMEHT onepauun meHee 5000 r, pocT MeHee
60 cm, Bo3pacT mnajwe 3 mec (p < 0,05 Bo Bcex cnyya-
ax). 18 BCcex yKasaHHbiXx ¢aKTopoB OTMevyanacb cpegHen
cunbl CBA3b C Hannumnem Tpomb6o3a (V Kpamepa ~0,2-0,4).
LllaHcbl pa3BuTMa TPOMOBO30B y MaUMEHTOB C KaTeropwu-

Ta6nuuya 2. CpaBHeHue rpynnbl 1 (n = 112) n rpynnsl 2 (n = 44) N0 KIMHUYECKUM NOKasaTensim
Table 2. Comparison of group 1 (n = 112) and group 2 (n = 44) according to clinical score

flapamerp Me Q. 02 e @ 0 P
Bo3spacT Ha MOMEHT onepauuu, Mec 6 (4;8) 4(2,1; 6) 0,003
OnvuTenbHOCTb 06LIEN aHECTE3UU, MUH 243,24,61,15 277,81 + 75,52 0,004
OnuTtenbHOCTb onepauuu, MUH 150 (130; 190) 180 (155; 220) 0,001
Bpewms nepexatusa aopTbl, MUH 32(26; 54) 55(33;73) 0,002
OnvtenbHocTb UK, MUH 67 (52; 87) 89 (70; 125) 0,003
Macca Tena Ha MOMEHT onepauuu, r 6000 (5102; 7000) 4990 (3800; 6000) <0,001
PocT Ha MOMEHT onepaLuu, cm 64 (60; 68) 60 (54; 62) <0,001
[ecTaUMOHHbIN CPOK, Heq 39(38;40) 40 (39; 40) 0,009

lMpumeyarHne. K — UCKyCcCTBEHHOE KpOoBOOGpalleHHe.
Note. AC (MK) — artificial circulation.




Ta6nuua 3. PacnpegeneHve nauneHToB no kateropmm RACHS-1
Table 3. Patients disposition according to RACHS-1

Fpynna 1 Fpynna 2 O6uee 4ncno

Kateropusa nayueHToB

RACHS-1 AGcoloTHOE % OoT o6Lwero 4ucna | AGCoIIOTHOE YUC/IO | % OT O6LLero Yncna B Kaxaoh

YUC/O YeNnoBeK B rpynne YyeJsloBeK B rpynne KaTteropuu
1 12 9,9 6 11,9 18
2 73 65,8 17 38,1 90
3 24 21,6 14 33,3 38
4 3 2,7 7 16,7 10

en pucka no RACHS-1 Bbiwe 3-i yBenuvunBanucob B 2,84
pasa (95% AW: 1,36-5,92), npn ANUTENbHOCTU aHEeCTe3un
cBble 220 MuH — B 2,64 pasa (95% AN: 1,15-6,05),
npu AAUTENbHOCTM onepaumn cBbiwe 150 muH — B 3,36
pasa (95% AN: 1,51-7,5); Bpems nepexatusa aopTbl CBbILLE
32 MWH YyBENUYMBAET LIAHC BbiABAEHUSA TpoMb6o3a B 3,23
pasa (95% OU: 1,45-7,32), npu anutenbHoctn MK cBbile
70 myH — B 3,43 paza (95% AN: 1,6-7,34), recTalMOHHbIN
CPOK MeHblue 39 Hea — B 2,44 pa3sa (95% [ON: 1,18-5,03),
Macca Tena pebeHka meHee 5000 r — B 4,3 pa3za (95%
On: 2,02-9,15), pocT meHee 60 cm — B 4,57 pa3s (95% AN:
2,15-9,73) n Bo3pacT mnaguwe 3 mec— B 2,31 pasa (95%
OW: 1,08-4,92). CneayeT OTMETUTb, YTO MOYTH Yy BCEX NaLU-
€HTOB NpW UccneaoBaHMK NoKasaTenen naHenm CKpUHUHra
Koarynorpammsbl (npoTpoM6uH no Keuky, A4YTB, dunbpurHo-
reH) A0 XMPYPruyeckon onepauun 3Ha4YMMbIX OTKIOHEHUM
BbISIBNIEHO He 6bIN0 B 06eunx rpynnax HabnwgeHns. Kpome

TOro, 10 MOMEHTa BbISIBIEHUA TPOMOO3a Tepanuio aHTUKoa-
TYNAHTaMu1 He noJslydan HU oAnH pebeHoK.

OBCYXAEHME

B nutepaType WMPOKO 06CYyxKAaeTcsd BOMNPOC 4acTo-
Tbl pa3BUTUSA TPOMOGOTUYECKUX COOBLITUI Nocne nepeHe-
CEeHHbIX onepauni. B nocnegHee BpeMs HEKOTOpPble aBToO-
pbl NPEeACTaBNAIOT JaHHble O BbICOKOW YacToTe pas3BUTUS
TPOM60O30B Pa3NMYHOM NOKanM3auuu nocsie npoBeaeHus
KapaMOoXMpypruyeckux BmelwaTtenbCTB. HekoTopble 3apy-
O6€eXKHble KOMNern oTMeYaltoT, YTO TPETbIO YacTb B CTPYKTYpe
TPOMOGO30B COCTaBAAT MLIEMUYECKME WHCYNbTbI [6-10].
B HaweM HabnoaeHWW TaKKe OTMevyeHa BbiCOKasi 4acTo-
Ta pas3BWUTUS TPOMOBO30B C BbLICOKOW AONEN ULLIEMUYECKUX
WMHCYNbTOB. 0 AaHHbIM NUTepaTypbl, YacToTa nocneonepa-
LIMOHHbIX TPOM6030B cocTaBnseT oT 11 o 40%, B TOM 4YuC-
e UWEMMUYECKUX MHCYNbTOB, YacToTa KOTOpbIX AOCTUraet

Ta6nuua 4. CpaBHeHWe 4acTOTbl TPOMGO30B B 3aBUCMMOCTU OT GaKTOPOB pUCcKa
Table 4. Comparison of thrombosis incidence according to risk factors

Hanuume Tpom6G03a
p,V OlLl; 95% AU
daKTopbl pUCKa Het Aa
AGc. AGc. % A6c. %
1-2-9 84 78,5 23 21,50,004%*, 0,228 2,84;1,36-5,92
Kateropusi RACHS-1
3-9 v BbllWe 27 56,3 21 43,8
<220 MUH 44 83 9 17
ONUTenbHOCTb aHecTe3nu 0,019%,0,2 | 2,64;1,15-6,05
> 220 MUH 63 64,9 34 35,1
<150 MuH 59 84,4 10 15,6 0.002%*
OnuTenbHOCTbL onepaumm O 249’ 3,36;1,51-7,5
> 150 MUH 53 22,3 34 77,7 ’
<32 MWH 52 83,9 10 16,1 0.002%
Bpemsa neperkatus aopTbl O 245' 3,23;1,45-7,32
> 32 MWUH 51 61,4 32 38,6 ’
OnutenbHocTb MK ! 5 1’ 3,43;1,6-7,34
> 70 MHH 49 60,5 32 39,5 0,26
<39 Hen 42 61,8 26 38,2
[ecTauUMOHHbIN CPOK 0,014%*,0,2 | 2,44;1,18-5,03
> 39 Hepn 67 79,9 17 20,1
Macca Tena Ha MOMEHT <5000 23 50 23 50 <0,001%, .
0318 4,3;2,02-9,15
onepaunu >5000r 86 81,1 20 18,9 ,
<60cm 34 54 29 46 <0,001*
PocT Ha MOMeEHT onepaumu ! 1 ’ 4,57;2,15-9,73
>60cMm 75 84,3 14 15,7 0,33
< 3 mec 24 58,5 17 41,5 0.028%
Bospact 6176Y 2,31;1,08-4,92
>3 mec 88 76,5 27 23,5 ’

MpumeyaHmne. UK — UCKyCcCTBEHHOE KpoBOOGpalleHKe. * — pasfiMing nokasartenen ctaTUCTUYeCcKn 3Havymmsbl (p < 0,05).
Note. AC (MK) — artificial circulation, * — the index difference is statistically significant (p < 0,05).
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29% [6-10]. TpoM60OTUYECKME OC/IOKHEHMSA acCOLMMPYIOTCA
c 6onee agnuntenbHbiM NpebbiBaHnem B OPUT 1 B cTaumoHa-
pe, NOBbILEHHbIM PUCKOM OCTAHOBKM cepjua, NOBTOPHO-
ro onepaTtMBHOro BMellaTeNbCTBa W JieTalbHOrO MUcxoaa,
a TaK)Ke C TPeXKpaTHbIM YBEIMYEHUEM 3aTpaT Ha NeYvyeHune.
Heo6xo0aMMo OTMETUTb, YTO B nepuog 2004-2012 rr. oTme-
YeH pPOCT yucna TPOMOOTMYECKMUX OCNOXNKHEHWW Yy aeTen
¢ BMNC Ha 253% [11].

B Hallem nccnegoBaHMm U3yYeHbl KIIMHUYECKWE NOoKasa-
Tenn 156 peten ¢ BINC B Bo3pacTe Ao 1 roga. Y Bcex nauyu-
€HTOB PETPOCMNEKTUBHO OblfIM OLIEHEHbI cneayolimMe noka-
3aTenu: Bo3pacTt, Kateropus no RACHS-1, anutenbHoCTb
aHecTe3unn, ONUTENbHOCTb Onepauun, Bpemsa nepexaTus
aopThbl, AnuTenbHocTb MK, recTaLmoHHbIM CPOK, Macca Tena
M POCT Ha MOMEHT onepauuun. BbigBNeHbl CTaTUCTUYECKHM
3HaAYUMblE PA3IMUYNG MeXAY rpynnamu naumeHToB ¢ TPOM-
603aMKU N 6€3 TPOMOOTUYECKUX OCJIOKHEHUIM MO KaxKaoMy
U3 KJIMHUYECKMX NPU3HAKOB. BbIBNIEH PUCK Pa3BUTUSA TPOM-
6030B B rnocfeonepalmMoHHOM nepuoae B 3aBUCMMOCTHU
OT 3HA4YeHUN yKa3aHHbIX Bbllle NoKa3aTenen.

Taknm 06pa3om, MCMoab3ys MPOCTble M [AOCTYMHble
KNMHUYECKME NMoKal3aTenun, TaKne KaK BO3pacT, KaTeropus
no RACHS-1, oanMTenbHOCTb aHeCTeE3NN, ANIMTENbHOCTb One-
pauuu, Bpemsa nepexartus aopThbl, AnuTenbHocTb UK, recta-
LIMOHHbIA CPOK, Macca Tena M PocT Ha MOMEHT onepaLuu,
MOXHO NpeaBuaeTb pa3BuTHe Tpom60o3a B nocfieonepaum-
OHHOM nepuoae y KOHKpeTHoro pe6eHka. O6GHapy»KeHHble
B Hallem uccneaoBaHuMM GaKTopbl pucka Tpom6006pa3o-
BaHMS NO3BONSIOT OCYLIECTBUTL PaHHEE BblaeneHue rpynn
pUCKa U NpUMeEHEeHKe cneLmasbHbliX TepaneBTUYECKMX Noj-
XO[I0B ANS NpefoTBpalleHUs pasBUTUS TPOMOOTUHECKMUX
OC/IOXXHEeHUN nepen onepauuen. Cneayet elle pas noj-
YEepKHYTb, YTO NPK UCCNefOBaHUN NOKa3aTeNel CKPUHMHIa
Koarynorpammbl nepej onepaumnen 3Ha4MMblX OTKJIOHEHWH
OT pedepeHCHbIX 3Ha4YeHN B 06enx rpynnax He BbISBIEHO.
Taknum obpasom, TpebyeTca 6osee TwaTelbHOe UccnegoBa-
HWe nabopaTopHbIX MAPKEPOB aKTUBALIMWM CBEPThLIBAIOLLEN
CUCTEMbI Y MALMEHTOB KaK nepen XxMpypruyeckum Bmella-
TeNbCTBOM, TaK U B PaHHWI nocneonepaLnoHHbIn nepuoa.
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3AK/TIOMEHUE

OCHOBbIBasicb Ha AaHHbIX NPOBEAEHHOr0 UCCEe]0BaHUS,
MO}HO MPEeAnooXuTb, 4To Kateropms U 3 u 4 no RACHS-1,
ONIUTENBbHOCTb aHecTe3duu cBbille 220 MUH, ANUTENbHOCTb
onepauuu cBbilie 150 MWH, BpeEMS NeperaTvsa aopTbl CBbille
32 muH, anutenbHocTb UK cBbille 70 MUH, reCTaLMOHHbIA CPOK
MeHee 39 Hedenb, Macca Tenla Ha MOMEHT ornepaLnn MeHee
5000 rpamm, poCT Ha MOMEHT ornepaunn meHee 60 cMm, BO3-
pacT Mnaguwe 3 Mec aBAATCS GaKTopamMu pUCKa pasBMUTUS
TPOMOOTUYECKUX OCNIOMHEHWUI B paHHEeM nocneonepaLmnoH-
HOM nepuoge y AeTew B Bo3pacTe A0 1 roga nocne onepauum
Ha cepaue ¢ ucnonb3oBaHveM UK. CymmapHas oueHKa aTux
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OcBeOMNIEHHOCTb U KOMMNeTeHLU U
neagnaTpoB rnepBnUuyiHOro 3B€Ha no Bornpocam
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0O6o0cHoBaHue. B coBpemeHHOM 06LecTBe, 0CO6EHHO B ycioBUsIX naHaemmmn COVID-19, 060CTpuaNCb MHOIME CoLMabHbIE
npo6aemsbl. B 310/ cBS3n BaxKHO, 4TOObI CreLnancTbl AETCKOIO 34paBo0XpaHeHNS] UMEIM HEOBX0ANMbIE 3HaHWS /151 BbisIB-
JIEHUS1 pacrnpoCTpaHMBLLErocss Hacuausl Hag Aetbmu. Llenb nccnegoBaHmss — m3y4ynTb OCBEAOMIEHHOCTb M YPOBEHbL KOM-
neTeHUmi neanmaTpoB NePBMYHOro 3BE€Ha . KasaHu Mo BoOnpocam »KECTOKOro M HeHajJsexalyero obpalleHnss ¢ AETbMM.
MeTtogbl. [[poBegeHO 0OAHOMOMEHTHOE MCCAEeA0BaHMUE C UCMOIb30BaHUEM MEXAYHAPOAHON CTaHAapPTU3NPOBaHHOMN aHKETbI
(22 Bonpoca). B nccnegoBaHune BKAKOYaIN MPaKTUKYIOLLMX NeANATPOB CTallMOHapPHbIX U amMby1aTopHbIX (95% Bcex onpoLueH-
HbIX) C/y»K6 I. Ka3aHu. Pe3ynbratbl. AHKETMPOBaHME 73 neamaTpoB rnoKas3asio, 4To ¢ UINYECKUM U [ICUXOSI0MMYECKUM BUaa-
MW Hacuausi Hag AeTbmu BeTpedannch 29 (40%) u 39 (53%) onpolueHHbIX COOTBETCTBEHHO. PU3N4YECKOe Hacuime cynmTaim
caMoi pacrnpocTpaHeHHON popMOoK KeCcToKoro obpalleHns 38 (52%) neanatpoB. YecToKoe/HeHaanexKallee obpalleHue
c pebeHKoMm B 33 (45%) cnyvasx neauatpbl BbiSIBASIN B pamMKax pPyTMHHOrO ocMoTpa. MHuLmMmpoBaau pa3bmpateibCTBO
0 Kakgomy cay4daro pusmndeckoro Hacuamnss 20 (28%) onpoLLEHHbIX, N0 Cay4YasM rcuxoaorndyeckoro Hacuamnss — 23 (31%)
pecnoHaeHTa. Kaxabin Tpetui negmnatp — 23 (31%) — cyMuTaerT, YTo CyLIECTBYIOLLEEe 3aKOHOAAaTEIbCTBO UCHEPIbIBAIOLLMM
0b6pa3om obecrneymBaeT 3alyUTy ETEN, MOCTPaAaBLUNX OT KECTOKOro/HeHaaaexKallero obpauieHusi. Bmecte ¢ tem 50 (68%)
rneamMaTpoB pacLeHnIn CO6CTBEHHbIN YPOBEHb OCBEAOM/IEHHOCTHU B 06CY»KAAEMON TEME KaK HEOCTaTO4YHbIN. 3aKIo4eHue.
lpoBeaeHHoe nccnego0BaHUe MPOAEMOHCTPUPOBAIO HEAOCTATOYHYIO KOMIETEHTHOCTb NeAnaTpoB, NMPEXAe BCEro y4acTKo-
BOW C/y»K6bl, B BOMNPOCaXx BbISIBJIEHNS U COMPOBOXAEHMS C/ly4aeB HACH/InNs (PU3M4ECKOro 1 rncmMxo0rM4eCcKoro) Hag AeTbMH.
Heob6x041MM0 aKTMBU3MPOBAaTL M HEMPEPbLIBHO COBEPLIEHCTBOBATL 06y4YeHMe Ha AOANMTIOMHOM 3Tare U B IpoLecce AOrnoaHN-
TE/IbHOIr0 NPogpeccroHaIbHOro 06pal3oBaHus NeanaTPoOB o rnpobsiemMam KeCTOKOro/HeHaaaeKallero obpalleHms ¢ JETbMU.
KnioyeBble cnoBa: XeCTOKOe/HeHajanexaljee obpaljeHne ¢ AEeTbMU, Hacuaue Haja AE€TbMMW, neauaTpbl, MoAroToBKa
neagnaTpoB, MEANKO-coLMaibHas NOMOLLb

AnsaymtupoBaHnsa: Hamasoa-bapaHoBa, H.B. YctnHoBa J1.C., Anb6uukni B.1O., 9deHaneBa K.E., LLep C.A., BuwHéga E.A.,
LLynaes A.B., CagbikoB M.M., 3natanHoB A.U., LlaBanvneB P.d. OcBegOMIEHHOCTb M KOMMETEHL MM NeanaTpoB NEePBUYHOIO
3BEHa M0 BOMPOCAaM XeCTOKOro M HeHaaexallero obpalleHns ¢ AeTbMu: pe3ynbTaTbl OAHOMOMEHTHOIO UCCe0BaHMS.
MNeanatpunyeckas papmaronorus. 2020;17(5):429-436. doi: 10.15690/pf.vl7i5.2162.

OBOCHOBAHME BCex AgeTen B Bo3pacTe oT 2 go 17 net [1]. O pusnyeckom
HaunoHanbHble (96 cTpaH) penpe3eHTaTUBHbIE UCCe- HacwInMK B AeTCTBe coobuialoT 0KoNo 25% B3pOChbIX, O CeK-
[OBaHWs pacrnpoCTpaHEeHHOCTU HacuAWs B OTHOLIEHUM CyallbHOM HacWMM — Kaxjas Natas }XeHwmHa 1 oguH n3 13
[eTel CBUAETENbCTBYIOT, YTO B NpefWwecTBYOWNK nUccne- MYX4uH [2]. B Poccuinckon depepalmm, cornacHo pesyib-
[OBaHMIO rof, 3MOLMOHabHOMY/NCUXOIOTUYECKOMY, PU3U- TataM MacwTtabHoro uccnegoBanus (n = 1580, cpeaHun

YEeCKOMY W/WNKN CEeKCyaslbHOMY HacuIuio noaBepranunch BO3pacT onpouweHHbIx — 21 roa), nposeaeHHoro B 2014 .,
0K010 1 MAIpA HECOBEPLIEHHONIETHUX MK 6ONIEE MONOBUHbI O CeKCyallbHOM Hacunuu coobwunnun 5,7%, duanyeckom
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Hacunum — 14%, amMoLMOoHaNbHOM HacunMm — 37,9%, amo-
LMOHaNbHOM npeHebpexeHun — 57,9% onpouleHHbix [3].
Mpu atom wccnegoBaHWe NPOBOAMIOCH B OTHOCWUTENBHO
6naronony4yHon rpynne HaceneHus — cpeau CTYyAEeHTOB
BbICLUMX Y4EOHbIX 3aBEEHUN.

YnomsHyTble Bbile cObOblTUA OKa3blBaloT NnaryéHoe BO3-
AencTBue Ha cocTosAHNE GU3UYECKOro U NCUXMYECKOro 340-
POBbS M KaA4yeCTBO KM3HWM NOCTPadaBLKX B TeYeHne BCen
WuU3Hu [3, 4]. etn, noaBepriiMecs Hacunuio, B nocnenyto-
WeM NposiBASIOT CKNOHHOCTb K HAaCUANIO MK BUKTUMHOCTH,
Lenpeccum, KypeHuto, OXKMPEHU0, PUCKOBAHHOMY CeKCyaslb-
HOMY noBeaeHuto. Cpean Taknx AeTen oTMevaeTcs BbiCoKas
4yacToTa He3anaHMpPOoBaHHbIX 6epeMeHHOCTEN, 310ynoTpe-
6/1eHMa aNkoronem 1 HapkoTukamu [2]. B nokymeHTax BO3
npuMBoAsATCA AaHHble 006 ybunctBe 6onee 41 Tbic. AeTeN
B Bo3pacTe A0 15 net exerogHo [2]. NoayvyepkuBaeTtcs
npw 3TOM, YTO 3HAYMTENbHAsA 40K Clly4aeB CMEPTU B pe3yiib-
TaTe }KeCTOKOro obpalleHuns ¢ AeTbMM Bbl3BaHa NageHusmu,
OXOramu, YTONAEeHUSIMU U APYTMM BHELHUM NPpUYnHaM, TaK
4YTO peasibHble NMoKasaTenu yucna Normélimx 3Ha4YMTEeNbHO
BblLLE.

B cBSI3W C pacwupeHnem Mep Mo CAEePXMBaHUIO pac-
NPOCTPaAHEHUA HOBOW KOPOHABMPYCHOW WMHOEKLMM AeTH
Haxo4ATCA B YCNOBMSAX MOBLIWEHHOIO PUCKa MKECTOKOro
obpalleHns, nNpeHebpeXeHus, aKcnayataumMm v Hacuaus
[5]. Mpu3HaHO, 4TO 4Ypel3BblHYalHble Mepbl pearnpoBaHus
Ha COVID-19, TakvMe KaK camMou30M1a9LUna U KapaHTUH, npea-
Ha3HayeHHble [N CKOpeWwew floKanusauum BHUPYCHOM
MHDEKLMU, MOTYT MMETb pas3pylwuTenbHble NOCNeACTBMA
N9 XU3HW 1M 300pOBbs Aeten [5, 6]. focynapcTBa B Npu-
OpPUTETHOM MOPSAKE LOMKHbBI MPUHUMATb MepPbI AN 3alLUTbI
YyA3BMMbIX FPynn AETCKOro HaceneHus. B Kayectse oaHowm
n3 takux mep UNICEF paccmatpuBaeTt ob6yyeHne pabOoTHU-

KOB CNy»6 34paBooxpaHeHns crnocobam 6e30nacHoro yse-
LOMAeHUs o NpobneMHbIX BONpocax C Lenbio npeaoTspa-
LWEHMS KECTOKOIo U HeHaanexalero obpaweHns ¢ 4eTbMu
[5, 6]. B Haliel cTpaHe OLEHWTb, HAaCKOJbKO neauvaTtpbl
BNafeloT TaKMMW HaBblKaMK 1 HaCKObKO MHGOPMUPOBaAHDI
no npobneme XeCTOKOro M HeHaanexauwero obpalieHms
C AeTbMU, He NpeAcTaBAseTcs BO3MOXKHbIM, TaK KaK nogo6-
Hble nccnefoBaHUs He MPOBOAMINUCD.

Llenb uccnepoBaHuns

N3y4nTb OCBELOMIEHHOCTb W YPOBEHb KOMMETEeHLMN
neaMaTpoB MO BOMPOCaM KECTOKOro W HeHaasiexallero
06palLeHns C AeTbMU.

METOAbI
B cTatbe npeactaBfieHbl pesynbTaTtbl  MCCNefo-
BaHWA, NpoBeJeHHOro cpeaun neauaTpoB . KasaHu,

ABNSBWErOCA MNPOMEXYTOYHbIM 3TanoM WCClefoBaHus
B pernoHax Poccuiickon Pepepaumn. CnegyeTr NOSACHUTD,
410 B Pecnybnuke TaTapcTaH cdopmumpoBaHa yHUKasbHas
MEAMKO-OpraHn3aLmMoHHas CTpyKTypa — TpexypoBHeBas
cucTtemMa meauko-couunanbHon nomoum (MCI) geTckomy
HaceNeHuto ¢ y4ebHO-MeTOANYECKUM LLEeHTPOM B I. KasaHu.
PagpaboTka 1 anpobauns TMNOBOW pernoHanbHOW Mojae-
nn opraHmzauun MCI1 getam ocywecTBASIUCE B pamMKax
mMeponpusatuin Paboden rpynnbl N2 3 «3apaBooxpaHeHue,
LPYXECTBEHHOE K AeTaM, W 340pPOBbI 06pa3 MKU3HWU»
KoopaunHaumoHHoro CoBeta npu lNpe3unaeHte PoccuiicKkom
depepaunn no peanusdaumm «HaumoHanbHOM cTpaTeruu
[eficTBUIN B MHTepecax aeten Ha 2012-2017 roabl». Llenb
OpraHM3auMoOHHOM CTPYKTYPbl — COXpaHeHWe W yKpenne-
HWe 340POBbS AETEeN, HAaXOAALWMXCS B TPYAHOM KU3HEHHON
cUTyauMu M/MAn couManbHO OMacHOM MOJSIOXKEHWU, BKIIO-
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Awareness and Competence of Pediatricians on Child Abuse:
Preliminary Results of the International Cross-Sectional Study

Background. Many social problems have worsened nowadays especially in the context of the COVID-19 pandemic. It is important
that child health professionals have all the necessary knowledge for detection of child abuse in modern society. Aim of the study is
to study the awareness and competence of pediatricians on child abuse. Methods. The cross-sectional study was conducted using
the international standardized questionnaire (22 questions). The study has included practicing pediatricians from inpatient and out-
patient (95% of all respondents) clinics in Kazan. Results. The data from questionnaire survey of 73 pediatricians has shown that 29
(40%) and 39 (53%) of all respondents encountered physical and psychological abuse against children, respectively. Physical abuse
was considered as the most common form of abuse by 38 (52%) pediatricians. The child abuse was revealed during routine exami-
nation in 33 (45%) cases. 20 (28%) respondents have initiated proceedings for every case of physical abuse, and 23 (31%) — for
psychological abuse. One in three pediatricians, 23 (31%), consider the present legislation comprehensive enough in the sphere of
children protection against abuse. Meanwhile, 50 (68%) pediatricians regarded their own level of awareness in this topic as insuf-
ficient. Conclusion. The study has shown insufficient competence of pediatricians (especially in the visiting services) in the detection
and maintenance of children abuse cases (physical and psychological). It is crucial to enhance and continuously improve education
of pediatricians on pre-graduate and continuing professional education levels in issues of children abuse.
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Yyasa KecToKoe/HeHajaexallee obpalleHne, NoCcCpencTBOM
peanusaumm MeguKo-coLnanbHbix MeponpuaTum [7]. Takum
0o6pa3om, B pernoHe cosfaHbl 0cobble yCnoBusa Ans OKa-
3aHMa MOMOLLM AeTaM, NpefycMoTpeHa BO3MOXHOCTb Npo-
BeAEHUS LOMONHUTENIbHOIO 06yYeHUs NeanaTpoB U ApYrux
crnewuvanncToB No BOMpOcam CoLManbHbIX aCNeKTOB 340p0-
BbSl J€TCKOro HaceneHus.

An3aiH uccnepoBaHus
OAHOMOMEHTHOE ONPOCHOE UccNefoBaHMe.

KpuTtepuu cooTBeTCTBUSA

B uccnenoBaHWe BKOYaNM NPaKTUKYIOWMX NeauaTpos
(Hanuyne ceptudMKaTa Mo CneLUManbHOCTU «NeanaTpusy)
CTaLMOHaPHbIX M amBynaTopPHbIX CNyX6 3[paBOOXpaHEeHUs
M He BKJ/OYanu neavaTpoB, OCHOBHAA A€ATENbHOCTb KOTO-
pbiX CBSiI3aHa C NpenoaaBaHuem Wiu Hay4HoWn PaboTow.

Ycnosus u nepuoa NpoBeAeHUSA UccnefoBaHUs

MccnepoBaHve npoBoaunochk cpean neauatpoB MAY3
«JeTckas pecnybnvKaHcKaa KAMHU4YecKas 6onbHULA
MuHUcTEpCcTBa 34paBooxpaHeHns Pecnybnvku TaTapcTaH»
(r. KazaHb) 1 TAY3 «[leTckasa ropoacKkas nofnKaMHuka N2 9»
(. KasaHb). AHKeTMpOBaHWE OCYWECTBAANOCH B TeyeHue
anpens n mas 2020 .

OnucaHue npoueaypbl aHKETUPOBAHUA

MccnepoBaHve  NpoBOAMNOCH MO MHMLMaATUBE
EBponenckon neguatpudeckon accouunaumnu (http://www.
epa-unepsa.org). Jns onpoca neguMaTpoB MCMNoONb3oBanach
aHKeTa (B OpUrMHane — Ha aHrIMMCKOM A3bIKE), BKJKOYato-
was 22 sonpoca. ng ncnonb30BaHUs aHKETbl B PYCCKOS-
3blYHOM ayaAnTOPUM NPOBeLEHa NpoLieaypa S3blIKOBOW Banu-
Jaunn onpocHuKa. Ha 1-m atane 6bin BbINOAHEH NEPEBOS
OPUTrMHANbHON BEPCHM OMPOCHMKA Ha PYCCKUM A3bIK ABYMS
npodeccuoHanbHbIMM NEPEBOAYMKAMM HE3aBUCUMO APYr
oT Apyra. B npouecce nepeBoaa KaxAblh U3 NepPeBOAYU-
KOB MpOM3BEN MPSAMON NepeBof OPUrMHaNbHOrO OMPOCHU-
Ka, MHCTPYKLMKU U BapuaHTOB OTBeTOB. [locne cpaBHeHUs
o6enx Bepcuin nepesofa M cornacoBaHus 6Gbina co3gaHa
ob6beanHeHHasn Bepcua N2 1. Ha 2-m aTane Bepcus aHKe-
7ol N¢ 1 nepeBoannacb Ha aHIMUMUCKUK A3blK (06paTHbIN
nepesoa) ¥ NPOBOAMIOCH CPaBHEHWE C OpUrMHabHbIM
MCTOYHMKOM. CylleCTBEHHbIX OTAWYMI OT aHrNOA3bIYHOIO
BapuaHTa He BbifiBieHO. OAHWMM M3 yCcNoBUM 06GpaTHOro
nepesofa SBNANIOCH OTCYTCTBME Yy NepeBoAyMKa JocTyna
K OpWUrnHanbHOM Bepcuu onpocHuKka. Ha 3-m atane npo-
BOAMNOCb TECTUPOBAHWE CO3JaHHOM BepCcUM aHKeTbl N2 2:
Ha BOMpPOChblI OTBETMAM cneunanuctol (N = 15) HAN negu-
aTpun U oxpaHbl 3p0poBba aeten LUKB PAH (r. MockBa).
Ha aToM 3Tane oueHMBaNnCb IKBMBANEHTHOCTb OPUrUHANY
BOMPOCOB W BapuvaHTOB OTBETOB B MepeBofe. Y KaxAaoro
pecrnoHieHTa 6blla BO3MOXHOCTb 06CYAUTb CIOXKHOCTH,
BO3HMKLUME NPU 3anofHEHWM OMPOCHWMKA, C uccnegosaTe-
namu. B KoHLe onpoca yTo4yHANoCh, He Obl10 1 Npo6iem
C NMOHMMaHWEM aHKeTbl U ee 3anonHeHneM. O6cyxaanacb
Heo6Xo4MMOCTb McnpaBieHnn GOpPMYIMPOBOK BOMPOCOB
W npeanaraeMblXx B aHKeTe BapuMaHTOB OTBETOB. TakK, B pyc-
CKOSI3bI4HOW BEPCUM BMECTO MPSAMOro nepeBoja «CepBuC»
(MeanUMHCKK1e cepBuChl) MCMONb30Banock 6osee NoHATHOE
LeneBson ayauTopum M COOTBETCTBYIOLWLEE CMbIC/Ty BONpoca
«MEAMLMHCKME OpraHmu3aun».

MNepBble BONPOCHI aHKETbI HanpaB/eHbl Ha onpeaenexHe
OCHOBHbIX COLMalNbHbIX U AeMorpaduyecKux xapaxktepwu-
CTUK — BO3pPacT, Nos, AOIKHOCTb (CM. ONPOCHMK B NpUIoxKe-
Huu). Cneaytouine BONPOCHI ONpeaensiv onblT pecnoHAaeHTa
B YacTW BbIIBAEHMS Pa3nyHblX GOPM KECTOKOro U HeHaa-

NeXkawero obpalleHnss ¢ AeTbMU, HaBblKM pearnposaHus
B TaKMUX CUTyaLMsX, O6LLYI0 OCBEAOMJIEHHOCTb, KOMMNETEHLUN
W CyWecTBYOWME BO3MOXHOCTU OOYy4YEHMUS MO YKa3aHHOM
Teme. Mo ocBeAOMNIEHHOCTbIO NOHUMaNU MHPOPMUPOBaH-
HOCTb B 3TOM 061acTh, a No4 KOMMNETEHTHOCTbIO — YPOBEHb
3HaHWM W HaBbIKOB. AHKeTa npejocTaBfisnacb PeCrnoH-
JeHTaM Ha 6ymMaxHOM HocuTtene. AHKeTUpoBaHWEe MpPoBO-
AWNoCb Ha ycnoBUAX aHOHMMHOIO y4acTtua pecrnoHAEeHTOB.
[Mpoao/IKUTENBHOCTE ONPOCa He KOHTPOIMpoBanach.

9THyeckas akcnepTusa

NMpoBeaeHne wuccnegoBaHnsa 6bI10  3aniaHUPOBaAHO
W NpoBeeHO B COOTBETCTBMM C COBPEMEHHbLIMWU MPUHLM-
namu v npaBuIamMu, YTo NOATBEPKAAETCS MONOKUTENbHBIM
pelleHneM 3KCNepToB HE3AaBNUCMMOro 3TUHECKOI0 KOMUTETA
npu Poccuinckon Akagemum Negnatpuu.

CTaTUCTUYECKUI aHaNU3

Pasmep BbLIGOPKK MpeaBapuTesibHO HE PacCcYMThiBasM.
CTaTUCTMYECKME METOAbI ANS aHann3a noayYeHHbIX AaHHbIX
He UCMob30Basu.

PE3YJIbTATbI

Y4yacTHUKU ucciefoBaHus

Ana ydactus B wccneaoBaHWMM GbiM NpUrnalweHsbl
76 neanaTpoB, aHKETbl 3aMnofHUAX Bce. Bblnn WCKoYEHbI
3 aHKeTbl C NPONYLWEHHbIMWA U/UIN HEYUTAEMbIMKU OTBETAMM
Ha BOMPOCHI, HEGPEXKHO 3amnofiHeHHbIe. B OKOHYaTeNbHbIN
aHanu3 BKJOYEHbl 73 aHKeTbl. M3 HUX y4acTKOBYIO neauna-
TPUYECKyto cnyx6y npeactaBnanm 69 (95%) pecnoHaeHTOB.
Cpean y4aCTHWKOB UccnefoBaHust GoNbWMHCTBO (66 Yeno-
BeK, 90%) — KeHUWMWHbl. MeHblue NnonoBUHbl — 33 (45%)
neanaTpa 6binn B Bo3pacTe Ao 40 net, 26 (36%) — B BO3-
pacTte 40-60 ner, 14 (19%) — B Bo3pacTe cTapue 60 ner.

Pe3ynbTatbl aHKETUPOBAHUA

BonblUMHCTBO onpoleHHblx (44 4yenoBeka, 60%) cuu-
TaloT, YTO HWKOrAa B CBOEW MPaKTUKE He BCTpevanuchb
¢ GUBMYECKUM UK CEKCyalbHbIM HacuUIMEM B OTHOLWEHUMU
pebeHka. bonee TpeTn (26 pecnoHAeHTOB, 36%) OTMETUN
[0 5 Takux cfny4yaeB 3a nepuoj csoen npodpeccrnoHanbHoOM
aestenbHOCTW. [lBa pecrnoHheHTa COOBWMAN O TOM, YTO UM
M3BECTHO 6oNiee ABYX AECHATKOB Cly4yaeB XeCTOKoro obpa-
LWEeHUsT MM CeKcyanbHOro Hacununs. Cpeaun Tex, KTo cTon-
KHYNCS € 3ToW cutyauuen (n = 29), MHULMUPOBAK OPUaN-
YyecKue npoueaypbl (obpalieHre B KOMMNETEHTHbIE OpraHbl)
N9 3aWKTbl NOCTPaAaBLIUX B KaXkaom cnydyae 28% (8 yeno-
BeK). C NposiBNEHUAMMU MCUXONOMMYECKOr0/3MOLNOHANbHO-
ro Hacunua B OTHOWeEHWM pebGeHKa CTanKMBaauCb B CBOEN
pa6ote 6onee nonoBuHbl — 39 (53%) — pecnoHeHTOB,
npuyem TpM Bpaya BCTpeyanucb ¢ NogobHbIMM dopmamu
HeHaanexauiero obpalleHns 6onee 20 pas. B Kaxagom
cllydyae lopuanMyeckue npouegypbl Ans 3awuTbl nocTpa-
AaBLUMX MHUUMKMPOBanM 11 onpoweHHbIX, YTO cocTaBaseT
28% OT 4yucna neavaTtpoB, CTalKMBABLUMXCSH C MCKUXOMO-
TMYECKUM HacuiveM B OTHOLWEHMM aeTeir. bonblMHCTBO
negnaTtpoB — 38 (52%) — npeanonaranu, 4To Guamyeckoe
Hacuane B OTHOWEHUM JeTeN 9BASETCH caMblM pacnpocTpa-
HEHHbIM Ccpean apyrmx GopM XKeCTOKOro obpatleHums.

HecToKoe unu HeHaanexatuee obpallieHme ¢ pe6eHKoMm
BbISIBASIOCb NPEUMYLLECTBEHHO B paMKax PyTUHHOIO OCMO-
Tpa — 33 (45%), akTMBHOE BbIiBNEHWEe Npo6neMbl — B eu-
HUYHbIX cny4Yasx. Pogutenn pebeHka nHuLmMmMpoBanu obpa-
leHre 3a nomoulblo B 22 (30%) cnydaax. MHuumnatopamu
BMelWaTtenbcTBa ABNAAMCL 06pal3oBaTefibHble OpraHu3a-
umm — B 9 (12%) cnyyasx. Pexe o npo6neme 6b1710 UBBECTHO
OT POACTBEHHUKOB M 3HAaKOMbIX ceMbl — B 6 (8%) cnyvasx.
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OPUTUHAJIbHBIE CTATbU

Ha Bonpoc, Kyga B nepByto o4yepeab obpalatoTcs neam-
aTpbl, €CNU BbISIB/IEHO XECTOKOe/HeHaA exallee obpalle-
HWe, 60NbWKNHCTBO (49 YenoBeK, 67%) yKkasanu Ha «CoLM-
anbHble cnyx6bl / onekar. B cneuunanbHble CTPYKTYpbl
MEeANLMHCKOM OpraHn3aLmm, Hanpumep oTaeNeHns MegnKo-
counanbHOM MOMOLWM AETCKOM MOMMKAUHUKMK, o6paLlatoTcs
13 (18%) pecnoHAeHTOB.

Ha Bonpoc 0 ToM, CyLecTBYIOT M B HaLLEN CTpaHe CTaH-
LapTU3npoBaHHble anropuTMbl AEVCTBUI, KOTOPbIE NeauaTp
MOXEeT WHULMMPOBATb B Clyd4ae MPU3HAKOB MKECTOKOro
WK HeHaaexallero obpalleHms ¢ HeCOBEPLIEHHONETHUM,
60/bLIMHCTBO Y4aCTHMKOB uccneaoBaHus (46, 63%) oTBe-
TMnn «ga». bonee aByx Tpeten — 51 (70%) pecnoHAeHT —
cyuTaloT, 4To B Poccuickon depepaumm NPUHATHE onpe-
[eNeHHble HOPMaTUBHO-NPaBOBblE aKTbl, HanpaBfeHHble
Ha 3alWunTy AeTen B clly4ae KeCTOKOro Uu HeHaanexalero
obpalleHus ¢ HUMK. Tem He MeHee ToNbKo TpeTb — 23 (32%)
neguMaTpa — CYMTalOT, YTO CyllecTBylolee 3aKkoHodaTeNb-
CTBO McYepnbliBalOWMM 06pa3oM obecneymBaeT 3aliuty
AeTen, nocTpajaBLlUMX OT KECTOKOro MW HeHagnexatlero
obpaleHus.

OTBeTbl Ha BONPOC «4TO M3 NepeyncIeHHOro aBnseTcs
CaMblM CEePbe3HbIM HEAOCTAaTKOM CUCTEMbI 3aLLUTbI KEPTB
HeHajneXKalero/>Kectokoro ob6paleHuna?» pacnpege-
NMAnMCb cneaylowmm obpa3om: 27 (37%) — HEBO3MOXK-
HOCTb BAMSTb Ha couManbHOe OKpyXKeHwe pebeHka, Hedo-
CTaTO4HOE B3aMMOAENCTBME C €ro CouManbHOW cpeaow,
22 (30%) — HWM3Kasa MHTerpauus ¢ couuanbHbIMK Cnyxba-
MU, 13 (18%) — HegocTaTouHbIM MHTEpPEC K npobneme co
CTOPOHbI cyfebHON MK 3aKoHodaTe/IbHOW BETBEW BacTy,
1 9 (12%) BUAAT OCHOBHOW HEJOCTATOK B TOM, YTO NeaMaTpbl
He coobuwatoT 0 Npo6aemMe B KOMMNETEHTHbIE OPraHbl.

lNMoKka3aTenbHo, 4TO YPOBEHb NOAIOTOBKM N0 Npo6aemMam
KECTOKOr0 WAM HeHagnexalero obpalleHus ¢ AeTbMMU,
nNpoBOAMMOM B Mnpouecce JOAWMIOMHOIO U LONOMHUTENb-
Horo npodeccnoHanbHoro obpaszoBaxus, 65 (89%) neau-
aTpoB CYMTAIOT HefgocTaTo4YHbIM. 55 (75%) onpoLlleHHbIX
OTMETHU/IN, YTO NOATOTOBKE MO YKadaHHOM npobneme 6bli1o
nocesiLleHo MeHee 5 4. B TeyeHWe nocnegHux Tpex net
He MPOoXoAWMIN KaKoro-nMbo o6y4yeHuns no Bonpocam XKecTo-
KOro MW HeHaanexaullero obpaleHus ¢ getbMu 49 (67%)
pecnoHgeHToB. Cornacuaucb € TeM, YTO BaKHO caenaTb
Takoe o6yyeHue ob6sa3aTeNlbHbIM ANa neaMaTpoB, 72 (99%)
yenoseKa. PacueHunn co6CTBEHHbLIN YpOBEHb OCBELOM-
NIEHHOCTU B 06CYXAaeMon TemMe Kak HeaocTaTouHbii — 50
(69%) neamnatpoB. bonblumHcTBO — 55 (75%) neanatpoB —
6bln y6eXaeHbl, YTO, y4acTBys B COLManbHbIX npoueccax
obuiecTBa, 06beANHMBLLMCE B NpodecCnoHanbHble HEKOM-
MepyYyecKne opraHu3auuun, MOXKHO 3Ha4YMTeNbHO MNPOABM-
HyTbCA B JeNle 3aluTbl CBOWUX MNALMEHTOB OT KECTOKOro
WM HeHajnexauiero o6paleHuns, nobyxaas 3akoHogaTe-
nen nzgasatb 601ee CTPOrne 3aKoHbl.

OBCYXAEHHUE

OrpaHuMyYeHUs uccieoBaHuUsA

B uccnepgoBaHmu yyactBoBanu neguaTtpel, pabortatowme
B MEPBMYHOM 3BEHE MEAMLMHCKOM MOMOLLM, KaK OCHOB-
Hble cneunanncTbl, 3aJeNCTBOBAHHbIE B BbISIBJEHUN KECTO-
Koro obpauieHus ¢ geTbMu. CneunanucTbl CTalMOHapoOB
M YaCTHbIX KAWHWMK B WCCNefOBaHWW He yyacTBOBa/M.
MccnepoBaHne NpoBeAEHO B CTONMULE OLHOIO U3 caMblx 61a-
ronoJly4YHblX PEernMoHoB CTpaHbl — Pecny6aunku TaTapcTaH
(11-e mecTto cpean cy6bekToB PP B penTuHre «Jlyywimve
pervoHbl ansa *»m3uu — 2019») [8]. Kpome Toro, B peruo-
He co34aHbl 0Cob6ble MeAMKO-OpraHM3aLMOHHbIE YCNOBHMSA
[4N51 CONPOBOXKAEHUS AETEN B TPYAHOM XKUSHEHHOM CUTYaLMMK,
B UX yucne — GopMMpoBaHME HaCTOPOXKEHHOCTH B OTHOLWE-

HUWM HEGNAronpPUATHBIX COLManbHbIX AETEPMUHAHT 340POBbS
[IeTCKoro Hacenenusa [7, 9]. YunuTbiBas Bce 370, NpeacTaB-
NleHHble pe3ynbTaTbl He MOryT O6biTb 3KCTPAMNoOMPOBaHbI
Ha BClo monynauuio neguaTpoB Poccuickon ®egepaumu.

UHTepnpeTauua pe3ynbTaTtoB aHKETUPOBaHUA

HecTokoe/HeHaanexalee obpaleHne ¢ 4eTbMK Knac-
cnduumpyetcs cneayowmnm o6pa3om:

* ¢duU3n4eckoe Hacuame — nboe HecnyyvanHoe (NpeaHa-
MepeHHOe) HaHeceHue MnoBpeXaeHUs pebeHKy B BO3-
pacTe o 18 ner;

® CeKCyaflbHOe Hacunne — ucnofab3oBaHue pebeHKa
WK NOAPOCTKA APYTUM IMLLOM ANA NONYyYEeHUs CeKeyalb-
HOrO YAOBNETBOPEHUS;

® MCUXONOTMYEeCKOe WM 3IMOLMOHaNbHOE Hacuine —
XPOHWYECKME NaTTePHbl NOBEAEHUS, TaKNE KaK YHUKe-
HWe, ocKopbreHune, naaeBaTenbCcTBa U BbiCMeMBaHWe
pebeHKa;

° npeHebpexeHne — 3TO XPOHMYECKas HECNMOCOBHOCTb
poauTens wnuv nuua, ocyullecTBAslOWeEro yxon, ob6e-
CNeYynTb OCHOBHblE NOTPEBHOCTU pebeHKa, He AOCTHUT-
wero 18-neTHero Bo3pacTa, B Nule, O4eXKAe, Xunbe,
MeAULMHCKOM yxogde, o6pa3oBaHuuK, 3awuTte v npu-
cmoTpe [3, 4].

HecTokoe w HeHagnexalwee ob6palleHve sBnseTcs
CeEpPbe3HON MpobneMon, yrpoxkalowen MXU3HWU KU 300pOo-
Bbl0 pebeHKa. JlaTeHTHOCTb HEKOTOPbIX BMAOB Hacunus
Hagd OeTbMM, KOTOpasi MOXET ObiTb CBA3aHa, KpoMe BCEro
npoyero, ¢ HeAOCTaTOYHbIMW KOMMETEHUMSMKU B BbiB/E-
HUWM TaKUX CUTyaLMi, pacLeHMBaAETCSA KaK AOMOMHUTENbHbIN
HebnaronpusaTHbIN daKTop.

B oTeyecTBeHHOM cUCTEME oOpraHuM3aumn megu-
KO-couuaNbHON MNOMOLWM HEeOO6XOAMMO YCUAUTL aKLEHT
Ha NpoduUNaKTUYeCKne NporpamMmmbl B OTHOLWEHWM HEHaANe-
YKallero o6palleHuns ¢ 4eTbMU. B To ke Bpems ciyvau KecTo-
KOro o6pateHns ¢ pebeHKom MOoryT 6biTb NpeaoTBpPaTUMbI
npuv paHHeM pacrno3HaBaHWK PUCKOB B COYETaHUMU C Henpe-
PbIBHLIM MEAMKO-COoLManbHbIM CONPOBOXAEHUEM — CBOEB-
peMeHHON naeHTndUKaumnen ceMbn B TPYOHOM KUSHEHHOM
cuTyaumu, npefocTtaBieHneM Heo6X04MMOM CouManbHOW,
NMCUXONOrMYECKON U MEAULIMHCKON NoMoLu [2].

Meaonatpuyeckaa cnyxba, B OCOOBEHHOCTU Y4acTKO-
Bas, obnajaeT yHWKanbHbIMKM BO3MOXHOCTAMMU Habnoae-
HMS 3a CeMbel C camMoro nosiBfieHuss pebeHKa Ha CBET.
B KayecTBe HacTopaKMBaloWMX NMPU3HAKOB MOXHO OTMe-
TUTb YacTble TpaBMbl pebGeHKa, OTCTaBaHWe B MCUXOMO-
TOPHOM Pa3BUTUK, MCUXOCOMATUYECKME pPacCTPOWCTBA,
0TKa3 poauTenen BbINONHATb MEAULMHCKNE PEKOMEHAaLNN
B OTHOWeEHMK pebeHKa M np. Bce aTW gaHHble NO3BOASAOT
ob6ecneynTb CBOEBPEMEHHOE BbIiIBNEHWE pUCKa GOopMmU-
pPOBaHMA B CEMbE XECTOKOro WM HeHaanexawero obpa-
WeHna ¢ pebeHKOoM, a TaKxe npoBefeHue HeobXO4UMbIX
npodunakTU4eCcKnx mep. Ho HenpemMeHHbIM YCNOBUEM SBAS-
eTcq obyvyeHue neauaTpoB Kak HaBblKaM BbIIBAEHUS, TaK
M anroputMaMm CONpoOBOXAEHUS pebeHKa C npu3Hakamu
HeHaZnexallero Uian XecToKoro ¢ HUM obpatleHus. Huskas
BbIIBNSEMOCTb }ECTOKOro/HeHagnexalero obpalleHus
¢ pe6eHKOM B MpaKTUKe Bpadva-neguatpa MOXeT NpUMBOAUTb
K BbICOKMM MOKa3aTeNsiM CMEPTHOCTU OT BHELWHMX NPUYMH
cpeau OEeTCKOro HaceneHus, pacnpoCTpaHeHHOCTH 3/10yno-
TpebneHnsa NCUXOaKTUBHLIMU BeLLeCcTBaMU U AEBUAHTHOIO
NnoBeAEeHNS U APYrMM HapyLleHUsM 340P0BbS.

OTBeThbl, NONyYeHHbIE B XOAE€ aHKeTUMpoBaHwus, cBuie-
TENbCTBYIOT O HEOCTATOYHOM OCBEAOMIEHHOCTHU Cneunanu-
CTOB MO BOMPOCaM XeCTOKOro obpaleHus. Tak, gaxe ecnu
onycTuTb TOT daKT, 4To 60% NeanaTpoB HWKOrAa He BCTpe-
Yyanucb ¢ GU3MYECKMM Hacunnem Haj pebeHKoM B CBOeM



npaKkThKe, a 47% — C NCUXONOTMYECKUM (4TO MaioBEPOSTHO
B YC/IOBUSX FOCYyAAPCTBEHHbIX MELULIMHCKUX OpraHn3alumm
npu cyulecTByoWwen pacnpocTpaHEeHHOCTU OMNUCbIBAEMO-
ro siIBJeHWs), HEBEPHblE NpeacTaBieHns o6HapyK1BaloTCs
B BOMPOCax O YaCTOTHOCTM TEX WM UHbIX BUAOB HACWUIUS:
52% neanatpoB OTBETUAU, YTO GUIMYECKOE HacuNne ABNS-
eTcsl Hanbosiee YacTo BCTpevatownmesa cpeau apyrux popm
YKEeCTOKOro o6paueHns. OQHaKo 370 NPOTUBOPEYUT AaHHbBIM
nccnefoBaHui: MCUXONOMMYECKoe Hacwuiave pacnpocTtpa-
HeHOo wupe [3]. Kpome TOro, U Mo pesynbrataM HacTosi-
ero onpoca MNCcMxoNormyeckoe/amMoLMoHanbHoe Hacunme
Habnogann 60/bluee YUCNO PEeCcrnoHAEHTOB. 34ecCb CTOMUT
NOSICHWUTb, YTO COXPaHAETCSH HEKOTOpas HeonpeaeneHHOCTb
B OTHOLIEHWWN TOro, ABASIOTCSA /M TEPMUHbI «IMOLIMOHANb-
HOE Hacuane» U «MCUXONorM4ecKoe Hacuame» CUHOHMMaMm1
nnu Het [10]. B Hay4yHOM 1 nonynsipHON nuTepaType nocnesa-
HUX NeT, NOCBSALWEHHON 3aluTe aeTen, HabnogaeTcs TeH-
JeHLMS paccmaTpuBaTb UX KaK CUHOHUMbI MM MO KpanHen
Mepe aenatb MUHUManbHblE Pa3nynsg Mexay HuMu. Tem
He MeHee CylecTBYlOWMNe pasnnymsa He No3BONSIOT NOMHO-
CTblO OTKa3aTbCH OT MCMOSb30BaHWUA OLHOMO U3 TEPMUHOB.
JIOrM4HO NPEeANONOXMUTb, YTO Cpean PECNOHAEHTOB HEBLICOK
YPOBEHb OCBEAOM/IEHHOCTU O TOM, KaKOW CMEKTP NoBeaeH-
YeCKMX MaTTePHOB clieayeT OTHOCUMTb K MCUXONIOrMYecKo-
MY/3MOLMOHANbHOMY Hacuauto. TakXKe MOXKHO FoBOPWUTb
06 OTCYyTCTBMM MPOdECCUOHANbHOr0 HEMEANEHHOro pea-
rMPOBaHUs Ha BbIIBJEHHOE XeCcToKoe obpalleHne y 18%
ONPOLUEHHbIX.

lMpoBegeHHOEe wccnegoBaHWe MNPOAEMOHCTPMPOBANoO,
4YTO B HacToslee Bpems ypOBEHb chneuuanbHbiX Komne-
TEHUMN NegnaTpoB pernoHa HeJocTaTO4YHEH AN TOro, YTo-
6bl 9GDEKTUBHO OCYyWECTBAATL paboTy No npodbunakTuke,
BbISIB/IEHWIO M COMPOBOXAEHMIO ClyHaeB KEeCTOKOro obpa-
WeHns ¢ ageTbMu. B nepByto ovepedb 3TO MPU3HaOT camu
neauaTpel.

MoNoXUTENBHBIM MOMEHTOM BASIETCS OCO3HAHWE cre-
LManncTaMmmn co6CTBEHHbIX MPO6EN0B B 3HAHUSAX MO 06CYXK-
faemon npobneme: 60MbWWHCTBO NeanaTtpoB MpPU3HatoT
CBOI0 HEAOCTATOYHYD OCBEAOMSIEHHOCTb (68,5%) M Bax-
HOCTb 06Yy4YeHMS N0 BOMNPOCAaM KECTOKOro/HeHaanexalero
obpaleHuss ¢ getbMu (98,6%). MOXHO rOBOPUTb O TOM,
4yTO neguaTpuyeckas cnyk6a MOTMBMPOBaHa Ha obyyeHue
no yKa3aHHbIM BoMpocam.

B Pecny6nunke TatapctaH GyHKLUMOHUPYET YHUKaNbHasd
MoZeNb TPEXypOBHEBOW CUCTEMbl MeAMKO-COLMaNbHO-
ro COMNPOBOXAEHUA [eTel M UX CeMel, HaxoasdLwmxcs
B TPYAHOW XW3HEHHOW W/WNKU couManbHO OMAaCHOM CUTY-
aumu. | ypoBeHb npeactaBneH KabuHeTamu (OTAeNeHUs-
MW) MeAMKO-COLManbHON NOMOLWM AETCKUX MONUKIUHUK,
NONUKIMHUYECKUX OTAENEHUN PaNOHHbIX U TOPOACKMUX
60nbHUL; || ypOBEHb — MEXMyHMUMNaNbHble OTAENEHUS
(ueHTpbl) MCI getam (UeHTpalbHble pavoHHble 60/b-
HULbI, Ne4ebHO-NPOPUNaKTUYECKNE YYPEKAEHNS, KOH-
CyNbTaTUBHO-AMArHOCTUYECKME LIEHTPbI), OCYLLEeCTBASAIO-
wme mMynbTMAMCUUNINMHAPHOE COMPOBOXAEHWE AETCKOro
HaceneHns ¢ yy4yacTMeM cneuvannuctoB MeAULMHCKOro
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MpunoxeHue

ONMPOCHMUK

1. YKaKute cBOWM ropos, HaceaeHHbIN MyHKT

2. Bauw non:
a. MeHckum
b. Myxckon
3. BospacrT:
a. <40 net
b. 41-50 net
c. 51-60 net
d. >60 net

4. Ballla OCHOBHas 3aHSITOCTb:
a. [lleanaTp B cTauuoHape
b. YyacTkoBbIM/aMbynaToOpHbIV NeguaTtp
c. [penopaBaTenb / Hay4HbIW COTPYAHMUK
d. YacTHonpaKTuKyloWwmMn neguaTp

5. Kak yacTto B cBo€e#M npogpeccmnoHalbHON AeaTebHOCTH Bbl BCTpeYa nchb Co Cy4asiMu pu3anyecKoro/ceKkcyaslbHoro Hacu-

ns Hag AeTbMU?
0 cnyyaes
1-5 cny4yaes
6-20 cnyyaeB
>21 cnyyas

aooop

6. B CJlydasX XeCToKoro obpalleHuss uin GU3N4eCKoOro Hacuans B OTHOLIEHUU HECOBEPLIEHHONETHNX Bbl nHMUMMpoBaam
ropunanHeckune rpoueaypbl (oépaLueHme B KOMIMETEHTHbIE OpI'aHbI) A1 3alUYMnTbl KepPTBbI?

[a, Bcerga

[a, nHoraa

HeT, HMKOraa

MHe He BCTpeYanuch Ciy4yau KeCTKOCTU/Hacunus
MpeanoynTato He OTBEYaTb Ha 3TOT BOMPOC

® 20 oT®



7. Kak 4acTto B cBOE#M npogeccrnoHa bHON AesTe/IbHOCTH Bbl BCTpeyannck co cay4asmm rncruxosiorm4ecKoro/3amMoLMoHas bHO-
ro Hacuausi Hag AeTbMn?
a. OcnyyaeB
b. 1-5cnyy4yaeB
c. 6-20 cnyyaeB
d. >21 cnyyas

8. B cnyyasnx BbiiBAEHUS MCUXO/IOMTMYECKOr0/3MOLIMOHaIbHOr0 Hacuausl B OTHOLLIEHNN HECOBEPLLIEHHONETHUX Bbl MHULIMMPO-
Ba/n lopuan4ecKue rnpoueaypbl (obpalyeHne B KOMNETEHTHbIE OpraHbl) 415 3allnTbl KepPTBbI?
a. [a, Bcerga

[a, nHorga

HeT, HMKOrAa

MHe He BCTpeyannch Ciydamn ncruxonormieckoro Hacunmns

MpeanoynTalo He oTBEYaTb Ha 3TOT BOMPOC

® 20T

9. [llpu Kaknx o6CTOoATENIbLCTBAX (MPEUMYLLECTBEHHO) Bbl CTanKNMBaINCh C SIBIEHUAMWN HEHa1eXKalllero/>KeCcToKoro obpaltie-
HUS ¢ AeTbMn?
a. Cny4yanHo (PYTUHHbINA BU3UT)

BbI30B, CBSI3aHHbIW C TON UK MHOW NPO6eMONn

HeoTnoxHas (ypreHTHas) cuTyaums

AKTUBHOE BbIiBNIeHWE (PeaKLMs Ha NOCTYNUBLLMI 3anpoc)

[Apyroe

® 0o

10. B ciyqasx eCToKOro obpalleHms ¢ 4eTbMU MM HACUIMS OT KOro Bbl Mosly4nin 3anpoc Ha BMeLlaTe/ibCTBO?
a. Pogutenb/poautenu

[pyrue 4neHbl ceMbM

[py3bs cembu

Yuutens/wkKkona

[Apyroe

® 0T

11.B ciy4asx eCTOKOro obpalleHms ¢ HeCoBepPLUEHHONETHUMM KyAa Bbl HanpasiseTe nHopmaLmio B Nepsyto odyepesb?
a. [lpaBooxpaHuTenbHble OpraHbl (NOAULKS, CyA U Ap.)

CoumanbHble cny»6bl / oneka

CneunanmanpoBaHHble OTAENEHUSA/CTPYKTYPbl MEAULIMHCKON OpraHn3aimm

He HanpaBnsem nHbopmaumo

[pyroe (ykasaTb)

® 0T

12.KaKyto 3 popm HeHaanexallero/ecToKoro obpalleHus ¢ HecoBepLLIeHHONIeTHUMM Bbl cunTaeTe Hanbosiee pacnpocTpa-
HEHHOW?
a. CekcyanbHoe Hacuive
b. ®usnyeckoe Hacunme (6e3 ceKcyanbHOro Hacunm1s)
c. [lcuxonornyeckoe Hacunne
d. Cswugetenu Hacunus

13./[evicTByi0T i B Poccurickoin denepanmm cTaHAapTU3MPOBaHHbIE aaropUTMbl, KOTOPbLIE MEANATP MOXET MHULIMMPOBATh
B C/ly4ae MeCTOKOro/HeHaAnexallero o6paileH1s ¢ HeCOBEPLIEHHONETHUM?

a. [da
b. Hert
c. He 3Hato

14. CyuwectBytoT m B Poccurickon depepalmm onpeneneHHbie HOpMaTUBHO-NPAaBOBbIE aKTbl (3aKOHbI, MPUKa3bl 1 Ap.), 3alyu-
Ljaroume geten B ciy4ae HeHajexallero/»ecToKoro obpalyeHnsa?

a. [da
b. Hert
c. He 3Hato

15. Cyutaete im Bbl, 4TO cyljecTBylmMX B Poccuiickorn degepaLumm HoOpMaTMBHO-NPaBOBbLIX aKTOB JOCTATOYHO A/ 3alMThI
KEPTB HEHAAEKALLIEr0/HECTOKOro 06palleHns?

a. [da
b. Hert
c. He 3Hato

16.Kak Bbl fymaeTte, 4TO U3 NepevyncaeHHOro IBASIeTCs caMbiM CEPbE3HbIM HEAOCTATKOM CUCTEMbI 3allNUThl KEPTB HEHA-
JNIeXallero/»ecToKoro obpalleHmsa?
a. MeamaTtpbl He coobwatoT 0 Npobsieme B KOMMNETEHTHbIE OpraHbl
b. Hu3Kasa nHTerpauus ¢ coumanbHbiMu cnyxb6amu
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c. HepocTtato4yHoe B3anMoLEeNCTBUE C COLManbHOM Cpeson pebeHKa, HEBO3MOXKHOCTb BIMATbL HA COLlManbHOE OKpY»Ke-
HWe pebeHKa
d. HepoctaTo4HbIM MHTEPEC K 3TOM NPobBiemMe CO CTOPOHbI 3aKOHOAATEIbHOW UKW cyaeGHOM BacT1

17. Kak Bbl gymaete, JOCTaTOYHbIN JiN YPOBEHb 3HaHUI 0 NpobsieMe HeHa/lexallero/}eCToKoro obpalleHus ¢ 4eTbMU 0J1y-
yaloT negmaTpbl B poyecce 4o- U NocaeannioMHON NOArOTOBKM?
a. HepoctaTouHbIM
b. CpeaHui
C. Xopolunun
d. Bbicokuw

18.B yHuBepcUTeTE UM Ha Kypcax creLumann3almm CKobKO YacoB 6biJ10 MOCBSILLEHO HEHaA1eXKalleMy/>KeCTOKOMY obpalle-
HWIO C HECOBEPLLIEHHONETHUMMN?
a. <b5yacos
b. 6-10 vacoB
c. 11-30yvacoB
d. >30yvacoB

19. B TeyeHmne rnocaeaHux Tpex et Bol npoxoanin oby4eHue no Bornpocam HeHaanexallero/ecToKoro obpaltleHms ¢ Heco-
BEPLUIEHHONETHUMU?
a. fJa
b. HeT
C. [a, HO B paMKax o6Lero, a He cneLManM3MpoBaHHOro No AaHHoW Npobieme Kypca
d. [a, HO TONbKO AUCTAHLUMOHHOE 0by4eHne

20. HackosibKo HeobxoaMMo, o Baluemy MHeHWIo, caenaTb 06y4yeHne Mo BOrnpocam HeHa1exKalllero/>eCToKoro obpalleHus
C HecoBepLIEHHOETHUMU 06513aTe/IbHbIM BO BPEMS MOCTAMMIOMHOM NOArOTOBKM NeanaTpoB (BbibepnTe noaxoasiiee
yTBEepKaeHue)?

a. Takoe oby4yeHMe He ABASEeTCS HEOOX0AUMbIM

b. MoeT nHorga npuroanTbes, HO HENb3s CHYUTaTb HEOBXOAUMbIM

c. CooTtBeTcTBOBASIO Gbl COBPEMEHHBLIM TPEGOBAHMUSAM K MOArOTOBKE NeanaTpoB, CKopee He06Xx0aMMO
d. Takoe o6y4yeHWe 0gHO3HA4YHO HEO6X0AMMO negmaTpam
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m 21.Kak 6bI Bbl oLieHnn cBOM ypoBEHb 3HaHUI MO NMpobieMe HEHaANEKALLEero/}ecToOKOro obpaltleHns ¢ HeCoOBepLLIEHHOIET-

HUMMN?
= a. HepocTaTouHbIM
2 b. CpeaHui
= c. Xopouwmit
o .
w d Bbicokum
S
é 22.Cuyntaete nm Bbi, 4TO negmnatpbl, 06bEAMHMB CBOM CUJIbl HA YPOBHE HECKOJIbKMX CTPaH, MOryT CTaTb CEPbE3HOM CHUJION
; 219 106y XAeHUs1 3aKoHoaaTenen nagaBarb 60/1ee CTPOrme 3aKoHbI 151 3alMUTbl NOCTPaAaBLINX HECOBEPLIEHHONETHUX?
= a. [Aa
= b. Hert
o
o c. He 3Hato

CMNACHBO!
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Accouuauua BapuaHTOB reHOB NJ1a3MEeHHOro

(FGB -455 G>A (rs1800790), F2 20210 G>A (rs1799963),
F5 1691 G>A (rs6025), F7 10976 G>A (rs6046), F13 G>T
(rs5985)), TpomoouutapHoro (ITGA2 807 C>T (rs1126643),
ITGB3 1565 T>C (rs5918)), buOGpUHONUTUYECKOIO

(PAI-1 -675 5G>4G (rs1799889)) 3BeHbeB remocra3sa

C apTepuva/ibHbiIMU UM BEHO3HbIMU TPOMOGO3aMH

Y HOBOPOXAEHHbIX: UCC/lejOBaHUE «CJ/Ty4au-KOHTPOJib»

ABTOp, OTBETCTBEHHbIi 3a NEePENnuUCKy:
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O60cHoBaHHe. TAXKeCTb KIIMHUYECKOro TeYeHus TpOM603OB Y HOBOPOXAEHHbIX aerten, OﬁyCﬂOBﬂMBaiOLLlaﬂ Heb6saro-
MPUATHBIN NMPOrHO3 AJ151 XXM3HW, UCXOAbl B BUAE UHBaAUAM3aALUMN U CTOMKMX HapYLEeHUN QYyHKUUI OpraHoB AMKTYIOT
Heob6xoAMMOCTb fajlbHEeNLEero rnomcka 1 n3y4yeHund npegnKTopoB TpOM60TMHeCKMX COCTOSIHWH C LeJblo npeaynpex-
JAeHunsa nx pa3BuTud. Lenb nccnegoBaHuss — MNpoBecTy aHa/M3 4acToOTbl BAPUAHTOB reHOB M1a3MeHHOro, TPOM6OLMTapHOro,
GUOPUHOAUTUYECKOrO 3BEHbEB remMocTa3da U OnpefesnTb MX poJib B Pa3BUTUMU TPOMGO30B Yy HOBOPOXAEHHbIX geTed. MeToabl.
B uccnepoBaHne 6bl10 BKIIOYEHO 46 [OHOLWEHHbIX HOBOPOXAEHHbIX C TPOM603aMu pa3IMYHON J0Kanau3auum, cocTaBUBLLNX
rpynmny «caydyan». KputepusmMu BKAIOYEHUS SIBASJINCb BO3pacT pebeHKa 28 M MeHee CYTOK XWM3HM, recTauMoHHbIiN CPOK 6osiee
37 Hep, MHPoOpmMMpOBaHHOE coriacue Ha ydacTue B McciefoBaHUM. B KOHTposbHyto rpynmny BKawyYaau geteun | uw Il rpynn
340poBbs. [JuarHocTMKa TPOMOO30B COCYAOB OCYLECTBASAACh MPU MNOMOLM UHCTPYMEHTa/IbHbIX BU3Yain3npyIowmnx MeTo[0B
(ynbTpa3ByKoOBO€E uccaegoBaHMe CcOoCyAoB, KOMMblOTEpHas ToMorpapusi, MarHMTHO-pe3oHaHCcHas Tomorpadus). TpomM60opuIbHbIN
aHaMHe3, COCTOsIHNE 30P0BbS 6EPEMEHHON KEHLYUHbI aHaln3nupoBasn No UCTOPUAM pPa3BUTUS 6epeMeHHOCTH. MoneKyaspHo-
reHeTn4yecKoe uccaegoBaHue BKIO4Yano onpeaeneHne 8 oaHOHyKA€OTUAHbIX MoauMopdu3moB reHoB FGB -455 G>A (rs1800790),
F2 20210 G>A (rs1799963), F5 1691 G>A (rs6025), F7 10976 G>A (rs6046), F13 G>T (rs5985), ITGA2 807 C>T (rs1126643),
ITGB3 1565 T>C (rs5918), PAI-1 -675 5G>4G (rs1799889). Pe3ynbratbl. YCTaHOB/IEHO, YTO MOAEKYNAAPHO-reHEeTUYeCKUMM
npeaMKkTopamu pa3BuTUsI TPDOMGO30B y HOBOPOXKAEHHbIX SIBJISIIOTCS BapuaHThbl reHa ¢pubpuHoreHa FGB -455 G/A (All, %=66), reHa
MHrnéuTopa akTnpatopa naaamumHoreHa PAI-1 -675 4G/4G (All, % = 89), accouynauynit reHotnnosB PAI-1 -675 4G/4G +F7 10976
G/G (All, % = 82), PAI-1 -675 4G/4G + F13 34 G/G (AR, % = 63) PAl-1 -675 4G/4G + F7 10976 G/G + F13 34 G/G (AR, % = 61),
n reHa mHTerpuHa anbga 2 ITGA2 807 T/T (All, % = 93). «<MaTepnHCKUM ¢aKTopoM» pa3BUTUS TPOMOGO30B y AeTel sBAsSeTCs
HapyleHne MaToYyHO-Na1aLeHTapHoOro KPOBOTOKa y 6epeMeHHOM )eHlunHbl (All, % = 66). 3aknoyeHune. OnpeseneHa posib U faHa
KO/IMYeCTBEHHas OLeHKa BK/aja B pa3BuUTUEe TPOMBO30B y HOBOPOKAEHHbIX BapUaHTOB reHoB rnia3MeHHOro, TpoM6oLUUTapHoro,
GUOPUHOIUTUYECKOr0 3BEHbEB reMocTasa.

Knro4eBbie cnoBa: HOBOPOXKAEHHbIN, TOPOMOO3bI, MHIMOUTOP aKTUBaTopa nia3MmHoreHa, pUbPMHOreH, MHTErpPUH anbda 2

Ana untupoBanna: dununnosa O.A., Baxnosa W.B., KyaHeuoB H.H., A6onunHa T.B., Layp IA. Accoumnaumsa BapnaHToB
reHoB nna3meHHoro (FGB -455 G>A (rs1800790), F2 20210 G>A (rs1799963), F5 1691 G>A (rs6025), F7 10976 G>A
(rs6046), F13 G>T (rsb5985)), Tpom6oumTapHoro (ITGA2 807 C>T (rs1126643), ITGB3 1565 T>C (rs5918)), dpnbpu-
HonuTuyeckoro (PAI-1 -675 5G>4G (rs1799889)) 3BeHbeB remoctasa C apTepualbHbIMU UAM BEHO3HbIMKU TPOMOO-
3aMW Y HOBOPOXAEHHbIX: UCCNefoBaHUe «Clyvyan-KoHTpoNb». [legnatpudecKkas dapmakonorus. 2020;17(5):437-444.
doi: 10.15690/pf.v17i5.2163.

OBOCHOBAHME

B nocnegHune 20 neT pacnpoCTpaHEHHOCTb BEHO3HOM0
Tpom603a B JaHun n Hugepnangax coctasnset 1,4 cny-
yasq [1], B KaHage v NoHKkoHre — 0,7 cnyyas Ha 100 Tbic.
OeTckoro HaceneHuns B roa [2, 3]. B Benuko6putaHun
yacToTa MHCY/IbTOB cpeau aeTen B Bo3pacte ot 1 go 18 net
cocTtaBnsgetr okono 13 cnyyaeB Ha 100 TbIC. geTCKOro
HaceneHusa B rol, cpeau HoBOPOXKAEHHbIX — 25 Ha 100
Tbic. B rog [4]. B lepmaHun TpOMBGOTUYECKNE OCNOXKHEHMUS
npu pasnnyHbix 3abosieBaHusax HabaogatTea y 53 nauu-
eHToB Ha 100 ThIC. AeTeN, roCNUTaIN3MPOBaHHbIX B TeYe-

HuWe roga [5]. B nepuog ¢ 2001 no 2007 r. B CLLUA oTmeyeHo
yBeNMYeHne Yucna cliy4aeB BEHO3HbIX TDOMOO30B y AeTew
40 188 Ha 100 TbiCc. BbINMMCaAHHbIX U3 cTauunoHapa [6, 7].
MpUYMHbI BOSHUKHOBEHWS TPOMOGO30B B JETCKOM BO3pac-
Te, NaTOreHeTUYECKNE U KIIMHUYECKUE acneKTbl TPOM6006-
pa3oBaHUsA y HOBOPOXAEHHbIX eTen ABNSIOTCA NPpeaMETOM
N3YYeHUS U aKTUBHOIO 06cyxaeHuns [8]. Pesynbtathl uccne-
LOBaHWW, NpOBeEHHbIX B MOCNeLHUE rofbl, AEMOHCTPUPY-
10T CBA3b MEXAY TAXENbIMU COCYAUCTBIMU aKyLlepCKUMU
OCJIOXXHEHUAMU (recTolbl, deTonnaueHTapHas HepocTa-
TOYHOCTb, aHTeHaTanbHaa rubenb naoja W Ap.) U KIWHU-
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YEeCKMMU MPosBEHUSIMU BEHO3HON TPOMOBOIMBONINU, 06Y-
cnoBfieHHbIMM NoYytn B 90% cnyvyaeB TPomMOODUNbHBIMU
COCTOSIHUSIMU Y BepeMEHHbIX KeHLWKH [9].

Ponb reHetnyeckunx ¢GbakTopoB B pa3BUTUM TPOMOO30B
y AeTen o6CyaaeTcs Kak B oTAenbHbIX Ny6nunkaumsx [10],
TaK M B cucTemaTnyeckmx o63opax [11, 12]. B yacTtHoCTH,
B cUcTeMaTUMyecKom 063ope [11] o6beanHeHUe pesysbTa-
TOB WCCNEefOBaHUM «Cnyvyam-KOHTPOSb» HE MOATBEPAMIO
CB$13b MLIEMMWYECKOrO UHCYNbTa Y ieTeN C BapMaHTaMu reHa
MHrM6UTOpa obliero akTMBatopa nna3muHoreHa (PAI-1) (8
nccnegosanun) n reHa daktopa Xl (FXII) (4 vccneposa-
HUSA). B gpyrom cuctemaTnyeckom o630pe HabntogaTesbHbIX
nccnegoBaHuiM 6bI10 NMOKa3aHo, YTo apTepmabHbIi UWEMHU-
YECKWN MHCYNbT U LiepebpanbHbli CUHOBEHO3HbLIM TPOMO03
y AeTen, BKoYas HOBOPOXKAEHHbIX, aCCOLMMPOBaNK C reHe-
TMYEeCKMMK paKTopammn pucka — aedbuumT npotenHos S, C,
aHTuTpoM6UHa lll, pakTopos V u Il, MTHFR C677T, aHTndoc-
donmnuaHblx aHTUTEN. B 6 nepuHaTanbHbIX UCCneaoBaHuUsAX
6blfla NOATBEPKAEHA CBA3b C apTepuabHbIM ULEMUYECKUM
nHcynbToM daktopa V u dakTtopa Il (npotpombuHa) [12].
YBenunyeHune pucka TpoM6006pa3oBaHUs 3a CYET NOBbIWEH-
HOW arperauum TpomM6OLMTOB, OOYCNOBMEHHON yBEnUYye-
HMEM MNOTHOCTM KOMareHoBOro peuentopa Ha membpaHe
(ITGA2) 1 noBbllweHnem adPUHHOCTU GUOBPUHOrEHOBOTO
peuenTopa (ITGB3) noka3aHo Ha NpuUmMepe BapuaHTOB reHOB
uHTerpuHa A2 (ITGA2) v nuterpuHa B3 (ITGB3) [13].

MpeactaBnsieT Hay4YHbIM U NPAKTUYECKUIA MHTEPEC Aalb-
Helwee W3yyeHUe MNPOTPOMOOreHHOro BUAHMSA pPa3HO-

06pasHbIX KOMOGWHALIMIA BapvaHTOB rEeHOB, OTBeYaloLiuX
3a pasHoHanpas/ieHHble MexaHM3Mbl npoLiecca cBepTbiBa-
HUS KPOBU, — GBUBGPUHONUTUYECKOTO U MIa3MEHHOIo 3Be-
HbEeB remMocTasa, U WX BK/a[ B KIMHWYECKYIO peannsaLmio
pa3BUTUS TDOMGO30B.

Llenb uccnegosanus

M3yynTb accolmaLuio BapMaHToB reHoB Maa3mMeHHoro,
TPOMGOLMTAPHOTO, GDUGPUHONUTUYECKOrO 3BEHLEB EMO-
cTasa c apTepuasibHbIMKU U BEHO3HbIMW TPOMG03aMU Y HOBO-
POXAEHHbIX AETEN.

METOAbI

Aun3aiH uccnepoBaHua

MpoBeneHo HabnwgaTenbHoOe UCCNejoBaHue No Tuny
«clyq4am-KoHTpOonb». [pynny «cnyvyaun» dopmMupoBanu nytem
BKJ/IIOYEHUS B UCCNEefOBaHNE BCEX HOBOPOXKAEHHbIX AeTeN
C AMArHoCTUPOBAHHLIMU apTepualibHbIMU U/UAN BEHO3-
HbIMW TpoM603aMu, 3aperucTpMpoBaHHbIMKU B Y4acCTBY-
IOWEM YYpeXAeHnn B Nepuoj nccnegoBaHusa (cnaowHas
Bbl6GOpKa). pynny «KOHTponu» dopmupoBanu U3 4yucna
HOBOPOXJEHHbIX AeTen, oTHocuBlMXcA K | 1 Il rpynnam
340POBbS.

Ycnoeus npoBeaeHus

B rpynny «cnydauw» BK/OYaNM OeTEN, HAXOAMBLIMXCH
B OTAENEeHMAX HOBOPOM/EHHbIX aKyllepcKoro o6cepBalim-
OHHOrO OTAENEHUs, MaTONOrMU HOBOPOMKAEHHbIX M Heao-

Olesia A. Filippova®’ 2, Irina V. Vakhlova?, Nikolay N. Kuznetsov!, Tatiana B. Abolinal, Grigory A. Tsaurl: 2

1 Ural State Medical University of the Ministry of Health of the Russian Federation, Ekaterinburg, Russian Federation
2 Oblast Children's Clinical Hospital, Ekaterinburg, Russian Federation

Association of Gene Variants of Plasmic (FGB -455 G>A (rs1800790),
F2 20210 G>A (rs1799963), F5 1691 G>A (rs6025), F7 10976 G>A

(rs6046), F13 G>T (rs5985)), Thrombocytic (ITGA2 807 C>T (rs1126643),
ITGB3 1565 T>C (rs5918)), Fibrinolytic (PAI-1 -675 5G>4G (rs1799889))
Hemostasis Components with Arterial or Venous Thrombosis

in Newborns: Case-Controlled Study

Background. The severity of thrombosis clinical course, poor prognosis, upcoming disability and permanent organ failure in new-
borns necessitate further search and study of thrombotic conditions predictors in order to prevent them. Aim of the study is to
analyze the frequency of gene variants of plasmic, thrombocytic and fibrinolytic hemostasis components and determine their role in
the thrombosis development in newborn children. Methods. The study included 46 full-term newborns with thromboses of different
localization — cases group. Inclusion criteria were: child age 28 days or less, gestational period >37 weeks, informed consent on
participation in the study. The control group included children of | and Il health groups. Vascular thrombosis was diagnosed via instru-
mental imaging methods: vascular ultrasound, computer tomography, magnetic resonance imaging. Thrombophilic anamnesis and
pregnant woman'’s health condition was analyzed according to pregnancy medical records. The molecular genetic testing included
8 single nucleotide polymorphisms definition of the following genes: FGB -455 G>A (rs1800790), F2 20210 G>A (rs1799963), F5
1691 G>A (rs6025), F7 10976 G>A (rs6046), F13 G>T (rs5985), ITGA2 807 C>T (rs1126643), ITGB3 1565 T>C (rs5918), PAI-1 -675
5G>4G (rs1799889). Results. Molecular genetic predictors of thrombosis in newborns have been revealed: variants of fibrinogen
gene FGB -455 G>A (AP, %=66), plasminogen activator inhibitor gene PAI-1 -675 4G > 4G (AP, % = 89), genotype associations PAl-1
-675 4G/>4G /F7 10976 G>G (AP, % = 82), PAl-1 -675 4G>4G / F13 34 G>G (AP, % = 63)PAl-1 -675 4G>4G / F7 10976 G>G / F13
34 G>G(AP, % = 61), and integrin alpha 2 gene ITGA2 807 T/T (AP, % = 93). Maternal factor of thrombosis development in children is
impaired uteroplacental circulation in pregnant woman (AP, % = 66). Conclusion. The role of gene variants of plasmic, thrombocytic
and fibrinolytic hemostasis components in development of thrombosis in newborns was determined, as well as quantitative estima-
tion of their contribution was presented.

Keywords: newborn, thrombosis, plasminogen activator inhibitor, fibrinogen, integrin alpha 2.
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HOLUEHHbIX [eTel, a TaKKe B OTAENEHWU aHEeCTe3MOJNIoruH,
peaHMmauun U UHTEHCUBHOW Tepanuu 415 HOBOPOXAEHHbIX
[AY3 CO OAKB (r. EkatepuHOGypr). B rpynny «KOHTpPOAW»
BKJlOYaNW AeTel oTaeNeHNs HOBOPOXKAEHHbIX aKyLIEPCKOro
o6cepBauunoHHoro otaenenusa NMAY3 CO OAKB.

MpoaoMmKUTENbHOCTb UCCNIEf0BaHUSA

BKitoyeHre B UccnenoBaHWe — KaKk B FPynmy «ciyvyaun»,
TaK M B rpynny «KOHTPOJIM» — NPOBOAWUN B Nepuos ¢ AeKa-
6ps 2017 no mapT 2019 .

Kputepuu coorBeTCcTBUSA

B rpynny «cay4yaun» BKAOYanM geTel B Bo3pacTe <28
CYT W3HM, JOHOLIEHHbIX (reCTaUMOHHbIA CPOK >37 Hepn),
C YCTaHOBNEHHbIM TPOMOGO3OM COCYAOB apTepuanbHOWM
W/WIN BEHO3HOW CUCTEM (HE3aBMCMMO OT JiOKanuMsa-
UMn) Npu nony4yeHUn MHPOPMUPOBAHHOIO JO6POBOSb-
HOro MMCbMEHHOrO COrnacus 3aKOHHOro npeacTaBuTENs
pebeHKa Ha y4acTue B WccClefoBaHWU. He BKAYanu
B UccnejoBaHne HOBOPOXAEHHbIX C BPOXKAEHHON TPOMBO-
dununen, obycnoBneHHon geduumuToMm GU3NONOTMYECKUX
aHTUMKOArynsaHToB — aHTUMTpPoM6GUHa, npoTtenHa C u npo-
TenHa S.

B KOHTpONbHYIO rpynny BKAOYaNM 340p0OBbIX geTen | unum
Il rpynn 3a0poBbsi B Bo3pacTe < 28 cyT ¥n3HW. CBeaeHus
O COCTOSIHUM 3[0POBbS W 3aK/loYeHwe O rpynne 340po-
BbSi MoayyYanu M3 UCTOPUM Pa3BUTUA HOBOPOXKAEHHOrO.
KpuTepun HEBKAOYEHUS B rpynny — Hanuyme y poautenen
B aHamMHe3e apTepuanbHbIX U/WAK BEHO3HbIX TPOMGO30B,
caxapHoro gua6eta | Tvna, UMMyHOAeDULMUTHBIX COCTOSIHUN,
CUCTEMHbIX 3a60/IEBaHUI COEAMHUTENBHON TKaHW, OHKOMO-
rMYecKux 3abosieBaHuN.

OnucaHne KpUTEPUEB COOTBETCTBUS

Hanunyne tpom603a cOCyaOB Y HOBOPOXKAEHHbIX BEPU-
duunpoBanu B paMKax 06blMHOW KJIMHUYECKOW MPaKTUKW.
C aTOM Uenblo, NOMUMO KIMHWYECKMUX AaHHbIX, MCMONb30-
Banu pesynbTaTbl CAefyoLWnX BU3Yyain3npyowmx MeToa0B:
yNbTPa3ByKOBOE UccrefoBaHune cocynoB (annapat Philips
IE 33, Philips, HuaepnaHabl), KOMNblOTEPHAsA TOMoOrpadus
(annapat Brilliance CT, Philips, HuaepnaHabl), MarHUTHO-
pe3oHaHcHaa Tomorpadusa (annapat Philips Achieva 1,5T,
Philips, Hugepnangbl). MNpu BbibOpe MeToda UccnegoBaHus
pykoBoAcTBOBanucb PepepanbHbiMU KIMHUYECKUMU PEKO-
MeHAAUMSMKU MO AMArHOCTUKE, NPOoPUNaKTUKE U NEeYEeHUIo
TPOMOGO30B Y ETEN N NOAPOCTKOB [14], a TaKKe KPUTEPUSIMHU
American College of Radiology [15].

CocTodHMEe 340pOoBbS OGEPEMEHHON KEHWMUHbl aHa-
IM3UPOBAAU MO AaHHbIM MCTOPUIM Pa3BUTUA GepeMeHHO-
CTH, aKKYMY/IMPOBaHHbIX B aBTOMaTUM3MPOBaHHOM cUCTe-
Me «MOHUTOPUHI GepeMEeHHbIX», BHEAPEHHON B MPaKTUKY
yypexaeHu cnyx6bl poaoBcnoMoxKeHus CBepanoBCKOWM
o6nactn B 2013 . Kpome TOro, y matepei HOBOPOXKAEHHbIX
B Nepuo MX HaxoXAeHus B CTauMoHape nMpoBoaunu céop
[aHHbIX aHaMHe3a XW3HW, aKylepCKOro U rMHeKonormye-
CKOro aHaMHe3a.

ONng WCKNOYEHUA BPOXKAEHHOW TpoMboodunmMn, o6y-
CNOBNEHHON feduuUnTOM DU3MONOTUYECKUX aHTUKOa-
rynsHTOB, OMpefensnn KOHLEHTpauuio aHTUTPOMOUHA,
npotenHoB C n S. PedepeHCcHble 3Ha4YEeHUs YPOBHSA aHTHU-
TPOMOGUHA Ans AeTen B BO3pacTe MeHee 3 CYT KU3HMU
coctaBnsanm 58-120%, 3 cyt — 1 mec — 60-89%; ans npo-
TemHa C: 0o 5 cyT *n3HM — 17-53%, 5—-30 CyT KU3HU —
20-64%; nna npoTtenHa S: B Bo3pacte 1 cyT — 3 mec —
15-55%. MiccnenoBaHue nokal3aTtenen cMcTeMbl remocTasa
NPOBOAMN Ha aBTOMaTM4YECKOM KoarynomeTpe «Sysmex SA
660» (Sysmex, AnoHus).

LleneBbie Nnoka3aTenu UcciefoBaHuUsa

OCHOBHOM NMOKa3arteJib UccaeoBaHUsA

PacnpeneneHve BapnaHToB reHoB dubpuHoreHa — FGB
-455 G>A (rs1800790), npoTpombuHa (KoarynsuMOHHbIN
dakTop ll) — F2 20210 G>A (rs1799963), pakTtopa JlenaeH
(KoarynsiunoHHbIn dakTop V) — F5 1691 G>A (rs6025), Koa-
rynaumoHHoro daktopa VIl — F7 10976 G>A (rs6046), koa-
rynaumoHHoro gpaktopa Xlll — F13 G>T (rs5985), nHterpuna
anbda 2 — ITGA2 807C>T (rs1126643), TpombOLUTAPHO-
ro peuentopa dpubpuHoreHa rankonpotemHa 3a — ITGB3
1565T>C (rs5918), uHrnbutopa akTuBaTopa MJa3MUHO-
reHa — PAI-675 5G>4G (rs1799889) y HOBOPOXAEHHbIX
AeTen ¢ TpoM603aMu 1 feTen KOHTPOIbHOM rpynnbl.

HfononHutenbHble NOKa3aTean ucciegoBaHus

PacnpepgeneHune BblGpaHHbIX KOMOWHALMKA TEHOTMMNOB
Yy HOBOPOXAEHHbIX AeTen ¢ TPOMOO3aMu U AeTen KOHTPOSIb-
HOM rpynnbl. Boi6Op KOMOGUHALMIK FEHOTUMOB OCYLLECTBNAIN
Ha OCHOBAHWW TMNOTE3bl O COBMECTHOM BJIMSHUU Ha PUCK
pa3BuTUa Tpomb603a reHoB GaKTopoB, 3arnycKalwmnx Koa-
rynaumio (daktopbl VI n XIlI), n GpakTopoB, UHULMUUPYIOLWMX
dunbpurHonna (PAl). Takum o6pa3oM, aHanM3MpPoBasIOCh pac-
npegeneHne kombuHauum reHotmnoB PAI-1 -675 4G/4G +
F7 10976 G/G, PAI-1 -675 4G/4G + F13 34 G/G, PAI-1 -675
4G/AG + F7 10976 G/G + F13 34 G/G.

MpeanKTopbl pa3BUTUA TPOMOO30B Y HOBOPOXKAEH-
HbIX. B KayecTBe MOTEHUMaNbHbIX NMPEAUKTOPOB Pa3BUTUS
TPOM6030B Yy4MTbIBaAIM aHaMHECTUYECKME (@aHTEHaTabHble
GaKTopbl MaTtepu) M reHeTudeckne @akTopbl (OTAENbHbIE
annenbHble BapuaHTbl, KOMGMHALMKU TEHOTWUMOB), WU3Y4YeH-
Hble B HACTOSILLEM MCCNEea0BaHMUMN.

MoneKkynsipHO-reHeTU4ECKOe ucciegoBaHue

BapuaHTbl reHoB TpoM6oduInK nccreaoBanm B nabo-
paTopUn MONEKYNSPHON BUONOrUN, UMMYHOPEHOTUNNPOBA-
HMS 1 natomopdonornn O6n1acTHOM AETCKOWM KIMHUYECKOM
60/1bHULbI (. EKaTepnHBypr) 1 nabopaTtopun MeAULIMHCKOTO
LeHTpa «YpanbCKum» (r. EKatepuHoypr).

BeHO3Hyt0 KpoBb B 06beMe 2 M/1 3abupanu B BaKyyMHble
npo6upkn S-Monovette ¢ 1,6 mr 3TA (Sarstedt, lepmanus),
3aTeM cpasy NpuM KOMHATHOM TemnepaTtype TPaHCNopTUPO-
Ba/v B N1abGopaTopuio, rae ee aIMKBOTMPOBaIW, 3aMOPaXu-
Bann 1 xpaHuam npu —25 °C. CpoK XpaHeHus OT MOMEHTa
NocTyrnieHuss Matepuana B nabopaTopuio A0 BblAENEHUS
[OHK He npesblwan 14 cyT.

Bbigenenve HK npoBoannun n3 pasaMopoXKeHHbIX 06pas-
LIOB LUenbHOM KpoBK o6beMoM 100 MKA ¢ MCNONb30BaHM-
eM Habopa «[MPOBA-PANUA-TEHETUKA» (OHK-TexHonorus,
Poccusa) cornacHo MHCTPYKUMK npondBoauTens. MNonyvyeHHyto
B3BeCb 06beEMOM 5 MK/ 6€3 n3MepeHUsa KoHueHTpauun AHK
MCNonb30Basv B Ka4eCTBE MCXOAHOIro MaTepmana aas npose-
nenus MLUP B pexxume peanbHoro Bpemenu (MLUP-PB) ¢ Ha6o-
pom «KapauoleHetnka Tpomb6odunus» (AHK-TexHonorus,
Poccus) Ha peTeKkTupyowem amnanoukatope DTprime
5M1 (OHK-TexHonorus, Poccus) ¢ nocneaylouwmnm aBToMa-
TUYECKMM aHaNU30M MOJYYEHHbIX AAHHbLIX C MPUMEHEHUEM
nporpammbl RealTime_PCR (Hay4HO-npou3BOACTBEHHOE
obbeanHeHne [HK-TexHonorms, Poccus). B coctaB Habo-
pa «KapaunoleHeTnka TpombGobunus» BXOAAT pPeaKTUBbI
ana onpegeneHva 8 OAHOHYKEOTUAHbIX BapuaHToB: FGB
-455 G>A (rs1800790), F2 20210 G>A (rs1799963), F5
1691 G>A (rs6025), F7 10976 G>A (rs6046), F13 34
G>T (rs5985), ITGA2 807 C>T (rs1126643), ITGB3 1565
T>C (rs5918), PAI-1 -675 5G>4G (rs1799889). Kariblit
M3 BapuaHTOB aHanM3MpoBaan B OTAE/IbHOW peaKLMOHHOM
npo6upke. OAHOBPEMEHHO NPOBOAMNACHL AETEKLINSA MO TPEM
dnyopecuLeHTHbIM KaHanam: no KaHany FAM BbisBnsncs
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«AUKWA» (HOPMaJsibHbIM) BapuMaHT Kaxaoro M3 uccrnegyemMbix
nonMMmopdmn3amoB, No KaHany HEX — anbTepHaTUBHbIN Bapu-
aHT, a no KaHany Cy5 oueHMBancs KonM4ecTBo BHECEHHOM
OHK. CornacHo MHCTPYKLMM NPOU3BOAUTENS, AN KOPPEKT-
HOM WHTepnpeTauun pesynbTaToB MOPOroBOE 3HayeHue
(Cp) no kaHany Cy5 no kaHany y ceHHon AHK. CornacHo
MHCTPYKUmMK npomecTtBy AHK >1,0 Hr, BHECEHHOMY B peak-
LUMOHHY0 NPO6GMPKY. 15 OLEHKM COOBCTBEHHO BapWaHTOB
Ha nocnegHem atane [LUP-PB npumeHsnacb TEXHOMNOrMUS
nnaBfieHUs MONy4YEHHbIX GayopecUeHTHO-MedYeHHbIx [LLP-
npoayKToB no KaHanam FAM n HEX. Ucxoas ns nasectHon
TemnepaTtypbl nnaBneHus, nporpamma RealTime_PCR aBTo-
MaTUYeCKu onpeaensina Haam4yme/OTCyTCTBMUE KaXKaoro u3 8
nccnegyemblx OAHOHYKNEOTUAHbIX BapuaHToB. MMOBTOPHYO
BepUPUKaLMIO pe3ynbTaToB UcCneaoBaHUs He MPOBOAUIIMN.
CocTaBbl HA60OPOB U aHaNM3aTopPbl B y4acTBYyOLWKUX nabopa-
TOPUSX MOEHTUYHBIE.

JTUyecKan aKcnepTusa

MpoBefeHne nccneaoBaHns 6bi10 0406PEHO Ha 3acena-
HUK JToKanbHOro aTu4yeckoro komuteta npu NMY3 CO OAKB
(r. EkaTepuH6ypr), npotokon N2 2 ot 15.05.2018.

CTaTUCTUYECKUI aHanu3

MpuHyMnbl pacyeTa pa3smepa BbIGOPKH

MpeaBapuTenbHbLIA pacyeT pasmepa BbIGOPKU He Mpo-
BOAMACS.

MeToabl cTaTUCTMYECKOro aHan3a AaHHbIX

CTaTUCTUYECKUI aHann3 BbIMOJHEH C UCNONb30BaHUEM
naketa npuknagHbix nporpamm STATISTICA, Bepcua 10.0
(StatSoft Inc., CLLUA). Ans onucaHns KOAMYECTBEHHbIX MPU-
3HAKOB paccyuTbiBanu cpegHee apudmMeTMyecKoe 3Haye-
HWe 1 cTaHAapTHoe OTKJIOHeHKWe. OLueHKa CTaTUCTUYECKON
3HaYMMOCTU pasnymi YacToT HabNAEHNI B CpaBHMBae-
MbIX Fpynnax NnpoBoAnaach ¢ UCNONb30BAHUEM KpUTEpUS
MUpcoHa 2 1 TOYHOrO ABYCTOPOHHEro Kputepus duilepa.

OueHKa CBSA3U KIMHUYECKUX U FeHETUYEeCKMX GaKTopoB
C pasBuTMEM TPOMOO30B MpPOBeAeHa C MCMNOb30BaHWEM
3HaYeHn oTHoweHus WwaHcos (O, 95% W), paccunTbiBa-
€MOro KaK OTHOLLEHME LWaHCoB cobbITUs (Tpomb603a) B rpyn-
ne, UMeBLUEN MnaToreHHoe BO3aencTBMe daKTopa PUCKa,
K WaHcam cobblTus B rpynne, He MMeBLUEH NATOreHHOro

BO34eNCcTBUA haKTopa pUcKa; aTpubyTuBHOro pucka (AP, %),
paccynTbIBAaEMOro Kak pasHuLa 4acToT co6biTus (TpoM6bo-
3a) B rpynne, UMeBLLEN NaToreHHoe Bo3aencTBne gpaktopa
puUcKa, n B rpynne 6e3 natoreHHoro Bo3aencTauns dakrtopa
puUCKa; aTpMbyTUBHOM (3TMONOrMYecKom) nponopLnu (All, %),
ABNAIOWENCS TON foNen cnyvyaeB pa3BUTUS COObITUS (TPOM-
603bl) B rpynne, NoAgBeprwencs uccnegyemomy naToreH-
HOMY daKToOpy pWUCKa, KoTopas HenocpeacTBEHHO CBA3aHa
C 39TWM NaToreHHbIM BO3AeNCTBMEM ATPUBYTUBHYIO NPONOpP-
umto paccumtbiBanu no dopmyne Al = [(OLL-1)/0LU] X 100%,
NPUMEHUMOW AN UCCNeA0BaHUM «Cy4an-KOHTPOb» [16].

PE3YJIbTATbI

dopmupoBaHue BbIGOPKU UCCIeOBaHUA

B nepvopa uccnegoBaHmsa B y4acTBYIOLLEM B UCCNefoBa-
HWW CcTalMoHape nojg HabnlAeHNeM Haxoannocob 46 HOBO-
POXAEHHbIX C apTepuanbHbIMU WM/WAN BEHO3HLIMU TPOM-
603amu, Bce 6e3 BpoOXAeHHOM Tpombodununun. Bce atu
nauneHTbl OblIM BKAOYEHbI B FPYNMY «Cay4aun».

lpynny «KOHTpPONW» cocTaBuin 57 HOBOPOXKAEHHbIX,
COOTBETCTBYIOWMX KpUTepusam | 1 Il rpynn 340poBbs, BKIO-
YaBLIMXCA B UCCefoBaHWeE MO Mepe poXAeHus, ¢ obopM-
NneHnem 4o6pOBOALHOIO MMCbMEHHOIO COrnacus 3aKOHHbIX
npegctasutenen pebeHKka Ha NpoBefeHUe reHeTUYecKoro
nuccneaoBaHusa M HabngaBLUMXCA B OTAENEHUM HOBOPOXK-
[EHHbIX aKyLEePCKOro o6¢cepBaLMOHHOIO OTAENEHMS.

XapaKTepucTUKa Y4aCTHUKOB UCCNef0BaHUS

CpaBHuBaeMble rpynnbl 6blv CONOCTaBUMbI MO MOy,
aHTPOMOMETPUYECKMM MOKa3aTeNsam Npu PoXAEHWUU, ITHU-
4YeCKOM NPUHAANEKHOCTU, KIMHUYECKMM AnarHo3am y maTe-
pewn. NckntoyeHnem 6bin HapyLeHns MaTovHo-NnaLeHTap-
HOrMO KPOBOTOKA, KOTOpble B ABa pa3a Yalie oTMeyvyanucb
y Matepen HOBOPOXKAEHHbIX C TPOMG03amu (Tabn. 1).

CTpyKTypa TPOM6GO30B 1 WX IOKanM3aLus nNpeacTaBieHb
B Tabn. 2. Y 6onee NonoBuHbl AETEN AMArHOCTUPOBaAHbI apTe-
puanbHble TPOMOO03bI, U3 HUX Y BObLUMHCTBA — MLIEMUYECKUI
MHCYNbT B 6accenHe cpeHen MO3roBorv apTepuu. B cTpyKkType
BEHO3HbIX TPOMG030B JOMUHMPOBaAN CUHYC-TPOMBGO3bI.

OCHOBHbIe pe3yibTaTbl UCCIeJ0BaHUA
B rpynne «cnydan» oTmedveHa 6ofiee BbICOKasi YactoTa
TPOMGOreHHbIX BapMaHTOB reHa dpubpuHoreHa FGB -455 G/A,

Ta6nuua 1. MoKka3aTenu nepuMHaTanbHOro ¥ paHHEro NoCTHaTalbHOro NepUoAa y HOBOPOXKAEHHbIX B rpynnax HabnoaeHus
Table 1. Perinatal and early postnatal indicators in newborns in study groups

(oyaa o | Mmoo |
Mon (keHckuw), abe. (%) 16 (35) 25 (44) 0,350
Macca Tena npu poxaeHun, r 33231415 33404321 0,500
OnvHa Tena, cm 50,9+1,2 51,5+1,2 0,488
[varHos y matepu Bo BpeMsi 6epeMeHHOCTH
AHnemus (D50**) 15(33) 25 (44) 0,245
lecTaunoHHbIV caxapHbli anabeT (024.4) 7 (15) 11 (19) 0,588
BynbBoBarnHut (N76.8) 11 (24) 13 (25) 0,895
UHdeKuunsa MoyeBbiBOASLLIMX NyTen BHe o6ocTpeHus (N39.0) 7 (15) 13 (25) 0,334
OcTpble pecnupaTopHble nHbekumm (J06.9) 9 (20) 11 (19) 0,973
HapyweHus maTo4yHO-NnaLeHTapHoro KposoTtoka (043) 18 (39) 10 (18) 0,014

MpumedaHue. *[Ans KaTeropmasnbHbIX NPU3HAKOB P-3HAYEHWE PACCYUTAHO C MPUMEHEHWEM KpuTepus MUpcoHa x2. **31eckb v HUXKe B CKOG-

Kax yKasaHbl kogbl MKB-10.

Note. * P-value of categorical features is calculated using Pearson’s chi-squared test (x2). ** Hereinafter ICD-10 diagnosis codes are shown

in brackets.



Ta6nuua 2. Jlokanusauusa aptepuansHbiX U BEHO3HbIX TDOM6030B

Y HOBOPOXAEHHbIX FPYMMbl «CAyYan»

Table 2. Localization of arterial and venous thromboses in

newborns of the cases group

MpumeyaHne. CMA — cpeaHsaa MO3roBas apTepus.
Note. MCA (CMA) — middle cerebral artery.

reHa aktuBatopa nna3muHoreHa PAl-1 4G/4G v reHa uHTe-
rpvHa anbda 2 ITGA2 807 T/T. HanpoTuB, B rpynne «KOHTPO-
Nn» 0B6Hapy>keHa 6osiee BbICOKas YacToTa BapuaHTOB reHa
FGB -455 G/G v reHa PAI-1 5G/5G. Pasnuyni mexay rpyn-
namu B YacTOTE€ FEHOTMMOB FEHOB APYrMX KOaryasiLMOHHbIX
dakTopoB — F2, F5, F7 n F13 — He o6HapyeHo (Tabn. 3).

[AononHutenbHble pe3ynbTaTbl UCC/IEAOBaHUA

Yactota KOMOGMHAUWMW TEHOTMNOB TPOMOOTMYECKOIrO
dakTopa PAI-1-675 4G/4G ¢ BapvaHTamu reHoB F7 10976
(G/G), F13 34 (G/G) 6bina Bbllwe B rpynne HOBOPOXAEHHbIX
neten ¢ Tpom6o3amu. [pn 3TOM KOMOMHALMW FEHOTUMOB
PAI-1 -675 4G/AG + F13 34 G/G v PAI-1 -675 4G/4G + F7
10976 G/G + F13 34 G/G BCcTpeyanucb TONbKO B rpynne
«cnydaw» (Tabn. 4).

MpeavKTOopamu pasBUTUS apTepuabHbiX U BEHO3HbIX
TPOMGO30B Y AeTei U3 Yncna U3YYEeHHbIX BApPUAHTOB reHOB
aBnanucb FGB -455 G/A, PAI-1 -675 4G/4G, 2 ITGA2 807
T/T, a TakKe KOM6GUHaumn BapuaHToB PAI-1 -675 4G/4G

orasarens Yacrora, a6c. (%) + F7 10976 G/G, PAI-1 -675 4G/AG + F13 34 G/G, PAI-1
-675 4G/4G + F7 10976 G/G + F13 G/G. <MaTepuHCKUM
ApTepuanbHble TPOM603bI 28 (61) daKTopom» pa3BuUTUA TPOMOO3OB Yy AEeTEN ABNAIOTCA Hapy-
® WWEeMWUYECKU MHCYNbT B 6acceitHe CMA 17 (37) LEHUS MaTOYHO-MaLEeHTapHOro KpoBOTOKa y 6epeMeHHon
* GPIOLWHOM OTAEN a0PThI 3(7) EHLWMHbI (Tabn. 5).
® apTepun KOHEYHOCTEN 4(9)
® TeCTUKynsapHasa aptepus 3(7) OBCYXAEHUE
® ceneseHo4YHasn aptepud 1(2)
Orpaumeuun uccinenosaHusa
BeHO3HbIE TPOMGO3bI 18(39) B 1ccnenoBaHnm MCnonb3oBaH MeTos 04HO(GaKTOPHOTO
® CUHYC-TPOMGO3 14 (30) aHannsa, KOTODbIﬁ HEe MO3BONSET OLEHUTb B3aUMOAEN-
® BEHbl KOHEYHOCTH 4(9) CTBUE PA3/INYHbIX KIMHUYECKNUX U TEHETUYECKNUX CbaI-(TOpOB,

aCCOLMMPOBAHHbBIX C M3Yy4aeMbiM MCXOAOM — pPas3BUTH-
eM apTepuanbHblX UKW BEHO3HbIX TPOM6030B. O4eBUAHO,
4YTO OKOHYaTeNbHblM pasmep addeKkTa (Hanuyne CcBA3U
C pasBuTMEM TPOMOGO30B) onpenensercs BO3aeNcTBUEM
KoMmnieKkca GaKTopoB, KaXKAOMY M3 KOTOPbIX OTBOAMUTCSH
onpeaeneHHoe Konnyectso addeKTa B CyMMapHOM peayiib-
TaTe BO3AencTBusA. CnegoBaTenbHO, AN OKOHYaTeNbHOro
CY}KAEHWUS 0 3HAYUMOCTU FreHETUYECKUX BapUaHTOB B pa3BHu-
TUU TPOMBO30B Y LOHOLWEHHbIX HOBOPOXAEHHbIX HEOOX0AM-
MO npoBeAeHne MHOrohaKTOPHOro aHannaa ¢ NoCTPoeHEM
npasufia NPOrHo3a pPasBUTUS TPOMOOTUHECKUX OCNOMKHE-
HUIA. B gaHHOM wccnefoBaHUMM He MPOoBOAMNAchb M30NMPO-
BaHHas OLEHKa CBA3M Mexay uccnegyeMbiMu dakTopamu
W pa3BUTUEM OTAENBHO apTepuanbHbIX UKW BEHO3HbIX TPOM-
6030B. OT4acTM 3TO CBA3AHO C HEAOCTaTOYHbIM 06bEMOM
BbI6OPOYHOM COBOKYMHOCTU. He MCKNOYEHO, YTO HEKOTOPbIE
accoumaumn Morim 6bl U3MEHUTb CBOK KOMYECTBEHHYIO
OLLEHKY pucKa dopmUpoBaHMs TPOMOO30B B 3aBMCUMOCTHU
oT BMAa Tpom603a.

Ta6nuua 3. PacnpegeneHve BapMaHToB reHOB Nia3MeHHOro, TPOM60LUTapHOro U GU6PUHONUTUYECKOTO 3BEHBEB CUCTEMbBI FEeMocTasa

Yy AOHOLWWEHHbIX HOBOPOXAEHHbIX B rpynnax HabnogeHus

Table 3. Distribution of gene variants of plasmic, thrombocytic and fibrinolytic hemostasis components in full-term newborns in study groups

I'pynna «cny4yawm» (n = 46), Fpynna «<KOHTpoAKn» -~
Fentl Fexorun a6e. (%) (n = 57), a6c. (%) =
-455 (G/G) 27 (59) 48 (85) 0,006
FGB -455 G>A -455 (G/A) 15 (33) 8(14) 0,032
-455 (A/A) 4(9) 1(2) 0,169
-675 (5G/5G) 9(19) 33(57) 0,001
PAI-1 -675 5G>4G -675 (4G/5G) 18 (39) 20(36) 0,686
-675 (4G/4G) 19 (41) 4(7) 0,001
20210 (G/G) 42 (91) 56 (98) 0,169
F2 20210 G>A 20210 (G/A) 4(9) 1(2) 0,169
20210 (A/A) 0 0 -
1691 (G/G) 46 (100) 57 (100) -
F51691 G>A 1691 (G/A) 0 0 -
1691 (A/A) 0 0 -
10976 (G/G) 40 (87) 53(93) 0,335
F7 10976 G>A 10976A (G/A) 6(13) 4(7) 0,335
10976 (A/A) 0 0 -
34 (G/G) 30 (65) 41 (71) 0523
F13 34 G>T 34 (G/T) 16 (35) 16 (29) 0'523
34(T/T) - - ’
807 (C/C) 21 (46) 32(56) 0,325
ITGA2 807 C>T 807 (C/T) 15 (33) 24 (42) 0,414
807 (T/T) 10 (22) 1(2) 0,002
1565 (T/T) 30 (65) 41 (71) 0,523
ITGB3 1565 T>C 1565 (T/C) 14 (30) 16 (29) 0,829
1565 (C/C) 2(4) 0 0,197

MpumedaHue. *p-3Ha4yeHus paccymMTaHbl C NPUMEHEHWEM TOYHOTO KpuTepus duwepa.

Note. *p-values calculated via Fisher exact test.
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Ta6nunua 4. PacnpegeneHne KOMGUHaLMIM reHOTUNOB NJIa3MEHHOro, TPOMGOLUTAPHOIO U GUOPUHONUTUHECKOTO 3BEHLEB CUCTEMDI
remMocTasa y JOHOLEHHbIX HOBOPOXAEHHbIX B Fpynnax HabnogeHns

Table 4. Distribution of genotype combinations of plasmic, thrombocytic and fibrinolytic hemostasis components in full-term newborns in

study groups
psvriyearnl I sl B

AL oTooaae -675 (4G/4G) + 10976 (G/G) 14.(30,4) 4(7) 0,003
L o7 364 e :
?;11109%55/?% 67546/ 43?(31/0576 @/6)+ 9(19,6) 0 0,0004
F13 34 G>T

Ta6nuua 5. MNpeanKTopbl pa3BUTUS apTepuanbHbIX UK BEHO3HbLIX TPOMGO30B Y JOHOLEHHbIX HOBOPOX/AEHHbIX

Table 5. Independent predictors of arterial or venous thromboses in full-term newborns

Mokasartenb OLl (95% AN) | AN, % | AP, %
AHTeHaTasibHble paKTopbl MaTepu
HapyleHna maTo4HO-NNaLeHTapHoro KposoToka (04 3) 3,0(1,2-7,5) ‘ 66,7 ‘ 27
leHoTunbI
FGB -455 G/A 2,96 (1,12-7,80) 66,7 19
PAI-1 -675 4G/4G 9,3(2,8-30,1) 89,2 49
ITGA2 807 T/T 15,56 (1,91-126,76) 93,6 52
Kom6unHalmm reHotunos

PAI-1-675 4G/4AG + F7 10976 G/G 5,8(1,7-19,1) 82,8 40
PAI-1-6754G/4G + F13 34 G/G - - 63
PAI-1-675 4G/4G + F7 10976 G/G + F13 34 G/G - - 61

lpumeyaHune. ATl — aTpubyTnBHasa nponopums, AP — aTpnbyTUBHbBIN PUCK.

Note. AP (All) — attributive proportion, AR (AP) — attributive risk.

B KayecTBe KOHTPONSA GblIM UCMOb30BaHbl IaHHbIE 3/10-
POBbLIX AETEN, YTO AeNano HEBO3MOMXHbIM NPOBEAEHUE OLEH-
KW BNWSIHUS Ha BEPOSITHOCTb Pas3BUTUSA TPOMOO3a TaKuUX
acCOLMMPOBAHHbIX COCTOSIHWUI, KaK Cerncuc, HapylieHne Mos-
roBOro KpoBOOGpaLlEHWUs, PecnupaTopHblii ANCTPECC-CUH-
JPOM. He UCKOYEHO, YTO BKJIOYEHWE B TPYNMy «KOHTPOM»
60JIbHbIX C NEePeYUCIeHHbIMU COCTOSIHUSIMU, HO 6Ge3 TPOMBO-
30B M03BOMWMO Gbl MOJYy4YUTb 6osiee TOYHYIO OLIEHKY POJU
reHeTMY4eCKUX GaKToOPOB B Pa3BUTUM MOCHEAHMX.

06cyXaeHUe OCHOBHOrO pe3ynbTaTta uccjiefoBaHusA

AHanu3 Te4eHUs aHTeHaTallbHOro nepuoja y HOBOPOXK-
[leHHbIX AeTen ¢ Tpom603amu NO3BONUA ONpeaeNUTL paKTop
HapyLeHUa MaTO4YHO-NaLeHTapHOro KPoBOTOKa y 6epe-
MEHHOW EHLWMHbl Kak MPeAuKTOP KAWHUYECKOW peanu-
3auMM TPOMOGO30B Y HOBOPOXAEHHbIX. ITUONOMMYECKUN,
unu aTpubyTUBHBLIW, BKAaj LaHHOro dakTopa B pa3BuTUe
Tpomb603a cocTaBnsan 66% (All, % = 66,7). 3To o3HavaerT,
4YTO €C/M XpoHuyecKasa deTonnaleHTapHaa HeaocTaToy-
HOCTb (XPIH) nMeeT NpUYMHHYIO 3HAYUMOCTb C TOYKK 3pe-
HWS PUCKa Pa3BUTUA TPOMOO30B Y HOBOPOXKAEHHbIX, TO Cpe-
[V jeten ¢ TpoM603aMu, POAUBLUMXCS OT MaTepen ¢ XPIH,
66% cny4yaeB TPOM6030B CBA3aHO C M30IMPOBAHHbLIM BUS-
Huem XPIH. MNonyyeHHbIn pe3ynbTaT KOCBEHHO cornacyetcs
C [LaHHbIMW O MPWYUHHOM 3HAYUMOCTU TPOMOBODUNbHBIX
COCTOSAHUW y 6ePEMEHHbIX XeHLWMH B pa3sutun XPIH [9].
MOXHO MPEANONIOXMUTb, HTO MPOLLEHT aTPUBOYTUBHOIO pUCKa
(66%) B pa3BuUTUK TPOMOO30B Y HOBOPOXAEHHLIX, CBA3aH-
HOro C M30/MpoBaHHbIM BansgHueM XPIH, Kak pas oTparxa-

€T 3TMONIOTMYECKUIM BKNa4 TPOMOBOPUINK MaTepu B peanu-
3auunto Tpomb60o3a y pebeHKka. MoneKynsapHoO-reHeTu4ecKoe
nccnegoBaHMe BapMaHTOB TEHOB CUCTEMbl remocTasa
YCTaHOBWI0, 4YTO FOMO3WUrOTHbIN reHotun FGB -455G/G
reHa paKkTopa |, cBMAETENbCTBYIOWNA O HOPMOKOArynsuum
B MNJa3MeHHOM remMocTta3e, 3HayMMO 4alle BCTpevascs
y 340POBbIX AeTel. TakMM 06pa3oM, MOXKHO NPEANONOXKNTb,
4YTO PUCK pas3BUTMS Tpombo3a CHWXKanca B 4 pasa, eciu
pebeHOK mmen AaHHbii reHotun (O = 3,75 [1,49,44])).
HanpoTtus, retepo3nroTHbi reHotun FGB -455 G/A pocto-
BEPHO Yallle UMen MecTo B rpynne aeten ¢c pomb6o3amu. Ero
Hann4Me yBenu4yMBano BEPOATHOCTb Pa3BMTUS TpoMb6o3a
noytu B 3 pasa (Ol = 2,96 [1,12,80]) ¢ 3TMONOTMYECKUM
BKJ1a[IOM JaHHOI0 reHoTUNa A0 66% B pa3BMUTME TPOMOO30B
Yy HOBOPOXAEHHbIX AETEN.

YacToTbl BapuaHTOB reHoB F2 u F5 He pasnuyanuchk
B rpynnax uccrefoBaHus, 4To NPOTMBOPEYNUT TEM AaHHbIM,
KoTopble OblM MpeAcTaBfieHbl B MpOaHaInM3upOBaHHbIX
MCTOYHWMKAxX W CBMAETENbCTBOBANN O TECHOW CBA3M MeEXAy
Hann4yMem NoJMMopdU3MOB YKa3aHHbIX FEHOB U Pa3BUTUEM
MILEMUYECKUX WMHCYNLTOB M BEHO3HbIX CUHYC-TPOMOGO30B
y AeTewn, BKJIl0Yasi HOBOPOXKAEHHbIX [12].

[eH nHrMbuTopa akTMBaTopa NnasmuHoreHa PAI-1, aBnq-
follerocss OAHUM M3 KOMMOHEHTOB (GUOPUHONIUTUYECKOIO
3BEHa remMocTasa v oTBeYatloLLero 3a o6pa3oBaHne nna3mu-
Ha M TakuM o6pa3oM nogaBnsfowero GuOPMUHONIN3 KPOBS-
HbIX CFYCTKOB, CyWECTBEHHO Yallue BCTpeYasacs y 340POBbIX
neten ¢ redHotunom PAI-1 -675 5G/5G. Cnepyet npegano-
JIOXWTb, YTO PUCK pPa3BUTUS TPOMBO3a CHUXKAJICA MOYTU B 6




pas, ecnu pebeHoK umen aaHHbIn reHotun (O = 5,65 [2,30-
13,88]). OqHOBPEMEHHO ¢ 3TUM reHotun PAI-1 -675 4G/4G
3HaYMMO Yalle BCTpedvancsa y geten ¢ Tpom6o3amu: Obl1o
yCTaHOBJ/IEHO, YTO Hanuune BapuaHTa PAI-1 -675 4G/4G
yBenuMynBano atpubyTUBHbLIN PUCK pa3BUTUS TpomM6o3a
Yy HOBOPOXAeHHbIX Ha 48,8%, p < 0,001; noBbIlano BEpoAT-
HOCTb pa3BuTHs TpoM603a B 9 pas. ITo TaKKe He cornacy-
eTCsl C BblIBOAAMM MeTaaHann3oB 06 OTCYTCTBUM BAUAHWUS
nonumopdmamoB reHos PAI-1, Bkntoyaa reHotun 4G/4G
annens 4G, Ha BO3HWKHOBEHWE MWLLIEMWUYECKOrO WMHCYyNbTa
y peten [11]. CneayeT 3aMeTWTb, YTO B AaHHOM 0630pe
peyb Wna 06 MWEeMUYECKOM MHCYNbTe, NMPUYMHA KOTOPOro
3aK4anacb B aptepuanbHom Tpom60o3e. CnegoBartesibHo,
ponb nonumopduamos reHos PAI-1 n dakTopa Xl B gaHHOM
0630pe B Pa3BUTUMN BEHO3HbIX TPOMO030B He 06CYyKaanach.

BapuaHTbl reHoB F7 1 F13 He NoKa3anu 3Ha4yMMblIx pas-
fIMYMI B CpaBHUBAEMbIX rpynnax B MOHOBapuaHTe. B 1o e
BPEMS M3BECTHO, YTO BapuaHTbl reHoB daKkTopoB F7 u F13
MMEIOT NPOTEKTUBHbBIN 3QPEKT OTHOCUTENBHO PUCKa Pas3Bu-
Tva Tpom6oambonun [16, 17].

YyntolBas MexaHn3mbl NPOTPOMOOreHHOro BAusAHusa F7
N F13, a Takxe MexaHn3m GUOPUHONUTUYECKOTO BIUAHUSA
MHIMGUTOPa aKTUBaTopa nnasmMuHoreHa PAl-1, Hamu 6bina
nposefeHa NonbITKa OLUEHWUTb BAUSIHWE Ha TPOMB006pas30-
BaHWe KomMbuHauui BapuaHToB reHoB PAI-1 v BapuaHTOB
reHoB F7 v F13, npeanonaratoumx GeHoMeH «ypaBHOBELLN-
BaHWS» B COBMECTHOM BJIMSHWUW AAHHbIX BApUaHTOB reHOB
Ha pa3BUTME TPOMOOTUYECKUX COCTOSHWW. Bblno ycTaHoB-
JIEHO, YTO HOCUTENbCTBO KOMOWHaLKMK reHoTunoB PAI-1 -675
4G/4G n F7 10976 G/G conpoBOX/anoCb MOBbILIEHWEM
BEPOSATHOCTU pa3BUTUS TPomMOO3a MpaKTUYeCKM B 6 pas.
JTUONOrMYEeCKM BKNag B pas3BuTMe TPOMOBO30B Yy HOBO-
POXAEHHbIX AeTer AaHHOM KomOWHauuu coctaBnan 82%.
370 03HaYaeT, 4TO Y HOBOPOXKAEHHbIX AeTel ¢ TPOM603aMu,
MMEBLUMX AaHHYIO KOMOUHaLMIO reHOTUMNOB, B 82% cnyvyaes
pasBuTHE TPOMOO3a M30IMPOBAHHO ObII0 CBA3AHO UMEHHO
C 3TON KombGuHauuen reHotunos — PAI-1 -675 4G/4G + F7
10976 G/G.

Kom6uHauma reHotunoB PAI-1 -675 4G/4G + F13 34
G/G BcTpeyanach TONbKO B rpynne ageten ¢ Tpom603amu, ee
Hanu4une NoBblLWano aTpubyTUBHbLIN PUCK Pa3BUTUS TPOMOO-
3a Ha 63%, p < 0,00001.

Kom6uHauma reHotunoB PAI-1 -675 4G/4G + F7 10976
G/G + F13 34 G/G TaK)Xe umena MecTo TO/bKO B rpynne
neten c Tpom603aMu, NoBbIWas aTPMOYTUBHbIA PUCK pa3BU-
THS TpoM603a Ha 61%, p < 0,0004. Taknm 06pa3omM, HECMO-
TPA Ha npegnonaraembll MEXaHU3M «yPaBHOBELLIMBAHUS»,
YCTAHOBJIEHO, YTO AaXKe 3TM KOMOMHALMU FEHOTUMNOB HEe CHU-
Kanu pucK pasBuTMs TPOMOO30B. [lpyrMmMun cnosamu, npo-
TEKTUBHOIO BAIMAHUS BapuMaHTOB reHoB F7 v F13 Ha puck
Tpom6006pa3oBaHKs B codeTaHmm ¢ reHotunom PAI-1 -675
4G/4G He npocnexmnBanoch.

[eH wHTerpuHa A2 — ITGA2 807 C>T, oTHOCSLMICH
K perynsiuumn cuctembl TPOMOOLIMTAPHOIO reMmocTasa, C reHo-
TMnom 807 T/T, acCoOUMUPYIOLLErOCS CO CKOPOCTbO aaAre3unu
TPOMOOLMTOB, 3HAYMMO Yalle BCTpeyancs B rpynne HOBO-
POXAEHHbIX ¢ TpoM603amu. Hannume BapuaHTta ITGA2 807
T/T yBennunsano atpnbyTUBHbLIN PUCK Pa3BUTUSA TpoMOO3a
Yy HOBOPOXAEHHbIX Ha 52%, p < 0,002; noBbilWano BeposT-
HOCTb pa3BuTUS TpoMb6o3a B 15,6 pa3 (OR = 15,56 [1,91-
126,76]). NoKkasaHo, YTO rOMO3UroTHbIN reHoTun ITGA2 807
T/T Men CUNbHY MPUYMHHYIO 3HAYMMOCTb B peanusaunu
TpoM603a, 0 YeM CBMAEeTeNbCTBOBaA BbiCOKas aTpubyTmB-
Hasl, n aTnonormyeckas, dppakuma — 93%. OgHOBPEMEHHO
C 3TUM BapwuaHTbl reHa nHTerpmHa B3 — ITGB3 1565 T/C,
[EeNCTBME KOTOPOro acCcoLMMPOBaHO C NpoLieccaMu agresuu
TPOMOOLMTOB, HE MMENU Pas3fiMyUi B UCCNedyeMbIX rpyn-

nax, 4To CBMAETENbCTBYET 06 OTCYTCTBUM BAMSIHUS AaHHbIX
reHeTUYeCKMX BapMaHTOB Ha pa3BWTUE Tpombo3a y feTei
nepuona HOBOPOXKAEHHOCTH.

TakMM 06pas3oM, BbISIB/IEHHbIE ACCOLMATUBHbLIE CBSI3U
MeXay HOCWUTENbCTBOM BapMaHTOB IEHOB Ma3MEHHOrO,
TpoMGOUMTapHOro, GUBPUHONUTUYECKOTO 3BEHBEB rEMO-
cTa3a 1 daKToM TpoM60o3a Yy HOBOPOXKAEHHbIX AETEN NO3BO-
NIA0T cYMTaTb MNPeauKTopamu pPas3BUTUS apTepuanbHbIX
1 BEHO3HbIX TPOMGO30B B Nepuoa HOBOPOXKAEHHOCTH Bapy-
aHTbl reHa dpubpuHoreHa FGB -455 G/A (All, % = 66), reHa
MHrMbuTOpa akTMBaTopa nna3muHoreHa PAI-1 -675 4G/4G
(AI, % = 89), accoumaunit reHotnnos PAI-1 -675 4G/4G +F7
10976 G/G (AN, % = 82), PAI-1 -675 4G/4G + F13 34 G/G
(AR, % = 63) PAI-1 -675 4G/4G + F7 10976 G+G + F13 34
G/G(AR, %=61) n reHa nHTerpuHa anbda 2 ITGA2 807 T/T
(AN, % = 93).

3AK/IIOYEHHME

PesynbTaTbl UCccnegoBaHma NPOAEMOHCTPUPOBAN POJb
BapuaHToB reHoB ¢unbpuHoreHa FGB -455 G/A (nha3meH-
HOe 3BEeHO0), MHITMOUTOPa aKTuBaTopa niasmuHoreHa PAI-
1 -675 4G/4G (bnBGPUHONUTUYECKOE 3BEHO), MHTErpMHa
anbda 2 ITGA2 807 T/T (TpomboumMTapHOEe 3BEHO), KOMOU-
HaLMM reHOTUNOB FreHOB NAa3MeEHHOro U GUOPUHOAUTUYE-
CKoro 3BeHbeB remoctada — PAI-1 u F7 n F13 B pa3BuTumu
TPOM60O30B Y HOBOPOXAEHHbIX. BonNpeKkn gaHHbIM ApYyrux
nccnegoBaHum [11, 12, 14], pe3ynbTaTbl He NOATBEPAUIN
ponb nonumopdmamoB reHoB F2, F5, F7 1 F13 u, HanpoTus,
NPOAEMOHCTPUPOBAAM BbICOKYID 3HA4YMMOCTb BapuaHTa
reHa PAI-1 B pa3BuUTMM TPOMOO30B Y HOBOPOXKAEHHbLIX.
Cuna BnusHuWs BapuaHTta reHa PAI-1 -675 4G/4G, BO3-
MOXHO, HUBENMpOBana NPOTEKTUBHbLIN 3DdEKT BapuaHTOB
reHoB F7 n F13, 4To Bblpaxanocb B BbICOKOM aTpubByTUB-
HOM BKnajge Kom6uHauun reHotunos PAI-1 u F7 n F13
B pa3BuTHe TpoM603a. YCTaHOBMIEHHAs CBA3b MEXKAY Hapy-
LWEeHNAMU MaTOYHO-NaLEeHTapHOro KPOBOTOKa Yy 6epeMeH-
HOWM XEHLWMUHbI U pa3BUTUEM TPOMOO3a Y HOBOPOKAEHHOIO
KOCBEHHO MOATBEPXKAaET poib TPOMO60OdUIBHOro craTyca
MaTepen B NOBbIWEHUM TPOMOOrEHHOTO PUCKA Y UX HOBO-
POXAEHHbIX AETEN.

B 10 }Ke BpeMsi He06X04MMO OTMETUTb, HTO BbIBOAbI pabo-
Tbl 6@3upytoTca Ha oAHOGAKTOPHOM aHanuse, He NO3BONS-
joWeM MNOoNyYUTb MHTErpanbHyto OLEHKY GaKTOpOB puCKa
B K/IMHWYECKOMN peanun3aunmn TpoOM6030B Y HOBOPOXKAEHHbIX
geten. [JaHHoe orpaHu4veHue 6ygeT ABAATbCS MPeamMeToM
aHanun3a Ha nocneayownx aTanax UccnefoBaHns KianHuye-
CKOro 3Ha4YeHus BapuMaHTOB reHOB remMocTasa Ana nepuoga
HOBOPOXAEHHOCTH.
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MEPBASA NMOMOLLb AETAM.

Korga peG6eHKYy njioxo

CoBeTbl ANS TEX, KTO X04YeT NOMOYb,

MNoa pepakumen: A.A. bapaHoBa, J1.C. HamasoBon-bapaHoBoy

HKN3Hb KAKOMY-TO KOHKPETHOMY YEJTOBEKY.

Bp,aHHoﬁ 6polutope onucaHbl crnocobbl OKa3aHUs NepBor NOMOLLM AETAM NpuU
HEOT/IOXKHbIX COCTOSIHUSX, TaKMX KaK NOTepsi CO3HAHWUS, OCTaHOBKa AbIXaHWUs
N KPOBOOOPALLEHNS, KDOBOTEYEHUS, TPABMbI, OXKOIMM, OTPaABIEHUS U Ap.

M3paHne paccynTaHo Ha WMPOKKIM Kpyr YnutaTenen n 6yaet noie3Ho He TONbKOo
MeAMLMHCKMM paboTHMKaM, negaroraMm M poauTENsm, HO U NMOAPOCTKAM C aKTUB-
HOM YM3HEeHHOM no3ununen. OHO NO3BOMUT PACLLUMPUTL KPYro3op B 061acT OKa- e e —
3aHWS NepBoKr NOMOLLM NOoCTpadaBLIEMY U HEOOXOAUMbIX AENCTBUN B KOHKPETHOM '
CNOXKMBLUENCA cuTyauun. Mbl O4eHb HaAeemcsi, H4TO, U3YYMB Hally KHWUTY U CTaB
ClyYanHbIM CBUAETENEM SKCTPEHHOM CUTYaLIMK, U Bbl CBOMMM IENCTBMSMU cnaceTe
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OCTpbI# racTPOIHTEPUT — ITO MHGEKLMOHHOE 3a601eBaHNe, KaK NMpaBuso, BUPYCHOW 3TMOJIOMMU, COMPOBOXaloLjeecs
pas3BUTUEM YACTOIrO KMAKOIo, BOASIHUCTOrO CTyaa M BO3MOXKHbIM Ha/MYUueM PBOThI, IMXopaaKku. laHHas naTtonorus sBs-
eTCcsl HePEKUM COCTOSIHUEM, C KOTOPbIM CTa/IKUBAETCs BPay-neamnaTp B CBOEH NpaKTUKe. B HacTosliee Bpems UCrob3y-
eTcsi MHOroobpasume pas/iMyHbIX CXeM Y MOAXOA0B K Tepanum 0CTPOro raCTPO3HTePUTa, O4HAKO HE BCE OHU COOTBETCTBYIOT
KpUTEepUSM oKa3aTelbHONW MeAULMHbI. B JaHHOM 0630pe uTepaTypbl MPeACTaBiIeHbl COBPEMEHHbIE MOAXOAbI K papma-
KoTeparnum oCcTPoro racTpo3HTEPUTA, OCHOBAHHbLIE HA MUPOBOM OI1bITE U PAKTUYECKMX PEKOMEHAALMSX PA3BUTbIX CTPAH.
TaK»Ke oCBeLLeHbl BOMPOCHI CrEUUPUIECKON MPOPUNaKTUKN POTaBMPYCHON MHPEKLMM M BAUSIHUS BaKLMHALMKY Ha NPefoT-

BpaljeHne HeEKOToPbIX COMaTU4eCKnx 3a60s1eBaHUM.

KnoyeBbie cnoBa: negunartpusd, JoKal3ates/ibHasa MeuLiMHa, raCTpo3HTePUT, Anapesd, pBoTa, 1e4eHne

Ansa yntupoBaHus: VisaHoB A.A. CoBpeMeHHbIe NoAX0Abl K TeYEHMI0 OCTPOro racTpoaHTepuTa y aeTen. [leguatpuyeckas
¢apmakonorus. 2020;17(5):445-449. doi: 10.15690/pf.v17i5.2182.

AKTYAJIbHOCTb

[Onapes npofomxaeT ocTaBaTbCsH OAHOWM M3 BefyLUMX
NPUYUH CMEPTHOCTM Cpeau [LeTer M 3aHUmMaeT TpeTbe
MECTO cpeam BCex NPUYMH cmepTu (0Kono 8%) [1]. CornacHo
nanHbiM UNICEF, exxegHeBHO OT Anapeun yMupaeT npumep-
Ho 1300 peten [2], a KonuyecTBO cmepTen 3a 2017 T.
OT Anapeun y geten oo 5 net coctaBuio 533 768 cnyvaeB
[1]. ExxeroaHo B CLLUA oTmeyvaeTcs o 1,5 mnH ambynatop-
HblX o6patieHnit n 200 ThiC. rocnuTanuM3auni B cTaunoHap
no NoBoAY OCTPOM Anapen y aetew [3, 4].

[acTPO3HTEPUT ABNSETCH OAHOM U3 CaMblX YacTbIX NPU-
YWH pa3BUTUA anapen y geten [5]. Nog TEPMUHOM «OCTPbIN
racTPO3HTEPUT» MOHUMAIOT NOSABIEHUE XKUAKOIO, BOAAHU-
cTOro ctyna 6onee 3 pasd B CyTKM, KOTOPbIM MOXET COMpo-
BOXJaTbCs PBOTON M inxopakon [5]. OCHOBHOW NPUYNHON
pa3BUTUS OCTPOro racTpPO3HTEpUTa ABAAIOTCA BUPYCHblE
areHTbl, B YaCTHOCTM poTa- U HOPoBMpYChI [B]. [lons ocTpbIx
KULLIEYHbIX UHPEKLMIN BUPYCHOW 3TUONOIMK Y aeTen fo 17
net coctaBnsetr 83% [6]. U3 BblllecKka3aHHOro creayer,
YTO OCTPbIN raCTPOIHTEPUT OCTAETCH aKTyanbHOM Npobne-
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MOM COBPEMEHHOW NeanaTpun, U Kax bl negmatp OOKEH
MMETb NpeAcTaB/iEHNEe O paLnoHanbHOM GapmakoTepanuu
JlaHHoro coctosiHus. K coxaneHuio, B PP He Bce Bpauu
PYKOBOACTBYIOTCS NMPUHLMNAMU paLMOHaNbHON dapmaKoTe-
panuu u JoKasaTenbHON MeAULMHbI, YTO NMPUBOAMT K MOJU-
nparmasuu. Llenblo gaHHOM cTaTbM ABASETCS 06006LIEHME
onbiTa ¥ peKoMeHJaluni Beaywmnx MexayHapoaHbix neana-
TPUYECKMX accouMauui U opraHu3aunin MHOEKLMOHUCTOB
Nno BOMPOCY COBPEMEHHOro noaxoda K Tepanuu JaHHOro
COCTOSIHUS.

NMPUHLUNMDbI PALLMOHAILHON ®APMAKOTEPANUMU

Perngpatauuns

Pernapatauuns — oaMH U3 OCHOBHbIX MATOreHeTUYeCKmX
NPUHLMMNOB IEYEHUS OCTPOr0 racTPO3HTEPHUTA — 3a4acTyio
ABNAETCA €IMHCTBEHHbIM HEOOXOAMMbIM METO/IOM Tepanuu
[4, 7, 8]. B HacToswee BpemMa AN OLUEHKU CTEMEHU AEru-
ApaTaunn peKoMeHAyeTcss MCnofib30BaTb MOAMPULIMPO-
BaHHyto wKany Vesikari (tabn. 1) unn wkany CDS (Ta6n. 2)
[9, 10].
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Ta6nuua 1. MoanduumpoBaHHas WKana TaXKecTu gernapataumm Vesikari

Table 1. Modified Vesikari scale for dehydration severity

Kputepun/6annsbi 0 1 2 3
MpoaoNKUTENbHOCTb AWAPEN, Y 0 1-96 97-120 Bonee 120
MaKcumanbHas YacToTa cTyna B CyTKM 0 1-3 4-5 Bonee 6
MpofONKNUTENBHOCTL PBOTHI, Y (0] 1-24 25-48 Bonee 49
MaKcuManbHas 4yacToTa pBOTbI B CYTKHM 0 1 2-4 Bbonee 5
MakcumanbHasa TemnepaTtypa Tena MeHee 37,0 37,1-38,4 38,5-38,9 Bbonee 39,0
oo oo : | remmanrovous |, e
leyeHune Het MaperTepancHas lfocnutanusauus -

perugparauus

lNpumeyarHne. 0—8 6annoB — nerkoe o6e3BoxunBaHue; 9—-10 6annoB — ymepeHHoe 06e3BOXKMBaHue; 6onee 11 6annoB — Taxenoe o6e3-

BOXMBaHue.

Note. 0—8 points — light dehydration; 9-10 points — moderate dehydration; >11 points — severe dehydration.

Ta6nuua 2. KnuHnyeckas wkana gerngpataunm (Clinical Dehydration Scale)

Table 2. Clinical Dehydration Scale

Kputepun/6annsbi 0 1 2
. Harxkaa, 6eCnOKONCTBO UK COH/IMBOCTb, KOMATO3HOE
BHewHnn 1A He nameHeH
BSIIOCTb, Pa3/paxKMTeNbHOCTb cocTosiHue
Masa HopmanbHble Cnerka 3anaBlue 3anaBwwne
COCTOSIHNE CNU3UCTbIX 060/104€EK BnaHble Junkne Cyxue
CnesootgeneHune He nameHeHo CHUXEeHOo OTcyTcTBYET

lNpumeyarne. O 6annoB (noTepsi MeHee 3% XUAKOCTU) — HET 06e3BOXnBaHUs; 1-4 6anna (noteps 3—6% KUAKOCTU) — yMepeHHoe 06e3-
BOXUWBaHuWe; 6onee 5 6annos (noteps 6onee 6% KUAKOCTU) — BblpaxeHHOe 06e3BOXKMBaHMKE.

Note. 0 points (fluid loss <3%) — no dehydration; 1-4 points (fluid loss 3—6%) — some dehydration; >5 points (fluid loss >6%) — moderate-

to-severe dehydration.

[anee paccMOTpuM TaKTMKYy Bpaya B 3aBUCUMMOCTHU
OT CTENEHM gernaparauuu.

[Mpn nerkow U ymepeHHou gernapatauuu OOMKHa npu-
MeHATbCA opanbHasg pernapatauns (OP) [4, 7, 8]. CornacHo
[aHHbIM MeTaaHanM3a 16 wccneaoBaHWM, BKIOYABLIMX
1545 peten, OP 6bina 6onee apOEKTUBHON N 6E30MNACHON,
4yem napeHTepanbHasa pernapagauus (MP) [11]. Tonbko 4%
[IeTeN C Nerkomn u ymepeHHow germapataumen notpeboBan-
cs nepexog ¢ OP Ha MNP [11].

[Mpn OTCYTCTBMM WMAW MWHUMaNbHOM OOE3BOXWBaHUU
pEeKoOMeHA0BaHO BOCMOJSIHEHUE TOJIbKO (GU3MONOrMYECKOM
notpe6HocTH (PI1) B *MUAKOCTH, KOTOPYIO MOXKHO paccynTatb
no metoay Xonnuagea — Cerapa (ta6n. 3) [4, 7, 8].

[Mpwv nerkon n ymepeHHow aervapaTtaumm peKomeHaoBa-
HO TaKxe npuaepxunsatbcs OP.

BocnonHeHve geduumta XnaKoCTM NPOUCXOAUT M3 pac-
yeta 50-100 mn/Kr 3a 2—-4 yaca. KomneHcauus TeKyLmx
noTepb paccymTbiBaeTcs cneaytowmm obpasom: 10 Mr/Kr —
KaXAbl¥ 3N130[ XMAKOIOo CTyNa, 2 MI/KI — KaAbll anM3oq
pBoOThI [4, 7, 8].

NB! PBoTa He fBnsieTcq noka3aHueM K oTKa3ly oT OP.
[Mpy HanMyYMM PBOTbI HEOBXOANMMO YMEHbLIUTL 06bEM OAHO-
KpaTHOM MOPLMK XUAKOCTM A0 5 MN Kaxible 2—3 MUHY-
Tbl, MPXW MOBTOPHOW pPBOTE HEOOXOAMMO BO3AEPXKATbCH
OT npuemMa XMaKoctn Ha 10 MWHYT, a 3aTemM MPOAOIKUTb
OP B npeablaywem pexnumMe Uanm yMeHblNTb 0ObeM XUA-
KocTw [7].

[Mpn HEBO3MOXHOCTU MepopasbHOM perngpatauuun cTo-
UT paccMOTpeTb peruvapartaumio 4Yepes HasoracTpalbHbln

30HA. MHOro4McneHHble nccneaoBaHUa AOKa3anu rnpevmy-
ecTBO M 6e30MnacHOCTb Ha3oracTpalbHOM pernapartaunu
Mo CPaBHEHUIO C NapeHTepansHon [11, 12].

Onsa npoBegeHna OP B HAacToAWMN MOMEHT PEKOMEHAO-
BaHbl PacTBOPbl C MOHUMXEHHOM ocmonspHocTblo [4, 7, 8].
B KavecTBe anbTepHaTMBbI CTaHAAPTHBLIM pacTBopam Aaa OP
(OPC) BO3MOXHO MCMONb30BaTb HaMono0BUHY pa3baBiieH-
HbI BOAOWM 96104HbIN COK [13].

Mpu Taxenow germapaTtaumm peKoMeHaoBaHO nposeje-
Hue MNP [4, 7, 8].

PactBopamu Bbi6opa aBnatoTca pactsop Punrepa, 0,9%
pactBop NaCl [7]. Pexumbl npoBefeHus pernapatauuu
npu TAXKENOM 06e3BOXMUBaAHMM NOKa3aHbl B Tabs. 4 [8].

Ta6nuua 3. PacyeT GM3M0N0rM4eCcKom CyTOHHOM NOTPeBHOCTH
B KMIAKOCTK No MeTofy Xonnuaest — Cerapa

Table 3. Maintenance fluid requirements according to Holliday-
Segar method

Pacuet ¢pu3sunonoruyeckom noTpeGHoOCTH

Macca Ttena, Kr
B XXUAKOCTHU

1-10 100 mn/Kr/cyT

10-20 1000 M + 50 MA/KT (Ha KaxAblid Kr
cBblwe 10 Kr)

Bonee 20 1500 Mn + 20 MA/Kr (Ha Kaxabli Kr

cBblwe 20 Kr)




Ta6nuuya 4. TakTMKa pernapatauunm npu TaKenom 06e3B0OXKNBaAHNUN
C ucnonb3oBaHuem pacTtBopa PuHrepa nnm 0,9% pacteopa NaCl

Table 4. Rehydration tactics for severe dehydration using Ringer’s
solution or 0.9% NaCl solution

Bo3spact BBepgeHue 3arem BBeeHue
naumeHta, mec | 30 Ma/Kr B TedyeHue | 70 M/Kr B Te4eHue

Mnagwe 12 60 MuH* 5y

Crapwe 12 30 MuH* 2,54

MpumeyaHne. *BBepeHne Heo6GXO0AMMO MNOBTOPWUTb, €CAU MPU
NMOBTOPHOM OLEHKE MyN1bC Ha fy4eBOW apTepuu MNo-npexHemy
C/ULWKOM cnabbli Unu He onpegensieTcs.

Note. *Administration must be repeated if radial pulse is still too
weak or absent at re-evaluation.

AHTU3IMETUKH

AMepuKaHcKkas akagemus neguatpuun (AAP) B anpene
2020 r. ony6nvKoBana AaHHble NPOBEAEHHOr0 MeTaaHanm-
3a 24 uccnenoBaHui, BKAtoYaBlwnx 3482 neten. CornacHo
pesynbTaTtam AaHHOW paboTbl, YCTAHOBJIEHO, YTO TONbKO
OHJ@HCETPOH (aHTaroHWCT CEepPOTOHMHOBLIX PeLENnTOpPOB
5HT3) apdeKTMBEH B OTHOWEHMU KYMUPOBaHUS PBOTHI
W npepoTepalLlaeT HeO6X0AMMOCTb B Mepexofe Ha napeH-
TepanbHytlo peruvapatauumio [14]. OcTanbHble npenapatbl —
MeToKnonpamua, LOMNEepuaoH, LeKCaMeTa30H, AUMEHTU-
OPpUWHAaT, rPaHUCETPOH He NoKaszasn JOCTOBepPHOro addeKTa
[14], n3-3a 4yero HazHayeHne Lpyrux aHTUIMETUYECKUX npe-
napaToB, KpOMe OHAaHCETPOHa, HeornpaBAaHHO B KJIMHU-
YEeCKOW MpaKTUKe NevyeHns OCTPOro ractpoaHTeputa [14].
Hy>XHO yKa3aTb, 4YTO TaKWe MNOBCEMECTHO WCMNoJb3yemble
npenapartbl, KaKk MeToKJonpamMug M LOMMEPULOH, 4acTo
o6n1afaloT pUCKOM pa3BUTUS NOBOYHbIX addeKTOB. Tepanus
METOKJIONPaMUAOM MOMXKeT COMPOBOXAATLCA Pa3BUTUMEM
nUPamMUaHbIX HapyLeHun [7].

lMpumeHeHne gomnepuaoHa B NeavaTtpuyeckon npak-
TUKE 3Ha4yuTeNbHO OrpaHM4yeHo EBPOMNEWCKMM areHTCTBOM
JlekapcTBeHHbIx cpeacts (EMA) n3-3a BbICOKOro pucKa yaiu-
HeHusa nHTepBana QT 1 pa3BuTua aputMum, a B CLUA gaHHbIN
npenapart He npowen peructpauuio FDA [7, 15, 16].

lpenapartbl, 3amennslmne MOTOPUKY KHULIEYHUKA
He peKoMeH[OoBaHbl AN KynupoBaHWA anapen BBUAY pas-
BUTKUA BO3MOXHbIX NOGOYHbIX 3bGDEKTOB (KMLLEYHas Henpo-
XOAMMOCTb, COHIMBOCTL) [4, 7, 8].

Cop6GeHTbI

[OVWOCMEKTUT — eOMHCTBEHHbIM npenapaT M3 rpynnbl
COpOGEHTOB, B OTHOLWIEHWW KOTOPOro ecTb AOCTOBepHas
[OoKazaTtenbHas 6a3a. B paHAOMW3WPOBAHHOM KJMHWUYeE-
CKOM wuccnefoBaHUM MokasaHo 3dGdEKTUBHOE BAUAHUE
OMOCMEKTUTA Ha COKpaLLeHNe NPOAOIKUTENbHOCTU Anapen-
Horo cuHapoma [7]. OgHaKo nccneaoBaHKs, AoOKa3biBaoWmMe
3G HEKTUBHOCTb JaHHOro NpenapaTa, NPOBOANIUCHL TONbKO
B CTpaHax C pa3BuBalowWencss 3aKoHoMuKon (Manansus,
MNepy, NHaus), n3-3a Yero He pekomeHaytotea BO3 [7, 17].
CornacHo KokpenHoBcKomy 0630py 18 paHAOMW3UpPOBaH-
HbIX KIMHUYECKUX UCCNENOBAHMI, BKIOYABLUUX 2616 neTen,
OMNOCMEKTUT COKpallaeT ANUTENbHOCTb AMApPEN B Kaye-
CTBE BCMOMOrate/sibHOro cpefcTBa /ie4eHusl, HO He BAuseT
Ha YacToTy rocnuTanu3auunm u HeobxoAMMOCTb nepexopa
Ha napeHTepanbHylo pernapatauuto [18]. Apyrne copbeHThbI
HEe PEKOMEHAO0BaHbI U3-3a OTCYTCTBMSA UCCNeA0BaHWM, IoKa-
3bIBaAOLWMX X IPDEKTUBHOCTD [7].

AHTHCEKpeTOopHbIe npenapartbl
Pauekagotpun, Metabonnt KOTOPOro UHIrMGUpyeT nepu-
depuyeckyto aHkedanuHazdy, nokasan cBolo 3IGHEeKTUB-

HOCTb B YMEHbLUEHWW MPOAOSIKUTENBHOCTU ANApPEN Y AeTEN.
[aHHblM NpenapaT peKoMeHAoBaH €BPOMNENCKUM CO006-
LWEeCTBOM racTPO3HTEPO/IOrOB ANS NeYeHUss BOASHUCTOM
avapeun [7]. Mpu npoBeaeHnn KoKpenHOBCKOro o63opa
BbIICHEHO, 4YTO paLeKagoTpui yMeHbluaeT pUcK 6esycnew-
HOW peruapaTaunu, OAHAKO LOCTOBEPHbLIX AOKa3aTenbCTB
COKpaleHns MNPOAONKUTENbHOCTM AUApPEU HE MOy4eHO
[19]. B Poccuun paHHbIM npenapaTt He pa3pelleH Ans npu-
MEHEHUs B neguaTpuyecKow MpaKkTuKe BBUAY OTCYTCTBMSA
neTckux dopm [20].

Mpo6MoTnKMn

HeKkoTopble wWTaMMbl NPOOGMOTUKOB MOTMYT CHUXKaTb
TAXECTb TeYEeHUS CMMMNTOMOB racTpO3HTEPUTaA U COKpa-
WaTb MNPOAOIKUTENBHOCTL AMapen npumepHo Ha 1 cyrT,
41O 6blN0 AOKal3aHO MNpu nposeaeHUn KOoKpeMHOBCKOro
0630pa 63 paHAOMU3MPOBAHHbIX KAMHUYECKUX MCCNeno-
BaHWM U KBasuuccnenoBaHui, BKAoYaBwmux 8014 peten
n B3pocnbix [21]. OgHaKo cylWwecTBYIOT NPOTMBOPEYUBLIE
AOKazatenbctBa 3OPEKTUBHOCTU Ha3HaAYEeHUs npobu-
OTMKOB MpW racTPO3IHTEPUTE BUPYCHOM ITUONOMUMU, T.K.
npu NpPoBeAEeHUU ABYX PaHAOMU3MPOBAHHbIX UCCefoBa-
HWUW, BKOYaBlUMX 646 n 943 ageTen ¢ OCTPOM Auapeen,
nonyyaBwwux Lactobacillus rhamnosus GG, He oTMe4Yanocb
COKpalleHuss anutenbHocTM aunapen [22, 23]. CornacHo
KOHCeHcycy BcemupHOM accoumaumn racTposaHTepono-
roe M EBponenrckum peKkomeHAaunsM Mo MPUMEHEHUIO
NPOOGMOTUKOB, AN KYyNUMPOBaHMUA OCTPOM AMapen Moka-
3aHO MPUMEHEHME TONIbKO Tpex WTammoB: Lactobacillus
rhamnosus GG, Lactobacillus reuteri n Saccharomyces
boulardii [24]. OgHaKo cornacHo 06HOBNEHHbIM PEKOMEH-
Jaunsam AMepuKaHCKOM accoumaumm racTpo3HTEPOSOros,
y OeTeln v B3POCAbiX C MHPEKLMOHHBIM racTPO3HTEPHU-
TOM He peKOMeHAyeTcsi Ha3HayeHue NPoOMOTMKOB, T.K.
npuv NpoOBEAEHWN MHOMOLLEHTPOBbLIX PaHAOMU3UPOBaH-
HbIX ABOWMHbIX CAenbiXx nnauebo-KOHTPONMPYEMbIX Ucche-
foBaHui Ha Tepputopum CLUA n KaHapgbl Lactobacillus
rhamnosus v Lactobacillus helveticus He NoKa3anu KNUHK-
yecKkon apdeKTuBHOCTH [25].

ONCOUOTUKN U NPEOUOTUKM HE PEKOMEHAYIOTCSH K NMPU-
MEHEHWIO B KayecTBe Tepanuu OCTPOro ractpoaHTepuTa
4,7, 8].

AHTHGaKTepuanbHasi Tepanus

PyTMHHOE MpuMMeHeHWe aHTMGaKTepuanbHbiX npenapa-
TOB HeonpaBAaHHO BBUAY LOMWHUPOBAHUSA BUPYCHOM 3TH-
0/10rMKU, BO3MOXHOIO YAJIMHEHUS Mepuoja HOCUTENbCTBA
HEKOTOpPbIX 6aKTepuasbHbiX BO36yanTenen [7]. HasHayeHue
NPOTUBOMMUKPOGHbLIX MpenapaToB AOMKHO UCXOAUTb U3 3TH-
onoruu Bo3obyautens. Hanpumep:

° npu wurennese B KayecTBe npenapata NepBon AUHWUK

pPEKOMeHAO0BaH nepopasbHbin NpuemM asuTpoMuumHa [77;
° MNpu canbmMoHennese aHTMbaKTepuanbHas Tepa-

nMa He JOMXKHa MCNONb30BaTbCs BBWMAY OTCYTCTBUSA

3QDEKTUBHOCTU U YANMHEHUS Nepuoja HOCUTENb-
cTBa. McKoyYeHne cocTaBnaoT AeTn U3 rpynn pucka
no pa3BuUTUI0O GaKTEPUEMMUU U BHEKMULWWEYHbBIX NPOSB-

NEeHUN (HOBOPOXKAEHHbIE U feTH Majwe 3 Mec, UMMY-

HOKOMMNPOMETUMPOBAHHbIE, C acnieHnen u axiopru-

Apvewn) [7];

° MNpu KaMnunobaKTepuos3e npenapatomM Bbl6opa TaKKe

ABNISIETCS NepopabHbli NPUEM a3UTPOMULMHA [7].

B Hawen ctpaHe B amMbynaToOpHOW W CcTaLMOHapPHOM
npaKkTUKe 4acTo MCNonb3yeTca npenapat HUdYpoKcasua,
OAHAKO OH He YNOMWHAEeTCH HWU B OAHUX KIMHWUYECKMUX
peKomeHaaumax Befywmnx neguaTpuyecknx 1 MHOEKLMOH-
HbIX OpraHuM3auuMi MMPOBOIO YPOBHS M pPa3BMUTbIX CTPaH.

PEDIATRIC PHARMACOLOGY. 2020;17(5)

7

NEAUATPUYECKAA ®APMAKOJIOIUSA /2020/ TOM 17/ N° 5



REVIEW

'S

48

OB30P JINTEPATYPbI

B 2016 r. npu npoBeAeHWM OTKPLITOrO MPOCMEKTUBHO-
ro o6cepBaLMOHHOIO nccnegoBaHus (6e3 paHgomusauuu
M OBOWHOro ocnenfieHus) y B3pociblix (169 nauueHToB)
6bI/10 BbISIBNIEHO NPEUMYLLECTBO UCMONb30BaHNUS HUDYPOK-
casuaa no CpaBHEHWIO C Tepanuen NpobuoTukamu [26].
B panbHeiwem Heob6x0AMMO MpoBefeHWE PaHLOMWM3UPO-
BaHHbIX KJMHUYECKUX UCCNefoBaHni ANa OLEHKU addeK-
TUBHOCTWM NMPUMEHEHUSA AAHHOro npenaparta, B TOM yucie
B AETCKOM NONyAsumu.

CNELIUOUYECKASA MPODUNTIAKTUKA

BaKyuHauus

OgHUM U3 Beaywmx Bo36yauTenen racTpoaHTEPUTOB
y AeTen aBnsetcs poTaBupyc. Y naumeHToB rpyaHoOro Bo3-
pacTa racTpO3HTEPUT, BbI3BaHHbLIN AaHHbIM BO30yauTENEM,
MOXET NPUBOAUTL K TSXKENOMYy 06e3BOXMBaAHWIO WM MpO-
TeKkaTb B Taxenon ¢opme. BBuay atom ocobeHHOCTH Bblnia
pa3paboTaHa KMBas nepopanbHas MeHTaBaNeHTHas Bak-
LUMHa, cojepxalwasa NATb XMBbIX WTaMMOB poTaBupyca.
B Poccuiickon depepauun BakuuHa PoTaTek He BXoAauT
B HaLMOHaNbHbIN KaneH4apb NPUBMUBOK — B OTAINYUE OT MHO-
rMx Apyrux ctpaH EBponbl, CeBepHon AMepuKu 1 Asnun [27].
CornacHo uccnegoBaHusaM, BakUMHaALKUS 3HAYUTENBHO CHU-
YKaeT KOMYEeCTBO C/ly4YaeB OCTPOro POTaBMPYCHOMO racTpo-
3HTEPUTa WU, KaK CNeACcTBME, YMEHbLIAET YacToTy rocnura-
nM3aumi B cTaumoHapbl [28]. Kypc BaKuMHaLMK COCTOUT
n3 BBeaeHna 3 403, nepBas U3 KOTOPbIX AO/XKHA 6biTb BBE-
[leHa He paHHee 6 Hea U He no3aHee 12 Hepn [29]. B 2019 .
B CLUA ony6nuKoBaHbl AaHHble KOrOPTHOrO UCCNefoBaHus,
BKNtoYyaBwero 1 474 535 mnageHueB, BaKUMHUPOBAHHbIX
WM 4YaCTUYHO BaKUMHUPOBAHHbIX MEHTaBaNIEHTHOM pOTaBum-
pPyCHOM BaKUWHOM 3a nepuoa ¢ 2001-2017 rr. BbiaBneHo,
4TO B rpynne AeTen, NoNYyUYMBLUMX NMOJIHbIM KYPC BaKLMHALNUK,
3a60/1€BaeMOCTb CaxapHbiM AMabeToM 1-ro Tuna CH13unach
Ha 33% No cpaBHEHMIO C HEBaKLMHUpOBaHHoM rpynnow [30],
MOXOXKMEe pe3ynbTaTbl O6blIM NOMYyYEHbl aBCTPaUACKUMU
uccneposatenamu [31]. B HacTosllee BpeMsl BblCKa3biBa-
loTCA NPeAnoNoXKeHMs 06 ITMONIOrMYECKOW PONK poTaBmpyca
B naToreHese pa3BUTUA caxapHoro anvabeta 1-ro Tuna [32].
370T BONpOC TPebyeT fanbHENWEro 3y4YeHusl, B TOM Yucne,
B POCCUMCKOMN NONYNALNMN.
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BBEJAEHMUE

TOYHbIM AMArHO3 B PUHOMIOMMM OCHOBbLIBAETCH Ha AaH-
HbIX @aHamMHe3a, OCMOTpa M Ha [0MONHUTENbHbIX 06cneno-
BaHMAX. Ha cerogHsIHMIN OeHb CyLleCTBYET MHOMECTBO
pa3HOBMAHOCTEN 06CeA0BaHUN ANS YTOYHEHUS AMarHo3a.
Heo6xoaMMOCTb Ha3HAYeHUsT KaxOoro M3 HUX 3aBUCUT
OT COCTOSIHMS MauuMeHTa. HekoTopble BMAblI 06cneaoBaHum
yXe yCcTapenn v HeBoCTpe6OoBaHHbI, APYrMe HyXHbl B Onpe-
[ENTeHHbIX KTMHUYECKMX CUTYaLMSIX; TaKKe ecTb 06¢cefoBa-
HMS, KOTOpble TPEBYIOTCS B KIIMHUYECKUX UCCNIEA0BAHMSIX.

Heo6xoaMMO OTMETUTb, YTO HEKOTopble 3aboneBa-
HUSE MaHWECTUPYIOT CUMMNTOMaMM BOCMANEHUS BEPXHMX
AbIXaTeNbHbIX NyTen. ITO He TONIbKO OCTpble pecnupaTop-
Hble MHOMEKLMKU, HO M TAKeNble CUCTEMHbIE NaTosiornye-
CKMEe COCTOSIHUS — TaKue, Hanpumep, KaKk rpaHyiematos
WUNW Backynut. [loaTomMy Yem paHbliue 6yaeT NocTaBaeH Tou-
HbI AMarHo3, TEM BbllU€E LWAHChl NaLMeHTa Ha ycnex Tepa-
MMM OCHOBHOro 3aboneBaHus. NHoraa »anobbl U BbISB-
NIEHHbIE MPW OCMOTPE CHUMMTOMbI HACTONbKO CKYAHbI,
4YTO BEPHbIN AMArHO3 M BbIGOP NEeYEeHUs Hanpsimyio 3aBu-
CAT OT AOMOSIHUTENbHbIX MeToA0B o6cneaoBaHus. Takke
C NMOMOLLbIO crneLranbHbiX METOAUK BO3MOXHO OLEHUTb

CUMMTOMbI, KOTOPbIE HAMPAMYIO He CBSAI3aHbl C COCTOSIHUEM
HOCOBOTO AblXaHWs, HO MOTYT CBUAETENLCTBOBATbL B NOMb3Y
[IPYyrux naTofiorMi, B 4YaCTHOCTM HenpoaereHepaTUBHOMo
COCTOSIHUSI (HanpuMep, CHUXKeHWe 0B6OHAHMA Npu 60ne3HU
Anburenmepa). HakoHel, Ha cerogHsaWHUMN MOMEHT cylle-
CTBYIOT OGbEKTMBHbIE METOAbl OLEHKU 3PPEKTUBHOCTHU
XMPYPruyecKoro BMellaTenbCcTBa, YTO MOXET OblTb Ba*KHO
119 OLLEHKW KayecTBa OKa3aHHOM MeAWLMHCKOM NOMOLLM.

B nocnegHue rogbl OTMEYaeTcs 3HAYUTENbHbI MpPO-
rpecc B pa3paboTKke MeToa0B GYHKLMOHANLHOW AMArHOCTU-
KW HapylweHWn HOCOBOrO AbiXxaHWa. [Insg aHanuM3a M o0O0beK-
TUBM3ALMK [blXaTeNbHON GYHKLMM HOCA BblM MPEANOMHKEHbI
HOBble MeTO/bl, NO3BOJIAIOLINE 6ONee NOMHO MOHATL PYHK-
MM HOoca, 0COBEHHO MPU KOMBUHMPOBAHHOM MCMOJIb30Ba-
HWUK 3TUX MeToaoB [1].

YuntbiBas BarKHOCTb pPa3/IMyHbIX METOAOB 06C/e10BaAHUS
B YTOYHEHWWU AMarHosa, cneayet NOMHUTb, YTO He BCe U3BECT-
Hble Ha AaHHOM 3Tane PasBUTUSA PUHONOMMU METOAUKM HEOO-
XOAMMbl KaXA0oMy U3 naumeHToB. Tem He MeHee, Kak OTOPUHO-
NTAPUHIoNorun, Tak U Bpayn Apyrux cneumanbHOCTER AOMKHbI
3HaTb U NPUMEHSATbL Ha NPAKTUKE COBPEMEHHbIE AnarHocTuye-
CKMe BO3MOXHOCTH Npu 06¢cneaoBaHnm NaLMeHToB.
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KJIMHUYECKHUHA OCMOTP

Kak n npu no6on apyron natonoruu, o6cnegoBaHue
nauneHtTa ¢ 3a60/ieBaHMEM BEPXHUX AbIXaTeNbHbIX NyTen
Ha4yMHaeTcsa co c6opa aHaMHe3sa.

3aTpyiHEHME HOCOBOIO AbIXaHUS M 3a/I0}KEHHOCTb HOCa
ABNAIOTCS HaMbonee pacnpoCTPaHEHHbIMU PUHONOMUYECKU-
MW CUMMOTOMaMM, O KOTOpbIX coobuatoT 40 80% NauMeHTOB.
BblaeneHunsa n3a Hoca (puHopes) — BTOpas Mo YacToTe Xano-
6a, NpM 3TOM MHOTME MaLMEHTbl ONWUCLIBAIOT TaK Ha3blBa-
€Mbl «MOCTHa3allbHblM CUHAPOM» (OWYLLEHWE CTeKaHus
C/IU3K U3 HOCa B MMOTKY). BblgeneHns n3 Hoca MoryT ObiTb
Nnpo3payvyHbiMK U BOASHWUCTLIMM, KaK 3TO 06bI4HO Habnoaa-
€TCs MPY PUHUTE, XOTS OJHOCTOPOHHSASA BOASIHUCTAs pUHOpPES
[I0/XHa BbI3blBaTb NOAO3PEHUE HaA JIMKBOPEIO.

[JasneHve unu 60nb B 061acTn anua mMoryT OblTb CBS-
3aHbl C PUHOCUHYCUTOM, OCOGEHHO C O0BOCTPEHUAMM XPO-
HUYECKOW NaToNorMmn OKOSIOHOCOBLIX Ma3yx, 60/blle XapakK-
TEPHOM AN B3POCbIX, 4eM Ansa aeten. Ho mpuumHom Tak
Ha3blBaeMbIX «CMHYCOBbIX FOMIOBHbIX 6Gonen» He Bcerga
ABNSETCH FTHOMHBbIM NMPOLLECC B OKOJIOHOCOBbLIX Nagdyxax [2].
Hanpumep, 60nb B 061aCTV n1Ua U Nyn1bCUPYIOLWNUIN XapaK-
Tep rofloBHOM 601K, a TaKKe CBETOOO0SA3Hb HEXapaKTEpPHbI
ONs pUHOCUHYCKUTa [2].

M3MeHeHMe O0OOHAHUA  MOXeT OblTb  OMUCaHOo
KaK CHWXeHWe (TMnocmus) Wau MosHoe OTCYyTCTBME (aHOC-
mMus). ConyTCTBYOLLAs 3a/0XKEHHOCTb HOCA MOXET yKa3sbl-
BaTb Ha KOHAYKTMBHYIO MOTEPIO, Hanpumep, Npu noaunax
HOCa, HO HEO6XOAMMO YUYUTbIBATb TaKXKe NPeLlecTBYOLLYIO0
4YepernHo-Mo3roByto TpaBMy, MHOEKLIMIO M NATONOrMYECKHE
HEBPOJIOrMYECKNE COCTOAHUSA. HapylueHnss 060HAHUS MOTYT
ObITb MAMOMNATUYECKMMHU, HO MATONOrMSA MOMOCTU HOca 06K-
3aTeNbHO [o/KHa ObiTb UCK/OYEHA B MEPBYID O4vepedb.
MnocMns xapakTepHa AN XPOHUYECKOro PUHOCKHYCHUTA,
HO peKo BCTpeyaeTcs npu puHute [3, 4].

3aN0KEeHHOCTb HOCa, YMXaHWE W BblAENEHWS M3 Hoca
yacTo $IBNSKOTCA MPU3HAKOM aNlepruyeckoro puHuTa.
BayKHO BbISIBUTb YacTOTY U MPOAOKMTENbHOCTb CUMNTOMOB
aNNIeprmyeckoro puHUTa M MX BAUSHWME Ha MOBCEAHEBHYIO
M3Hb, MOCKOJIbKY 3TO NO3BOSET KNaccuduLmnpoBaTh aua-
FHO3 KaK UHTEPMUTTUPYIOLLMIA MW MEPCUCTUPYIOLLMI annep-
TMYECKUI PUHWUT M ONPEAENUTb TAKECTb TeyeHUs 60ne3Hu
(nerkoe, cpeaHen TAXECTU UM TAXKEN0e TeYEHME) B COOT-
BeTcTBMU ¢ pekomeHgaunsamun ARIA (Allergic Rhinitis and its
Impact on Asthma) [5].

[Ona Kax}aon KOHKPETHOM Ho3o0/0rmMmM TpebyeTcs onpe-
NEeNeHHbIn Habop MCcCcneaoBaHUn ANs MOATBEPKAEHUSA TOY-
HOro auarHosa. TaK, Hanpumep, cornacHo EBponerickomy
NO3ULIMOHHOMY [OKYMEHTY MO PUHOCUHYCUTY W Moaunam
Hoca (EPOS 2020), agMarHo3 puvHOCMHycuUTa onpejaensercs
Ha OCHOBE KJ/IMHWMYECKWX CUMMTOMOB, 3H[OCKOMUYECKUX
NPU3HAKOB U/MNN AaHHbIX KOMMNbOTEPHON Tomorpadum (KT)
[6]. K cumnTOMaM pUHOCHMHYCUTa OTHOCATCS:
® 3a/I0KEHHOCTb HOCa;

° Bbl[IE/IEHNSA N3 HOCQ;

e 06oNb/naBneHve B 06/1aCTM MPOEKLMU OKOJIOHOCOBBIX
nasyx;

®  CHUXEHWE UK NoTeps 06OHAHUS.

[ns npeaBapuTeNbHOro AMarHo3a A0CTaTOYHO BbISIBUMTb
nBa unu 6onee cumntoma. OCTpbI# PUHOCUHYCUT onpene-
NIETCA KaK COCTOSIHME, COMPOBOX/AaloLleecs CUMNTOMamMu
B TeYeHMe MeHee 12 Hea, B TO BPEMS KaK XPOHUYECKUM
PUHOCHUHYCUT coxpaHsieTcs 6onee 12 Hen. Takum o6pasom,
cobpaB TONIbKO aHaMHE3, MOXHO C YBEPEHHOCTbIO Npeano-
NIOXKMUTb AMArHo3 «PUHOCUHYCUT». JONONHUTENbHbIE METObI
o6cnenoBaHMg NOATBEPXKAAIOT TOYHbIN ANMATHO3.

TwaTtenbHoe o6cnefoBaHWe rONOBbLI M LWEW CYMTAETCH
«30/10TbIM CTaHAaPTOM» [N BCEX MALMEHTOB C Kanobamu

Ha HapylweHWe HOCOBOro fAbixaHus. [pyM ocMOTpe BaXKHO

OLIEHUTb cnegytolme CUMNTOMbI:

° 3aTpyAHEHWE HOCOBOrO AblXaHWs (AblxaHWe PTOM);

° AMHaMWYECKUI Konnanc 60KOBbIX CTEHOK HOCa;

° pnedopmaLmm HapyKHOro Hoca, KOTOpble MOTYT Bbl3BaTb
dYHKLMOHaNbHbIE U/WNKN KOCMETUYECKME NPOBAEMBI.
MepeaHas pPMHOCKOMMS MNO3BONSET OLEHUTb NepeaHue

oTA€eNbl HOCOBOW MOMOCTU B LENOM, nepeaHre oTaesbl HOCo-

BOM NEeperopofku, nepegHue KOHLbl HWXHUX U CpeaHux

HOCOBbIX paKkoBuWH. epopmauma nepegHen 4actu HOCOBOM

neperopojKkn ¢ 6Gonbluer BEepOSTHOCTbIO CBA3aHa C 3ao-

KEHHOCTbIO HOCa M 3aTpPyAHEHWEM HOCOBOMO AblXaHUs, YeM

WUCKPUBNEHWE NEepPeropokm B 3agHux otaenax [7]. KpynHble

HOCOBbIE MOMWMNbI JIEFKO BWU3YanM3UPYIOTCA MNpU NepeaHen

puHockonuu. Kak 66110 nokasaHo B 605ee paHHUX UCCneao-

BaHUWSAX, AMArHoCTMYeCKas TOYHOCTb nepeaHer PUHOCKOMNWUU

NpPY XPOHUYECKOM PUHOCUHYCUTE B COYETAHUM C aHaMHE30M

COCTaBNSAET 0T 66 A0 77% [8]. Tem He MeHee, MPUHATO CYUTaTb,

YTO MEepeSHss PUHOCKOMNWUSA None3dHa, HO BO MHOIMX criyvyasx

He ABNSeTCH OKOHYaTeNbHOM ANarHoCTUYECKOM METOANKON.
JHAOCKONKUSA MO3BOAAET NPOBOAUTL 60/See BCECTOPOH-

Hee uccnepoBaHMe NOAOCTH HOCa, CPeAHEero HOCOBOrO xoAa,

cheHoaTMOMNAanbHOro KapmaHa M NOCTHa3albHOro npo-

CTpaHCTBa M Ha COBPEMEHHOM 3Tane ABNAETCS HEOTbeM-

JIEMOM HacTbio pUHONIOrMyeckoro ob6cneaoBaHma [9]. Takxke

3HAOCKOMNUS MOXET UCMONb30BaThCs AN OLEHKW peakumu

KaK Ha MeAMUMHCKOE, TaK M Ha XMpypruyeckoe nevyeHue

1M nossonsieT GOTo/BUAEOLOKYMEHTUPOBATL BbISIBEHHbIE

M3MeHeHMs. IHAOCKOMMUS NOBbILLAET AMAarHOCTUYECKYIO TOY-

HOCTb MO CPaBHEHMWIO C TONbKO MepeaHen PUHOCKOoMWeNn

no 85% [7, 9]. B HeckonbKKx nccnenoBaHunsax coobliaeTcs

0 AMarHoCcTUYecKom cneunmduyHOCTM 3HAOCKOMMK Ao 95%

[9]. B negvaTtpuyeckon NpaKTUKe 3HAOCKOMWS sBhseTcs

cambiM 6e30nacHolM U MHOOPMATUBHBLIM MHCTPYMEHTOM

AWArHOCTUKM MaTofiorMmM HOCOMOTKU. Ha aaHHbIM MOMEHT

3HAOCKOMNUSA MNPaKTUYECKM BbITECHUNA peHTreHorpaduio

HOCOI/I0TKM KaK MEeTO ANarHOCTUKM y AeTeN.
3aAHaa PUHOCKOMNWS, NanbLEeBOE UCCNefoBaHWE HOCO-

rMOTKM U anadaHOCKONMA Ha COBPEMEHHOM 3Tane pas-

BUTWUA PUHONOMMYECKUX WUCCNELOBaHMIN HE WMCNONb3YIOTCH,

TaK KaK 3amMeHeHbl 3HLOCKOMNMER U Ny4yeBbiIMM METOAaMM

BU3yanunaauumu.

Taknm 06pa3om, TwaTenbHbIM aHaMHe3 cneayeT UCMoNb-
30BaTb B COYETAHMM C MOJHBIM PUHONOTMYECKUM OCMO-
TPOM, B KOTOPOM 3HAOCKOMUA ABnseTcs Hanbonee BarKHOM
YyacTblo. ITO NO3BONSAET MPUMEHATb CUCTEMHbLIM NOAXOA
KaKk ans guddepeHumanbHON AMarHOCTUKK, TaK U B 06CYXK-
AEHUN HEOBXOAUMOCTU AafibHENLMX UCCNEf0BaHUA U Nna-
HUMPOBAHWM COOTBETCTBYIOLLErO BEeAEHMS NauueHTa B Kax-
LOM KOHKPETHOM cny4yae.

JNIABOPATOPHAAl AUATHOCTUKA

BONbIWKWHCTBO NaUMeHTOB ¢ 3a6ofieBaHUAMMU MOJO0-
CTM HOCa W OKOJMIOHOCOBbLIX Masyx He HyJalTcsa B 40MNoJ-
HWTENbHbIX METoAax NabopaToOpHOM AMATrHOCTUKM, TaK
KaK A9 OLEHKW KJIMHUYECKOW KapTWUHbI MaToN0rMyeckoro
COCTOSIHMA A0CTAaTOMHO OCMOTPA, 3HAOCKOMUM U BU3yanu-
3auuun. Tem He MeHee MPU HEKOTOPbIX COCTOAHMAX 1a6o-
paTopHble WCCNeaoBaHWa O4YeHb MofesHbl. Hanpumep,
Y NaLMEHTOB C IMArHO30M «rpaHysemMaTos C NofiMaHrMMToM»
(rpaHynemato3 BereHepa) oTMe4aloTCs 4YacTble HOCOBbIE
KpoBOTeYeHUsl, 06pa3oBaHne KOPOK, 3aTpyaHaoLlee HOCO-
BOE [IbIXaHWE, U B HEKOTOPbIX Clly4Yasx — nepdopaLum nepe-
ropofKu Hoca. TaKue K/IWMHWYECKME MpPOsBIEeHWUs MHoraa
6bIBaOT NEPBLIMKU CUMIMTOMaMK 3TOFO CUCTEMHOIO 3a6one-
BaHWA. B jaHHOM cuTyaLum TpebyeTcs NoaTBEPKAEHWE a1a-
rHO3a He TOJIbKO NOoCPeACTBOM 6MOMNCKm (4To B psiae clyYaes
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OblBaeT HefoCTaTOYHbIM), HO M MO pe3ynbraTaM nabopa-
TOPHbIX METOAOB AMArHOCTMKK. B YacTHOCTH, onpeaeneHune
YPOBHSA aHTUHENTPODUBHbLIX LMUTONNAa3MaTUYECKUX aHTU-
Ten (ANCA) noaTBepKaaeT AvarHo3 v oTpaaeT CTeneHb
TaxecTn 3ab6oneBaHusa [10]. CoyeTaHUe KIAMHUYECKUX NPU-
3HAKOB, MOJIOXKWUTENbHON CEPOSIOTMYECKON AUArHOCTUKM,
HEKPOTMYECKOro BacKynuTa U rpaHyneMato3Horo Bocnane-
HWMS Npu GUoNcuK NOATBEPKAAET TOYHbIN ANArHO3.

MUKPOBUOJIOTMYECKUE UCCJIEOBAHUA

3abop MaTepuana M3 MOMOCTU HOCa M OKOSIOHOCOBLIX
nasyx Ans MUKPOOGMOSOrMYECKOro UCCNeaoBaHUa SBAsSeTCs
o6Lenpu3HaHHON NpakTUKoW. B TedyeHne gnuTenbHOro Bpe-
MEHM «30/10TbIM CTaHZapTOM» 3a6opa MaTepuana ansg MUKpPo-
610N0rM4YeCKOro UccnesoBaHms Npu PUHOCUHYCUTE ABNSNACh
NYHKUMS BEPXHEYENIOCTHON nagdyxu. Acnupart, Nofy4YeHHbIN
TakKMM 06pas3oM, ABASNCH Haubonee AWarHOCTUYECKM 3Ha-
YUMbIM MUKPOBMONOTMYECKUM MaTepUanomM npu PUHOCUHY-
cute. Ho HecMoTps Ha cBOM NpeumyliecTBa, MeToa 3abopa
maTepuana ocTaeTcs MHBA3MBHOW MpoLeaypOr, CBA3aHHON
C MECTHOW TpaBMOM TKaHW, AMCKOMOOPTOM M BO3MOXKHbIM
PUCKOM OCNOXXHEHUW. Kpome Toro, oTaensieMoe U3 BepxHeye-
MIOCTHOM Nasyxu He npegocTaBaseT UHPopmaLum 0 MUKPO-
6vonorum gpyrux nadyx. MHoro4ncreHHble CpaBHUTENbHbIE
nuccnegoBaHuMa MPOAEMOHCTPUMPOBANN BbICOKYD CTeneHb
cornacoBaHHOCTM Mexay 3abopoM maTepuana Ans Kyfb-
TMBUPOBaHUA BO30OYAUTENEN M3 BEPXHEYENOCTHOM nasyxu
nyTemM acnupauuu OTAENSEeMOro Mpu MyHKUMKM U Ma3Kamu
13 cpeaHero HOCOBOMo Xo4a NoA 3HAOCKOMUYECKUM KOHTPO-
nem [11]. o aTUM nNprYMHaMm MUKPOBMOIOrnyecKoe nceneno-
BaHWe acnupaTtoB U3 BEPXHEYENOCTHbIX Masyx B nocneaHee
BpeMs TepseT NonynsipHOCTb. Mpu OCTPOM pUHUTE U OCTPOM
PUHOCUHYCUTE OLEHKa MWUKpPOBUONOrnyeckoro npoduns
BO36yauTens He TpebyeTcsl, TaK Kak Tepanus Ha3HavaeTcs
3IMMUPUYECKU, MPUYEM BO MHOMMUX criyyasx 6€3 npumMeHeHus
aHTMbGaKTepuanbHbIXx cpefcts. B cnyyae ecan amnupuye-
CKOe NPOTMBOMMKPOBHOE fieyeHne HeadpdEeKTUBHO, crneayeT
Ha3Ha4yaTb LONOMHUTENbHbIE AWArHOCTUYECKME MpoLueaypbl,
BK/IOYaA MMKPOOGMONOrMYyecKoe uccneaoBaHne BO36yauTe-
n8. Posib MUKPOBHOM GNopbl NPU XPOHUYECKOM PUHOCHUHYCUTE
OCTaeTcs HesiCHOW. Ha AaHHbIM MOMEHT AUCKYTUPYEeTCS Npo-
6nema HasHavyeHus aHTMbaKTepuanbHOW Tepanuu B COOT-
BETCTBMM C YYBCTBUTENbHOCTbIO BO36yauTens. Cyutaetcs,
4yTO TaKas Tepanus 6yaeT apbeKTUBHA B KynMpoOBaHUK CUM-
NTOMOB 060CTPEHNS XPOHUYECKOIO PUHOCKMHYCHUTA, HO B OTAA-
NEHHON NepCcrneKTUBe Ha pesynbraThbl 1eYeHns He NOBUSET.

UCCJ/IEQOBAHUE OBOHAHUA

[Ons OUEeHKM HEKOTOPbIX OPraHoB 4YyBCTB AOCTATOYHO
CNPOCUTb NaLMEHTa O HaNWiuK AUCHYHKUMU. HecKonbKo
nccnefoBaHUM nokasanu, Y4To NOAOGHbIM CKPUHWUHIOBbLIN
0OMpocC He oTpa)KaeT cOCToAHUSA 060HAHMS [12], a 3TO 03Ha-
YyaeT, YTO HapylleHHoe 060HSAHWE MOXKET 6bITb COBEPLUIEHHO
He3amMeYeHHbIM MaLuMeHTOM WM BpayoM, ecii OObEKTUBHO
He uccnegoBaHo [3,12]. Jaxe y nauMeHToB, 3asBNSIOLLINX,
4YTO OHM MMEIT 0B6OHATENbHbIE HAPYLIEHWUS, CTeneHb AMUC-
GYHKUMM NOCTOSAHHO HepooleHmuBaeTcs [13]. O6oHATeNnbHas
GYHKUMSA y4yuTbiBAeTCH MNpU y4acTUM NaUMeHTa B KaKOM-
NM60 KAMHUYECKOM MUCCNEeNOBaHUKU, a TaKXKe OLeHUBaeTcs
KaK OAMH M3 MoKasaTefen ycrnexa XMpypruyeckoro Bme-
llaTenbCcTBa WAW KOHCEpBATUBHOrO fevyeHus. MeToabl
nccnenoBaHnsa 060HAHUS AensaTcs Ha Cy6beKTUBHbIE U 00b-
eKTUBHble. B cBOIO 04epeab, Cy6beKTUBHbIE METO/bI UCCe-
[I0BaHWUS NOApPa3aensaoTca Ha TPU KaTeropuu:
e 06O0HATENbHas UaeHTUbUKaLNS;
* 060HATENbHAA AUCKPUMUHALMS;
® peTpoHa3anbHoe 060HATENbHOE TECTUPOBAHME.

TecTupoBaHWe 060HATENBHOM QYHKLUMWN Y OeTeN ABASET-
csi 6oniee CNOXKHOW 3ajayven, Tak Kak OHKW He Bcerga MoryT
ObITb 4OCTATOYHO 3HAKOMbI C 3anaxaMu Uan NPOCTO He UMe-
0T TeprneHusl, YToObl BbIMOMAHUTb MOJIHbIA B3POC/bIA TECT.
HeKkoTopble MAEHTUOUKALMOHHbIE TeCTbl HeaaBHO O6binu
yTBEPXAEHbI B CTpaHax 3anagHon EBponbl 4N MCNonb30-
BaHWe y aeTen B Bo3pacTe nocne 5 net [14].

O6beKTUBHOE O6OHATENbHOE TecTUpoBaHWe 6a3u-
pyetcs Ha perucTpauuu BbiI3BaHHbIX OMOINEKTPUYECKMX
noTeHUManoB Mo3ra B OTBET Ha 060HATENbHOE pasfpa-
eHue. Bnepsble oHO 6b110 onucaHo 6onee 30 neT Ha3ajg
. Ko6anom u ero konneramu [15] 1 MoxKeT paccmaTpuBaTh-
CSl KaK 3aperucTtpuMpoBaHHbIl KAMHUYECKUI MHCTPYMEHT,
KOTOPbIY 60/blle HE OrpaHUYNBAETCS TOIbKO KIIMHUYECKHU-
MU UCCNefoBaHUAMU. YYUTbIBASA AIUTENBHOCTb U BbICOKYIO
CTOMMOCTb METOANKMK, O6GbEKTUBHOE O0BOHATENBHOE TECTU-
poBaHWE WCNONb3YyeTCs TONbKO B HEKOTOPbIX KAMHMKax
M B OCHOBHOM 3ape3epBMpPOBaHO AN CTPaxXoBbIX C/lyYaes.

NIYYEBbBIE METObl AUATHOCTUKH

JlyyeBasi gMarHocTMKa TOYHO BM3yanuaupyeT Te obna-
CTW, KOTOpble HEAOCTYMHbl OLEHKE NPU PYTUHHOM OCMO-
Tpe, M ucnonb3yeTcs Ansa obecrnevyeHuss TOYHOM OLEHKM
aHaTOMWKU, MNOATBEPKAEHUS KAMHUYECKUX CHMNTOMOB,
pes3ynbTatoB 3HAOCKOMUYECKMX WCCNefoBaHMM, Cnocob-
CTBYeT OObEKTUBHOM OLIEHKE MaToNOrMM € TOYKU 3pEeHUs
KaK [OMarHoCTMKM, TaK U CTENeHW TsKecTu 3abosneBaHus
[16]. OgHaKo To, KaK M Korga BbliNOMHAETCA CKaHMpOBaHue,
BNMSET Ha pe3ynbTaTbl 06CNe0BaHUS.

CTtaHfapTHble PEHTrEHONOrMYEeCKMe nccnegoBaHms OKo-
JIOHOCOBbIX Na3yx B 3aTbl/IOYHO-NOA60POA0HHON MPOEKLUK
(npoekuns Yotepa) v 3aTblIOYHO-IOGHOW MpoeKunn (npo-
ekumnsa Kangesenna) Bce elle PyTUHHO WMCMOMb3YHOTCH, OCO-
6EHHO B C/ly4ae OCTPOro BocnaseHus v Ans AMarHoCTUKK
nepenomMoB MLEBOro ckeneTa. Ho B nocnegHee Bpems 3Ha-
YUMOCTb PEeHTreHorpadun B PUHONOIMMK CHUMKAeTCa U3-3a
abdeKTa HaNoKeHN UccneayeMblX CTPYKTYP U NOSBAEHUS
apyrux, 6onee TOYHbIX, METOLOB Jfly4eBOW BU3yanu3auuu.
Ha paHHbIM MOMEHT pa3BUTUS COBPEMEHHOW PWHONOTUK
MCNoNb30BaHWe peHTreHorpadun U ynbTpasByKOBbIX METO-
[oB 06cnefoBaHUs B KayecTBe METO4OB BM3yanu3auuu
He pekomeHayeTcs [17] BBUAY HU3KOM MHDOPMATUBHOCTU.

KomnbtoTepHaa Tomorpadus (KT) 1 MarHUTHO-pe30HaHC-
Has ToMmorpadus (MPT) aBnstoTcs ogHUMU U3 Hanbosiee Bax-
HbIX AMarHOCTUYECKUX UHCTPYMEHTOB. ECAM TOYHbIM AnMarHo3
HEBO3MOMXEH Ha OCHOBaHWM AaHHbIX KT nnn MPT, To KaK MUHK-
MyM npegocTtasnsieTca anddepeHumnancHbli guarHos. Kpome
Toro, MPT N0o3BONSET OXapaKTepM30BaTh MArKME TKaHMU.

MpeponepaunoHHas KT aBngetca ob6a3aTenbHOM
4NS onepauny Ha OKOJIOHOCOBLIX Nadyxax B 60MbLIMHCTBE
CTpaH M JoMmKHa 6blTb AOCTYMNHa AN XuMpypra B onepa-
LMOHHOW. JTO CcTano CTaHAapTOM MEAMLIMHCKOM MOMOLLM
C NoAABNEHMEM 9HAOCKOMUYECKON XMPYPrumn nasyx Hoca [18].
[TOMMMO AMarHOCTUKKM, BU3yanu3auus TaKxe Urpaer Bax-
Hyl0 po/b B nocaegylowem HabnogeHnn 419 MOHUTOPUHIa
peunanBa 3ab6oneBaHuUs.

TexHONornm 1 BO3MOXKHOCTH 06PabOTKN KOMMbIOTEPHbIX
nccnefoBaHMit NMPoOAOMKAOT pPa3BMBATLCS M COBEPLUEH-
cTBoBaTbCS. [1pn 06¢cnejoBaHMM BOSHUKAET HEOO6X0AMMOCTb
NPUMEHSTb HE TOJIbKO BbICOKOMHPOPMATUBHbIE, HO N 6€e3-
onacHble MeToAbl MccnefoBaHus, 0cob6eHHO npu obcene-
foBaHuKn peTen. lNpeanpuHUMAIOTCH MOMbITKM YMEHbLUUTb
O3y Nly4eBOW HarpysKku, COKpaTUTb BPEMS CKaHMpPOBa-
HUS M MCMNONIb30BaTb METOAbl MOCTOOPabOTKM, COXpaHsAs
npu 3TOM KayecTBO M306parkeHus [19]. OgHUM U3 npu-
MEpPOB TaKOro UccneaoBaHWs SBASETCH KOHYCHO-yyeBas
KT. Tpa4MLUMOHHO 3TOT METO BU3yanusaumun UCnonbayeTtcs



B CTOMaTo/IOrnn, HO B NociefHee BPeMS KOHYCHO-Ny4eBas
KT npumeHseTcs B PUHONOrMM AN NONyYeHWUs M3ob6paxke-
HWW C BBICOKMM pa3pelueHunem. Elle ogHnM npenmyLLecTsom
KOHYCHO-ny4yeBon KT ABNnseTcs BO3MOXHOCTb MNOCTPOEHUS
3D-n306parkeHnit. HegoctaTtkamun KoHycHo-nyvyeBown KT cuun-
TalTcs 60onee ANUTENbHOE BPEMSI CKAHMPOBAHUS, BEPOSAT-
HOCTb ABWXEHUS NnaumeHTa u oTcyTcTBre anddepeHumanmm
MATKUX TKaHEMN.

MPT ucnonb3yetcs Ansg BU3yannsauun MATKUX TKaHewn
y GO/IbHbIX C OC/NOXHEHHbIM TeYeHWeM BOCMaNUTENbHbIX
3a60/1eBaHMM OKO/IOHOCOBbLIX Masyx U ABASETCA METOA0M
Bbl6Opa y MauUMeEHTOB € NOAO3PEHNEM Ha HOBOOGpPa30Ba-
Hue. Mpu aHocmun/runocmun nocpeactsom MPT Bu3yanu-
3upyeTcst 060HATENbHbIM NYTb, U3MepPAEeTCs pa3mep 060HA-
TeNbHbIX IYKOBUL, U UCKNIIOHAETCS BHYTpMUYepenHasa npuymHa
HapyweHns 060HAHMSA. ECTb HEKOTOPbLIE NMPOTUMBOMOKa3aHms
K npoBeaeHutio MPT, Takue Kak HannMyme KapauoCcTUMynaTo-
pa, KAMNMPOBAHHOW aHEBPU3Mbl, HEKOTOPbIX KOXleapHbIX
MMMNIaHTaTOB M MPOTE30B.

OB bEKTUBHBIE METO/1bl HHCTPYMEHTAJIbHOM
AWATHOCTUKU OBCTPYKLIUU BEPXHUX
AbIXATE/IbHBIX NYTEH

HocoBas 06CTpyKuMa €ABASETCA pacnpocTpaHeHHOM
anobon npu MHOrnx 3abofieBaHUAX Hoca W BIUSeT
Ha Ka4yecTBO }KM3HM, NOITOMY €e OOBLEKTUBHOE M3Mepe-
HMe o4YyeHb BaxXHO [20]. B HMMHMX AblXxaTeNbHbIX MNyTAX
CMMNTOMbl OLLEHMBAIOTCA W OTC/EXMBAIOTCA C NMOMOLLBIO
dYHKLMOHANbHbIX TECTOB Nerkmx. MHOrMe aBTopbl CYUTALOT,
YTO aHaNorMyHbiM 06Pa30M OLEHKa HOCOBOM OBCTPYKL MK
C NOMOLLbIO 06BEKTUBHbLIX METOAO0B LO/IXKHA CTaTb YacTblo
PYTUHHOIO KNWHWYEeCKoro tectupoBaHus [21]. C dyHKUM-
OHaNbHOWM TOYKM 3peHus TpebyeTcs To4Haa AMarHOCTUKa
CTEeNeHn 1 ToKanmM3aLumm CTeHo3a, Bbi3blBaloLWEro 06CTpyK-
LU0 HOCOBbIX AbIXaTeNbHbIX NyTEW, W pasrpaHuyeHune
«dU3NONOrMYECKOro» U «NaToIOrM4ECKOro» UCKPUBIEHUS
HOCOBOW MepPeropoaKm.

O6beKTMBHbIE M3MEPEHMS, TaKMe KaK aKycTuyecKas
PUHOMETPUSA, PUHOPESUCTOMETPUA U PUHOMaAHOMETPHUS,
ABNAOTCA Hanbonee 4acTo MCMNOSb3yEMbIMU MeETOAAMM,
[EMOHCTPUPYIOWMMU XOPOLLYIO KOPPENauuio Apyr ¢ Apyrom
[22]. Pe3ynbTaThl 3TUX UCCNeaoBaHWMI NOMOratoT B AUarHo-
CTUKE HapyLleHWs HOCOBOIO AblXaHus, a TakXe B MOHUTO-
PUHrEe peaKkLunn Ha NeyeHne — Kak MeaMKaMeHTO3HOoe, TaK
N XMpypruyeckoe.

AKyCTMYeCKasi PUHOMETPUS SBNSETCS JIErKON B npume-
HEHWW, HEMHBA3MBHOMN U HAZEXHON TEXHUKOM, XOPOLLO BOC-
npUHMUMaemon naumeHTamu. MeToa OCHOBbLIBAETCS Ha KOM-
NbIOTEPHOM aHann3e OTPaXKeHUs 3ByKa OT BHYTPUHOCOBLIX
CTPYKTYpP. 3BYKOBble UMMNY/bCbl CO3JAl0TCH WU HaMNpaBnsioT-
Csl B HOCOBYIO MOJSIOCTb C MOMOLLBbIO HOCOBOro agantepa.
[eomeTpmyeckas popma HOCOBOW MOAOCTM CO3AAET CNeLm-
GUYECKYI0 KapTUHY oTpaxeHnn 3ByKa. MUKPOPOH y HO3apKH
3anuncbiBaeT CNeKTp OTpa)kaeMblx 3BYKOB. CneuunanbHas
KOMMblOTEPHAsA NporpaMma paccyuTbiBaeT Naowaaun none-
PEYHbIX CEeYEeHUN AN PasfMYHbIX PacCTOSAHWI OT HO3A4pKU
Ha OCHOBe amniuTyAbl U3MEHEHWI 3BYKOBOIO CrneKTpa.
[aHHbIn MeTo4 NO3BOASET NOMYYNTb OOBEKTUBHYIO KapTu-
Hy BHYTPMHOCOBOW reomeTpun. N3mepeHuss nNpoBoOAATCSH
[0 M nocfe ycTpaHeHUs 3an0KeHHOCTM NyTEM OpoOLWeHMUs
CNU3NCTON 06O0M0YKM MONOCTM HOCA PaCTBOPOM [EKOHre-
cTaHTa. locTyNnHOCTb METOAMKMN 06ecneynBaeT NpoBeaeHne
3TOro uccnenoBaHusa y aeten [23, 24].

TexHMKa uM3MepeHMs U cxema obcnefoBaHuA
npu PUHOPE3UCTOMETPUM aHaNorMyHa PUHOMaAHOMETPUMU.
PrvHOpe3ncToMeTpua He TONIbKO OOBLEKTUBHO OLlEHMBaeT
cTeneHb 06CTPYKLMM HOCOBbLIX XOA40B, HO M AaeT Ha4valb-

HYI0 MHDOPMaLMIO O MPUYMHAX MOBbLILEHHOIO CONPOTUBIIE-
HWS, TAKMX KaK, HanpuMmep, CyxeHne BO3AYLWHOro KaHana,
BbICOKMI YpOBEHb TYpOYNEHTHOCTU, MHCAMPATOPHbIR KO-
nanc HOCOBOro KnanaHa. B kayecTBe NnapameTpa BHYTPEH-
HEeN LWKWPKUHbI HOCa MCMNONAb3YeTCA rMApPaBAMYECKUR Aua-
MeTp. ATOT NapamMeTp MOXKHO UCNONb30BaTb ANS HAaJEXHOMN
N 06bEKTUBHOM OLLEHKM UBMEHEHUI OTEYHOCTH, Hanpumep,
npuv 3HAOHa3anbHbIX annepronpobax [25]. dPuanyecKon
OCHOBOW PMHOMAHOMETPUU SBASETCH OOBLEKTUBHOE CUH-
XPOHHOE 3MEePEHME CKOPOCTHU MOTOKa BO3AYyXa U Pa3HULbI
JaBNEHUN MeX Ay BHEWHUM AaBneHeM 4O HOCOBOM KOCTH
Wy 3afHero Kpas nosocTu Hoca (y xoaH). YCTaHOBMEHO,
4YTO HOCOBOE COMPOTUB/IEHME YMEHbLUAETCA ¢ BO3pPacTom
N HUXKe Ans AeBOoYeK, YeM Ans ManbymkoB [26]. OCHOBHOM
Lenbld PUHOMAHOMETPUMU Ha CErofHAWHUN AeHb ABASET-
csl 0O6bEKTMBHAA OUEHKa CTeneHu OOCTPYKLMWU HOCOBbIX
XO40B.

PuHOMaHoMeTpMa MMeeT paj npevnmyLlecTs. Bo-nepsbix,
npu NpOBEAEHUN UccnefoBaHus TpebyeTcs MUHUMManbHoe
COTPYAHUYECTBO NauueHTa ¢ Bpayom, NO3ITOMY PUHOMAHO-
METPMA MOXKET 6bITb NpoBefeHa y AeTel. Bo-BTopblX, uccne-
4OBaHWe 6e30MacHO U IeErKO BOCNPOU3BOAUMO, HYTO BaXHO
NPY NOBTOPHbLIX UBMEPEHUSIX.

Bce Tpu Tecta MOryT MCnofb30BaTbCs AN OObEKTUB-
HOM OLEHKM 3aNIOKEHHOCTM HOCa, CBSA3AHHOM C XpOHMYe-
CKUM PUHOCUHYCUTOM [27], annepruyeckum puHutom [28]
unu ¢ gedopmaumen HocoBOW NeperopoaKkun. TectupoBaHue
4O W nocne ycTpaHeHWs OTEeYHOCTU CAU3UCTOM 0600Y-
KW NONIOCTM HOCa AaeT BO3MOXKHOCTb AnddepeHumpoBaTb
NPUYUHbI 3aN0XKEHHOCTUM HOCa (OTEK CAM3KUCTOM 060/04-
KW unn pUKCUMpoBaHHas CTPYKTypHas aedopmaumns) [29].
370 MOXKeT 6bITb NOAE3HO NPU BbIGOPE COOTBETCTBYHIOLLETNO
XMPYPrM4yecKoro BMellaTenbCTBa, a TaKXe Mpu OLEeHKe
pesynbTaToB MeAMKaMEeHTO3HOM Tepanuu WMau onepauuu
B NosocTu Hoca [29, 30].

3AK/TIOYEHUE

YunTbiBas LEHHOCTb [10MOSIHUTENbHbLIX METOA0B o6Cne-
[I0BaHUA MNauMeHTOB C Pa3/IMYHOM MNaTosIorMert MnosaocTm
HOCa, OKOMIOHOCOBbLIX Ma3yX WM HOCOMIOTKW, HEOBX0AMMO
paUMoHanbHO MOAXOAMTb K MX Ha3Ha4vyeHuto. ATO 0COBEH-
HO Ba)XHO B MeauMaTpUMYeckon npaKkTuke. PekomeHayetcs
MCMNoSIb30BaTb METOAbl AMArHOCTUKM, o6naaatoLme cneayto-
LWMMW NPEUMYLLLECTBAMM:

* BblCOKast MHOOPMATMUBHOCTb;
e 6e30MnacHoOCTb;
® BO3MOXHOCTb JOKYMEHTMPOBATb UBMEHEHMUS, BbISB/IEH-

Hble Npu 06cneaoBaHUN.

3T0 NO3BOJIAET NOCTaBUTb TOYHbIM AMArHo3, Ha3HauYnTb
afleKBaTHyl0O Tepanuio Wan BbiGpaTb Haubonee LEenecoo-
6pa3Hblil METOA M 06bEM XMPYPrUYECKOro BMeLLaTeNbCTBa.
Hab6niogeHne nauneHToB B KaTaMHe3e TaKKe TpebyeT BHU-
MaTenbHOro NoaxoAa K Ha3HayeHuio Heo6XoAMMbIX METOA0B
o6cnenoBaHus.

TakuM 06pa3oMm, UCMNOJIb30BaHMWE COBPEMEHHbIX ANArHO-
CTUYECKUX MHCTPYMEHTOB npu o6cnefoBaHUM nauMeHToB
¢ 3a6oneBaHWAMMU MONOCTU HOCA, HOCOINIOTKU U OKOJIOHO-
COBbIX Ma3yx AaeT BO3MOXHOCTb Bbl6opa ONTMUMaibHOM
TaKTUKKU IeYEHUS, CHUIKAET PUCKM OC/TIOXKHEHWI M peunanBa
3a6oneBaHui, TEM CaMblM MOBbIlWAs YPOBEHb OKa3aHWs
MeANLMHCKOM MOMOLLM, OTKPbIBAET HOBble MEPCMNEKTUBHI
B MCCNeOBaHUN paHee Hen3y4yeHHbIX NPo6aeM.
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0O60cHOBaHue. HacToslwmi KIMHUYECKUI cydYan oppaHHOro 3aboseBaHns MHTepPeCeH ANarHoCTUKON B paHHEM BO3pac-
Te, YTO KpalHe Ba)XHO A4/ MPOBEAEHUS CBOEBPEMEHHON CreLnpryecKon Tepann n COOTBETCTBYIOLLErO AMHAMMNYECKOro
HabnogeHns. OnucaHue KAUMHUYECKOro cayyas. [uarHoctrka MyKorosncaxapugosa Il Tuna (cuHapom XaHtepa) B BO3-
pacTe 18 Mec OCHOBbIBasnacCh Ha XapaKTepPHbIX BHELIHMX MPOSIBAEHUSX, PeUMANBHPYIOLEM OTUTE U NOpPa*KeHUMU KOCTHO-
CYCTaBHOM CUCTEMbI BHE MOPAXKEHUS APYrmMX OpraHoB v JeKOMeHcaLUmn COCTOSIHUS. HemManoBa)KHoe 3HavYeHue 4118 paHHewN
AMarHOCTUKM Umesa MHOOPMHUPOBAHHOCTb Bpayer 0 KpuTepusix 601€3HU U airOpUTMe ee AMarHOCTUKM, a TaKKe JOCTy-
HOCTb 1a60PaTOPHOro MOATBEPKAEHUS HAC/NE€ACTBEHHOIO CHMXEHMUSI aKTUBHOCTM JIM30COMHOIo (pepmMeHTa uaypoHaT-2-
cynbgpatassbl (12S). MNauneHTy npoBeaeHO MOIEKY/ISIPHO-reHETUYECKOEe UCCIeJ0BaHUE, BbiSIBJAEHbI MyTaLiun B reHe IDS, Koau-
pyolem mnaypoHaT-2-cynbpatasdy. Hadata 3amecTutesnbHas GepMeHTHas Tepanusi npenapaTom MAypcynbdasa COoriacHo
rpoToKosy. Ha poHe npoBoauMON Tepanuu (4-m mec Tepanmm opurnHabHbIM rpernapaTtom) COCTOSIHUE C YiyylleHUeM B BUje
CTabu/IbHOr0 HEPBHO-NCUXMYECKOI0 pa3BnTUs (6€3 3aePIKKH), YBEIMYEHNS MOABUKHOCTU B KDYMHbIX CycTaBax, yBe/n4eHus
31aCTUYHOCTU KOXM, YMEHbLLIEHMS renaTtocrnieHoMeraann u oTCyTCTBUS TYroyxocTu. 3akatodeHme. CBoeBpeMeHHas AuarHo-
CTMKa MyKoroaucaxapuao3a no3BosisieT CBOEBPEMEHHO Ha3HaYUTb PEPMEHTHYIO 3aMeCTUTEIbHYIO Tepanuio U 3Ha4YNTe1bHO
06/1er41Th Te4eHne 60/1€3HU, HECMOTPS Ha TSXKEJIbIN BPOXKAEHHbIN JedeKT MeTabom3ma rNIMKoO3aMUHOMTMKaHOB.
KnioyeBble cnoBa: KIMHUYECKMI CayYal MyKonomcaxapuaosa, IM30COMHbIe 60/1€3HM HaKormnaeHus, 601e3Hb XaHTepa,
BPOXKAEHHbIN AePEKT MeTaboin3ma rnMKo3aMUHOIIMKaHOB, uaypcy/ibgasa, uaypoHat-2-cy/ibparasa, pepMeHT3aMecTm-
Te/ibHas Tepanus, 4eTM paHHero Bo3pacTta

Ansa yntupoBanuns: MaptoiHoBny H.H., Cbemwukosa H0.11., PyaeHko H.10., LLnHKkapesa B.M., EropbiyeBa K.B. CuHapom

XaHTepa: KIMHUYECKWUI Cydyan paHHen AMarHoCcTUKM 3aboneBanus. lNegnatpudeckas papmaronorus. 2020;17(5):455-
458. doi: 10.15690/pf.v17i5.2185.

OBOCHOBAHME HacTofAwmMn KNMHMYECKMIW clydan npumevateneH paHHewn

OpdaHHble 3ab0neBaHNd BO MHOMMX ciaydasax Tpya- ANarHOCTUKOW MyKoMnonuMcaxapuaosa, HeCMOTPS Ha OTCyT-
Hbl NS AMArHOCTUKKM, OCOBGEHHO B paHHem Bo3pacTe [1, CTBME MOPaXKEHUA HEPBHOM CUCTEMbI U MYILTUOPraHHOCTU
2]. BmecTte ¢ TeM 3anoao3puTb BPOXKAEHHble AedEKThI nopakeHui. JaHHbIn npumep AomKeH 6biTb MHTEPECEH Bpa-
meTabonnMama, BOBPEMS HamnpaBWTb Ha aTan nabopatop- YyaM NpaKTUYEeCKOro 34paBOOXpaHeHWsi, 0COOEeHHO neau-
HOW/reHETUYECKON ANarHoCTUKM AOMKEH Nto6on negunaTtp. atpam 1 Y3KUM creymannuctam noamKIMHUYECKOro 3BeHa.
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Hunter Syndrome: Clinical Case of Early Diagnostics

Background. This clinical case of orphan disease can be interesting for its early diagnostics which is essential for timely specific therapy
and sufficient dynamic observation. Clinical case description. Mucopolysaccharidosis type Il (Hunter syndrome) diagnosis at the age of
12 months was based on common external manifestations, recurrent otitis and isolated osteoarticular system lesions without any other
systems decompensations. The awareness of doctors about the disease criteria and its diagnostics algorithm, as well as the availability
of laboratory testing on lysosomal enzyme iduronate-2-sulfatase (I12S) activity are crucial for early diagnosis. The patient has undergone
molecular genetic testing: mutations in the IDS gene encoding iduronate-2-sulfatase were revealed. The enzyme replacement therapy
with idursulfase according to the protocol has been started. Patient’s condition has improved on the therapy (after 4 months of the
therapy): stable neuropsychic development (no delay), increased large joints flexibility, reduced hepatosplenomegaly, and no hearing
loss. Conclusion. Timely diagnostics of mucopolysaccharidosis allows to start enzyme replacement therapy early and significantly ease
the disease course despite the severe congenital defect in the glycosaminoglycans metabolism.

Keywords: clinical case of mucopolysaccharidosis, lysosomal storage diseases, Hunter syndrome, congenital defect of glycosamino-
glycans metabolism, idursulfase, iduronate-2-sulfatase, enzyme replacement therapy, infants
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CLINICAL CASE

K/TMHUYECKOE HABJIIOAEHUE

Puc. 1. ®oto naumeHta d. go tepanuu, 20 mec
Fig. 1. Patient F. photo before therapy, 20 months

K/IMHUYECKHUM CNTYYAN

O nauueHTe

NauneHt . (puc. 1), 18 mec (gaTa poxaeHua —
17.05.2018), nocTtynun B OTAENEHWE NeanaTpum ¢ Kanoba-
MU Ha 3aTpyaHEHWE HOCOBOIO AblXaHWs, Xpansuiee ablxaHue,
nedopmaumio KoctTen Yepena, peLnanBupyiolme oOTUThbI.

Anamnesis vitae. Pe6eHoK poauncs ot 3- 6epeMeHHo-
CTH, 2-x poaoB.. lNepBas 6epeMeHHOCTb — 3amepluas B Cpo-
Ke 12 Hep, BTopasa B 2009 . — poxaeHne 340p0BOM A€BOY-
KM MyTem onepaTuMBHbIX POAOB; B HACTOSALLYO 6€PEMEHHOCTb
MaTb nepeHecna OPBU B 26 Hep (HEOCNOXKHEHHOE TEYEHME,
cumnToMaTtmyeckoe ne4vyexue), B 32 Hep onpegeneH no yib-
TPa3BYKOBOMY UCCNIeOBaAHMIO y3€e/ Ha nynoBuHe, B 33 Hef
6epeMeHHOCTM — deTonnaleHTapHas HegoCTaTOYHOCTb 16
CTeneHu, rocnuTann3mpoBaHa AN1a HabNAeHUS U KOHcep-
BaTMBHOMW KOpPPEKLUMW.

HacTtoswme poabl B 36 Hen nyTeM KecapeBa CeYeHus
B CBSI3W C BHYTPUYTPOOHOW runokcuen nnoga. Macca tena
npu poxaeHmn — 2320 r, anvHa Tena — 46 cm. 3akpuyan
cpasy, oueHka no APGAR — 6/7 6annos. [locne poaos
Haxo4MCs Ha MCKYCCTBEHHOM BEHTUNSALIMM JIETKUX B Teye-
HWMe 3 AHeKn, BbiMMCaH W3 POAMIbHOIMO AomMa Ha 12-e cyT.
BaKuuHaums cornacHo HauuoHanbHOMY KaneHgapto npodu-
NaKTUYECKMI NPUBMBOK C 1 Mec, 3aTeM MO MHAMBUAYATbHOMY
rpaduKy; eCTECTBEHHOE BCKapMnBaHue — B TedeHune 1 mec
WU3HU, B CBA3M C HEJOCTATOYHbIM HabopoM Macchl nepese-
[EH Ha CMelLaHHOe BCKapMMBaHue a0 1,5 Mec u3Hu, nocne
4yero pe6eHoK OTKaszasncs OT rpyau U NepeBedeH Ha UCKYC-
CTBEHHOE BCKapM/MBaHWE afanTMpPOBaHHbIMU CMECSMM.

HepBHO-NCUXMYECKOE pa3BUTHE: TONOBY AepPKUTC 1,5 mec,
nonsaet ¢ 7 Mec, cnant ¢ 9 mec. [0BOpPUT OTAENbHbIE CNOBA,
peyb MOHMMAaET, KOHTAKTEH, 3MOLIMOHA/IbHO aKTUBEH.

MepBble 3y6bl NOSBUAUCH B 12 Mec, C AUcniasnen amanu.

M3 nepeHeceHHbix 3a6oneBaHui: B 9 MEeC XU3HU —
BeTpsiHas ocna, HEOC/OXHEHHOE TUMUYHOE TeYeHue.
B Bo3pacTe 1 roga BbICTaBEH AMArHO3 — PaxuT, BUTAMMH
D-pesncteHTHbIN (?), Nepnon KOCTHbIX UIBMEHEHUN.

OTHMYeCKas NPUHALNEKHOCTb — PYCCKUNM.

Anamnesis morbi. AyanonornyecKkmum CKPUHUHI B POANIb-
HOM JOMe — oTpuuaTenbHbIR, B CBA3M C 4eM Habnogancs
cypaonorom, a ¢ 8 Mec 4o Hactosiluero Bpemenn — J1IOP-
Bpa4yoM MO NOBOAY PeLMAMBUPYIOLLErOo 3KCCYAaTUBHOMO
otuTta. OTMeYanocb CTPMAOPO3HOE fAblxaHWe B BO3pac-
Te 2-3Mec. K 11 mMec nosiBUNOCb xpansilee AbixaHue
W 3aTpygHEHWE HOCOBOMO AblXaHWS, YCTAHOBIEHO Hanuyue
ajeHongos 2 cteneHn. B Bo3dpacTte 1 rog 3 Mec oCMOTpeH
CYpA0JSIOroMm, BbiCTaB/IEH AMArHO3: 2-CTOPOHHSASA TYrOyXoCTb,
HeyToO4YHeHHas. [lpM NOBTOPHOM KOHCy/NbTaLMK cypaonora
n JIOP-Bpaya KOHCTaTMpPOBaHbl 2-CTOPOHHMI 3KCCyaaTwB-
HbIV CpeaHuin OTUT, ageHouabl 2 cteneHun. B Bo3pacTte 1 rog
7 mec JIOP-Bpay KoHCynbTaTUBHO-AWArHOCTUYECKOIO LEH-
Tpa MpKyTCKOW rocygapCcTBeHHOM 06/1aCTHOM AETCKOM Kiu-
HUYEeCKOW GOJMIbHMLbI PEKOMEHAOBAN KOHCYNbTaLMIO reHe-
TUKa, B CBA3M C YacTbiMK JIOP-UHbEKLMAMU, NOLO3PEHNEM
Ha TYroyxocTb, 0CO6eHHOCTAMM deHoTHUNa.

B Bo3pacTte 1 roag 8 mec (sHBapb 2020 r.) ManbyuK 6bi
OCMOTPEH FEHETUKOM W BbICTaBEH NpeaBapuTe/bHbIM na-
rHo3: 3ageprkKka G1M3nyeckoro pa3smTnsa. BosamoxkHa cemei-
Has dopma HM3KopocnocTh (pocT matepu 142 cm, pocTa
oTua 182 cm.) Mykononucaxapuao3(?), AaHO HanpaBfieHne
Ha uccnegoBaHWe KPOBM M MOYM B MeanKOo-reHeTU4eCcKun
Hay4HbIW LeHTp . MocKBa.

dusuKanbHaa AUarHocTuka

Macca Tena — 12,8 kr, gamHa tena — 84 cm, UMT —
17,6 KF/M2; du3n4yecKkoe pasBuUTME — Bbllle CPEAHErO, AUC-
rapMoHW4Hoe. HepBHO-NCMXMYECKOe pa3BUTUE COOTBETCTBY-
eT Bo3pacTy. CocTosiHe pebeHKa TAKenoe no OCHOBHOMY
3aboneBaHuio, CaMOYyBCTBME He CTpajaeT. TenocnoxeHue
npaBuUbHOE, KOHCTUTYLIMA rnnepcTeHnyeckas. OCO6EeHHOCTH
deHoTMNa: MU0 NAcTO3HOE, C USBMEHEHUSAMM MO TUMY rapro-
Unn3ma, ronosa 6paxuuedannmyeckon Gopmbl, MaKpo- 1 CKa-
douedanus, WMpoKas 3anasLas nepeHocuLa, aNUKaHT, yaau-
HEHHbIN GUNBTPYM, MaNEHbKUIA HOC C BbIBEPHYTLIMU HaPYKY
HO3APAMMU, NyXxnble rybbl, pefKkune 3y6bl, BbICOKOE HEGO, KOPOT-
Kasa wes, KnnesBnaHas rpygHas KneTka, KOpOoTKMe ToACTble
nanbLbl (C HAa4aNbHbIMK NPOABAEHUSIMU MO TUMY «KOTTUCTOM
nanbi») (puc. 2), TYronoABUXHOCTb B KOHLEBbIX danaHrax
KUCTEW, JIOKTEBbIX, KONEHHbIX, FONEHOCTOMHbIX, y4e3ansicT-
HbIX cycTaBax, NniocKas ctona. Temnepatypa tena — 36,6 °C.
Buanumble cnusnctoble 060104KM 61e4HO-PO30BOro LBETA,
yucTble. MUHAaNWHbI yBENUYEeHbl 0 2—3-1 cTeneHun. KoxHble
NMOKPOBbI CMYT/ble, YMEPEHHON BI@XKHOCTH, YUCTbIE OT ChIMK,
KOXa yTtonleHa. MOAKOXHO-KMpOoBas KieTyaTKa pas3BuTa
[OCTaTO4HO, pacnpeaeneHa paBHoMepHo. HocoBoe AbixaHue
HECKO/bKO 3aTpyaHeHo. Y44 23/MuH. MNpu nepKyccum nerkmx
NepKyTOpHO — 6€3 NaToNornn, ayCKynbTaTMBHO — AblXxaHue

Puc. 2. MposBnaeHns nNo Tuny «KOrTMCTom nanbl»
Fig. 2. Hands deformities




ny3apuabHOE, XPUMNOB HET, PaBHOMEPHO MPOBOAMTCS NO BCEM
Nero4yHbIM nonsm. ToHbl cepaua PUTMUYHbIE, YAOBNETBOPHU-
TebHON 3BY4YHOCTH, CUCTONMYECKMUI WYM B 061aCTU BEPXYLU-
Kn cepaua. YCC 120 ya/muH, AL — 90/50 mMm pT. cT. }noT
yBennMyeH B 06beMe, Npu nanbnaumnm MArkum, 4OCTYNeH rny-
60KOM Manbnauuv BO BCcex oTaenax. lNanbnupyeTcs nevyeHb
+2 CM OT Kpas npaBoro noapebepbsi Mo CPeAHEKOYNY-
HOW nHMK. CeneseHKa He nanbnupyetcs. PU3nonornyeckme
oTnpaBfieHns 6e3 0COBEHHOCTEN, CO CTOPOHbI APYrMUX opra-
HOB NaTO/IOrMKU HE BbISIBNEHO.

Mpn nabopaTtopHOM MccnefoBaHMM MOKasaTenu oble-
KIMHUYECKMX aHaNM30B KPOBU M MOYU, BUOXMMMYECKOro
aHanusa Kkposwu (AnT, AcT, 14, rnioko3a, 6unMpyobuH, xone-
CTEPWH, TPUrMMLEPUIbI, MOYEBUHA, KPEATUHMH, LienoYHas
docdaTasa, 6eKoBble dpaKLMK, INEKTPOSIUTLI, MOKa3aTenu
KLLC) — B npeaenax HopMasbHbIX pePepeHTHbIX 3HAYEHUN.

[aHHble JKI: BbiiBNeHa MUrpaumsa cynpaBeHTPUKYNSap-
Horo BoauTtens putma ¢ YCC 107-130 ya/MuH, OTKNIOHEHWE
3/IEKTPUYECKOM OCU BMNpaBo, CUHAPOM PaHHEN penonspusa-
LMW KEeNyao4YKOB, YCUIEHUE INEKTPUYECKUX MOTEHLMaNoB
MUOKapa npaBoro »Kenyaoyka.

Mo ynbTpa3ByKOBOMY 06Cef0BaHUI0 OPraHoB GpIoWHOM
nofIoCTU BbiiBNieHa renatocnieHomeranusa: KBP neveHn —
10,5 cM, CTpyKTypa YMEPEHHO HEOAHOPOAHA, AXOreHHOCTb
06bl4Hana; pasmep ceneseHkn 8,1/2,7 cm, naouwagb —
17 cm?, ¢ InddY3HO-MENKO0YaroBbiIMU UBMEHEHUSIMU.

Pe6eHOK 6bli1 KOHCYNBTUPOBaAH Y3KMMMK cheuuanucTa-
MU: HEBPOJIOTOM U HEMPOXMPYPIrOM BbISIBSIEH CarnTTanbHbIN
KPaHMOCTEHO3; OopTOoNeaoM — Aucnnasusa Ta3o6eipeHHblX
CycTaBoB, cuHapoM Knunnens — ®ennd, kunesugHas gedop-
MaLusa FPyAHON KNETKKU, HapylweHUe OCaHKK «MocKas cnu-
Ha», KOMOMHWPOBAHHbIE KOHTPAKTYypPbl CYyCTaBOB BEPXHMX,
HUXXHUX KOHEYHOCTEN NEerkom CcTeneHw. Y4uTblBas AaHHble
deHoTUNa pebeHKa, 3anof03peHa BPOXKAEHHas NaTonorus,
M pebeHOK 6bll HanpaB/ieH Ha KOHCynbTauMio FeHeTUKa.
Mo pesynbrataM TaHAEMHOW MacC-CNeKTPOMETPUU: aKTUB-
HOCTb hepmeHTa naypoHat-2-cynbdartasbl (I12S) cHuxKeHa —
ypoBeHb 0,2 mMonb/n/4 (npu Hopme >0,69 MMONb/n/u).
MpoBeaeHa [AHK-gnarHocTMka mMeTOAOM MPSMOro CekBe-
HUpoBaHua No CeHrepy — BblAeNeH NaToreHHbIn BapuaHT
£148568514G>A B reMM3UIOTHOM COCTOSIHMU B reHe IDS.

B HMWL, 3 (MocKBa) NoATBEPXKAEH AMArHO3 MYKOMO-
nucaxapuposa Il Tuna (cuHapom XaHTepa). B oTtaeneHun
N0 XMBHEHHbIM NOKa3aHUsAM HavyaTa pepMeHT3aMeCcTUTENb-
Has Tepanua npenapaTtom naypcynbdasa B gose 0,5 mMr/kr/
BBeAEeHWEe, BHYTPUBEHHO, €XeHeeNbHO, NOXMU3HEHHO (CM.
puc. 3 — $oTo NnaumneHTa Ha GpoHe Tepanuu).

MpeaBapuTeNbHbIA AUarHo3

OcHOBHOV AnarHo3: Mykononucaxapuaos Il Tuna (cuH-
apoMm XaHTepa).

ConyTcTBytolmMi: aneHon bl 2—3-1 cteneHun. lmneptpodusa
MWUHAANUH 2-3-i CcTeneHu, ABYCTOPOHHWUW 3KcCcyaaTuB-
Hbl# OTUT. CaruTTanbHbll KpaHWMOCTEHO3. [ucnnasus
TazobefpeHHblx cycTaBoB. CuHApoM Knunnens — dewnns.
KuneBngHaa gedopmaums rpygHom KNeTku. HapyweHue
OCaHKM «MnocKas crnmHa». KoMGMHMPOBaHHbIE KOHTPaKTYpbl
CYCTaBOB BEPXHUX, HUKHUX KOHEYHOCTEW NIErKOM CTEMEHM.

AnMHamuKa u ucxopbl

3a nepuoa HabnwoaeHus u depMeHT3aMecTUTeNb-
HOW Tepanuun (5 Mec) cocTosiHMe pebeHKa cTabuibHoe,
6e3 npu3HaKoB nporpeccupoBaHus 6onesHn, 6e3 yxya-
LWEHNS CaMOYyBCTBUS, NevYeHUe NepeHoCUT yaoBNEeTBOPU-
TenbHO. B nnaHe panbHeWwero BegeHWs — onepaTvBHas
KOPPEKUMSA KpaHWOCTEHO3a, AMHamMM4YecKkoe HabngeHue
cypAofiora v optoneaa.

Puc. 3. doTo naumneHta ., 22 mec Ha GoHe NPOBOAUMON Tepanuu
Fig. 3. Patient F. photo, 22 months during therapy

MporHos

MPOrHo3 Ans XM3HW 61aronpPUATHLIN, TPEBYETCH MOXKU3-
HEeHHasa 3amecTUTeNbHasa Tepanusa 1 peabunuTaumsa y cneum-
anncToB (opTones, HEBPOJON, Kapauonor, cypaonor, gedek-
TOJIOT, OKYJ/IUCT).

OBCYXKAEHME

Kak u13BecTHO, MyKononucaxapugos Il tMna ssnsetcs
HacneLCTBEHHON IN30COMHOM 60/1€3HbI0 HAKOMIEHUS U XapaK-
TEPUIYETCH CHUKEHWEM @aKTMBHOCTU JIN30COMHOIO GpepMeHTa
naypoHat-2-cynbdatasbl, BbiI3BaHHbIM MyTaLuen B reHe IDS.
LOednumt depmeHTa NPUBOAUT K HAKOMIEHUIO TNIMKO3aMUHO-
rMUKaHOB B NIM30COMax, MpeumyLlecTBeHHO dpakuui rena-
paH- 1 gepmaTtaHcynbdarta M NPOABASETCA MPOrpeccupyto-
LMK NCUXOHEBPOIOTMYECKUMU HaPYLLIEHUSIMU, NOPaXKEHNeM
napeHXMMaTo3HbIX OpraHoB, renaTocrnjieHoMeranaunen, cep-
[E4YHO-NEro4YHbIMMU PacCTPOMCTBaMM, KOCTHbIMK AedopmaLim-
amu [3, 4]. TedyeHne 60/1€3HM B OTCYTCTBME NIeHYEHUSI NPUBOAUT
K HEO6PaTUMbIM MYNIbTUOPraHHbIM U3MEHEHUSIM.

B 60nblIMHCTBE CllyqyaeB NopaxkeHue HepPBHOW CUCTEMBI
peructpupyetcs K 1,5-2 rogam B Bue YMCTBEHHOWN OTCTa-
NIOCTU U CY[OPOXKHOrO CUHApPOMA. Perpecc KOrHUTUBHBbIX
GYHKLUMI Hapsay ¢ TAXKeNon notepen cnyxa, 06CTPYKTUBHbIM
anHo3 oKasblBalOT CyWeEeCTBEHHOE B/IMSAHWE Ha pas3BUTUE
pe6eHKa 1 NPOorHo3.

[aHHbIN KIMHUYECKWUI Clly4al MHTepPeCeH TeEM, Y4TO Nopa-
EHWEe HEepBHOW CUCTEMbl U NapeHXMMaTO3HbIX OpraHoB
ele He HacTynuao, a NoKkasaHuaMuK Ans NpoBeaeHns 4006-
cnefoBaHMa Ha MyKononucaxapuposd cranu deHoTunuye-
CKMEe M3MEHEHUS, KOCTHO-CYCTaBHbIE UBMEHEHUS U pPeLUAN-
BUPYIOLLME OTUTDI.

Mbl cuuTaem, 4To cCBOeBpeMeHHO HavyaTtaa pepmeH-
To3amecTUTe/IbHaA Tepanusa MO3BOJIMT U36exaTb pas-
BUTUE HEOOGPaATUMbIX NMPOrpeccUpyloiux U3MeHeHUn co
CTOPOHbI BCEX BHYTPEHHUX OpraHoB U cuctem. bonee
TOro, YYuTblBas BbICOKME KOMMEHCATOPHblE BO3MOXHOCTU
[LETCKOro opraHu3ma, MOXHO OXuaaTb M HOpManusauuio
MeTaboNMYECKUX UBMEHEHNN.
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CLINICAL CASE

K/TMHUYECKOE HABJIIOAEHUE

Puc. 4. NauueHT cnycTa 4 mec Tepanuu
Fig. 4. Patient after 4 months of therapy

B pesynbtate Tepanuu OpWUruHaNbHbIM MpenapaTom
(9nanpasa B gose 0,5 Mr/Kr/BBeAeHWe exxeHeaenbHo) Bce-
ro B Te4yeHne 4 mec poauTens MM oTmMevalTcs yBenauye-
HUe PU3U4YEeCKOW aKTUMBHOCTU pebeHKa, npuoopeTeHue
HOBbIX MPUBbIYEK U HABbIKOB, YMEHbLUEHUE MJIOTHOCTU
U «orpy6enoctn» Koxu. O6bLEKTUBHO HaMW OTMEYEHO yBe-
JIYeHne NOABUKHOCTU B KpPYNHbIX CycTaBaxX, YMeHb-
WeHne cTeneHu renatomeranuu (No yabLTPa3ByKOBOMY
nccnepgopanunto — KBP Ha 1 cm B AMHaMuKe), OTCyTCTBUE
cnneHomeranuu. OHaAKO YPOBEHb MMMKO3aMWHOIIMKaAHOB
(FAl) B Mo4e Ha $OHe NPOBOAMMOM Tepanuu elle ocTaeTcs
NnoBbIWEHHbIM — 16 MI/MMOMb KpeaT. (MpY MaKcuMalbHO
[OMYyCTUMbIX 3Ha4YeHusAxX 4o 13 Mr/MMosb Kpeart.). na gocrto-
BEPHOM oueHKK ypoBHsa Al B AgMHaMUKe HeobXxoanMO MNpo-
BeJeHue aHanunaa cnycts 12 mec oT Havyana 3aMeCTUTENIbHOM
Tepanuu. MpumeyaTenbHO, 4TO, HECMOTPS Ha COXpPaHeHue
rMnepTpodun ageHoMaOB U MUHAANMH, SKCCYAATUBHOMO OTH-
Ta, HapyLWeHUn ciayxa 40 CUMX Nop He 6bino 3adUKCUPOBaHO.
PoauTtensMu TaKke oTMe4YaeTcs MOMOMMUTENbHbIA 3MOLMO-
HanbHbIM GOH pebeHKa (puc. 4).

3AK/TIOMEHUE
Takum o06pa3oM, Ae6oT Ha 1-M rogy »KM3HU MHOXe-
CTBEHHbIX MOPaXEHMM KOCTHO-CYCTaBHOM CUCTEMbI, OTUTOB

CMUCOK JINTEPATYPbI / REFERENCE

1. Amnacpeakux 6onesHert / noapen. A.A. baparosa, J1.C. HamazoBon-
BapaHoBoi. — 2-e uag., ucnp. 1 gon. — M.: lMegunatpb; 2016. — 420 c.
[Atlas redkikh boleznei. Baranov AA, Namazova-Baranova LS, eds. —
2nd augmented ed. — Moscow: Pediatr; 2016. — 420 p. (In Russ).]

2. MaptbiHoBMY H.H., BapayHoBa T.B., CbemumkoBa HO.M. OnbIT
NpaKTUYECKON NOArOTOBKM ByayLLIMX Bpayeil NeanaTpoB No AUCLUMMN-
He no Bbl6opy «OpdaHHble 3aboneBaHus» // TUXOOKeaHCKMIN Meau-
UMHCKMI xypHan. — 2020. — N¢ 1(79). — C. 85-87. [Martynovich
NN, Barzunova TV, Semschikova YuP. Experience of practical training

PeELMAMBUPYIOLETO XapaKTepa, Hanuyue Jaxe HEeKOTOPbIX
XapaKTepHbIX YepT nuua TPebyloT BKIOYEHWUS MyKononuca-
xapupo3a B auddepeHumanbHO-4MarHoCTUYECKMIM NOUCK.
MakcumanbHo 6o/ee paHHee Ha3HaYyeHne pepmMeHT3aMecTu-
TeNbHOM Tepanuun NPUBOAUT K 0BNErYEHUIO TKECTU TEHEHMUS
W YAYYLEHWUIO NPOrHo3a 60ne3HU. BO3MOXKHOCTL MpUMeHe-
HUS maypcynbdasbl (Ananpasa) y aeter ¢ 16 mec no3BonseT
Ha4YMHaTb NeYeHne NauneHToB ¢ CUHAPOMOM XaHTepa B paH-
HeM BO3pacTe cpagdy nocsne NoATBEPKAEHUS AuarHosa.

WHOOPMUPOBAHHOE COIJIACHUE

OT 3aKOHHOro MpeAcTaBUTEN — POAUTENs NauueHTa
nosly4eHO NMCbMEHHOE J06POBOSIbHOE MHDOPMUPOBAHHOE
cornacve Ha ny6anKaLumio OnMcaHus KAMHUYECKOro ciay4as,
B TOM yucie U MHPOPMUPOBAHHOE MeEAMLIMHCKOE corna-
CMe Ha WUCNoNb30BaHWE MEAMLMHCKUX AaHHbIX NauueH-
Ta (pes3ynbtaTtoB 06CNef0BaHUA, NevyeHuss U HabaeHns)
B Hay4HbIX Lenax (aata nognucanusa 09.09.2020), a TaKxe
nMcbMeHHOe A06pPOoBOAbHOE MHOOPMUPOBAHHOE cornacue
Ha nNy6auvKauuio n3obpaxeHun naunmeHtTa B MeAULMHCKOM
ypHane, BKIOYas ero 3/eKTPOHHY0 Bepcuio (Aata nog-
nucanuns 09.09.2020).
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The patient’s legal representative (mother, Leonova
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consent on publication of clinical case description, as well
as medical informed consent on patient’s data (results of
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pose and for publication of photos in medical journal (on-line
version included) (signed on 09.00.2020).
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0O6ocHoBaHue. Mykonunngos Il Tuna (I-knetoyHass 6on1e3Hb, ICD) — 3abosieBaHMe M3 rpyrnnbl IM30COMHbIX 60/1€3HEN
HakoriieHus. 3To o4eHb pefikoe 3abosieBaHue, B UTepaTtype OfnucaHo Masio C/ydyaeB C MOATBEPKAEHHbIM AMarHo-
30M «MYKOIMMnA03». Elje pexe npuBoANTCS ONUcaHne U3MEeHEeHUI cepaedyHo-CcoCcyanCTON CUCTeMbI y AeTel ¢ JaHHOM
Hacne[CTBEHHON 601e3Hbl0. OnucaHue KJIMHUYECKOro cay4asl. B ctatbe npuBeAeHo OnmcaHne KJIMHUYECKOro caydas
myKosnmnugo3sa Il Tuna ¢ nartonornen cepe4Ho-cocyancTon cucTtemMbl — MOpPaxKeHUeM KaarnaHHoro annapara cepaua
B coYeTaHuu ¢ ruronja3men bpoLwHoOro otgesna aopTbl ¢ 06patumMon AnchyHKUMen MUoKapaa Ha ¢oHe Tepanuu xpo-
HU4YecKon cepaeydHon HegoctatoyHoctn (XCH). Y naynmeHTKU oTMedanochb orpybieHue 4epT auua, runepniasus eCceH,
MaKporioccus, MI3MEHEHME CKesleTa no TUMYy MHOXECTBEHHOIo AM30CT03a, AMPdy3Has MbiledyHas rMNOTOHUS, «M10T-
HbIk» MOAKOXHO-KMPOBOK con. CoyeTaHne apTepuaibHON rMNepTeH3nn, auaatannu noaocTen cepaua, runeptpooum
CTEHOK n1eBOoro xenyao4ka (/1XK), a Takke gaHHbIX KT-aopTorpaguu no3Boanan AUarHoCTMPOBaTh rMionaasuilo 6pioLL-
HOro otgesa aopTbl. 3aKnw4YeHue. [TopaxeHne KapanMoBacKyIIPHON CUCTEMbI y NMaUuNMeHTOB C MyKOJIUMNMA030M Be4eT
3a co60# Pa3BUTUE TAKEIbIX, KU3HEYPOXKaIoLWMX COCTOSIHUIM, HECBOEBPEMEHHas AUarHOCTMKa MOXKET MPUBECTU K yXyA-
LEeHUIO TedeHus 3aboneBaHusl. K TaKTnKe BeJeHus naumeHTa Heobxoamm MyabTUANCUMITIMHAPHBIM NOAXO0A.

KnrueBbie cnoBa: mykonnnugo3 Il Tuna, im3ocomHble 601e3H1 HakonaeHus, reH GNPTAB, I-kneto4yHas 60/s1e3Hb, ICD,
HeoHaTa/lbHbIM runeprnapaTupeos, rurnornias3ns 6ploLLHOro oTgesna aopTbl

Ansa ymtupoBaHusa: depoposa H.B., Mypkosa H.B., Bawakmanse H.[., ba6avkuHa M.A., PeByHeHKoB [.B.,
CaBocTbsiHOB K.B., lTopgeesa 0.b., HamasoBa-bapaHoBa J1.C. CoyeTaHne NopoKa pa3BUTUA CepaeyHO-COCYanUCTON
cucTemMbl M Mykonunuposa Il Tuna: KnuHuvyeckun cnyvan. leguatpudeckas dapmakxosorns. 2020;17(5):459-466.
doi: 10.15690/pf.v17i5.2186.

OBOCHOBAHME

MyKkonunngossl (MJ1) — rpynna peakux HacneacTBeH-
HbIX 3a60/1EBaHMN, OTHOCALLMXCHA K IM30COMHbIM 601€3HAM
HaKonJeHns, 06YCNOB/IEHHAs HapyLlEHWEM BHYTPUIN30-
COMHOW aerpagauunun cGUHroNMnMaoB, MUKO3aMUHOIIMKA-
HoB ([Al), rnMkonpoTenHos [1].

BrniepBbie 3ab6oneBaHuve Obl0 onucaHo B 1967 T.
J.G. Leroy n R.l. Demars [2]. MNpu HabnogeHUU peten
C rypnep-nogo6HbIM $EeHOTUNOM OHM 06paTU/IV BHUMaHUE,
4YTO y ABOWUX AeTen He OoTMeyaNoCb U3MEHEHUW POroBuM-
LUbl M TUNEP3KCKPeuun myKkononucaxapuaos. MNpu Kynb-
TUBALIMKU KNETOK KOXHbIX GNMOP06IacToB 3TUX NaLMEHTOB
BbIIBIEHO, 4YTO LMTOMIa3MaTU4ECKME BKIOYEHWUS OTU-
yaloTcs OT Tex, KoTopble 6blM ONUCaHbl y AETEN C CUHAPO-
Mom lypnep [2, 3]. B 1969 r. J.G.Leroy, R.l. Demars u J.M.
Opitz pann atomy 3a6oneBaHUIO Ha3BaHue «l-KneTtoyHas
6onesHb» (inclusion cell disease) [4].

B 1970 r. JW. Spranger, H.R. Wiedemann 6bin npega-
JNIOXEH TEPMUH «MyKOnMnnao3a» [5]. M3HavanbHo K MJT oTHO-
cunn 4 Tuna, KoTopble OblM MOMEYeHbl COOTBETCTBEHHO
Kak I, I, Il n IV, ogHaKo OTKpbITUE BGUOXMMUYECKUX NpoLec-
COB, fedeKT KOTOPbIX MPUBOANA K Pa3BUTUIO TOTO MW MHOTO
TMna 3abofieBaHuns, BHEC KOPPEKTUBLI B Kaaccudukaumio.
Taknm 06pa3om, B COOTBETCTBMM C MexayHapoaHOM Knac-
cuduKaumen 6onesHen pecatoro nepecmortpa (MKB-10)
Tenepb MJ1 | TMna (cnanmgos) KnaccubuumpyeTcs Kak riu-
KornpotenHold (E77.1), a MJ1 IV tTnuna (cnanonaunugos), yuu-
TbiBas MUHOM MEXaHU3M OOMEHHbIX HapylweHun (HapylleHne
TpaHcnopTa IM30coManbHbIX Cy6CTPaToOB Yepe3 MeMOPaHy),
OTHeceH K rpynne raHrianosmngo3os (E75.1) [6].

B HacTosuee Bpems, cornacHo MKB-10, pasnuyator
2 TMna MJ1, XxapaKTepu3yLWMUXCA CHUMKEHUEM BHYTPUKIE-
TOYHOM aKTMBHOCTM IM30COMAlIbHbIX TMAPONas:

E77. HapylweHus obmMeHa rMUMKONpOTEUHOB.
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K/TMHUYECKOE HABJIIOAEHUE

o E77.0 OedeKTbl NOCTTPAHCAALUMOHHON MOAMPUKALUK

IM30COMHbIX GEPMEHTOB:

— Mykoaunungo3s Il (I-kneto4yHas 60/1€3Hb);

— Mykonunugo3s Il (nceBgononuamuctpopus ypnep) [6].

B cooTBeTCTBUM C reHeTnyeckon 6azon OMIM [7], pas-
NMyatoT YyeTbipe Tuna MJ1 (cm. Tabnuuy). B 2008 r. B cBA3M
C NepecMOTPOM HOMEHKNATYpbl 6bl/IM BHECEHbI KOPPEKTUBDI
B Ha3BaHusa TMnos MJ1 [8].

Haunbonee Taxenoe re4yeHne umeet MyKonunuaos, tun ll.

Mykonaunugos, tun ll

MJT 1l Tuna (I-knetoyHas 6one3Hb, mucolipidosis Il alpha/
beta; I|-cell disease, OMIM #252500) — HacneacTBeH-
Hoe 3aboneBaHue, OTHOCSALLEECH K rpynne SIM30COMHbIX
60one3Hen HakonaeHus, 06yCN0BEHHOE HEAOCTATOYHOCTbIO
N-aueTunrnokodamumHun-1-pocodotpaHcdepasbl BClea-
cTBue myTtaummn reHa GNPTAB (OMIM *607840). B pe3ynb-
TaTe ee geduumTa npoucxoauT Hapywexue docdopunu-
POBaHMS MaHHO3HOrO OCTaTKa JIM30COMHbIX GEePMEHTOB,
4TO NPUBOAMT K AedeKTy pacno3HaBaHUs MX KIETKaMu,
n GepMeHTbl BbiGpacbiBalOTCA BO BHEKIETOYHOE NPOCTPaH-
CTBO. BHYTpUKNETOYHAs KOHLEHTpauus NM30COMHbIX dep-
MEHTOB CHUXaeTcs, YTO NPUBOAMUT K HaKoMIeHuo cybeTpa-
TOB B KJIETKE, U B KOHEYHOM MTOre KneTtka rméHet [9]. leH
GNPTAB KapTupoBaH Ha KOPOTKOM njevye 12 XpomMoOco-
Mbl (12023.3). 3aboneBaHue HacneayeTcs Mo ayTOCOMHO-
peLeccMBHOMY TUNY M BCTPEYaeTCs C O4MHAKOBOM 4acTOTON
KaK Y MY>XX4MH, TaK 1 y XeHLWnH. MJ1 1l Tuna — KpanHe pegkoe
HacneacTBeHHoe 3abofieBaHWe, TOYHas pacnpoCcTpaHeH-
HOCTb B MUpE HEU3BECTHA Y 3aBUCUT OT PErMOHA, B CPEAHEM
yacTtota BcTpevyaemoctn 1:200 000 HOBOPOMKAEHHbIX [7].
B pervoHe CareHew-/lak-CeH-*KaH B npoBUHUMK KBebek
BbliBfieHa Hauboniee BbICOKas 4YacToTa POXAEHUS aeTen
¢ MJ1, Tun Il — 1:6184 HoBoOpoOXKAeHHbIX [10].

OCHOBHbI€ KJIMHUYECKUEe NPosBJeHUs

myKonunupo3sa, Tun Il

YxXe B nepuoge HoBopoOXKAeHHOCTM getn ¢ MJ1 Il Tnna
UMEIOT pPAa KIMHUYECKUX MNPOSIBNIEHWUI: TYronoABUMXHOCTb

nneyeBbIX CYCTaBOB, YMNIOWEHHOE NIMLO, MENKUEe opbuThl,
3anaBLyo U LUMPOKYO NEPEHOCHLY, «TONCTYIO» KOXY C BOC-
KOBOW TEKCTYpoM (y HOBOPOXAEHHbIX Haubonee 3amMeTHa
Ha MOYKax ylWewn M BOKPYr HWX), aedpopmaunio rpyaHon
KNeTKM (BKYas KNd03), ANIMHHBIX TPY64aTbiX KOCTEN, KOCO-
NnanocTb, BPOXAEHHbIN BbIBUX 6egpa. KnnHunyeckne name-
HEHWS COrnacoBbIBAOTCA C AAHHBIMU PEHTIFEHONOTMYECKON
KapTUHbl: OTCTaBaHWe KOCTHOro Bo3pacTa, KapTuHa ocTe-
OoneHun, Tena No3BOHKOB AedOpMUpPOBaHbI, pebpa UMELDT
pacliMpeHHble pe6epHO-XPSALLEBbLIE COYNEHEHMS, HO CYKEH-
Hble NnapaBepTebpalbHble YacTu, AUCnaa3uns Ta3a NPosSBs-
€TCs B BUAE Y3KMX TeN NOAB3A0LWHbIX KOCTEN U OTHOCUTENb-
HO AJIMHHbIX TOOKOBbLIX M CeAaNuLLHbIX KOCTEN; HAKIOHHbIE,
HernyeoKue KpbllWK BEPTIYKHOM BNaanHbl U ABYCTOPOHHWM,
4acTO aCMMMETPUYHbBIN BbiBMX 6eapa [11].

Mpu Taxenom TeyeHun 3aboneBaHUs BbiABASETCA Kap-
TUHa TPAH3UTOPHOrO HeoHaTaNbHOro runepnapatMpeosa
[11, 12].

Y Bcex MauMeHToB OTMevaeTcs nporpeccupytolas
3afiepXKKa pocTa, pebeHOK NpaKTUYeCKU nepecTaeT pacTu
K 2 rogam. lopakeHne KOCTHOM CUCTEMbl NposiBASeTCS
M3MEHEHUSAMM CKeneTa No TUMNYy MHOXECTBEHHOIO AM30CTO-
3a: KopoTKas Wwes, 604Ko06pa3Has rpyaHas Knetka, Tyro-
NOABMUXHOCTb CyCTaBOB, ABYCTOPOHHASA BanbrycHas gedop-
Mauumsa 6egep, UBMEHEeHUe KUCTU N0 TUMY «KOrTUCTOM Nnanbli»,
KOHycoo6pa3Has aedopmaunsa danaHr, YHaCTUYHbIA KpaHuU-
OCMHOCTO3, «6allmaKkoobpasHas» gedopmauus TypeuKoro
cegna [11].

YepenHo-nuuesBble au3mMopdun BKIKOYalOT B cebs
MaKpouedanuio, 6paxuuedannio, BbicTynawuwme nobHble
Oyrpbl, rMNepTeNnopmn3amM rnas, afnuKaHT, «OTe4YHble» BEKH,
3anasLyto, WMPOKYI0 NepeHOCULy, ManeHbKUIM HOC C OTKPbI-
TbIMW BMepej HO34psiMKU, GONbLIOW POT, MaKpPOrioCccuio,
rMnepnniasuio geceH, TofcTble rybol. Y aeten BbigBAseTcs
MaKpOKOpHea, BO3MOXHO Jierkoe MOMyTHEHME POroBuLbl
[11]. XapaKTepHbIM CUMNTOMOM 3aboneBaHus sBAseTcs
rpy6as 3ajepxKa MNCMXOMOTOPHOrO M pPeyeBOro pasBu-
TMS. TIpaKTUYECKM Yy BCEX NaLMEHTOB BbISBASAIOTCA Nynouy-
Hble, NaxoBO-MOLIOHOYHbIE TPbIXKK, OGOMbLIOM BbICTYyNato-
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Ta6nuua. OCHOBHbIE KIMHUYECKWE NPOSBNEHUS Pa3/IMyHbIX TUMOB MYKOIMNUA030B (MCTOYHMK: KypkoBa H.B., 2020)
Table. Major clinical signs of different types of mucolipidoses (source: Zhurkova N.V., 2020)

Tun M
AO nepecmoTpa
HOMEHKNATypbl
B 2008 .

Tun M1 Fen

Homep
OMIM

Bospact
maHudecTauumn
3a6oneBaHusa

OCHOBHble
KJINHUYECKHUE NPOSABNIEHUSA

MyKkonMnuaos,
Mykonunugos, tun Il Tvn Il anbda/
(I-kneto4yHas 6one3Hb) | 6eTa (I-knetoyHas
601€e3Hb)

GNPTAB

252500

3agepxKa GU3nM4ecKoro pas3BuTud, Mame-
HEHUa nuLa No TUMYy raprounnuama, uame-
HEHUs cKeneTta Nno TUMY MHOXECTBEHHOrO
am3octosa. pybasi 3agepKa NCUXOMO-
TOPHOTO Pas3BUTHS, MOPaXKeHUs cepreu-
HO-COCYAMCTOM CUCTEMbI, 3PUTENBLHOrO
aHanusartopa

1- MEC XKM3HM

MyKkonunuaos, tun i

anbda/6eta GNPTAB

MyKkonunuaos, tun llIA

252600

Hu3kui poct, rpyboBatble 4epTbl nuua,
M3MEHEeHWe CKeneTa No TUMY MHOXECTBEH-
HOro AM30CTO3a, NOMYTHEHWE POroBULbI,
rMnepmeTponuyecKknit acTurMaTnam, yTon-
LWEeHWe KOXMW, KapnafbHbli TYHHENbHbIN
CUHAPOM. MIHOrga — KOrHUTUBHbIE Hapy-
lweHus

2-3-1 rof X13Hu

MyKkonunuaos, tun i
ramma

Mykonunuao3s, tun lIC GNPTG

252605

Hu3Kui pocT, rpybble 4epTbl nuua, MUo-
nusl, NOMYTHEHWE POroBMLbI, YTOMLEHWE,
peryprutauma u CTeH03 aopTasbHOro Kna-
naHa, U3MeHeHWe ckeneta no TUMNYy MHO-
KEeCTBEHHOro Au3octos3a. WMHTennekt —
HOpMa, y YacTu NauMeHTOB — YMCTBEHHas
OTCTaNnoCTb IErKON CTENEeHU

1-e roabl *KU3HM

— MyKonunuaos, tun IV MCOLN1

252650

MuKkpouedanus, nporpeccupylouiee
nopaxeHue LUHC, rpy6as 3agep»ka ncu-
XOpe4yeBoro pa3BUTUSA, OTCYTCTBUE peyu,
cnacTu4yeckuin tetpanapes. [omyTHeHue
porosuubl, GMGpPO3Haa Aucnnasusa poro-
BMLbI, Mporpeccvpyollas AereHepalus
ceTyaTKu, aTpodusd 3pUTENLHOIO HEpPBa,
cBeT06053Hb, CTPabu3m

1-V rOf4 KU3HU

LMK XMBOT, renatocnieHomeranus, auddysHasa mMblleyHas
rMNOTOHUS, YTONWEHHaa Koxa. [leTn YacTo 60netoT 6poH-
XUTamu, NHEBMOHUSMK, OTUTaMK. HacTo GOpMUPYETCH KOH-
OYKTMBHas TyroyxoCTb, OAHAKO 3Ha4yMTeNbHasa noteps cayxa
BCTpeyaeTcs peako. CeHcoHeBpanbHas TYroyxocTb Hexa-
pakTepHa [11].

MJ1 1l Tuna xapaktepusyetcsa 100% neTanbHOCTbIO B Nep-
BOW leKaJe XMN3HK, KaK NpaBuio, OT NOBTOPHbIX UHPEKLMOH-
HbIX 3aboneBaHui. B otninyume ot MJ1 Il Tuna, npu MJT 1l Tuna
KJIMHUYECKUIN Le6loT 3aboneBaHns BO3HMKaeT nocne 2 net
YKWU3HW, Te4yeHMe MeHee 3/10KayecTBeHHoe, GOopMUpyLoTCH
MeHee BblparKeHHble CKeNeTHble MNPOSABAEHUS, KOTHUTWB-
Hble QYHKLMU MUHUMaNbHO HapyleHbl WaKM B HOpMe, Mpo-
[O/MKUTENBHOCTb XM3HU NpKU daHHOM dopme 3aboneBaHus
3HauyuTenbHo gonbwe — npu MJ1 [l ramma TMna naumeHTbl
NOXMBaIOT A0 NOXKUNoro Bo3pacta [13, 14].

YyuTbiBas xapaktep M natoreHes 3aboneBaHusl, name-
HEHWS CO CTOPOHbI CepALa CX04Hbl C UBMEHEHUSAMM, HabIO-
JaloWMMKUCS Y NaLuMEHTOB € APYrMMKU TN30COMHbIMU 60nes-
HSMW, B YaCTHOCTM MyKoMmonucaxapuposamu. TaK, vale
BCEro no AaHHbIM 3xoKkapauorpadum (3xo-KI) onucbiBatoT
YMNAOTHEHWE U YTOSLLEHWE CTBOPOK a0PTanbHOro U MUTPasb-
HOro KNnanaHoB, NPU ANWUTENIbHOM Te4YeHUU 3aboneBaHns —
dopmunpoBaHme runepTpodun MUOKapaa KenyaoyKkos
BCNEACTBME BHYTPUKIETOYHOIO HaKOMNIEHUS HepacLLenaeH-
HbIX cybcTpaToB [14]. [ToMMMO XapaKTepHbIX a8 AaHHOro
3a60/1eBaHUs USMEHEHMI, B NUTepaType BCTPEYaloTCs OMnu-
caHus coyeTaHus nposeneHun MJT ¢ gpyron KapauanbHOM
naToJiornen.

OaHO M3 MoAPOOGHbLIX ONUCaHWMK Pas3BUTMA AunaTtauu-
OHHOW Kapauomuonatuun (AKMM) y nauneHta ¢ MJ1 Il Tuna

6bl10 caenano B 2006 1. P. Mueller ¢ konneramu Haénwoaanu
nauueHTa, y KOToporo ¢ 8 HeJ OTMeYanncb MU3BMEHEHUS CKe-
neTa No TMNY MHOXECTBEHHOIO AM30CT03a, rpybble 4epThl
nvua, runepnnasus geceH, rpybbld ronoc, TyronoaBMK-
HOCTb CYCTaBOB M BPOXAEHHbIM BbIBMX 6eapa, MO AaHHbIM
Ixo-KI' — ymepeHHas aunatauma nesoro xenyaodka (JIXK)
C COKPaTUMOCTbIO MMWOKapha Ha HWKHEW rpaHuue Hop-
Mbl. Y pebeHKa 6blin UCKI0YEHbl XPOMOCOMHas NaTtonoruns
n cuHagpom lypnep. Ha ¢poHe KapamomeTabonnyeckom Tepa-
MUK OTMEYEHO MPOrpeccMpoBaHne KAWHUYECKOW CUMNTO-
Matukn K 10 mec, no gaHHbiM 3xo-KI — oTpuuartenbHas
AWHAMUKa B BUAE CHUXEHWS COKpaTUTENbHOM CMOCOGHO-
CTM MMOKapAa M HapacTaHusl aunaTauuu NeBblX OTAENOB
cepaua, CTPYKTYPHbIX aHOManuin M MopaxeHus KaanaHoB
cepaua AMarHoCTMPOBaHO He 6blfo, MO AaHHbIM peHTre-
Horpadum — Kapamuomeranus, cepjale wapoobpas3Hon
dopmbl. Ha ¢doHe Ha3HayeHuss Ga3UCHOM Tepanuu Xpo-
HMYECKON cepaevyHon HepocTatoyHocTn (XCH) BbiiBNeHa
3HaYMMas MoNOXKUTENbHAA AMHAMUKA B BUAE YMEHbLUEHUS
KNMHUYeCcKnx nposieneHnit XCH, no gaHHbiM 3xo-KI oTmeva-
NOCb yny4lleHne CoKpaTUTENbHOM CNOCOBHOCTM MUOKapAa,
HO coxpaHsinacbk aunatauyms JIXK. Pe6eHoK norn6 B Bo3pacte
30 Hepa OT NOBTOPHOM pecnupaTopHon nHbeKumm [15].

B 2010 r. A. Siles # coaBT. 6b11 onucaH pebeHok ¢ MJI
Il TMNa 1 aBNEHUAMKU 3aCTOMHOM CepaedYHOM HeOCTaTOYHO-
CTH, Yy KOTOPOro B Bo3pacTe 1 mec 6blia AnarHocTMpoBaHa
aTpe3us NeBon KopoHapHoW apTepun [16].

CoyeTaHne BPOXKAEHHOM MUTPasibHON HEAOCTaTOYHOCTH
W xapaKTepHoro ansa MJT yTonweHns CTBOPOK MUTPanbHOro
KnanaHa, noTpe6oBaBLWero NPoTe3anpoBaHnUa MUTPaNbHOIro
KnanaHa onucaHo M. Daimon n M. Yamagishi [17].
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B 2018 r. R.L. Bounds v Konnern npeacraBuan KanUHK-
YecKun cnyyam — y 2-meca4Horo nauueHta ¢ MJ1 Il Tuna
C NOATBEPXKAEHHOM aTpe3nen NeBon KOPOHapHOW apTepuu
M He4OCTaTOYHOCTbIO MUTPANIbHOIO KflanaHa cpeaHen crene-
HW. MNocne ycnewHo NpoBeAEHHOMO XMPYPrMYECKOro NeveHums
aTpe3nn KOPOHapHOW apTepun oTMevanacb HopManuaauus
COKpaTUTENIbHON CNMOCOGHOCTM MUOKapaa, HO MPOrpeccupo-
Ba/iM NPU3HAKM MWUTPaNbHOM HEAOCTAaTO4YHOCTH, YTO MOTpe-
60Basio NPOTE3NPOBAHNA MUTPANbHOIO KnanaHa. MoBTopHoe
KapAMOXMPYpruyeckoe nevyeHne TakxKe Oblio ycrnewHbiM,
HO, HECMOTPSl Ha 3TO, COCTOsSIHME pebeHKa MNPOorpeccMBHO
yXyAWwanocb, OTMeYanucb YacTble pecrnupatopHble MHObEK-
LMK, 4TO NOTPEOOBAN0 YCTAHOBKM TpaxeocToMbl [18].

He y Bcex mauueHTOB C MNOATBEPXKAEHHbLIM AWArHoO-
30M MJ1 oTMeYeHbl M3MEHEHUS CO CTOPOHbI cepaua. Tak,
npv HabnoaeHun naumeHToB B CaygoBCKOM ApaBum TOSIbKO
y 1 13 3 6b1IM 3aPUKCUPOBAHbI UBMEHEHWS MO AAHHBIM 3X0-
Kapaunorpadum [19].

AuarHoctuka MJ1 Il Tuna 3akno4aeTcsa B BbigBae-
HUKM GEHOTUMMUYECKMX MPU3HAKOB 3a601eBaHUS, ONUCAHHbIX
Bbllle, a TaKKe B crneunduyecknx metogax obcnenoBaHus,
TaKWX KaK nocnepoBaTteflbHOe MNpoBefeHWe 3JH3MMoAaMar-
HOCTUKM W MOJIEKYNSIPHO-TEHETUYECKOIO MUCCefoBaHus.
JH3MMOAMarHoCcTMKka — onpejefieHne akTUBHOCTU NnU30-
COMHbIX GEPMEHTOB B IENKOLMTaX KPOBH, MPpH HEOBXOANMO-
CTU — B KYJIbType KOXHbIX pubpobnactoB. B KpoBu Habto-
[aeTcsl NoBbllWEeHNEe aKTUBHOCTH B-TOKYPOHMAA3bI, 06Len
rekcodamuHuaasbl, N-aueTtun-anbda-D-rnoko3amMuHmMaassbl
W OPYrUX IM30COMHbIX GEPMEHTOB, CHUKEHME aKTUBHOCTU
N-aueTunrniokodamuH-1-dochoTpaHcdepasbl. B KynbType
KOXHbIX GU6pP06aacToB HabNOAAETCH CHUXEHUE aKTUBHO-
CTW NU30COMHbIX pepMeHTOB. MoneKkynsapHo-reHeTnyecKoe
obcnefoBaHne BKAOYaeT UcCnefoBaHWe BCEX 3K30HOB
W Npunerawwmnx MHTPOHHbIX o6nacTten reHa GNPTAB [7, 20].
Mpn MJT 1l Tna cogepxxaHune Al B MOYe HaxoauTCs B npeae-
nax pepepeHCcHbIX 3HavyeHuw [21].

AnddepeHumnanbHyl0 AMArHOCTUKY cregyeT Mnpo-
BOAWUTb Mexay 3aboneBaHusMu M3 rpynmnbl TU30COMHbIX
60n1e3HeN HaKoMnneHus: MyKomonaucaxapuao3om | Tuna,
MyKononuncaxapugosom VIl Tuna, cManngosom, ranaktocu-
annpgo3om, GM1-raHrnmosngosomMm, GM2-raHrnmMo3ngo3om
(BapuaHT 3aHaxodda), GyKO3Ma030M, MHOMKECTBEHHOM
cynbdatasHoM HeAOCTaTOYHOCTbIO, a TaKXe B psje crnyya-
€B — C HeoHaTalbHbIM rMnepnapaTupeo3oM, PU3OMUENU-
YEeCKOW TOYEYHOM XOHAPOANUCTPODHUEN.

JleueHne 3aGoneBaHMA — CUMNTOMATUYECKOE.
MatoreHeTu4yeckas Tepanus gns MJ1 Il Tuna He pa3paboTa-
Ha. Y4uTbiBas NONOXUTENbHBIN 9QDEKT OT TpaHCNIaHTaLKUK
reMOono3TUYECKMX CTBONOBbLIX KNIETOK NPU IeYEHUMN NaLMeEH-
TOB C MyKOMNo/fiMcaxapmMao3oMm | Tuna, npoBoAMAOCk Uccneno-
BaHWe NO UCNOMIb30BAHUIO AAaHHOIO BMAA NEYEeHUs Y naum-
eHtoB ¢ MJ1 Il TMna, oAHaKo fJaHHas TaKTWKa OKa3asjacb
6e3ycnelwHon [22]. U3yyaeTcsa BO3MOXKHOCTb MHHOBALIMOH-
HOM TepaneBTUYecKorn cTpaTternun ana MJ1 Il Tuna, ocHoBaH-
HOW Ha WMCMNOb30BaHUU @HTUCMbICIOBbLIX ONUIOHYKIEOTH-
[10B, cnoco6CTByOLWMX Nponycky 19 ak3oHa reHa GNPTAB,
B KOTOPOM HaxoauTcs MyTauma ¢.3503_3504del, Hanbonee
4acTo BCTpeYvatoLwasncs Npu JaHHOM 3a6oneBaHuu.

KJIMHUYECKHUHA NPUMEP

O nauueHTe

Pe6eHok oT maTepu 30 neT, cTpagatollern XPOHUYECKUM
racTpuMToOM, MUOMUEN, MOYEKaMeHHOW 60ne3Hblo, BapuKo-
30M HWXHUX KOHEYHOCTEN; oTeL, He o6cnefoBaH.

[eBo4yKa oT 1-11 6epeMeHHOCTH, NpoTeKaBLwen Ha GoHe
paHHero TOKCMKO3a, aHeMuK, Manosoaus, detonnawleHTap-
HOM HepocTaTtoyHocTH BO Il 1 Il TpumecTpax.

Poabl nepsble, Ha 37-1 Hea, UHAYLMPOBAHHbIE B CBA3M
C BbISIBIEHHBIMW @aHOMaNUAMMU Pa3BUTUS NNaLEeHTbl — Kpa-
€BbIM MPUKPENIEHUEM MYNOBUHbI, TMNONNa3nMen nnaueH-
Tbl C MaTO/IOrMYECKOM HEe3PeNnocTbio BOPCUH. Macca Tena
npu poxaeHnn — 2050 r, anvHa tena — 46 cm. OueHKa
no wKkane APGAR 6/8 6annos, achuKcus B poaax.

Mocne poxAeHUa cocTossHMe pebeHKa pacueHeHo
KaK CpefHETSKeNoe B CBA3M C NPU3HAKaMM YTHETEHMS LieH-
TpanbHOW HepBHOM cucTembl (LLHC) n mopdodyHKLMOHANb-
HOW HeapenocTu. Mo aaHHbIM Ixo-KI natonornn He BbIsIB-
neHo. B o6wem aHannae KpoBKM oTMeYanacb TpaH3uMTopHas
TpomGoLmMTOneHns Ao 80x109/n. Ha 7-€ CyT }U3HU peBGeHOK
nepesBefeH B OTAENEHWE WMHTEHCWMBHOM Tepanuu B CBS3U
C HapacTaHMeM Npu3HaKoB yrHeteHus LHC, MuKpounpkyns-
TOPHbIMW HapyweHuamu. B nocneayowme agHn nponcxoamno
HapacTaHWe HeBPONIOrMYECKOW CUMMMNTOMATUKKU A0 PE3KOro
yrHeteHuns LHC, runoHaTtpnemusi, nepuoanyeckn — runep-
rMUKEMUS, Y4TO GbINO PacLEHEHO KaK KIWHWKAa TpaH3MTOop-
HOrO FMNOKOPTULM3Ma Ha OoHe TeYeHUss UHDEKLMOHHOIO
npouecca. Ha ¢oHe npoBeaeHUS KOMMNEKCHOW Tepanuu
COCTOSIHWE pebeHKa C NONIOKUTENbHOW JUHAMUKOW.

Co 2-ro MecC XWM3HW oTMevanacb HegocTaToyHas npu-
6aBKa Beca, MMKpOcoMaTU4yeCKoe AUCrapMoHuM4yHOoe dU3K-
yecKoe pa3BuTHe. B Bo3pacTe 2 mec pebeHOK 6bln 06¢cneo-
BaH KapAnonoroMm, KInMHUYECKM oTMeYanacb MpaMopHOCTb
npu 6eCNoKONCTBE, LWYM Ha OCHOBaHWK cepAaua, No AaHHbIM
9x0-KI' BbIIBNEHO CHUXEHWE COKPaTUTENbHOM CMOCOBHO-
CTM MWOKapaa: dpakuuns Bbibpoca (PB) — 51%, 6e3 3Ha-
yumon aunatauuu JIK (KOHeYHO-AMacToNMYEeCKUn pasmep
JOK (KOP NXK) — 24 mm (Hopma — ao 22 mm)) npu YCC —
149 ya/MWH, HeAOCTaTOYHOCTb TPUKYCMMAANBHOIO KnanaHa
(TK) 1-2-1 cTeneHun. PebeHKy Ha3dHayeHa meTabonnyecKas
Tepanusa Kypcamu.

B Bo3pacTte 4 Mec pe6eHOK rocnutann3MpoBaH B CTalu-
OHap No MEeCTY XMUTeNbCTBa C NPUM3HaKaMK OCTPOM pecnu-
paTtopHon uHdeKunn. Mpu ocMoTpe oTMeyanacb Nerkas
NacToO3HOCTb BeK, AedopMaLns rpyaAHON KNTETKHU (CepAeYyHbIN
rop6), NanbnNaTopHO MO CpefHEe-KYUYHON NUHUK NeYeHb
+2,0 c™M 13-noj Kpast pebepHon Ayrn, CUCTONMYECKUI LWYM
Ha BepxyLKe cepgua. Mo gaHHbIM peHTreHorpadum — Kap-
nvnomeranua (KTKU 0,71), npu npoBeaeHnn 3xo-KIL — pac-
wmnpenue nonoctn JIXK (KAP 31 mm (Hopma Ao 24MM), CHU-
YXEHWe COKpaTMUTeNbHOM cnocoBGHOCTU MWoKapaa (PB 41%
(Hopma 55-70)), runepTpoduUsa CTEHKU NPaBOro XKenyaoyka
(MK) — go 4 mm, cTeHKn JIXK He yToNLEHbI, CTBOPKKU KNa-
naHoB He W3MeHeHbl. lMpu nabopaTopHOM o6CNef0BaHMK
BbISIBIEHO pe3Koe MOBbIEeHNEe YPOBHS LWeno4yHon dpocda-
Tasbl 4o 2404 E[l. CocTOsAHME pacLEeHEeHO KaK MWOKapaumT,
Ha3HavyeHa Tepanusa NpPeaHuM30/I0HOM 1 Mr/Kr/cyT, KanTo-
npunom 0,5 mMr/Kr/cyT.

HecmoTpa Ha npoBOAMMYIO Tepanuio, COCTOSHUE
pebeHKa ¢ oTpuuaTENbHON AMHAMMUKOM: OTMEeYanochb npo-
rpeccupoBaHue CUMNTOMOB CEpAEYHOM HefoCTaTO4HO-
cTH, no 3xo-KI — HapactaHve aunataumu JIXK o 33 mm,
CHUXEHWE COKpaTUTENbHOM CNoco6HOCTU MWOoKapga JIHK
fo 35%. B Tepanuio NOAKOYEH AMIOKCWMH, mpenaparthbl
Kanus, NpoAO/MIKEH MPUEM MPEeLHM30N0HA C NOCTENEHHON
OTMEeHOW. HecmMoTps Ha NPOBELEHHYIO KOPPEKLMIO TEpaNnuu,
COCTOSIHME pebeHKa NPOoAOAKAN0 yXyAwaTbCs — NOSBUANCH
OAbllKa, TaxMnHoa, TaXMKapaus, B CBA3K C YEM B Tepanuto
NOAK/IOYEH CNMPOHONAKTOH B ao3e 1,4 mr/Kr/cyT. B coot-
BETCTBUM C PEKOMEHZALMAMMN reHeTUKa No MECTY KUTefb-
CTBa MPOBEAEHO MCCIeA0BaHWE MOYM Ha amuHoauMAypun
M aMMHOaLMAoNaTUM — NaTONOMMU HE BbISIBNEHO.

B 5 Mec pe6eHOK KoHcynbTMpoBaH B PeaepanbHOM
LEeHTpe No MecTy uTenbcTBa. pu nposegeHun 3Ixo-KI
BnepBble oTMevyeHa runeptpodua muokapga JIK: 3agHas



cteHka JIXK (3BCJTXK) — 5 MM, mMexrkenyaoyKoBasi nepero-
poaka (M) — 6 mm, JTIXK chepnyHoin dopmbl, rnobanbHas
COKpaTuTeNibHas CNOCOBHOCTb CHUXEHAa, HacocHas GyHKUMS
JI}K noBblleHa, MUHUManbHas MUTpanbHas perypruraums.
MpoBeaeHa mynbTUCNMpanbHas KOMMblOTEpHass Tomorpa-
dura (MCKT): uCcKntoUYeH BPOXAEHHbIV NOPOK cepAaLa — aHo-
ManbHOE OTXOXAEHWE NEeBON KOPOHAPHOW apTepuHu.

B Bo3pacTe 5 mec 29 gHel pebeHOK BnepBble NOCTyNuN
B oTaenexHune kapavonornn HMWL 3gopoBbst aetert M3 PO.

dusuKanbHaa AUarHocTuka

Mpn ocmoTpe: macca Tena — 5,2 Kr (HUxKe 3-ro ueH-
TUAS), pocT — 61 cM (3—10-7 LeHTUNb). UMT — 14 Kr/m2.
dusmnyeckme pasBuTUE HU3KOE, AUCrapMOHMYHOE 3a cyeT
neduunta maccol Tena. OcobeHHocTH deHoTUNa: JoAnxoLe-
danusa, NNOCKUI 3aTbINIOK, BbICTYNatoLWmi 106, rpybble YepThbl
nmua, rMnepTenopuam ras, WMPOoKoe, NIOCKOE NepeHoChE,
CUHODPU3, TycTble BGPOBM, «OTEYHOCTb» BEK, HU3KOpacno-
NIOXKEHHbIE YLHbIE PaKOBWHbI, rMnepniasusa geceH (puc. 1).
Y pebeHKa oTMedanuch gedopmaumns rpyaHON KNeTKH, CKo-
SIN03, TYTONOABUKHOCTb KPYMHbIX U MEJIKMUX CYyCTaBOB, NOBbI-
LEeHHas NJIOTHOCTb MATKMX TKAHEN NPKU OTCYTCTBUM OTEYHOIO
CUHAPOMa, BblpaxeHHasa anddy3Has MbllieyHas runoToHuUS.

Hab6nioganacb 3agep)kka MCUXOMOTOPHOrO Pas3BUTUSA:
[eBOYKa HEeNpoAO/IKMUTENbHOE BPEMS AepxKana rosoBy,
He nepeBopayuBanacb, 3a npeameramu cneawna, ynbl-
6anacb, pearnpoBana Ha OKpyxatwwux, 6pana urpyuw-
Kn. OAblWKK He oTMevanocbk. pu aycKynbTaunn — TOHbI
cepaua 3BYYHble, PUTMUYHbIE, OTMeYanacb TaxuvKapaus
no 130-160 ya/mMuH, NOBbIlLEHWE apTepuanbHOro AaB-
nenns go 130/70 MM PT. CT. HA BEPXHWUX KOHEYHOCTHAX
1 0o 150/90 MM PT. CT. HA HUKHUX KOHEYHOCTSAX.

OuarHocTuyecKue npoueaypsi

Mo gaHHbIM NnatopaTopHOro o6cnefoBaHWs BbISIBEHO
noBblleHMe YpoBHS cymmapHon KOK go 254 Ea/n (npu Hop-

Puc. 1. BHelwHWI BUA naumneHTa B Bo3pacTe 5 mec 29 aHewn

Fig. 1. General appearance of patient at the age of 5 months 29 days

Me 25-140), noBblweHne KOPK-MB no 11,6 Ea/n (npu Hopme
no 3,4), yBenuyenue yposHs JIAI — 315 Ea/n (npu Hopme
91-225), Mo4eBOM KMCNOTbl — 374 MKMONb/N (Npn Hopme
140-210), ACT — 57 En/n (npn Hopme meHee 42), CHUKe-
HWE CbIBOPOTOYHOrO Xenesa — 4 MKMOAb/N (Npu Hopme
7,2-17,9). MNMpoBeneHo nccnegoBaHne MOYM Ha IKCKPELMIo
AT — copepxaHue TAl B Moye B npegenax pedepeHCcHbIX
3HaYyeHun.

Mo aaHHbIM IKI 6bINKN BbIABAEHLI MPU3HAKK TMNEPTPO-
dun 060MX KeNnyLoyKoB M NEBOro NPeacepans, HapylweHue
penonapusaunn NpPeumyLLecTBEHHO 3aAHen cTeHku JIXK.
Mpu npoBegeHnn 3xo-KI AnarHOCTMpPOBaHO YMAOTHEHME
CTBOPOK BCEX KNanaHoB, NpeAcepamns He paclmMpeHbl, runep-
Tpodua cteHok MK n JIXK o 3 1 6-7 MM COOTBETCTBEHHO,
ymMepeHHas gunataums JIK co CHUXKEHWEM COKpaTUTENbHOM
cnoco6HocTn Ao 39% no Tenxonbly 1 Ao 31% no CUMMCOHY,
MWHUManbHas HeLOCTAaTOYHOCTb Ha MUTPaNbHOM KnanaHe,
HapylleHne guacTonnyeckom GyHKLMm no 1-my tmny. Mo gaH-
HbIM peHTreHorpadun opraHoB rPyAHON KNETKM yMepeHHas
Kapanomeranus ¢ KTW 0,62.

YynTblBas BbISIBAEHHYIO apTepuanbHyl0 FMNepTeH3uio
y pebeHKa rpygHoro Bo3pacTa, Hanuyne runeptpodun
MWUOKapaa no fdaHHbiM 3xo-KI, and UCKNIOYEHUS BPOXK-
OEHHbIX aHOManuMn pa3BUTUS aopTbl U ee BeTBeW MNpo-
BeaeHa KT-aoptorpadus rpyaHoro v GpIOWHOrO OTAENO0B
aopTbl: KT-gaHHbIX 3@ NOPOKM PaCMOOXKEHUA MarucTpanib-
HbIX COCYAOB TPYAHOM W GPIOWHOM MOMAOCTU HE NOMYYEHO.
KT-KapTMHa yMeHbleHUsa agnameTpa GpoWHOM aopTbl HUXKE
BepxHen 6pblxeeyHorn apTepuu (rmnonnasua?) Ha 45-50%.
KOHKpeMeHTbI Xen4yHoro ny3bips (puc. 2).

Mpn npoBegeHnn Y3 opraHoB OPIOWHON MNONOCTH
BbISIB/IEHblI KOHKPEMEHTbI }XENYHOro ny3bips. MeyeHb He yBe-
nnMyeHa, napeHxuma Auddy3HO HeOoJHOPOAHA; cenel3eHKa
He yBennyeHa, napeHxnma He U3MeHeHa.

B cBfi3nM ¢ Hanuunem y pebeHka AUMDPY3HON Mbllley-
HOM rMNOTOHMK Bblfla NPOBeAEeHa ANEKTPOHENpoMUorpadus,
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CLINICAL CASE

KNUHUYECKOE HABJIIOAEHUE

Puc. 2. KT-aopTorpadus rpyaHoro n 6ploHoro otaena aopt
Fig. 2. CT aortography of thoracic and abdominal aorta

MpumeyvaHue. 3eneHbiM LBETOM NOKa3aHO yMeHblUeHWe JuamMeTpa
6pIOLHON aopThl.

Note. Abdominal aorta diameter decrease is shown with green.

Mo pesy/bTataM KOTopow y6eauTebHbIX AaHHbIX 33 Hannyme
nopakeHus nepudepruyecKoro HEMPOMOTOPHOro annapara
He NoJsyYyeHo.

YuuTbiBas 0COGEHHOCTU GEeHOTMMNA, KapauonoroM 3ano-
[03peHo 3a6onesaHne M3 rpynnbl TM30COMHbIX 60NE3HEN
HaKonneHus.

KnuHuvecKuii guarHos

Mo pesynbraTaM KAWHUMKO-WHCTPYMEHTaNbHOro o6cene-
JoBaHuWsl peGeHKy ycTaHOBNEH AnarHo3: KapauomuonaTus,
BTOpPMYHas, [AunaTauMoHHbIM TN, HepocTaTo4YHOCTb
MUTpaNbHOro KnanaHa. M’nonnasus 6poLWHOro otaena aop-
Tbl. ApTepuanbHasa runepteH3dusa. XCH 2A ctaguun. ©K I
no Ross. HacneactBeHHas naTonorus HeyTo4YHeHHas.

AnddepeHymanbHas guarHocTuKa

OcHoBHOe 3a60neBaHuKe, Mo NOBOAY KOTOPOro pebeHoK
nocTynun B KapAWONOrMYeCcKui cTtaunoHap, Obl1o AuMarHo-
CTMPOBaHO, 0fIHAaKO TPeboBasio YToOYHEHUS POHOBOE 3a60-
fieBaHue. YunuTbliBas paHHU 0e6IOT, XxapaKTepHbli deHoTUn,
cKeneTHble gedopmauun, nposoaunacb andodepeHumanb-
Hasa anarHocTuka mexay MJ1 Il Tuna u MyKononucaxapuao-
30M | TMna.

[AuMHamMuKa 1 ucxopbl

Pe6eHKy npoBeaeHa Koppekuus Tepanun XCH (npose-
[EeHO MoBbIWeHWe A03bl KanTonpuia Ao 2 Mr/Kr/cyT, npo-
LOMKEH NpueM AurokcuHa B go3de 0,02 mr/cyT, Ha3HayeH
6uconponon 0,1 Mr/Kr/cyT, cnupoHonakTtoH 0,5 Mr/Kr/cyrT,
dypocemuna 1,3 Mr/Kr/cyT, aueTuncanMuunoBas KucnoTa
3 MI/Kr/cyT, Ha poHe Yero oTMeyeHa NonoXK1TeNbHasa AuHa-
MUKa KJMHWYECKW B BUAE HOpPManu3dauuu apTepuanibHOro
[LaBneHus, NoBbIWEHUS ABUraTeNbHOM aKTUBHOCTU pebeH-
Ka, yny4dleHuns annetuTa.

MMauMeHT KOHCYNbTMPOBaAH BPa4YOM-TEHETUKOM, U, Yyu-
TbiBas AaHHbIE KJIMHUYECKON KapTUHbI (0COBGEHHOCTU deHo-
TMna, orpybneHune 4ept nuLa, NoparKeHWe KOCTHO-CyCcTaB-
HOWM CUCTEMbI, MOpPaXKeHne cepaeyHO-CcoCyanCTON CUCTEMDI,
BblpaxKeHHY0 ANDOY3HYIO MbILEYHYIO TMNOTOHUIO, @ TakK-
e OTCYTCTBME TUMNEPIKCKPELMU TNUKO3aMUHOTIMKAHOB
C Mo4yon), y pebeHKa 3anofo3peH guarHos — MJ1 Il Tuna.
[ONns yTO4YHeHus auarHos3a MeToAOM MpPSAMOro aBTOMaTu-
4YECKOro CeKBEHMPOBaHUS Oblin UCCnefoBaHbl BCE KOAM-
pylolme aK3oHbl (1-21) reHa GNPTAB, a TaKxe npunera-
loWMe K HUM MHTPOHHbIE 06nacTu: BbiIBNEH MaTOreHHbIN
HYKNEeoTUAHbIN BapuaHT ¢.3503_3504del B roMO31roTHOM
COCTOSIHUM, NPUBOASAWMA K aMUHOKUCIOTHOMY BapuaHTy
p.Leu1168GInfs*, onucaHHbIN paHee y nauueHToB ¢ MJI
Il Tna [9]. UccnegoBaHMe nNpoBOAMNOCH B NlabopaTopuu
MOJIEKYNIIPHON TEHETUKN U MEAULMUHCKOM reHoMMKn HMUL,
3a0poBbs aeter M3P®.

Ha ocHOBaHWK AaHHbIX KIIMHUYECKON KapTUHbI U MOJIEKY-
NAPHO-reHeTnYecKoro o6cnefoBanns pebeHKy yCcTaHOBNEH
anarHo3 — MJ1, tun 1l

Mpn AMHaAMMYeCKOM HabMOAEHUU KAUHUYECKU OTMe-
YeHbl yAyylWeHWe CcocTosHMSA pebeHKa, TeHAeHUMs
K HOpManusauuu aptepuanbHOro aasfeHus. Yepes 4 mec
Ha ¢oHe NpoBOAMMON Tepanuu no AaHHbIM Ixo-KIT coxpa-
Hanack runeptpodusa Mrmokapaa MK n JIXK 6e3 HapacTaHus
B AMHaMWKe, BbiiBNeHa HopManusauuns paamepos JIXK n ero
coKpaTtuTenbHon cnocobHoctn (JIXK KAP/KCP 24/16 mwm,
OB — 66% Tenxonbl, 55% CUMMMNCOH), HO NPU 3TOM BMep-
Bble B 10 Mec oTMeYeHO yTosWeHWe CTBOPOK aopTalibHOro
M MUTPaNbHOro KnanaHoB M K 14 mec — HapacTaHue Hefo-
CTaTO4YHOCTM MUTPANbHOMO KflanaHa 4o 2-# cTeneHun. B 6uo-
XMMMYECKOM aHanuM3e COXpPaHsANoCb MOBbIEHWE YPOBHSA
ueno4yHon pocdartasbl go 681 Ea/n (npu Hopme 50-350),
0[HAaKO OTMeYeHa HopMmanu3auus nokasartenen KPK-MB,
N4 n KOK.

[anee HabnogeHne 3a pe6eHKOM NPOBOANIOCH CNeLu-
anucTaMm No MecTy xutenbcteBa. OTMedvanucb nporpec-
cupytowasa 3ageprka NCUXOMOTOPHOro pa3BUTUSA, OTCTa-
BaHWe B PU3NYECKOM pPa3BWUTUMU, YacTble pecnupaTopHble
3a6oneBaHus. [locTENEHHO NPOMCXOANNIO OrpybneHne yepT
nvua, nporpeccupoBano noparKeHWe KOCTHOW CUCTEMbI
(puc. 3).

Puc. 3. MNauuneHTKa ¢ mykonunuaosom, Tmn Il, B Bo3pacte 3 roga
3 mec

Fig. 3. Patient with type Il mucolipidosis at the age of 3 years
3 months




Mpn nposegeHnn MPT No3BOHOYHWKA AMArHOCTUPOBA-
HO BbINPSAMAEHWE WeENHOro nopgosa ¢ GopmMUMpoBaHUEM
KndoTtnuyeckon agedopmaunn Ha ypoBHe C2-C5 no3BOH-
KOB, pe3Kasa KndboTtnyeckasa gedbopmauns Ha YPOBHE HUK-
He-WeWHOro M BEPXHErpyagHoOro oTAenoB MNO3BOHOYHMKA,
C BblpaxKeHHOM aedopmaLime Tef NO3BOHKOB, S-06pa3HbIM
NPaBOCTOPOHHUM U3TMBOM U CyKEHUEM carruTanbHOro pas-
Mepa MO3BOHOYHOrO KaHana Ha YpPOBHE HUXKHELEeNHOro
W BEPXHErpyaHOro OTAeNoB MO3BOHOYHMKA (Ao 0,44 cm)
(puc. 3). CnMHHOM MO3r Ha AaHHOM YPOBHE 3Ha4yuTeNbHO
nedopmupoBaH, UCTOHYEH. Bbllwenexawme otgenbl CrhuH-
HOMO MO3ra yTO/WEHbl, C UBMEHEHUSIMW CUIHanNa Mo Tuny
muenonatun. OnpegensieTca yBenuyeHue yrna borapta
6onee 135° (Hopma — ao 122°). dopma ocTanbHbIX Ten
NO3BOHKOB HenpaBuibHaa ABOSKOBOrHyTas, KAMHOBUAHAS,
6e3 NPU3HaAKOB MOBPEXAEHUS 3aMblKaTesbHbIX MAACTUH.
Mo paHHbIM MPT rosioBHOro mo3ra BbisiBasnacb MP-kapTuHa
NepuBEHTPUKYNSPHOIO NelMKoapeosa Ha ypoBHe Tef, nepea-
HUX U 3a4HUX POroB GOKOBbIX XENYLOYKOB C ABYX CTOPOH,
MUKPOKUCTbI LMLLIKOBUAHOW XKenesbl.

Co BpemeHeM cocTosiHue pebeHKa NOCTENEHHO yXyaLla-
N10Cb, MOSABMINCH HEBPOSIOrMYECKUE HapylleHusa: nceBao-
OyNb6apHbIN CUHAPOM, TUNEPTOHYC MbIWL, HUKHUX KOHEY-
HOCTEN, NaToNIOrMYeCKUe KUCTEBbIE W CTOMHbIE 3HaKMW,
OTCYTCTBME OMOPbI HA HOTW MPU BEPTUKANNIALIUU, CHUKEHNE
ABUrateNlbHOW aKTUBHOCTU, NPUCOEAMHUANCH pecnupaTop-
Hble HapyweHUs BCNeACTBME YacTbiXx MHOEKLMI AbixaTenb-
HbIX NyTew, ABAEHWUS NONMOPraHHOM HEA0CTaTOYHOCTH, NpU-
BeAlWue K netanbHoOMy ncxoay B 4 roga.

OBCYXAEHME

MJ1, Tun Il — 3aboneBaHue M3 rpynnbl JIM3OCOMHbIX
60Ne3Hen HaKOoMIeHUs, AN KOTOPOro XapaKTepHbl Mpo-
rpeccupyilollee TeyeHne U MYNbTUCUCTEMHbLIN XapakTep
nopaeHus. 3anofo3punTb 3a6oseBaHne B NepBble MecsLbl
KM3HU NO3BOASET Hanuume y pebeHKka rpybbix YepT nuua,
rMnepnnasuun geceH, MakporiioCCuUu, Hanuymsa MynoyHblX,
NaxoBO-MOLWOHOYHbIX FPbIX, YaCTbIX PeCNMpaTopHbIX 3a60-
neBaHum.

Y npefcraBneHHOro nauveHTa MHOro deHoTunuye-
CKMX MposiBNeHWn, xapakTepHblx ang MJ1 Il Tvna, KoTopble
He OblIM CBOEBPEMEHHO BbISIB/IEHbI, U TONbKO B CBA3M
C nporpeccupyolwen HefoCTaTOYHOCTbIO KpoBoobGpalle-
HMA pebeHOK 6bln HanpaBneH B PefepanbHbll LEHTP
r. MOCKBbI, rge yxe npu nocTtynieHun 6bino obpaleHo
BHMMaHWe Ha 0CO6eHHOCTM ero deHoTMna, apTepuanb-
HYIO TMNEPTEH3UIO MPU HUBKON COKPATUMOCTM MUOKapAa.
YyutbiBas Bo3pacT pebeHKa U GeHOTUMMYECKME MPU3HAKM,
nposogunacb anddepeHunanbHas AUArHOCTUKA Mexay
ABYMS TM30COMHbIMU 60/1€3HAMU: MyKOMNoMcCaxapMao30om
| TMna u MJ1 1l TMNa, ogHaKo BbISIBAEHHOE YNIOTHEHUE MSAT-
KUX TKaHeW No3B0OJINI0 HaM € 60/blUEeN 0SIEN BEPOATHOCTHU
npeanosioxuTb y peéeHka MJ1 Il Tuna. MccnegoBaHue Moyu
Ha aKcKpeuuto Al He BbIIBUJIO OTKJIOHEHWM OT HOPMBbI,
4YTO MCKIOYMNO AMarHo3 MyKononucaxapuposa. locne
KOHCYNbTaLMK reHeTUKa 1 NonyvyeHns aHHbIX MOSIEKYNsp-
HO-reHeTnyecKoro ob6cnefoBaHmsa 6bin NOATBEPKAEH Ana-
rHo3 MJ1 Il Tuna.

B gaHHOM cnydae BbiiBNeHHas MO AaHHbIM 3xo-KI
runepTpodus MMoKapaa, BEPOATHO, UMEET KOMOBUHUPOBaAH-
HbIM XapaKTep — KaK BCneAcTBMe WHOUNbTPaUUK TKaHen
cepaua HepaclenneHHbiMK cybecTpataMu, Tak U B pedyfb-
TaTe rmMnepTeH3nu.

AnchyHKUMA MUOKapAa, KJIMHWMKa 3acToOMHOW ceppaeuy-
HOM HEAOCTaTOYHOCTH, ONpPeaenstoLne TIKECTb COCTOAHNUS
pebeHKa B 1-M MOJYyroAvM XW3HW, obpaTHoe pas3BUTUE
KIMHUMYeCKMx cumntomoB XCH, HoOpManu3auua pasmepos

nonocTen cepaua M ero CoKpaTtUTeNbHOW CNOCOGHOCTHU
Ha doHe ageKkBaTHO nogo6paHHoM Tepanun XCH 1 npeanu-
poBaHue nposeaeHun MJ1 Il Tuna (BblpaxeHHasa 3adepxKa
NCUXOMOTOPHOIO Pa3BUTUS, MPOrPECCUPOBAHNE MblLLEYHON
TMNOTOHWUW, CKENEeTHbIX HapyweHWW, M3MEHEHUS KnanaH-
HOro annapaTta cepaua v Ap.) NO3BOASAT YTBEPXKAATb,
YTO NPU HANMYMK COYETaAHHOM NATONOMMKU, @ UMEHHO OBMEH-
HOro 3a6oneBaHns U BPOXKAEHHOIO NOPOKa Pa3BUTUSA COCY-
OB, CBOeBpeMeHHas AMarHoCcTMKa W COOTBETCTBYylOLlee
nieyeHrne CnocoBHbl YAYYLWNTb KavyecTBO KM3HM NauueHTa,
HO He BMAIOT Ha TeYeHWe OCHOBHOro 3aboneBaHusa U ero
NPOrHo3.

CoyeTtaHne MJ1 Il Tvna ¢ runonna3unen 6pioLLHOro oTaena
aopTbl B NMUTEPATYPHbIX WCTOYHMKAX Ha [AaHHbIA MOMEHT
He onucaHo.

MpuvBedeHHbIN KIAWHUYECKUW Clydyan TMoKa3biBa-
eT HeoO6XO0AMMOCTb KOMMJEKCHOr0 W BCECTOPOHHEro
ob6cnefoBaHns NauMEHTOB C PeaKMMKU 3ab0fieBaHUAMM,
4N KOTOPbIX XapaKTepHO Mopa)keHue cepheyvyHo-cocy-
ancTon cuctembl. CoyeTaHue HacnencTBeHHOro 3abosne-
BaHWS C BPOXAEHHbBIMWM MOPOKaAMW pPa3BUTUS HepeaKo
BCTpeyaeTcs B neanaTpU4yecKon MpaKTUKe, HO Hanuyue
y pebeHKka ¢ 3aboneBaHMEM W3 rpynnbl JM30COMHbIX
60/1e3HEN HaAKOMIEHUA BPOXKAEHHOro NMOpPOKa pa3BUTUS
COCYAOB MOXET MPMBECTU K BbIPaXKEHHOMY YXYALEHUIO
COCTOSAHMSA NaUneHTa.

B npvBeAeHHOM K/IMHMYECKOM MpuMepe MoKa3aHui
K XMPYPrMyecKoMy BMeLaTebCTBY He 6bI10, 04HAKO, NMPUHM-
Masi BO BHMMaHWe 0CO6EHHOCTU MPOSIBNEHUIA NTM30COMHbIX
60ne3Hen HakonneHus, B Tom yucne MJ1 1l Tuna, B cnydvae
HEe06X0AMMOCTH ONepaTUBHOIO leYeHUs cneayeT y4uTblBaTb
ps4 oco6eHHOCTEN NpU UHTYGaLUMK NaumeHTa 1M nocneone-
pPaLMOHHOIO BEAEHUS.

3AKJ/IIOYEHHME

Taknm 06pasom, NpUBEOEHHbIN KIAMHUYECKUM Clyvan
AEMOHCTPUPYET, 4TO neanaTtpuyeckoe coobLecTBO Heno-
CTaTO4YHO OCBELOMNEHO O pefKkux 3aboneBaHusX, B TOM
yucne u3 rpynnol 6onesHer HakonaeHws. MyKonunuaos
Il Tuna — pegkoe HacneacTBeHHoe 3aboneBaHue U3 rpyn-
Nbl IM30COMHbIX 60ne3Hen, Tpebylolee, y4uTbiBas Nonu-
CUCTEMHOCTb MOPa*KEHUs, MYNbTUAUCLUNAMHAPHOIO NOA-
X04a C BOB/JIEYEHMEM He TOJNbKO NeanaTtpoB M FEeHETUKOB,
HO W KapAWoNoroB, HEBPOAOroB, opTonenoB, obTanbmMosOo-
roB, OTOPUHONAPUHIONIOMOB M APYrMX CneLunanucToB. B nute-
paType UMeloTCs HEMHOIOYUCIEHHbIE HABMIOAEHNS NaLMeEH-
T0B ¢ MJ1 Il TMNa, cpean KOTOPbIX TOIbKO Y YacTh 60JbHbIX
BCTPEYaloTCqd OnucaHusa NatofiormuM cephaevyHo-coCyancTomn
CUCTEMbl — KaK M30/MPOBAHHO MPOSBAEHUNA OCHOBHOIO
3a60/1eBaHUs, Tak U B COYETaHWUM C APYron naTtonoruven
cepaua 1 cocyaoB.

Nmetowmecs pa3po3HEHHbIE OMUCaHMA He MO3BOASIOT
CyaMTb O YacToTe BCcTpevyaemocTn MJ1, yacToTe 1 xapakTepe
M3MEHEHMIN CepaeYHO-COCYANCTON CUCTEMDBI Yy AeTen € AaH-
HbIM 3a60/1EBaHMEM, B CBSI3M C YEM Llenecoo6pasHo co3aa-
HWEe MeXAyHapOoAHOro perncrTpa naumMeHTosB.

UWH®OPMUPOBAHHOE COINIACUE

OT 3aKOHHOro NpeAcTaBUTENS MOJSyYEHO MUCbMEHHOE
no6poBosbHOE MHGOPMUPOBAHHOE corfacve Ha nyGnuKa-
LMI0 OMMUCaHUs KIIMHUYECKOrO cliyyasl, Ha MCnofib3oBaHue
ero MeaMLMHCKUX AaHHbIX U U306parKeHui (daTa noanuca-
HMs 03.11.2020).

BbIPAXXEHUE NPU3HATEJIbBHOCTH
C ocob6oi 6GnarofapHoCTbid XO04YeTcs OTMEeTUTb
MNogknetHoBy TaTbsiHy BnagMmumpoBHY 3a MoJsie3Hble 06CY K-
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CLINICAL CASE

K/TMHUYECKOE HABJIIOAEHUE

LEHUS 1 MHOTOMIETHIOK MIOAOTBOPHYIO COBMECTHYIO paboTy
¢ opdaHHbIMU NaLneHTamMu.
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B pgaHHoOM ny6avkaumn npuBOAUTCS OMNPOBEPIKEHME Hay4HO-MONYAssPHOM cTaTbM, nosiBuBLuercs B sHBape 2020 roga
Ha HOBOCTHOM caKTe MDedge, B KOTOPOH yTBEpKAaiochb 06 OTCYTCTBUM 3(PEKTa OT BaKUMHaUmMn 7-BaeHTHON MHEBMO-
KOKKOBOM KOHBIOrMPOBaHHOM BaKLMHON B OTHOLIEHWU MHBa3UBHbIX GopM Streptococcus pneumoniae y geten ¢ 6pOH-
XuasabHouM acTMon. ABTOp nybsmKaLmm ccelnaetcs Ha ctatbio «Asthma and the Risk of Invasive Pneumococcal Disease:
A Meta-analysis», B KOTOPOM OMMUCbIBAIOTCS 3MM304bl Pa3BUTNS MHBA3UBHON MHEBMOKOKKOBOM MHPEKLMM U MHEBMOHUMN
cpeau aeten ¢ 6PoHXMaabHON acTMOM U 3J0POBbIX, MOJIYYUBLLMX MHEBMOKOKKOBYIO KOHbIOrMPOBaHHY0 BaKLMHY. Ha ocHO-
BaHUM NOJIYH4EHHbIX JaHHbIX AEal0TCS BbIBOAbI O TOM, 4TO BakumHa [TKB7 obecneynBaeT orpaHU4eHHyo 3alyuTy OT KOJ0-
HM3aumn TOJIbKO BaKLMHHbIMW CepOTUNamMm MHEBMOKOKKA, BXOASALMMU B ee cOCTaB, M npobsieMe CTONKOro HoCUTeIbCTBa
CepoTUnoB, HE BXOASLMX B COCTaB BaKLMHbI, YTO CBUAETE/ILCTBYET O BbICOKOM PUCKE MHEBMOKOKKOBbIX 3a60/71€BaHUM
y aeten ¢ BA. lpu aHann3e BbILEYNOMSHYTOM cTaTby Obl/10 BbISIBJIEHO, YTO PENpPe3eHTaTMBHOCTb AaHHbIX KpakHe HU3Kas.
Hanpumep, HeBepHO nogobpaHbl Uccaegyemblie rpynrbl, @ TakXKe He aHaan3upoBasaack cxema BeegeHns [MKB7, npu Hapy-
LLEHUU KOTOPOH MOXET BblpaboTaTbCsl HEAOCTAaTOYHO 3P PEKTUBHBIN MMMYHUTET, YTO MPMUBEAET K Pa3BUTHIO 3a60/1€BaHMUSI.
HemanoBa)KHbIM GaKTOM SIBASETCS OTCYTCTBUE MHPOPMAaLIMN O TSXKECTH TedeHUs1 BA 1 npoBoAMMON UHIraasILIMOHHOM KOp-
TMKOCTEPOUAHOM Tepanun cpeau NPUBUTLIX AeTel. B HacTosLee BpeMs CyLeCTBYIOT MHOIOYMC/I€HHbIE Hay4YHble NCC1e0-
BaHMUSl, B KOTOPbIX MOKa3aHa KanHuyeckas appektmBHocTb KB B oTHoweHnn npopunaktukmn UMK, B Tom Yucae y geten,
cTpajatolmnx 6pOHXUaIbHOM aCcTMOM. BOJIbLUIMHCTBO 9KCMepPTOB MUMPOBOIO YPOBHS NOAAEPKUBAIOT HEO6X0AUMOCTb MPUME-
HeHus [KB7 y nete ¢ BA ana npogpunaktuku UMW n npegnaratot nauneHTam ctaplie 6 €T, noyyYarmmM NHraasyuoHHY0
KOPTUKOCTEPOUAHYIO TEpanuio, 10M0JTHUTENbHOE BBEAEHME MHEBMOKOKKOBOW MOIMCaxapuaHON BaKLUHbI.

Knrwo4eBblie cnoBa: BaKLMHaLMs, NMHEBMOKOKKOBAsS KOHbIOrMpoBaHHas BaKLmHa, 6pOoHXuasibHasi actMma, Hay4yHo-rnorny-
NISipHas cTaTbsl, MHBa3MBHas MHEBMOKOKKOBas MHQEKLUS, CEPOTHIbI MHEBMOKOKKA, MHEBMOKOKKOBAas rosvcaxapuaHas
BaKLUMHa.

Ana yuntuposanusa: KanoxHaa T.A., PegoceeHko M.B., HamazoBa-bapaHoBa J1.C., LLaxtaxtuHckaa PMH., CenbBsaH A.M.,
TonctoBa C.B., MNpuBanoBa T.E. AHann3 Hay4yHbIX AaHHbIX, NOATBEPKAAOWMX IPOEKTUBHOCTb BaKLUMHALMKM MHEBMO-
KOKKOBOW KOHDBIOTMPOBAHHOM BaKLMHOM B KOropTe AeTen ¢ 6poHxMasibHOM acTMou. eanaTpuyeckas dapmakonorus.
2020;17(5):467-471. doi: 10.15690/pf.v17i5.2187.

B aHBape 2020 r. Ha 04HOM M3 HOBOCTHbIX CalTOB NOK-
BWACb Hay4YHO-MONyAapHasa ctaTbs XypHanucTku Michele
G. Sullivan [1], B KOTOpPOM YyTBEPXKAaN0Cb O SKOObI OTCYT-
CTBUM addeKTa OT BaKLMHALUN B OTHOLIEHUW MHBA3UBHbIX
dOpM NHEBMOKOKKOBOW MHOEKLUMN Y feTeln, BaKLUHUPO-
BaHHbIX 7-Ban€HTHOW MHEBMOKOKKOBOM KOHbBLIOrMPOBaH-
HOM BakuuHoK (MKB7).

HanomHum, o6o3pesatenu canta MDedge npeacras-
NIAI0T MeAMLMHCKWE HOBOCTU M3 HaEeXHblX U aBTopwu-
TETHbIX MCTOYHMKOB, HO HE WMMEIOT NPU 3ITOM BbICLIEro
W cpeaHero MeauLUMHCKOro obpasoBaHus, 4YTO, C Hallew
TOYKM 3PEHMA, HEe NO3BOJISET UM chenaTb Te npodeccuo-
HaNbHble 3aK/I0YEHUS, KOTOPble 6bIN AaHbl OTHOCUTENBHO

pe3ynLTaToB Hay4YHbIX UCCNEefOBaHUN, B JaHHOM clyvyae —
B OTHOWEHWW BaKuMHaUMKW MaLMEHTOB C acTMOM MNPOTUB
NHEBMOKOKKoBOM MHdeKuum (MN). Tenepb naBanTe pasbde-
pemMcs ¢ NepBOUCTOHHUKOM.

B ctaTbe J.A. Castro-Rodriguez v konner «Asthma and the
Risk of Invasive Pneumococcal Disease: A Meta-analysis»,
Ha KOTOPYIO CCbITaeTca penoprep, NPUBOAATCHA KOropTHble
ncenefoBaHus «Clly4an-KOHTPOb», ONUCHIBAIOLLME 3NU304bI
pa3BUTUA MHBA3UBHOW MHEBMOKOKKOBOW MHbeKLMn (UIMN)
M MYKO3a/bHOWN NMHEBMOHUU cpeaun AeTen ¢ GPOHXManbHOM
actmom (BA) n 3gopoBsblix, nonyynswmx NKB7 [2].

Ha ocHoBaHWW MonyYeHHbIX AaHHbIX AenaloTcs BblBOAbI
0 TOM, 4To BakuuHa [KB7 obecneuynBaeT orpaHuyYeHHyto
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3alMTy OT KOJIOHM3aLMW TOJIbKO BaKLUMHHBIMW cepoTuna-
MU MHEBMOKOKKa, BXOASLIMMU B ee cocTas, U npobrneme
CTOMKOro HOCUTENbCTBA CEPOTUIMOB, HE BXOASLINX B COCTaB
BaKLMHbI, YTO CBMAETENbCTBYET O BLICOKOM PUCKE MHEBMO-
KOKKOBbIX 3a60/ieBaHUi y feTew ¢ BA.

HKypHanucTka NpuUBOAUT HEKOPPEKTHbIE AaHHble, KOTO-
pble [OCM0BHO MMacsT, YTO «y AeTeKn, cTpajalowmnx acTMoNn,
BeposAaTHoCTb pa3Butus UMM Ha 90% Bbille, 4HeM Y 340POBbIX
nauneHToB (oTHoweHue waHcoB = 1,90; 95% poseputesb-
HbIM nHTepBan = 1,63-2,11; 12 = 1,7%), a ann304bl NHeB-
MOHMM Yalle BCTpevasucb cpean 60MbHbIX C aCTMOMU, YeM
B KOHTPONbLHOM rpynne» [1].

[eVicTBUTENbHO, PUCK Pa3BUTUA MHEBMOHWK B LIEIOM
y aeten ¢ BA B cpaBHeHuM ¢ oblier nonynsuuen octaercs
Bblllle, HO HaWTW CcBA3b C BakuuHauuen MNKB7 npu atom
He npeacTaBfseTcs BO3MOMXKHbIM B YCIIOBUAX AN3aiHa npea-
rnofaraeMoro uccnefoBaHus.

Kpome Toro, penpe3eHTaTMBHOCTb psiaa Apyrnx GakToB
KpanHe H13Kas.

TaK, B laHHOW cTaTbe Obl/IM HEBEPHO NOA0OGPaHbI Uccne-
ayemble rpynnbl. Hanpumep, 3 peTpoCcneKTUBHbIX KOFOPTHbIX
nccnefoBaHusa (26 MWANMOHOB YeNOBEKO-NEeT) CpaBHUBA-
toTca ¢ 1 MccnegoBaHUEM «CllyHan-KOHTPOb» (KOMMYECTBO
obcnefyembix geten coctaBnsget 3294) [2].

Ha Haw B3rnsag, B JaHHOW paboTe He aHann3npoBanach
cxema BBeaeHus MKB7, npu HapyweHWn KOTOPOM MOXKeT
BblpaboTaTbCs HEAOCTATOYHO IDODEKTUBHbLIN MMMYHUTET,
4yTO NPUBEAET K Pa3BUTMIO 3a60/1IEBaHMS.

bonee TOro, oTCcyTCTBYET MHDOPMALMA O TAKECTU Teve-
HMS BA ¥ NPOBOAMMON MHraNSLMOHHON KOPTUKOCTEPOUA-
HOM Tepanuu.

beccnopHo, y aeten ¢ BA puck passutmnsa UMK Bbiwe
B CPaBHEHMWM CO 340POBbIMU, HO 3TO HE FOBOPUT O HE3IdDDEK-
TUBHOCTM BaKuUMHauum npoTtus N [2].

Ha ocHoBaHWW HenpaBWIbHO NOA0GPAHHbLIX FPYMNMN cpaB-
HeHWs OOCTOBEPHO CyAMTb O pe3ynbratax HebnaroHagex-
HOMO MCCNefOBaHUs CNOXHO W cneayeT Npu3HaTb AaHHble
YKYPHaIMCTCKON 3aMETKM HEJOCTOBEPHbIMM.

K coaneHuio, ans npocTbix obbiBaTenen v npodec-
CMOHaNOB WCMO/Ab30BaHWE HEOOBLEKTUBHbLIX CBEAEHUM
M3 HOBOCTHOIO UCTOYHWKA MOXKET cnocob6cTBoBaTH GOPMHU-
POBaHMIO aHTUMPUBUBOYHOIO CKencuca.

BoTtBeTHaony61MKoBaHHYO CTaTbio Bpay-MHPEKLUNOHNUCT
13 Yukaro (wtat MnaunHoinc) Tina Q. Tan NpUBOAUT CTATUCTU-
yeckue faHHble CoeanHeHHbIx LLTaToB AMEpMKM, cornacHo
KOTOPbIM MCMONb30BaHME KOHDBIOMMPOBAHHbLIX NMHEBMOKOK-
KOBbIX BaKLWH 3HauyuTenbHo (noytu B 10 pas!ll) cHu3uno
yacToTy UMW 1 NnHEBMOHUI Yy ameprKaHCKKx aeten ¢ 95 cny-
yaeB Ha 100 000 yenoeKo-net B 1998 r. 4o 9 cnyyaes
Ha 100 000 yenoBek B 2016 T. [3].

Mo pesynbTaTaM Hay4HbIX [aHHbIX, COOGpPaHHbIX
3a nocnegHue 2 JeCATUNEeTUS, HaKOMNeH BHYLWUTENbHbIV
06beM Hay4yHbIX HabnAeHWW, BKJOYad MeTaaHanus,
B KOTOPOM MNMOKa3aHa KJnHU4ecKan adpdeKTuBHOCTb KB
B OTHOWeEHUK npodunakTuku UMM, B ToMm ynucne y geTen,
cTpapatowmnx bA [4-19].

lpynna aBTopoB (Pilishvili T. et al., 2010) npoBoannn
K/IMHUYECKOE WCCnefoBaHue» ClyYam-KOHTPONb», Hamnpas-
JIEHHOE Ha oLEeHKY paKTopoB pucKa pazsutusa UM [4].

[evctButensHo, getn ¢ bA Yaule cTpagatoT MHBa3UBHbI-
MW MHEBMOKOKKOBbIMK 3aboneBaHuamu (UMN3) n noatomy
Hy>KAaloTcs B NPOBEAEHUN CneLndUYecKon NpodunakTUKK.
Mpumepom 3apPEeKTUBHOCTM BaKuMHaUMKM Yy AeTen C acT-
MOW CNYXMUT NybnmMKaumsa o CHUxeHun vactoTbl UMK nocne
BakuuHauuu MKB7 [4]. Bnarogaps UMMyHU3aUuMK, y aeTewn
¢ BA n gpyrumMu XpoHuM4YecKnMKn 3aboneBaHWAaIMU 3Hauu-
TEeNbHO CHU3WMACS pUCK pa3BuTus MW, ABTop nogyvepkuBa-
€T, YTO UccnefoBaHWe He BbISIBUIO MOBbLILWEHHONO pUCKa
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pa3sutusa UMW, BbI3BAHHbLIX HEBAKLMHHBbIMKW LITaMMaMMU,
y Aeten ¢ BA, nonyyuBLlIMX BaKUMHY [4].

Ha ocHOBaHWW NPOBEAEHHOrO UCCnefoBaHUs aenaercs
BbIBOJ] O TOM, 4YTO BaKuuMHauuMa ¢ nomolbto MKB7 aBnset-
¢ 9GPEKTUBHBIM MHCTPYMEHTOM CHWMKEHUS BEPOATHOCTHU
pasBuTus MU cpean NauMeHTOB pa3nMyHbIX FPYyMnmn puUCKa.
Mo Mepe MNOSIBAEHUS HOBbIX KOHBIOTMPOBAHHbLIX BaKLMH
¢ 6onee LWMPOKMM OXBaTOM CEPOTUMNOB creayeT oxuaaTb
NONONHUTENBHOro cHUXeHusa UMN. MMeHHO nauuneHTbl ¢ BA
[O/MKHbBI CTaTb NPUOPUTETHBIMKU KaHAWAaTaMU B UX Ha3Ha-
YeHuU.

B peTpocneKkTMBHOM NOMNyASLMOHHOM KOFOPTHOM MUcChe-
noBaHuK, nposoamsliemcs B Kopee B 2010-2011 rr., yya-
cTBOBanu fetn 6-18 neT 1 B3pochnble, cTpagatoume bA [5].

B ctatbe ynomMuHaeTcs, 4To y AeTen u B3pocibix ¢ BA
puck UMW 3Ha4ynTeNbHO Bbile, YeM Y UL, C APYrMMKU 3a60-
neBaHUsAMU. Pe3ynsTaTtoM BBeAEeHMS B KaneHaapb NHEBMO-
KOKKOBOW KOHBIOrMPOBaHHON BaKLMHbI IBUIOCh CHUXKEHME
KonuyecTtBa ann3oaos UMW Ha 45% B o6Lern nonynaumm (Ha
100 000 yenoBekK) BO BCex BO3PACTHbIX rpynnax v Ha 94%
B OTHOLIEHWM LUTaMMOB, BXOASLLMX B COCTaB BaKLMHbI [5].

Henb3a He oTMeTUTb gocTomHcTBa KB, KoTopas o6na-
[aeT BbICOKOW MMMYHONOMMYECKON aKTMBHOCTbLIO, obecne-
YynBaeT AOArOCPOYHbIA UMMYHUTET M CNOCOGCTBYET Mpo-
dunakTMKe HocuTenbCcTBa S. pneumoniae B HOCOINOTKe,
a TaKe ob6najaer BbICOKMM MONYASLUMOHHBIM 3DOEKTOM
B BMAE CHMXKeHMS 3a601eBaeMOCTU Pa3NUYHbIMU KIMHKYE-
ckumun dopmamu UMM B rpynne HeNpUBKUTLIX [B].

Onupasicb Ha faHHble MEXAYHaPOAHbIX UCCNeaoBaHNUM
[7-11], aBTOpbl PEKOMEHAYIOT OAHOKPATHYK BaKLUWHa-
umio 13-BaseHTHOM MHEBMOKOKKOBOW KOHBIOrMPOBaHHOM
BakuuHow (MKB13) [12-15] ¢ nocneaylwumMm BBeAEHUEM
23-BafleHTHOM MHEBMOKOKKOBOW MOAMCaxapuaHoM BaKuM-
Hbl (MMNB23) getam ¢ BA cTaplue 6 neT ¢ TAKeNbIM U cpeaHe-
TSXKENbIM Te4eHneM 3aboneBaHus, NonyYaownum UHransaum-
OHHYIO KopTUKocTeponaHyto Tepanuio (MIFKC).

B 2014 r. 66110 ONMCAHO KOTOPTHOE PETPOCMNEKTUBHOE
nccnenoBaHue, nposoamBlieecs B 2007-2010 rr. cpeau
neTten B Bo3pacTe A0 24 mec, KoTopble 6b1n NpuBuThl MKB7
no rpaduky. B gaHHOM rpynne cpean NofyyYMBLNX BaKLMHY
6blnn 1 feTn, cTpagatolme bA [16].

Llenbto uccnegoBaHusa siBMAach OLLEHKA PUCKOB pa3Bu-
Tma UMW y 3gopoBbix 1 aeTen ¢ BA (Tabnuua).

CornacHo pesynbratam, 6onbWwKUHCTBO cnyvyaes UM
B 2007 T. KaK y 3[10p0OBbIX, TaK U NauneHToB ¢ BA 6binu cBS-
3aHbl C HEBaKLUMHHbIMK cepoTunamun 19A n 7F.

B xoge o6cyxaeHns pe3ynbTaTtoB MccnefoBaTenun npu-
3HatoT Haubonee BEPOSTHOM MPUUYMHOM COXPaHstoLerocs
BbICOKOro ypoBHSA UMW y geten n3 rpynn pMcka HeBaKUMH-
Hble CepoTUNbl MHEBMOKOKKaA.

B 3aKkn04eHnn aBTOPbl PEKOMEHAYIOT ANs AeTen ¢ Xpo-
HUYECKUMMK 3aboneBaHMAMM NPUMeHSTb He MKB7, a NMKB13.
A B nocneayowem 4ns pacliMpeHns 3aluTbl OT CEPOTUNOBO-
ro nemsaxa S. pneumoniae AONOAHUTENBHO UCMONb30BaTb

Ta6nuua. Puck pa3sutusa UMW y 3gopoBbix AeTen u nauneHToB ¢ BA

MMNB23 ¢ Lenbio CHUXEHUs pucKa pa3suTtusa UMK, BbiaBaH-
HbIX LITAaMMamK Bo36yaunTens, He BxoasLero B coctaB MKB7.

MHoOrmMe aKcnepTbl NOAAEPXKANU MPUMEHEHUE CXEMbI
nocnegoBartenbHoM MMMyHM3aumm NMKB ¢ ganbHenwnm BBe-
neHvewm [MMNB23, npuaBaHHOW chopmMmpoBaTb 6o/ee Wnpo-
Kyto 3aluTy oT TsxKenbix dopm UMKN [16, 17, 19].

B npopomxkeHune BbiweonucaHHoro goktop M.A. Rose
W Konnern wccneposanu ypoBEHb CepoOnpoTeKLMU
y [AOWKONbHMKOB (OT 2 A0 5 neT) ¢ Nerkom u ymepeHHowm
dopmont BA, ogHokpaTHO npuBuTbIX NKB7 ¢ nocnepayto-
wmm BBeaeHuem [MMB23. MNonoBuHa NaLMeHTOB MOMYHUIN
nocnefoBaTenbHy0 BakunHauuo npoTtus MU ¢ nHTepBanom
B 8 Hel, B TO BpeMsi Kak ocTajbHble — ¢ 10-MecsiYHbIM
WHTEepBanoMm. bbino goKkasaHo, 4To 06e nocnegoBaTeNbHble
CXxeMbl BBeAEHWS MHEBMOKOKKOBOM BaKLUWHblI Oblin 6€3-
ONacHbIMM U MMMYHOrE€HHbIMWU, OLHAKO YPOBEHb aHTUTEeN
Obln Bbllle B rpynne BaKuUMHMpoBaHHbIX MMNB23 ¢ 6onee
NPOAOMKNUTENbHBIM MHTEPBANOM. Taknm 06pa3om, HeagocTa-
TOYHbIA UMMYHHbIM OTBET BC/IEACTBUE HEKOPPEKTHOMN CXEMBI
BBEAEHMUS MOXKET Cnoco6CTBOBaTb YBENUYEHMUIO YacTOTbl
UMW cpeamn peten ¢ BA [17].

TaxecTb TevyeHUs 3aboneBaHusl, KIMHUYeCcKas KapTuHa
W NpoBOAMMAs Tepanus BAUSIOT Ha CTeNeHb MOCTBaKLM-
Ha/lbHOW MMMYHHOW 3awuTbl Npu BA, NOCKONbKY y AeTen
C XOPOLWO KOHTPOAMPYEMOW acTMon 6e3 peLnanBUPYIOLLMX
pecnupaTtopHbiX MHQEKLWUA B aHamMHe3€e YPOBHU MHEBMO-
KOKKOBbIX @aHTUTEN U MPOLLEHTHas Aona cepotun-cneunodm-
YeCKOM 3aluThbl OT S. pneumoniae conocTaBUMbl C TaKOBbI-
MW Y 310pOBbIX [18].

O6patnumcs K JaHHbIM InMTepaTyphbl, Kacatlowmnmes pucka
passutus UMWy nuu ¢ BA, nonyyatowmm UIFKC.

HepaBHee KBa3WKOropTHOE McCnefoBaHWe, B KOTOPOM
npuHanM yyactve 152 412 nauumeHTtoB (1928 4yenosek
nepeHecnv NHEBMOHMIO B MOMEHT HabntoAeHuUs) B Bo3pacTe
oT 12 o 35 net, NoATBEPAMI0 NOBbLIWEHHbIV PUCK PA3BUTUS
NMHEBMOHUKM y nNauueHToB ¢ BA, monyyalowmx Kak HU3KKe
(RD: 1,60 [1,06-2,45]), ymepeHHble (RD: 1,53 [1,12-2,08]),
TaK u Bbicokue a03bl (RD: 1,96 [1,64-2,34]) UTKC [19].

B nccnegoBaHuu «criy4an-KOHTPOSb» Y AE€TEN C aCTMOM,
nony4yaBwux Ttepanuio UFKC He meHee 30 aHewn (cpeaHss
NPOAOMKNUTENBHOCTE — 8,6 MeCSLEB), KONIOHMU3aLUMUsa POTO-
rnoTkM S. pneumoniae 6bina Bbille, YEM Yy AeTeN, He Npu-
HUMaIOLMX FOPMOHASbHYIO Tepanuio (CKOPPEKTUPOBAHHbLIN
KoadbuumMeHT pacnpocTpaHeHHocTn 3,75 [1,72-8,18]).
Mpuyem yYawe BCero NMHEBMOKOKK BbiCeBancs y AeTen
LWKOMbHOro BO3pacTa M NoApOCTKOB, CTpajatownx acTMOw,
HE3aBUCHUMO OT TAXKECTU 3a6osieBaHns U npumeHeHuns NMKB
B NepBble rogbl XnU3Hu [19].

OtnoxeHne WUIKC Ha cAM3WMCTON POTOrNOTKM MOXKET
noAaBAsATb MMMYHHbIA OTBET C/IU3UCTOM OBOMI0OYKKM U CMO-
co6CTBOBaTb POCTY MHBA3MBHbIX LUTAMMOB MHEBMOKOKKA.
Tem cambiM 6051ee BbICOKMI YPOBEHb HOCUTENLCTBA OaKTe-
pUKU B POTOrNOTKE, HApPSAYy C HapyLleHNEM KAMpeHca Ablixa-
TeNbHbIX NyTEeN, XapaKTepHbIM 418 acTMbl, MOXET MOTEeH-

Table. Risk of invasive pneumococcal disease developing in healthy children and in patients with bronchial asthma

OCHOBHbI€ XapaKTEePUCTUKH

WUMU, nokasartenb Ha 100 TbiC.

MHeBMOKOKKOBasA NTHEBMOHUA,
noKasarenb Ha 100 ThbiC.

BospacTt no 5 net 5-17 net no 5 net 5-17 net
300poBble 73 1,1 34,6 14,4
Actma 11,6 2,3 119,3 40,9
Puck Bblwe (pas) B1,6 B2,1 B 3,5 B2,8

PEDIATRIC PHARMACOLOGY. 2020;17(5)

NEAUATPUYECKAA ®APMAKOJIOIUSA /2020/ TOM 17/ N° 5



EDITORIAL

'S

70

PEAAKLMUOHHASA CTATbA

LUManbHO YBENNYUTb PUCK NMHEBMOKOKKOBbIX 3a60/ieBaHUN,
TaKUX KaKk NHeBMOHUA nnm UMN [19].

[MoaToMy AaHHasi KaTteropus nawuMeHToB [O/MKHa OblTb
npUBUTa He TOJIbKO NMHEBMOKOKKOBOM KOHbBbIOrMPOBAHHOWM,
HO W NnoJiMcaxapuaHOM BaKLMHON, cogeprKallen bosee pas-
HOOGpPa3HbIM CEPOTUNOBOM NEN3aXx.

B pesynbrate NpoBeAeHHOro aHann3a Hay4YHbIX AaHHbIX,
B TOM 4YMCNE MHOMOYUCIEHHbIX KJMHWYECKUX MccneaoBa-
HWUI, MOXHO cAenaTb BbIBOJ O TOM, YTO BakuuHauusa MNMKB7
aBnsetTcs 9GPEKTUBHON U MPUBOAUT K CHUMKEHWUIO PUCKA
pas3sutna UMM Kak cpeam 310pOBbIX, TAK M CPeaM NInLL, C XPO-
HUYECKUMHK 3a60NeBaHUAMMU, B T.4. CTpagatolmx bA.

B 3aknio4yeHMM BarKHO MOAYEPKHYTb, YTO B HacTosliee
Bpems B 60/1bLUIMHCTBE CTPaH MUpPa 340POBbLIM AETAM NPOBO-
ONTCS PyTUHHasA MMMyHMU3auusa npotus UTMN, KoTopas popmu-
pyeT AO/ITOBPEMEHHYI0 UMMYHOJIOTMYECKYIO NaMaTb U UMEET
60nee paclIMPEeHHbIA CNEeKTp 3alluTbl OT S. pneumoniae
B cpaBHeHuu ¢ MKB7. Hapsiay ¢ aTUM NauneHTam C BbICOKUM
PUCKOM pasBuTKa TaxKenbix dopm UIM3 npumeHsaeTca agonon-
HUTeNnbHas BakuuHaumsa MMB23 ans paclwmnpeHns cnekTpa
CEPOTUNOBOM 3alluTbl, NPEANOXKEeHHas B MEeTOAUYECKMUX
pekoMeHaumax no BakuumHonpodunaktuke MU y geten [20].

Bceobuias mmmyHusauma peter KB 3a nocnegHue
15 neT pes3Ko u3MeHuna naHawadT NHEBMOKOKKOBOM
UHbEKUUN. Bo MHOrMX cTpaHax, rae Oblna BHeApeHa Bak-
LUMHauusa, coobllanocb o0 CHueHun WUIMAN, asnswowencs
NPUYNHOM MHEBMOHWU, 3MMUEMbI, MacTouauTa, OCTPOro
M OCNOXHEHHOro cpeaHero otuta [15, 16, 20].

3a nocneaHve AeCcATUNETUS HAaKOMAEeH OrPOMHbIN OMbIT
NPUMEHEHNS MHEBMOKOKKOBLIX BaKLMH, KOTOpble cylie-
CTBEHHO ynyyllaloT KMHWYecKoe TeyeHue BA ¢ pocTuxe-
HUEM AMTENbHON pemMuccuy 3aboneBaHus, a TaKKe Ccno-
COBCTBYIOT NpefoTBpalleHunto pazsutug UMM. NMpumeHeHne
BaKLUWH MNPOTUB MHEBMOKOKKaA He06X0AMMO He TOJIbKO
B KayecTBe NPOdUNAKTUKK, HO M AN CHUMKEHUS pacnpo-
CTPaHEHUs aHTMOMOTUKOPESUCTEHTHbIX WITAMMOB, MOABAA-
OWMXCA B pe3ynbTate HEeKOHTPOJIMPYEMOro MNPUMEHEHUS
aHTMOGaKTepUanbHbIX BELLECTB.

BaKuuHauna npoTuB MHEBMOKOKKOBOW WHbeKuunu
y 60nbHbIX ¢ BA NpMBOAUT K 3aNMMUHaALMK BO3BYAUTENS
M3 MOKPOTbI, @ OJHOKpaTHOe BBe[EeHWEe MHEBMOKOKKO-
BOW BaKLMHbI cNOCO6GCTBYET aNMMUHaLMKU S. pneumoniae
13 MOKpOThl B 88% [21].

UTaK, Hamu 6bin NpeacTaBfieHbl AaHHbIE MHOMONETHUX
KIIMHUYECKNX HaBNIOAEHNI, CBUAETENbCTBYIOUWME 06 3D dEK-
TUBHOCTU MHEBMOKOKKOBOWM BaKUMHaLWW nauneHToB ¢ BA
W IPYrMMU XPOHUYECKMMU 3a601EBaAHUAMMU.
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B xoae HaKoNJeHHOro onbiTa, NPUOGPETEHHOrO POCCUI-
CKUMM U 3apyberkHbiMK yyeHbiMK [3, 4, 6, 21], BaKUKUHa-
LM NPOTMB MHEBMOKOKKOBOW MHEKLMM Gbina BHeapeHa
B HauunoHanbHbIM KaneHaapb NPUBMBOK KaK AN19 340POBbIX,
TakK M ON9 NauMeHTOB C XPOHWYECKUMMM 3ab0neBaHuAMM,
B 0COGEHHOCTU cTpajatowmx bA.

B o6¢cygaemMon U aHann3npyemMomn HaMmu ctaTbe roBo-
putca o MMKB7, KoTopas nNpuMeHsnacb Ha 3ape 3Mnoxu
HOBbIX KOHBIOTMPOBAHHbLIX BaKUWH M MMeNa OrpaHuyeH-
HbI¥ apean 3aWuTbl. TeM He MeHee, UMEHHO 3Ta BaKLM-
Ha o6nagana NPOTEKTUBHbIM 3GDEKTOM B OTHOLWEHWUU
7 cepoTMnoB MHEBMOKOKKa, Bbi3biBalowmx WIU, yvemy
MMEITCH MHOrOYUCAEHHble Hay4YHO MNOATBEPKAEHHbIE
[OKazaTenbCcTBa.

MpeactaBneHHbIM HaMn pa3bop cTaTbu elle pa3 noa-
TBEPXKAAET HECOCTOATENbHOCTb MNPUBEAEHHbIX Hay4HbIX
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[lOKasarte/lbHOW MeaULMHbI.

M UMMYHONOTUA».

PYKOBOJCTBE WM3MTOMKEHbl MPUHLMMbI AUATHOCTUKM U JIeHeHUs BPOHXMaNbHOWM
acTMbl y feTel, NpeacTaBieHa cTpaTerns BeieHWs NnauMeHToB ¢ OCTPOW acT-
MOW, KOPPEKLUS 6a3NCHONM Tepanuun B 3aBUCUMOCTU OT YPOBHS KOHTPONS GONE3HMN.
PyKoBO/[CTBO OCHOBAHO Ha COBPEMEHHbIX MEX/AYHAPOAHbIX Y KIMHUYECKUX PEKO-
meHaauusx Coto3a neauatpoB Poccuu, MOMHOCTbIO OTparKaeT TeKyllue noaxoipbi
K [IMarHocTMKe U TepanuuM GPOHXManbHOM acTMbl y JeTel COrnacHo MpUHLMNam
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B co3aaHue MexayHapoaHou
neamaTpudeckKkoum accouuauuu (IPA)
U NpoBeeHue ee NnepBoro core3sga

ABTOp, OTBETCTBEHHbII 3a NEPENMUCKY:
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OpuumnanbHas nctopmsi MexxayHapoAHONU negnaTtpmuyeckon accoumnalmnm HaynHaetcess 28 nrons 1910 r, korga 6bi rnpu-
HAIT ee YcTaB Ha 3acegaHun ®paHLUy3CKOM accolmaLmnn JETCKMX Bpadyen. 3ToMy 3HaMeHaTeslbHOMY COBbITHIO Npes-
LwecTBOBan rodbl NPoABMKEHNSI rpogeccopom neagnatpmun U.B. TpOULKUM naen «Hayka He UMeeT oTeqyecTBa, Tak
KaK en npuHaanexnt secb Mup». OH nNpu3biBas K COBMECTHOM paboTe rneamaTtpoB BCEX CTPaH MUPa C PEryaspHbIM
ob6ceyaeHneM noJsiy4eHHbIX pesdynbratoB. [lpogpeccop WN.B. Tpouukuin paspabotan Yctas, onpenenmns Lesb U 3ajadun
eyaywen MexayHapoaHou negmaTpmnuyecKon accoymnalmm, BO MHOroM onpeaennB galjibHenllee pa3BuTne MnpoBoOH
U POCCUNCKOM rnegnaTpUYyecKomn HayKu.

KnioyeBble cnoBa: MexayHapoaHas neagmatpudecKas accoumaums, neguatpusi, MICTopus

Ansa yntupoBaHnsa: bapaHoB A.A., HamasoBa-bapaHoBa JI.C., Anb6uukun B.1O., Lep C.A., 3deHamneBa K.E. Bknag
POCCUWCKMX neanaTpoB B co3gaHue MexayHapoaHow neanatpudeckon accouuauunm (IPA) u npoBeaeHue ee nepBoro
cbespa. lNegnatpuyeckas papmakonorus. 2020;17(5):472-475. https://doi.org/10.15690/pf.v17i5.2184.

Alexander A. Baranov!’ 2, Leyla S. Namazova-Baranova®' 3 4, Valery Yu. Albitskiy?,
Stella A. Sher?, Kamilla Y. Efendieval’ 3

1 Research Institute of Pediatrics and Children’s Health in «Central Clinical Hospital of the Russian Academy
of Sciences», Moscow, Russian Federation

2 sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation

S Pirogov Russian National Research Medical University, Moscow, Russian Federation

& Belgorod State National Research University, Belgorod, Russian Federation

The Russian pediatricians contribution
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and its first congress

The official history of the International Pediatric Association begins on July 28, 1910, when its Charter was adopted at the meeting of
the French Pediatric Association. This significant event was preceded by the years of professor I.V. Troitsky promotion of such idea as
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B 2020 r. ucnonHaetcsa 110 net 3ameyvaresibHOMY COObl-
TUIO B UICTOPUK MUpOBOM neanaTpun: 28 uiong 1910 r. 6bin
NPUHAT nepBbin YcTaB MexayHapogHOW neguatpuyeckon
accoumnaumnn u chopmynmpoBaHa OCHOBHas Lienb e€ co3aa-
HUSE — «eAMHEHWE TOBAPULLEN, KUBYLLMX B Pa3HbIX CTpaHax
M 3aHMMaloWMXCH AETCKMMMU 60Ne3HAMMU», ITO NPOM30OLWN0
Ha 3acefaHun PpaHLy3CKOM accounauuu AeTCKUX Bpa-
Yyew, KOTOpOE COCTOANOCh Ha MeAMUMHCKOM daKynbreTe
[MapuxkcKoro yHnBepcuteTa [1].

B pa6oTe faHHOro MCTOPMYECKOr0 3acedaHuns akTUBHOE
yyacTve NpuHAAM npeactaBuTeN POCCUMMUCKOro neauartpu-
YyecKoro coobuiectsa B anue npodeccopos H.C. Kopcakosa
(Mockga) 1 B.MM. }ykoBcKoro (r. KOpbeB, B HacTosllee BpemMs
r. Tapty, 3cTtoHuKA). Ux npresn B Mapux He ABNSNCS cnyyvan-
HbIM, 6O aBTOPOM O6CYXKAaeMoro npoekTa YctaBa Obin
POCCUMCKUIM npodeccop neguatpun, pyKkoBoauTeNb Kade-
Opbl AeTCKNX 60ne3Hen XapbKOBCKOro yHuBepcuteta MBaH
BuccapuroHoBuy TponuKkuin. OgHaKo, K coxaneHuto, 60n1e3Hb
nomellana eMmy oTnpaBuTbCs BO PpaHuMio, U BMECTO HEro
noexan B.MM. XyKkoBckui [2].

CnepyeTt OTMETUTb, 4YTO POCCUMCKMUE YYEHble-neanaTtpbl

noafepxunBanu cBa3u ¢ 3apybexHbIMKU KoasleraMmu co BTO-
poM NONOBUHLI XIX — Havana XX CToNeTUn, Koraa B pasHbix
ropogax Poccun Npu YHUBEPCUTETCKUX MejuaTpUyecKux
Kadeapax cosfaBanncb Hay4Hble obuiecTBa AETCKMX Bpa-
Yyerh NpaKTUY4eCKM OAHOBPEMEHHO C MOAJ06HbIMKM npodec-
CMOHaNbHbIMKM OpraHudaumnsaMu B cTpaHax EBponbl. Tak,
B 1884 r. nepBbIi Hay4YHbIN KPYXOK NeamMaTpoB Obla co3aaH
B [epmaHuu, Bo Ppanbypre, a yepes roq — B 1885 .,
B ctonuue Poccuickon WUmnepun, CankT-leTepbypre;
B 1892 r. — ogHoBpeMeHHO BO ®PpaHuuu, B Mapuxe,
1 B Mockse. O cOTpyaHNYECTBE POCCUMCKMUX U MHOCTPAHHbIX
neavaTpoB CBUAETENLCTBYIOT TaKXe M MaTepuanbl O TOM,
YTO MOYETHBIMKM YneHamu lNeTepbyprckoro O6uwecTBa get-
CKMX Bpa4yen aBnanuncb 3apybexkHble Konnern n3a bepnvHa
(E. Henoch), Biopubepra (C. Gerhard), Mapua (H. Roger),
NoHpaoHa (C.West), Hblo-Mopka (A. Jacobi) [3].

Mpoes opraHuzauun MexayHapogHoro obuiectBa fet-
CKMX Bpayel ¢ nepuouMyecKum NpoBeLeHUMEM CbHe3[0B
Oblfla He HOBa, M 3TOT BOMPOC He pa3 NogHMMancs Ha neau-
aTPUYECKMUX CEKLMAX MEAMUMHCKUX Cbe340B, OAHAKO BCe
NOMbITKM 3aKaH4YMBaNIUCb NWLWb 3afBAEHUSIMKU W MOXKena-
HuaMK [4]. Ho TonbKo W.B. TponuKKi Havan peasbHyto noa-
rOTOBKY K CO34aHMI0 MEeXAyHapoaHOro coobuiecTBa neauna-
TPOB. YYEHbIN cyMTan, 4TO ANS peleHnss MHOMMX BONpPOCOB
neauMaTpun HeobxoguMma coBmecTHas paboTa neanaTpos
BCEX CTPaH MUpa C perynsapHbiM 06CyKAEHUEM NONYyHEeHHbIX
pe3ynbTatoB [5]. OH HacTOMYMBO 3asBAN O HEOGXOAMMOCTH
ero cosgaHus, 4Tobbl MOKa3aTb AOCTOMHOE MecTo neaua-
TPUM KaK CamMOCTOSTENbHON MELULIMHCKON crneLmanbHOCTH
W «BO3HarpaguTb €€ 3a BCe OKa3aHHble el YeloBeYyecTBy
6narogesHus» [6].

Paspab6otaB npoekt YctaBa MexayHapoaHOW neawu-
atpuyeckon accoumaunun, M.B. Tpouukun otnpaBun ero
Ha dpaHLYy3CKOM fI3blKe M3BeCTHOMY Yy4éHomy E. Perier,
KOTOpbI Ony6/anKoBan [AdaHHbIM TEKCT BO dpaHUy3CKOM
KypHane “Annales de médicine et chirurgie infantile” B8 N® 8
3a 1907 r. [1, 6]. MNpoeKT YcTaBa, pernaMmeHTMpoBaBLLWI
He TONbKO LeNin 1 3aayvn MexxayHapoaHoM neanaTpmuyecKon
accoumaumn, HO U BCe CTOPOHbI ee AeATeNbHOCTHU, aKTUB-
HO 06CYyXKAancsa POCCUIUCKMMKU M 3anagHblMK negnatpamu.
OueHMB, 4TO ero NPOEKT NpeAcTaBnseT Ype3BblYaHO 60/1b-
LLIOW MHTEpeC ANS KOANEer U HaXOAMT WMPOKOE MpPM3HaHue,
W.B. Tponukui ¢ 1907 r. no 1911 r. BeAET aKTUBHYIO nepe-
MUCKY C U3BECTHLIMU POCCUNCKMUMU U 3anafHO-eBPOMNENCKHU-
MU negnaTtpamMu 1 06LLECTBEHHBbIMK AeATENSAMM MO BONPOCY
CO34aHna MexayHapoaHoOM accounaunmn negnaTpos u nNpo-

BefeHnto ee cbesaa [7]. WBaH BuccapnoHoBuy TponuKum
TaK, OH o6paliaeTcs K 3Ha-
MEHUTOMY dpaHLy3CKOMY
npodeccopy neaguMaTpuu,
pyKoOBOAUTENIO  [ETCKOM
6o0nbHMLUbI  Hopital des
Enfants Malades, npea-
cepatento ®paHuy3ckoro
obuwecTtBa neagnaTpos
Victor Henri Hutinel
C npeanoXeHnem BO3-
rnaBuTb MexXayHapoaHbIN
OopraHM3aLUnOHHbIN KOMMU-

lvan Vissarionovich Troitsky

TeT Accouuauumn  ger-
CKMX Bpayen. Ha cnosa
M.B. Tpouukoro «Hayka

He MMeeT oTe4yecTBa, TaK
KaKk en npuHagnexut
Becb Mup», V.H. Hutinel oTBeTUN, 4TO «MCTUHA 3aKto4aeTcs
B TOM, 4TO Y HAyKW HET POAMHbI; CYLLEeCTBYIOT pa3dHoo6pas-
HO HamnpaB/ieHHble HayyHble TEYEHUS B KarKAOW OTAENbHO
B3STOM CTpaHe, U naeanom SBASETCH YCTaHOBIEHUE MEXKIY
HaMu onpeaenéHHoro pasHoBecus». V.H. Hutinel gan nono-
UTENbHbIN OTBET Ha npeanoxeHwe ctaTtb [pesngeHTom
opraHuMsaumoHHoro komuteta | MexayHapogHoro cbesfja
[IETCKNX Bpayew [6].

B YctaBe, B KOTOpPbIM HaKaHyHe Havana paboTbl Cbes-
Aa MexayHapoaHbll OpraHW3aLMOHHbIN KOMWUTET BHEC
He3HayuTeNbHble MOMNpPaBKW, yKasdblBanoCb, 4TO B 064-
3aHHOCTM Ka)XAOro MOCTOSIHHOro YneHa MexayHapoaHoun
accoumMaunn neguaTpoB BXOAMNO €XKerogHoe BHeceHue
Y/IEHCKMX B3HOCOB Ka3Hayelo HaunoHanbHOro otaena, yya-
cTve B paboTe cbesfa aBnsnocL 6ecnnatHbiM. Ka3sHadveun
HauMoHanbHbIX OTAENOB NepefaBanv Kaxible Tpu roaa
80% cob6paHHbIX YNEHCKMX B3HOCOB Ka3Hayelw Ccbes-
Ja Ha MOKpbITME pacxodoB MO ero nposegeHuto. Bpauw,
Ha aBAABLIMECS YNeHamu MexayHapoaHOW accouunaumm
0693aHbl 6bl1M NNaTUTh 3a yyacTMe B HayyHbIXx 3aceja-
HUAX cbes3fa. [porpamMmy KaxKgoro cbesga onpegensn
MexayHapoaHbIn KOMUTET [1, 6].

lNocne yTBEpXAEHUA MNpPOEKTa YcTaBa €ro OCHOBHOM
aBTOp MPUCTYNWUA K opraHu3auunm Pycckoro KomuTeTta
MexayHapoaHoOW accoumaumn neanatpoB. B ero cocrtas
Bownn A.A. Kucenb, H.C. KopcakoB, B.[. XykoBcKu#,
A.H. WKapuH, O.A. Cokonos, A.H. YctuHos, M.MM. SmuHeT
W Apyrne n3BecTHble OTe4YEeCTBEHHbIE NeanaTpbl, B TOM YUC-
ne ¥eHuwumHbl-Bpaym A.H. CanteikoBa 1 E.M. BeHKeHaopo.
MN36paHHOe 610p0o PyccKoro KomuTeTa BO3rnaBui caMm
N.B. TponuKuit [6, 8].

MoKHO, He npeyBenn4yMBas, cKkasaTtb, YTO, BO MHOMOM
6narogapsi MHOroseTHeN NOArOTOBUTENbHOM AeSTENbHOCTH
N.B. TpOMLKOro u ero HenocpeacTBEHHbIX MOMOLLHWKOB
(H.C. KopcakoB, B.IM. }ykoBckui, V.H. Hutinel n gpyrue),
7-9 okTA6psA 1912 r. coctoanca | MexayHapoaHbii cbe3n
neguatpoB. Hecmotps Ha npepnoxkeHune W.B. TpouuKoro
opraHndoBatb MexAayHapoAHbIM Ccbe3n AETCKWUX Bpadven
B Poccun, 60/bWKMHCTBO MHOCTPAHHbLIX NeanaTtpoB MeCcToM
ero nposefeHus Boibpanu Mapux — KaK ropog, rae 6biia
ydypexeHa nepsas B Mupe aeTckas 6onbHULa, — Hopital
des Enfants Malades, ocHoBaHHas B 1802 r. 3aceaaHus
cbesfa Npoxoaunun B ayauTOPUSAX MeAULMHCKOro dakynb-
TeTa lNapuKcKoro yHmBepcuTeTa U TOM camMon 60NbHULbI.
B pa6ote dpopyma npuHUManu yyactue generaummn eTCKux
Bpayen u3 13 ctpaH: PpaHumu, Poccun, ABCTpuK, FepmaHmu,
Utanun, benbrun, Hugepnangos, Hopseruu, LBenuyapun,
BeHrpuu, Monbwu, PymbiHuK, Bpasunun. Hanbonee npea-
CTaBUTe/NbHble fgenerauun m3 Utanuum v PpaHuMu Hacuu-
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

TbiBanu, cooTBeTcTBEHHO, 100 1 94 yenoseKa. M3 Poccum
Ha cbesf Npubbino 23 AeTckux Bpaya [1, 8].

Cbesn oTKpbin npodeccop V.H. Hutinel. C npuseT-
CTBEHHbIM CNOBOM BbICTYNWAM NpeacTaBUTENU BCEX
generaymm, B 4aCTHOCTM OT POCCUMCKOM — [OOKTOP
C.A. OcTtporopckuin. N.B. TpouLKUIA, K BEIMKOMY COXKa-
neHuto, no gopore B lMapwx 3abonen U He CMOr npu-
exaTb Ha cbe3j. OH HanpaBun M3 BaplwaBbl NPUBETCTBUE
Ha ¢paHLy3CKOM §3blke, B KOTOPOM Hanmucan O TOM,
4TO B Te4yeHWe 6 NeT MeyTan NPUHATb y4yacTue B NepBoM
MeXAyHapo4HOM NpasaHUKe negunaTpos, HO U3-3a 60Ne3s-
HU, CBA3AHHOM CO CTPENTOKOKKOBOM UHOEKLMEN, BbIHY K-
fAeH Obln npepBaTtb CBOW Noesgky B Mapuk. MNMoCKoNbKY
OH ABASANCA MHULMATOPOM 3TOro popyma, emy «Tem 6onee
60/IbHO HE NPUCYTCTBOBATb Ha ero anoree». M.B. TpoOUUKKH
noxenan nNAOLOTBOPHON AESATENbHOCTM BCEM Kosjleram
M Nonpocun He 3abbiTb Poccuio Npu BbIGOpPE CTpPaHbl NPo-
BefleHus BTOporo cbesaa [1, 6].

Joknag W.B. Tponukoro, HanucaHHbiM Ha GpaHLLy3CKOM
A3blKe, 3a4yuTan rnaBHbIM CeKkpeTapb cbe3fa — odpaH-
Ly3ckum npodeccop H. Barbier. Joknag coctosn us aAByxX
yactei, nepsas M3 KoTopbix (Lorganisation definitive de
I'association) npeactaBnana co6oi OTYET C yKalaHUEM
B XPOHO/IOrMYECKOM MOPSiAKE MEPONPUATUIA MO NOArOTOBKE
M opraHu3daumm Kak MexayHapogHown accouuaumun aet-
CKMX Bpayen, Tak u | MexayHapoaHoro cbesja. Bo BTopou
yactn (Les travaux de pédiatrie des médecins francais
depuis quatre siecles) 6b11 npeacTaBaeH NoagpPooHbI 0630p
3a YeTblpe CTONETUS HAaYyYHbIX TPYAOB GPaHLY3CKUX YHEHbIX-
neguMaTpoB, X 3acfyrn B 061acTu KIMHUYECKOM NeguaTpuu,
3asBMBLLIEN BCEMY MUPY, YTO OHa «HE TOJIbKO MMEET NpaBo

Hay4dHble Tpyabl | cbe3aa MexayHapoaHOW neamMaTpuyecKom
accounaumnn. Mapuxk, 7-9 okTA6psa 1912 .

Scientific papers of | International Pediatric Association congress,
Paris, October 7-9, 1912
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FARIS

LB ETEINHEIL 1

I, mEE pimsnE-RLyTaeE, 3

MTEUGR

Ha CaMOCTOSITENIbHOCTb, HO U 0C060€e BHUMaHWe K cebe»,
MOCKOJIbKY M3y4yaeT «Te Nepuofbl YeOBEYECKOM MU3HMU,
B KOTOpble 3aKknagbiBaeTcs GdyHaameHT 6yayLiero 340poBbs
B3pocabix». peKkpacHoe BnageHne GpaHLy3CKUM S3bIKOM
W LIMPOKas 3pyauLMSA NO3BOAUANM PYCCKOMY, @ He dpaHLy3-
CKOMY YYEHOMY MOArOTOBUTb YPE3BbIHAMHO MHTEPECHbIV
W LIeHHbIN JOKNak, MMeBLUNIA 60Mblloe 3HaYeHne Ans UCTo-
puu negunatpuu [4, 5].

3aTteM feneratbl Cbe3jga BbICTyManan C NPOrpaMMHbI-
MW AoKnagamu no Haubonee aKTyanbHbiM npobnemam
naTtonorMn AeTckoro Bo3pacTta. 1o nepBoMy nporpamm-
HOMY BOMpPOCY C/A0OBO NPeAoCTaBWAM POCCUUCKUM neau-
atpam [LIM. 3muHeT n E.M. BeHKeHaopd, BbICTynaBLWUM
no TeMam «Knaccudukauma aHeMun OETCKOro Bo3pacTtar»
N «AHEMUKM Yy AeTer NPU XPOHUYECKUX MHeKuusax» [4, 6].
Mpo6nemam aHemMuKn y geTer MOCBATUAM CBOW BbICTyNe-
HUS Takxe generatbl M3 ®paHuun, Utanum, LLBenuapum.
BTopoi nporpamMmHbIM BOMPOC Kacafics noivomuenuTa,
€ro aNnaeM1onoruun, KapamonaTonorum Npu gaHHon nHoek-
LMK, 4eTCKOro napanuya, 06ycnoBfeHHOro BUPYCOM MOAMNO-
mMuenuta, u obceyxpanca OH neauaTpamu u3 fepmaHuu,
BeHrpwuu, LBeunn, bpasunun, ®paHumnun, PymbiHnn, UTanuu.
[Jeneratbl U3 Utanuu u benbrun gUCKyTUPOBaIM No TakuMm
TemMaM, KaK natoreHes paxuta, U3MEHEHWs CO CTOPOHbI
WMTOBMAHOM M BUIOYKOBOW Xenesbl Npu paxuTe; Manspus
n eé nNpodUNaKTUKU Cpeam LKONbHUKOB, MCCNefoBaHus
GEepMeHTOB MOJIOKa B IETCKOM NMUTaHuK [6, 9.

0co60 X0TUM 06paTUTb BHUMaHKE YnTaTenen Ha cneay-
OLLWI, BaXKHbIN AN UCTOpUKM neguatpumn Poccum n YKpauHbl
daKT. Ha 3aknouyntenbHoMm 3acefaHun | MexayHapoaHoro
cbesfa negnatpoB ero generatbl OTNpaBuAM cBOU OTO-
rpadun WN.B. TpouLKOMY, Bblpaxasi UCKPEHHIO MNpuU3Ha-
TeNbHOCTb M 6narogapHoCTb opraHmMsatopy dopyma, a npo-
deccop V.H. Hutinel HasBan ero otuom | MexayHapogHoro
cbe3aa neanatpos [4,6].

Taknm 06pa3om, MOXKHO KOHCTaTMpoBaTb BeCO-
MbI BKNag POCCUWCKMX NeanaTtpoB W, MNpexae BcCero,
M.B. Tponuykoro, B cosgaHne MexayHapogHou neauaTpu-
4yecKow accouumauunm u nposeaeHun | MexayHapoaHoro
cbes3fa neguMaTpoB. Tem cambiM Oblfla 3a50XKeHa OCHO-
Ba 4N NocneayloLwmx COBMECTHbIX COBELWaHn neanaTtpos
BCEX CTpaH, AajibHENLWEro WWPOKOro MeXAyHapoaHOro
COTPYAHUYECTBA C LIeNbl0 COXPaHEHUS KWU3HW M 340POBbS
nogpacTaloLero noKoneHus.
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MpakTuyecKkue peKoMmeHpaLUuu aaqa neguaTpos

J1.C. HamasoBown-bapaHoBou, A.A. bapaHoBa, P.M. XantoBa

PEDIATRIC PHARMACOLOGY. 2020;17(5)

Be,qyu_wlMM cneunanuctamu Coto3a negmatpos Poccumn n apyrmx
npodeccroHabHbIX accouunaLmin Bpadyen noaroToBNEHbI PEKO-
MeHAaLUnn No annepruyecknum 060ne3HAM, NaToaorMu MMMYHHOWM
CUCTEMbI M BaKLMHALMK, B OCHOBY KOTOPbIX MOMOXEHbI MPUHLMUMbI
[lOKasaTenbHOW MeauLMHbI. PaccmatprBatoTcsi BONPOCh! NatoreHe-
3a, KNIMHUYECKOro TeYEHUS, ANarHOCTUKMN U leYeHMs aTOMMYEeCcKoro
JepmMaTtuTa, afiepruiecKkoro puHmMTa, 6poHXnanbHOM acTMbl; ocoboe
BHMMaHWe yaeneHo anroputMy AEMCTBUMIM Bpaya NpM HEOTSIOMKHbIX
annepruyecKmx coctosHmax. MNpeacraBneHbl AUarHOCTUHECKHUE KPU-
TEPUU OCHOBHBIX GOPM MMMYHOAEDULMTOB U MPUHLMMbLI UX Nleye-
Hus. NoMnmMOo 06X BOMNPOCOB BaKLMHALMU, aBTOPbI aKLEHTUPYIOT
BHMUMaHWE Ha MMMYHONpodUnaKkTuKe Hanbonee NpobJemMHON KaTe- o
rOpUM NaLMEHTOB — [EeTel C anfiepruyecKomn naTonornen U UMMyHo-
AeDULUMTHBIMU COCTOSHUSAMMU.

KHura npegHasHayveHa AN NPaKTUKYIOWWX Bpavyen — negua-
TPOB, anNeproforoB-MMMYHOIOrOB, AEPMAaTONI0roB, Bpadyen obuen
NPaKTUKKU, CTYAEHTOB MeAULIMHCKNX BY30B.

AAAeproaorus
M UMMYHOAOT M

TMoa oBuie peaakunes
A.C. Hama3osoit-BapaHoso,
A.A. Bapanosa, PM. XanTosa
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PEKITAMA

NEAUATPUYECKAA ®APMAKOJIOIUSA /2020/ TOM 17/ N° 5



476

https://doi.org/10.15690/pf.v17i5.2181

XpoHonorua u Tematuka ¢opymoB
Coro3a neaguaTtpoB Poccum

[0 Cvesabl negnatpos (POCCMUCKON UMMeEpUK,
COBETCKOM U coBpeMeHHOoM Poccum)

[0 KoHrpeccol, KOHpepeHLUumn, accambnen
W Apyrue MeponpmaTms

lop MecTo
TemaTtuka meponpuaTus
npoBeaeHus U JaTa npoBeAeHuUs
| BcepoccuMMCKMI Ccbel3a OETCKMX Bpadven. TemaTuKa: nonevyeHne o AeTsax

1912 rpyaHOro Bo3pacta B Poccuu; AMeTuyecKoe eveHme pacCcTponCcTB NMUTaHUs B MNeTepbypr,
rpyaAHOM BO3pacTe; 3Ha4YeHune TyOGepKyanHa ansg pacno3HaBaHusa Ty6epkyne-| 27-31 gekabpa 1912 r.
3ay aeten u ap.

Il Bcepoccnnckmnn cbesa AeTCKMX Bpadyen coBMecTHO co || Bcepoccumckum

1923 NPOTUBOTYOEPKYNE3HBLIM Cbe3A0M. TeMaThKa: opraH13aLuns 60pbbbl ¢ Ty6ep- MockBa,
Kyne3oM Yy AeTen; BAUsSHWE ronoja Ha AeTCKUM opraHmMam, ero pusmndeckoe | 27 masa — 2 nioHa 1923 T.
pas3BUTUE, HA TEHEHUE UHODEKLIMOHHbLIX 3a60NEBaHM
Il Bcecoto3Hbin cbe3a AeTCKUX Bpayen. TemaTuKa: natoreHe3 paccTponCcTB

1925 NMUTaHUS y FPYAHbIX AETEN; KOHCTUTYLIMOHA/IbHbIE HAPYLIEHWS Y IeTel; 6opbba JleHuHrpag,

C [INCTHBIMU MHBa3USAMU; AEATENbHOCTb KOHCY/IbTaLUid OXpaHbl MaTepUHCTBa 3-10 nioHa 1925 .
WU MnageH4yecTBa

IV cbespn oeTcKux Bpayen: co3gaHne Bececoo3Horo obulectsa AETCKMX Bpa-

Yyen, KoopanHaLuMa AedTenbHOCTM M 3adadvyy Hay4vHblX 06LLEeCTB NeanaTpos, MoCKBa

1927 MEeTOAMKAa paLMOHaNbHOro BCKapMAMBaHWS pebeHKa, BOMPOChbl aKTUBHOM ’

A p, 4 P P P 30 mas — 4 nioHsa 1927 1.
M MAaCCMBHON UMMYHM3aLMK NPpU AUDTEPUM, KOPU, CKapIaTUHE, SHAOKPHUHHAS
naTtonorus n ap.

1933 Hapkom3agpaB PCPCP ytBepaun YctaB un coctaB lNpaBneHua O6uiectBa Aet- MockBa,
cKux Bpadven PCOCP. CosgaHne O6uiectBa aeTcKkux Bpaven PCOCP 26 aHBapa 1933 1.
Bcepoccuickasa KoHdepeHLUMs AeTCKMX Bpaden. Tematuka: 6opbba ¢ Keny- MockBa,
[OYHO-KULEYHbIMW MHDEKLMAMKU B AETCKOM BO3pacTe 6-8 anpena 1934 .

1934
MneHym lMpaBneHusa O6ulecTBa AeTcKux Bpaden PCPCP: oTyeT o paboTe MockBa,

M nnaH Ha 1935 . 9 nexkabpsa 1934 .
V Bcecolo3Hbl cbe3 neaMaTpoB: NPUHATUME PEe30NIoLMU Mo 0DOPMAEHUIO
O6LecTBa AETCKUX Bpayer BO BCEX COO3HbIX pecnybnmkax no tuny O6uie-

1935 cTBa eTckux Bpayen B PCHPCP, opraHM3auma OETCKOro 3apaBooOXpaHeHums, JleHunHrpag,
[ETCKOro NMTaHus, CTPOUTENLCTBA ACNEN, AETCKMX BONbHMUL,, BONPOCHI NaTo- 5-10 ntoHa 1935 .
reHe3a pacCTPOMCTB MNULLEBapeHUs, 6opbba C AETCKUMU MHDEKLUAMM,

Ty6epKyne3om 1 ap.
CnuaHne O6ulectBa aetckux Bpadven PCPCP c BcecotosHbiM O6LECTBOM

1940 neTckux Bpayven. Ho daxktuyecku lNpaBneHune Bcepoccuickoro obuiectsa MockBa,
[ETCKMX Bpayen BbINOHAN0 06593aHHOCTH BeecotodHoro MNpaBnexus B Teve- 1 aHBapsa 1940 .
Hue Bennkon OTeyecTBEHHOM BOMHbI M A0 1947 .

VI Bcecolo3HblM cbe3 AETCKUX Bpayen, NocBaAWeHHbIn 100-neTuto co aHS
poxaeHnua H.®. dunatoBa. TemartuKka: oTyeT O geATenbHoctu O6LiecTBa

1947 B roabl Bennkon OTe4ecTBEHHOW BOMHbI, MPUHATUE PE30JIOLMK MO aKTyaslb- MockBa,

HbIM TEMaM neguaTpuun (6opbba ¢ paHHEW AETCKOM CMEPTHOCTbIO, MHEBMO-| 26 Mas — 1 uioHa 1947 r.
HWK, CENTUKO-TOKCUYECKNE COCTOSAHWUS, PACCTPOMCTBA NMUTAHWUS, PaxuT, Ty6ep-

Kynes v ap.)

| Bcepoccunckasa KoHdepeHLMa 4eTCKUX Bpaden: 06Cy aeHne ABYX aKTyalslb- MocKBa,

HbIX NPO6/IEM — MHEBMOHWMU Y AETEN N @aHTUOUOTMKOTEPANUS 22-24 dpeBpang 1957 1.

1957 VIl Bcecoo3HbI Cbe3/ IETCKUX Bpadyen: pe30o/oLmns No opraHnu3aLnmn neveo- TleHUHEpan
HO-MPOdUNAKTUYECKOM MOMOLLM AETAM, PaLMOHaNIbHOMY BCKapM/MBaHMIO 28 MioHs — 3 MI’O}'IFI
[eTen paHHero Bo3pacTta, Tepanuu NoiMoMuenuTa u Apyrux AETCKUX MHDEK- 1957 r
MM, NATONOrMKU GPOHXONErOYHON CUCTEMbI U KENYAOYHO-KULLIEYHOro TpaKTa '




lfoa MecTto
TemaTtuka meponpuartusa
npoBeAeHuUsA M paTta npoBeAeHUsA
| Pecny6ivKaHCKUM cbe3n AeTCKUX Bpadven: obCyxaeHune npobnem pesma- Mockga
1959 TU3Ma, Ty6epKynesay AeTen, NaTtoiorMm HOBOPOXKAEHHbIX, YAyYlEeHU Mean- ’
yoeprynesay A POMA yny A" 1419 nexaGps 1959 .
LLIMHCKOr0 06CNYKMBAHUSA AETCKOIO HaceneHus
|l Bcepoccuickan KoHpepeHLUsa AETCKUX Bpayen: oT4eT o paboTe O6LiecTBa FopbHMil
3a 1960/61 r., opraHn3aLmsa Hay4Hon paboTbl, NOMOLLb OpraHam 34paBooX- ’
/ P HHA HEYRROU P e oP AP 29-31 sHBaps 1962 r.
paHeHusa u ap.
1962 VIl BcecotodHbln Cbe3f AeTCKMUX Bpaden. TemaTuKa: 3aia4u Mo CHUMKEHWIO Nepu-
HaTanbHOM W PaHHEN IETCKON CMEPTHOCTH, U3YYEHUIO BIUSHUS MEAMKAMEHTOB Kues
Ha BHYTPUYTPOOHOE pa3BuTME Nnofa, NpodunaKTMKa aHTeHaTalbHOW NaTono- 2630 HioHs ,1962 .
r1K, TEPanus reMoIMTUYECKOM 601E€3HM HOBOPOXKAEHHbIX, MEPCNEKTUBbI IMKBU- ’
JaLnn MaccoBblX MHDEKLIMOHHBIX 3a6051EBaHUI Y AeTeN U Ap.
Il Bcepoccumckum cbesn AETCKMX Bpadyen. TemaTuKa: 06CyKAeHNe TIe4eHns JleHUHrpaa
1964 n NpodUNaKTUKK paxuTa, HedponaTumn, MeP MO CHUKEHUIO YPOBHSA AETCKUX '
pod - P p P yp A 19-24 oKTa6ps 1964 r.
MHOEKLUIH, BONPOCOB BaKLMHALMUK U Ap.
1967 IX Bcecolo3HblM Ccbed] OETCKUX Bpayen. TemMaTuKa: 3HayeHue annepruu Téunucu,
B NaTtosIorMn AeTCTBa, PeCrmMpaTopHble BUPYCHbIE MHOEKLIMN Y AeTen 17-21 anpena 1967 r.
1969 Il BcepoccucKuM cbe3n AeTCKUX Bpadven. TemaTuKa: pa3BuTUe creuunanu- MockBa,
3UMPOBaHHOM NeauaTpPU4eCcKomn NOMOLLK 27-31 aHBaps 1969 r.
IV BcepoccuncKmi cbesn AETCKUX Bpayen. TemMaTuKa: CoBepLIeHCTBOBaHME Capatos
1973 opraHusaunn ambynaTtopHO-NOAUKIMHUYECKOM NOMOLLN AETAM, AMArHOCTUKA ’
P - ynatop © L, o 21-24 Hos6ps 1973 1.
W neYyeHne NaTonormm noYeK, 3aboneBaHnm KPoBu u ap.
X Bcecolo3HbIn cbe3 AETCKUX Bpaden. TemaTuKa: oxpaHa 310p0Bbs MaTepH, MocKga
1974 nnoga U HOBOPOXAEHHOrO, ABYX3TarnHas CUCTEMA BbIXarKMBAHWUSA HEOOHO- ’
A - . ! s 22-26 OKTAGPS 1974 1.
WWEHHbIX, Pa3BUTUE MEANKO-TEHETUYECKOW CNYXKGbl B NeauaTpuu 1 ap.
V BCepoCCUNCKUIN Ccbe3 AETCKMUX Bpayen. TemaTuKa: nepcneKkTuBbl pa3Bu HEEELT
1977 . . : 30 HOsI6PA — 2 AeKabps
TUS CTaLMOHaAPHOM cneLnanM3npoBaHHON NOMOLLM AETSM U Ap. 1977 r
VI BcepocCUMCKUIM Cbe3[ OETCKUX Bpadven. TemaTuKa: oxpaHa 340pOBbs
1981 WKO/IbHWKOB, AMCNaHCepu3auns, BHeAPEeHWe 3HAOCKOMUYECKMX MeToAOB [opbKuUA,
nccnefoBaHus, nevyeHne u npodunakTuKka 3aboneBaHnin opraHoB nuuleBa-| 15-17 gekabpa 1981 r.
PEHUSA Yy AETEN U Ap.
X| Bcecoto3HbI cbe3p AETCKUX Bpaden. TeMaTuKa: paclumpeHme cetu Mean-
KO-reHEeTUYECKMX KOHCYNIbTaLUi, cneLmann3mpoBaHHbIX POAAOMOB C OTAENE-
HUAMW AN HOBOPOM/AEHHbIX U BblXaXMBaHWUA HEAOHOLIEHHbIX, BHEAPEHUE MoCKBa
CKPUHUHI-TECTOB, CO3aHMe NPOPUNAKTUHECKUX OTAENEHUI B AETCKUX NOMU- ’
1982 P A pod A A 30 Hos6ps — 3 fekabps
K/IMHWKaXx, COBEPLIEHCTBOBAHME CUCTEMbI 0340POBAEHUS YacTo 6onetoLwmnx 1982 r
[eTen nyTem opraHu3aluun acnen-cafloB caHaTOPHOro TUNa, pa3BUTUe ceTu ’
KabWHETOB MMMYHOMPOODUNAKTUKN, WU3YHEHUE aNNepruyeckon naTosoruu,
UMMYHOJIOTMYECKMX HapYLUEHUH Y IETEN U 4.
VIl BcepoccuicKknin cbesn AeTCKUX Bpadyen. TemaTuKa: CoBEepLIEHCTBOBaHME
1987 AucnaHcepusaumnmn getckoro Hacenenus PCOCP, BblgeneHne rpynn pucka no MBaHOBO,
pPas3nIMyHbIM NaTONIOTMYECKMM COCTOSIHUSIM, Hay4yHOEe O0OOCHOBaHWe npoodu- 29-30 uioHa 1987 .
NaKTUYECKUX MEPONPUATUI
XIl Bcecoto3HblM cbes3a AETCKUX Bpadyen. TemaTuKa: nepecTponKka AeTCKOro
3paBOOXpPaHeHns, MoKalaTenn 340POBbSi AeTer, MaafeH4yeckas CMmepT- MocKga
1988 HOCTb M AuddePEHLMPOBAHHbBIE MYTU €€ CHUKEHUS N0 TEPPUTOPUSAM C ee pas- 6-8 neKabpH i988 .
IM4HBIM  ypOoBHeM; nporpamma CoBeTcKOro AeTckoro ¢oHAaa ’
M. B.N. JleHnHa no oka3aHWIo NOMOLLM AETAM U Ap.
| BcepoCcCUMUCKKIM Cbe3[ aKyLepoB-rMHEKOIOroB U NeauatpoB: NpobaeMsbl YensiGuHCK
1992 nepuHaTosIoruK, BaMaH1e dapmMakoTepanun MaTepu Ha nnog, PoAoBble TpaB- '
P ¢“ P P P A, POA P 9-11 ceHTa6pa 1992 .
Mbl, NPObUNaKTMKa 4ETCKOW MHBANNAHOCTU U 4.
1994 Poccuiickasa accambnes «OxpaHa 310p0Bba MaTepu U pebeHKa R
« »
P P puup 25-26 sHBaps 1994 .
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

loa MecTo
TemaTuka meponpuaTus
npoBeAeHuUs W faTa npoBeAeHuUs
YypeautenbHas KoHdepeHLma Coto3a negmatpoB Poccuu L)
PeA PeHu Avarp 27 AHBapsa 1994 r.
1994
[MpaKkTnyeckasa KoHdepeHuMsa «JOCTUHKEHUS OTEHYECTBEHHOM racTPO3HTEPO- Hw»xHu HoBropoga,
JIOTUK B AMArHOCTUKE W Tepanuu OpraHoB NuLLeBapeHus y aetemn» 14-16 nioHa 1994 r.
MockBa,
1995 | KoHrpecc neguatpoB Poccumn «<HoBble TEXHOIOMMK B neanaTpum» 19-21 anpens 1995 r.
Il Konrpecc negunatposB Poccun «bonesHu opraHoB MULLEBapEHUS y AeTeN. HuxHW HoBropog,
1996
[MTaHne 340pOBOro M 60/LHOIO pebeHKa» 28-30 masa 1996 .
Il HaunoHanbHas accambnesn «OxpaHa 340POBbS MaTePU 1 pebeHKa»: oxpaHa MockBa,
1997
PENPOAYKTUBHOIO 3J0POBbS HACEIEHNS 18-20 dpeBpansa 1997 r.
VI (XII**) Cbesn negunaTpoB Poccumn «CoBpeMEHHbIE NPo6ieMbl NeguaTpun» Mocksa,
24-26 dpeBpansd 1998 .
1998 Il KoHrpecc neanatpoB Poccunn «3KONOrMYeCcKne U rurmeHnyeckmue npoobne- MockBa,
Mbl neguaTpum» 27-28 oKTs6ps 1998 T.
IV KoHrpecc neamatpoB Poccun «OxpaHa MCUXMYECKOro 340pOBbsl AeTen MockBa,
1 NOAPOCTKOB» 17-18 Hoa6psa 1998 1.
V KoHrpecc negnatpoB Poccun «340p0OBbIN pe6eHOK» Mocksa,
P AMaTP Aop P 16-18 deBpansg 1999 r.
Hay4yHo-npaKTnyeckasa KoHdepeHumnsa «bonesHu opraHoB AblXxaHUS Y AeTeN: MockBa,
1999
[MarHocTuKa, neyeHue, npobunakTuxkar 20-21 ceHTa6ps 1999 .
Bcepoccuinckasa HaydHo-npaKkTnuyeckas KoHpepeHuns «furneHa geteu 1 nog- MocKBa,
pPOCTKOB Ha nopore lll TeicayeneTns» 6-17 HoAGpA 1999 .
VI KoHrpecc negunatpos Poccum «HeoTnoXKHble COCTOSHUS Y AeTewn L]
P AEE e 15-17 dpespans 2000 .
2000
Hay4Ho-npakTuyeckas KoHdpepeHLus neagmaTpoB Poccumn «dapmaKkoTepanus MockBa,
1M dapMaKoreHeTuKa B neguaTpum» 26-28 ceHTa6psa 2000 .
IX (XIV) Cbesn neanatpoB Poccum «[leTckoe 3apaBooxpaHeHne Poccuu: cTpa- MockBa,
TErmsa pasBuTUS» 19-22 dpeBpansd 2001 .
2001
Hay4Ho-npakTnyeckas KoHdpepeHuns neguaTpos Poccun «PapmaKkoTepanus Mockga,
MHODEKLMOHHBIX 60JIE3HEN Y fleTEN» 9-10 oKTa6ps 2001 r.
VIl KoHrpecc neanatpoB Poccuun «[leTcKasi racTpOIHTEPOIOrns: HacToslee MockBa,
n 6yaywee» 12-14 despans 2002 .
2002
Hay4Ho-npakTnyeckas KoHdpepeHuns neguaTpos Poccumn «dapmaKkoTtepanus Mockga,
annepruyecknx 6onesHemn y geten» 24-25 ceHTA6ps 2002 r.
VIl KoHrpecc neanatpoB Poccumn «CoBpeMeHHbIe Npo6sieMbl MPObUNaKTH- MockBa,
YecKoWn neagunaTpum» 18-21 deBpans 2003 .
Hay4Ho-npakTnyeckas KoHpepeHuus neamatpos Poccum «Papmakotepa- MockKBa,
2003
nus B neavatpum» 23-24 ceHTa6pa 2003 .
MexxayHapoaHbin Gopym «[1eTu B Ype3BblHaWHbIX CUTYaLMAX LY
AyHapoa Py P yau 14-16 oKkTa6pa 2003 .
2004 IX KoHrpecc negnatpoB Poccuun «<AKTyanbHble NPo6aeMbl NeguaTpum LT
P AnaTp y P Avarp 10-12 deBpans 2004 r.

* VI

— Bcepoccuinckui cbesn (otcyeT ¢ | PecnybnmMkaHcKoro cbedga 1959 r.)

** XIll — Bcepoccuickun cbesg (otcyeT ¢ | Cbesga 1912 1)




log MecTo
TemaTtuka meponpuaTusa
npoBeAeHuUsa M paTta npoBeAeHUsA
MexayHapoaHbii KoHrpecc «340poBbe, 0OyyYeHue, BOCMUTaHWe [eTen MockBa,
N MOJIOAEXN» 12-14 maa 2004 r.
2004 Hay4Ho-npaKTnyeckaa KoHdpepeHuns neguaTpoB Poccum «PapmakoTepanms MockBa,
B neguatpum» 28-29 ceHTa6pa 2004 r.
HayyHast KoHbepeHumsa «PernoHanbHble 0CO6GEHHOCTU COCTOSAHUSA 340POBbS MockBa,
neten Poccum» 3-4 noHa 2004 r.
X (XV) Cbesa negnatpoB Poccuun «[lyTu nosbliweHUs 3adGEKTUBHOCTU Mean- MockBa,
LIMHCKOM NMOMOLLM AeTaAM»* 7-10 deBpang 2005 .
2005
Hay4Ho-npakTnyeckas KoHdepeHLna neamaTpoB Poccun «dapmarkoTepanus MockBa,
B neanaTpum» 3—4 oKkT6ps 2005 T.
)
X KoHrpecc negnatpoB Poccun «<AKTyanbHble Npo6aeMbl meanaTpum Mocksa, o
P AvaTp y P AMaTP 6-9 deBpans 2006 r. Q
2006 1
Hay4Ho-npakTnyeckas KoHdepeHLna neguaTpoB Poccun «dapmaKkoTepanus MocKBa, >
B neanatpum» 18-19 ceHTa6pa 2006 . g
<)
MockBa -
XI KoHrpecc negnatpoB Poccum «AKTyanbHble Npo6aeMbl neguaTpumn» . §
5-8 deBpansa 2007 T. =
<<
L
KoHbepeHuusa «Ponb negMatpoB B peann3alnn HaLMOHaNbHOrO MPOEKTa o
. MockBa, o
2007 «300poBber, nocBaweHHasa 80-netuto O6uiecTBa AeTCKUX Bpaven — Coto3a =
1 nioHa 2007 1. =
neavatpoB Poccum <
o
w
Hay4Ho-npakTnyeckas KoHdepeHLna neaguaTpoB Poccun «dapmaKkoTepanus MocKBa, o
W AWEeTOoNOorua B neanaTpum» 17-18 okTa6pa 2007 r.
9
XII KoHrpecc neanatpos Poccun «AKTyanbHble Npo6aeMbl NeanaTpumn» Mocksa,
P Aanarp y P AMaTp 19-22 dpepans 2008 . ©
ExkaTepuHO6ypr, z
’ ~
2008 | KoHrpecc neanatpoB Ypana «AKTyanbHble Nnpo6aeMbl neguaTpumn» 52-93 masi 2008 I- g
o
Hay4Ho-npakTnyeckas KoHdepeHLna neguaTpoB Poccun «dapmakoTepanus MBaHoBO, 2
W OMETONOTMNS B NeanaTpumn»* 16-17 ceHTa6psa 2008 1. g
N
| O6weHaunoHanbHbIn GopyM BcepoccMMCKON MOMMTUHECKON NapTun «Eau- MocKga ;
Has Poccusi» n neguatpoB Poccum « Bb TEN — OCHOB - y =
asa Pocc Coto3a neguatpoB Pocc 300poBbe AeTe OCHOBa 3/0 16 GeEpaa 20091n =
POBbS HaLUW» =
g
XVI Cbespn neanatpoB Poccun «AKTyanbHble MPO6AEMbI NeanaTpum» MICREEY g
y 16-19 deBpang 2009 r. a
8
2009 . - - N MockBa, =
; — — <
4-n EBponericknin koHrpecc neanatpoB — |V Europaediatrics—2009 36 mions 2009 1. 5
7
XlIl KoHrpecc neanaTtpoB Poccun «Papmakotepanua 1 AMETONOrns B neama- TomcK, =
TPUK» 27-29 ceHTa6ps 2009 . =
=
=
Hay4Ho-npakTnyeckas KoHbepeHuus neguaTpoB Poccun «AKTyanbHbIE NPO- Kanyra, u
6/1eMbl negmuaTpumn» 10-11 Hos6psa 2009 1.
Il O6LeHaLmoHanbHbIM dopyM BcepoccMncKom nonuTu4eckon naptum «Eaun- MocKga
:2;;03223;14 Cotoza negunatpoB Poccum «300poBbe AeTen — OCHOBA 340- 14 despans 2010 T,
2010 ’
XIV KoHrpecc negmatpoB Poccun ¢ MexxayHapoaHbIM yHacTUeM «AKTyallbHble MocKBa,
npo6aemMbl NnegnaTpun» 15-18 dpeBpana 2010 r.

* MocKonbKy Coto3 negmatpoB Poccum cTan npaBonpeeMHUKOM He ToNbKO Bcepoccuickoro, HO U Bececoto3Horo O6uiecTs
[IETCKMX Bpayen, MPUHATO pelleHne — OnpeaensTb TOJIbKO HoMepa cbe3noB CIP Kak npoaomkeHue BcecolosHbix, 6€3
ay6nMpoBaHus MHGOpMaL MM HOBENLLETO BPEMEHMU
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loa
npoBeAeHus

TemaTuKa MeponpuaTus

PervoHanbHas Hay4HO-MpaKTUYEcKas KOHdepeHLMs «AKTyanbHble Npobie-
Mbl NeanaTpum»

MecTo
WU jaTa npoBeAeHUs

XaHTbl-MaHcHicK,
26-27 anpens 2010 1.

2010
Hay4Ho-npakTnyeckas KoHdepeHuns neguaTpos Poccumn «dapmaKkoTepanus CTtaBpononsb,
W OMEeTONOrMa B neguaTpum» 21-22 ceHTa6ps 2010 .
IIl O6LeHaLmoHanbHbI GopyM BcepoCCMMCKOM NOANTUHECKON NapTun «Eau- MocKBa
Hasa Poccus» u neavatpoB Poccuu « Bb TEW — OCHOB - 4
asa Pocc Coto3a negunatpos Pocc 300poBbe feTe OCHOBa 3/0 14 bespans 2011 1.
pPOBbS HaLUW»
XV KoHrpecc negmatpoB Poccun ¢ MeXAyHapoAHbIM y4acTUeMm «AKTyasbHble Mockga
npo6saemMbl neguaTpum ’
P AnaTpun» 14-17 dpeBpana 2011 r.
e | DopyM JETCKMX MEeAULIMHCKUX cecTep
Bcepoccuiickasa Hay4yHO-MpaKTuyeckas KOHPepeHUMs ¢ MexAyHapOAHbIM FAKYTCK,
2011
yyactuem «CoBpeMeHHbIe BONPOChI NegnaTpumn» 14-16 mapta 2011 .
16-1 KoHrpecc EBponencKoro co3a LWKOIbHOM U YHUBEPCUTETCKON Meau- MockBa,
LMHbI U 3a0poBbs «EUSUHM-2011» 9-10 ntoHa 2011 r.
PernoHanbHasi Hay4yHO-MpakTU4yeckas KoHbepeHuusa «AKTyanbHble npobie- BnaanBoCTOK,
Mbl NneanaTpum» 7-9 ceHTa6ps 2011 1.
Hay4Ho-npakTuyeckas koHdepeHuus negnatpoB Poccun «Papmakotepanus KazaHb,
W OUETONOrUs B NegmuaTtpun» 20-22 ceHTa6psa 2011 .
XVI KoHrpecc negnatpoB Poccun ¢ MeXAyHapoAHbIM yHacTuem «AKTyasb-
Hble Npo6aeMbl negnaTpum» MockBa,
e | EBpasnmnckui Gpopym no peakum 60/1e3HIM 24-27 depans 2012 r.
o || dopym AETCKMX MELULIMHCKUX cecTep
Il KoHrpecc negumatpoB Ypana ¢ MexAyHapoAHbIM y4yacTuem «AKTyasibHble
2012 n o6ner|)v1b| ne, ;laT v?w i AHEPOS ’ ’ Exarepuoypr,
2 AR, 16-18 mas 2012 1.
e | DopyM JETCKMX MeAULIMHCKUX cecTep Ypana
Bcepoccuinckaa Hay4yHO-MpaKTMyecKass KOHbEpeHUMA C MeXAyHapOAHbIM
yyacTnem «dapmaKoTepanus 1 AMETONIOrUS B MeanaTpum» KpacHosipck,
e | POCCUMCKO-KNTANCKMI GopyM aKcnepToB «BaKkuMHONpodUnakTuKa nHeB- | 17-19 ceHtabps 2012 r.
MOKOKKOBOW MHMEKLIMM — BKNaj B pa3BUTUE 340POBOr0 NOKONEHUS»
XVII Cbe3a neanatpoB Poccun «AKTyanbHble Npo6aeMbl neanaTpum»
e | Bcepoccuickas KoHbepeHUUs «HeoTnoxHasa AeTCKasa XMpyprus u Tpas- Mockga
MaToJiIorusa» ’
aromorvm 14-17 dpespans 2013 1.
e || EBpa3nnckmi Gpopym no peakum 60/1e3HAM
2013 e |ll Dopym AETCKUX MEAULMHCKMX CecTep
Bcepoccuinckaa HayyHo-npakTuyeckas KoHdepeHuus «Dapmakotepanus
W AMeTonorus B neguatTpuu», nocesweHHaa 250-neTuo co3gaHus rocygap- Mockga,
CTBEHHOW CUCTEMbI OXpaHbl 340P0BbS AeTen B Poccun n HayyHoro ueHtpa| 27-29 ceHTta6psa 2013 T.
3a0poBbs aeten PAMH
XVIlI KoHrpecc negnatpoB Poccuu ¢ MexayHapoAHbIM yHacTUeM «AKTyaib-
Hble Npo6aeMbl negnaTpumn»
e || Bcepoccurckaa KoHdepeHums «<HeoTnoxHasa AeTCcKas XMpyprus U TpaB- MockBa,
MaTosormusa» 13-15 deBpans 2014 .
2014 e ||| EBpasunckuin popym no pegkum 6onesHam
o |V dopym AETCKUX MEAMLIMHCKMX CECTEP
Hay4yHo-npaKTnyeckan KoHpepeHuns neanatpoB Poccum «PapmakoTepanus Benropoga,
W OWETONOrMSA B negnatTpun» 27-28 ceHTA6ps 2014 1.
XVIII KoHrpecc neanatpoB Poccun ¢ MexayHapoaHbIM yHacTUeM «AKTyasbHble
npo6iemMbl neauaTpum»:
e |[[| BcepoccurcKkas KOHbepeHuUus «<HeoToxKHaa geTcKkas XMpyprua v Tpas- Mockga
MaTonorms» '
- . 14-16 deBpans 2015 .
2015 e |V EBpasumnckuin ¢opym no peaknum 601e3HAMm

o \/ ®opyM AETCKMX MEAULIMHCKUX cecTep
e VIl MexxayHapoaHbI GOpyM AETCKUX XMPYProB C MacTep-Kaaccamu

Hay4Ho-npaKTuiecKkas KoHbepeHuus neauaTpos Poccumn «bapmakroTtepa-
M1s 1 IMETOSIOTUS B MeAUaTPUm»

MpPKyTCK,
7—-9 ceHTa6psa 2015 .




log
npoBeAeHUus

TemaTuKka MeponpuaTus

XIX KoHrpecc neanatpoB Poccum ¢ MexXayHapoaHbIM y4acTMeMm «AKTyaslb-

Hble Npo6aeMbl neguaTpum»

¢ |V Bcepoccuinckasa KOHPEepeHLns ¢ MeXAYHapOoAHbIM yYacTueM «HeoTnox-
Hasl AeTCKas XMpPYprus u TpaBMaTonormns»

e V EBpasunckuin Gopym rno peakum 60ne3HAm

MecTo
W fjaTta npoBefeHUs

MockBa,
12-14 deBpans 2016 1.

2016 o V| ®opyM AETCKMX MEAMLIMHCKUX CECcTEP
e |X MexAayHapofHbln GOpyM AETCKUX XUPYProB «AKTyaslbHble Npob6aembl
KOMOMPOKTONOIUMU»
Hay4Ho-npaKTnyeckaa KoHpepeHuusa negmatpoB Poccun «PapmaKkoTtepa- HwxHni HoBropoga,
nna U JMeTosIorus B neamaTpum» 15-17 ceHTA6pa 2016 T.
XVIII Cbe3pn neanatpoB Poccuu ¢ MeXAYHapOAHbIM yYacTueM «AKTyallbHble
npo6aemMbl neanaTpum»
e \/ BcepoccurcKasa KoHGepPEHLUS C MeXayHapoaHbIM yHacTMeM «<HeoTnoxHas Ve,
feTcKas xvvlpyprvm 1 TPaBMaTonorus» 17-19 despans 2017 .
2017 e VI EBpasuickuit GopyM No pefknum 60/1€3HAM
e VIl ®opym AETCKUX MEANLIMHCKUX CECTEP
e X MexayHapoaHbli GOpym AETCKMX XMPYPros
Hay4yHo-npakTnyeckas KoHdepeHuna neguaTpoB Poccun «dapmakoTepanus [PO3HbIN,
W AWETONOorua B neanaTpum» 28-30 ceHTa6pa 2017 T.
XX KoHrpecc neaunatpoB Poccun ¢ MeXayHapoaHbIM y4acTMeM «AKTyaslbHble
npo6aemMbl neguaTpumn»
e V| Bcepoccuinckas KoHbepeHLMsa «HeoTnoxHasa JeTcKkasa XMpyprusa 1 Tpas- Ve,
2018 naonoT 16-18 despans 2018 .
e VIl EBpasunckum doopym no peaknum 601e3HIM
o VIIl dopym AETCKUX MEAULIUHCKMX cECTEP
o XI MexayHapoaHbI GOopyM AETCKUX XMPYProB
XXI KoHrpecc negnatpoB Poccumn ¢ MeXAYHAPOLHbLIM YYacTUEM «AKTyaslbHble
npo6nemMbl negnaTpum»
e | Bcepoccuinckun @opym «BoioHTEPBLI-MEANKN — AeTSIM Poccum»
e | HaumMoHanbHas accambnesn «3allunllleHHOe NOKoNEeHUe»
e | BcepoccuncKui cemuHap «CTpaxoBas MeauLMHa B OXpaHe 3[40p0Bbs AeTen» MockBa,
e VIl Bcepoccuiickas KoHbepeHuus «HeoTnoxxHasa geTckas xupyprua ntpaB-| 15-17 despansa 2019 r.
MaTtonorusa»
e VIIl EBpasunckuin dopym no pearkum 6onesHam
o |X ®opym AETCKMX MEAULIMHCKMX CECTEP
e Xl MexayHapoAHbln GOpyM AETCKUX XMPYPros
2019 Bcepoccuiickas KoHbepeHums «BakumHonpoduiakTMKa akTyanbHbIX MHOEK- NpKyTCK,
LMy aeTem» 24-26 anpena 2019 r.
Hay4Ho-npakTnyeckas KoHdepeHuna neamaTpoB Poccun «dapmarkoTepanus
W AMEeToNorus B neguaTpum»
e || POCCUMCKO-KUTANCKUI CUMMNO3MYM MO BaKLMHOYMNpaBageMblM MHOEKLU- ExkaTepunHo6ypr,
AM M cneundu4ecKkorn MMMYHONPObUNaKTUKE 23-24 ceHTa6pa 2019 .
e |V KoHrpecc neguatpoB Ypana
e |V YpanbCKkui Gopym AETCKUX MEAULMHCKUX CECTEP
Il HaumoHanbHasa accambnes «3allneHHoe NOKoAeHe» UG
7 oKTA6pA 2019 .
XXII KoHrpecc neanatpoB Poccum ¢ MexxayHapoaHbIM y4acTuem «AKTyasbHble
npo6aemMbl neguaTpumn»
e | Bcepoccumnckas KoHGepeHLUs AETCKUX AePMATONIOroB
e | CaMMWUT MEAULIMHCKUX CMELnanncToB U OpraHM3aTopoB 3[1paBoOXpaHe-
HUSA «HYyTPUTUBHbBIE KOMMOHEHTBI MPOrPaMMUPOBaHUSA 340P0OBbS» MocKaa
2020 e || Bcepoccuitcknin cemmHap «CTpaxoBas MeauLmHa B OXpaHe 340p0Bbs AeTeN» ’

e || Bcepoccuiickuin @opym «BonoHTepbl — aeTsiMm Poccum»

¢ ||| HaumoHanbHaa accambnes «3aluLeHHOEe NOKONEHUE

e |[X EBpa3uninckuii Gopym no peakum 60ne3Hsam

o X ®opyM AETCKUX MEAULIMHCKUX CecTep

o XIll MexxayHapoaHbIn dOpyM AETCKUX XMPYProB U TpaBMaTo/I0roB-opToneaoB

21-23 dpeBpana 2020 .
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Coro3
neguarpos
Poccum

Ha3BaHue KoHhepeHuum

CoXpanliyNiz00poBbeloenie=

coxpanumIRoccur)

PernonaabHblie MepONpUATHSA
nop, arupon Corosa nepuarpon Poccun B 2020 r.

[Nata
NpoBEAeHUs

Opranu3aropb!

Mecto
npoBefeHus

KoHTakTbl OpraHu3aTopos

Xl Becepoccuiickas Hay4Ho-
NpakTu4eckas KoHgepeHums
C MeXJyHapOAHbIM y4acTuem

(cumnosuym «CoBpeMeHHble
acrnekTbl neanaTpum
11 HEOHATONIOTNN»)

B Pecny6nuke Komu

28-29 CaHkT-eTepbyprckoe pernoHanbHoe CaHkT- Llla6anos Hukonan Maenosuy:
STl L (hepans | oTaenexune Metepbypr |aleks-shabalov2007@yandex.ru
CankT-lMeTepbypr — 2020». -
[TocBswwaeTca 85-neTuo co gHs
poxaeHus npod. .M. BopoHLuosa
Hay4Ho-npakTuyeckas
y P 26-27 PernonanbHoe otaeneHue Kopa6nesa Hatanbs HukonaesHa:
KOH(hepeHUns «AKTyanbHble CbIKTbIBKap
mapTta B Pecny6nuke Komu kemcard@yandex.ru
BOMPOCHI NeAnaTpun»
) PblykoBa
LlIkona negmarpa: VpKyTCKOE 0651aCTHOE PernoHanbHoe .
27 mapTa Wpkytck | Jlto60Bb BnagumumposHa:
opchaHHble 3a60neBaHNs OTAeNeHne .
rychkova.nc@gmail.com
Pecny6nukaHckas
06pa3oBatenbHas 1 Hay4Ho-
npakTn4eckasn KoHdepeHuus
«IF')IpmopmreTHue Hgil paBJ'ILéHI/Iﬂ 9 anpens | bawkmpckoe pecnybIMKaHCKoe OTaeNeHrne Yipa e A e b
P y fock20051@mail.ru
B COXPAHEHWI 11 YKPENeHum
3[10poBbs feTen Pecny6nuku
balkopTocTaH»
Pecny6nmkaHckas Hay4Ho-
npakTuyeckas KoHgepeHLms 16 anpens YaMypTCKOe pecnyb/iMkaHCcKoe VxeBcK BuxapeBa EneHa leHHafbeBHa:
«A36paHHble BONPOCHI [ETCKON permoHanbHoe OTAeNeHne avihareva@yandex.ru
racTpO3HTEPONOrum»
XIV Bcepoccuiicknit popym
«3a0poBbe aeteil. CoBpemeHHas 24-25 CaHkT-eTepbyprckoe pernoHanbHoe CaHkT- LLla6anos Hukonaii Maenosuy:
cTpaterus npouNakTnkm anpens OTAeneHne Metepbypr |aleks-shabalov2007@yandex.ru
1 Tepanuu BeayLLnx 3a60neBaHnii»
) PernoHanbHoe oTeneqmue bopaesa
LLikona neanatpa: opaHHble .
27 anpens | B Pecny6nuke CesepHas Ocetns — Bnagmkaskas | TatbsiHa Temup60naToBHa:
3a60neBsaHus ‘
AnaHus 23510krok@mail.ru
PernonanbHas 06pa3oBatenbHas
11 Hay4HO-MpakTuyeckas flkosnesa Jliogmuna BuktoposHa:
17 mas bawkunpckoe pecnybnukaHckoe oTaeneHue | Ctepnutamak .
KOHMepeHUNs «AKTyasbHble fock20051@mail.ru
BONPOCHI NeanaTpum»
VI MexancunnimHapHbIi
MeANLUHCKIIA hopym
«AKTyasibHble BONPOCHI Bpa4yebHO .
PernoHanbHoe oTaenexHune Kopa6nesa Hatanbs HukonaesHa:
npakTuku. Mapbsmons» 6 1oHS CbIKTbIBKap

kemcard@yandex.ru




KoHdhepeHums «AKTyanbHble banbikoBa

18-19
BOMPOCHI Neguarpum Mok MopnoBCcKoe pernoHanbHoe OTAeNeHne CapaHck | Jlapuca AnekcaHApoBHa:
1 HeOoHaToNorNK» larisabalykova@yandex.ru
\/ Bcepoccuiickuin hopym
C MeXJYHapOAHbIM y4acTuem ;
«CoB gne;‘:a‘g I'IB,[I,V)I/aT 15 19-20 CaHkT-lNeTepbyprckoe pernoHanbHoe CaHKT- LLla6anos Hukonai Maenosuy:
p pUA. NIOHA OTAieNleHne Metepbypr | aleks-shabalov2007@yandex.ru

CaHkT-leTepbypr —
benble Houn — 2020»

KocTpomckoe peruoHanbHoe 0TaeneHmne
| nonyroane | O6LLECTBEHHOI OpraHM3auum Koctpoma
«Cot03 negmatpos Poccum»

MaspeHkoBa AHHa HukonaeBHa:
DetOtdel@mail.dzo-kostroma.ru

LlIkona neamatpa:
opghaHHble 3a6051eBaHNs

KanuHuHrpaackoe pernoHanbHoe
| nonyroane | otaenexne O6LLECTBEHHON OpraHn3aLum KanuuuHrpag
«Goto3 neagnatpos Poccun»

LWynak FanuHa AnekceesHa:
sekretar terem@mail.ru

LLIkona neamarpa:
OpdhaHHble 3a601eBaHNS

LLIkona neamarpa: lopsnHoBa VpuHa JleoHnaoBHa:

Il nonyroamne | Kypckoe permoHanbHoe 0TaeneHme Kypck
opghaHHble 3a601eBaHNs yroA yP P A yP komzdrav@rkursk.ru
Bcepoccuiickas Hay4Ho-
npakTnyeckas KoH(epeHuus CeHTAGpb O6Lwepoccuniickas 06LLecTBeHHas CaHkT- HoBuk FeHHaanin AiA31KOBNY:

«MDapmakoTepanus 1 aueTonorus
B neamatpum»

opranusauns «Cor3 negnarpos Poccun» Metepbypr |ga novik@mail.ru

XIl Bcepoccuiicknit popym

. 25-26 CaHkT-lNeTepbyprckoe pernoHanbHoe CaHkKT- Llla6anos Hukonan Maenosuy:
«Meanatpus CaHkT-MeTepbypra:
CeHTAOPS | OTAeneHne Metepbypr | aleks-shabalov2007@yandex.ru
OMbIT, NHHOBALMM, OCTUKEHUS»
| Bcepoccuiickuin chopym
C MeXJyHapOAHbIM y4acTuem
«AHTMQZOTEK? eamcyTeHTHOCTb 9-10 bawknpckoe pecnybnnkaHckoe oTaenexHue Yha st 5 JUBAAL ) B L ke
p OKTAGPSA RERDEREER: fock20051@mail.ru
akTyanbHas npobnema neanatpum
XXI Beka»
Marbues
LLIkona neamarpa: 16-17 PernoHanbHoe oTaeneHne W .
KasaHb Ctanncnas Buktoposuy:
op@aHHble 3a60n1eBaHNA OKTAOPSA B Pecny6nuke TatapcTaH :
maltc@mail.ru

IV Hay4Ho-npakTuyeckas

KOHDepeHuus «3abonesaHus

PernoHanbHoe oTaeneHmne Kopa6nesa Hatanbs HukonaesHa:

OpraHoB AblXaHus. AKTyanbHble 30 okTs6pA CbIKTbIBKA

p A y P B Pecny6nuke Komu P kemcard@yandex.ru
BONpockl. COBpEMEHHbIE
peLLEHNs»
XV Poccuiicknit coopym
«3[10p0BOE NUTaHNE ;

AOp ) 6-7 CaHKT-lTeTepbyprckoe permoHanbHoe CaHKT- LLla6anos Hukonait MaBnosuy:
1 HYTPULMOHHAS NOAAEPXKKa:
HOA6pA OTAeNeHne Metep6ypr | aleks-shabalov2007@yandex.ru
MeauunHa, 06pasoBaHue,
WHHOBALIMOHHbIE TEXHONOTNN»
L 7 Hos6ps | Bawkupckoe pecnybnnkaHcKoe OTAeneHue Yha LR el i L L
OpdhaHHble 3a601eBaHNs P P pecny fock20051@mail.ru
Pecny6nunkaHckas
06pa3oBaresibHas Hay4yHO-
npakTuyeckas KoHMepeHuus flkonesa Jlrogmuna BuktoposHa:
25 Hos6ps | balwkupckoe pecny6yiMKaHCKoe oTaeneHne Yha .

«30poBbe pebeHka P P pecny A i fock20051@mail.ru
11 COBPEMEHHbIE NOAXO0AbI
K €ro COXpaHeHuo»
XIl Bcepoccumitickast Hay4Ho-
npakTnyeckas KoHgepeHuns ;

p IR 11-12 CaHkT-lNeTepbyprckoe pernoHansHoe CaHkT- LLla6anos Hukonai Maenosuy:
«Annepruyeckme n UMMyHo-

[ekabps | oTAeneHune [Metepbypr | aleks-shabalov2007@yandex.ru

narosnoru4eckue 3a6onesaHns —
npo6nema XXI Beka»
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MamaTu Konnerm

3anpyaHoB AHaTonaun Muxannosuy
27.07.1939-26.06.2020

Coros neguvatpos Poccuu
C npuckopbmem coo6-
waet, yto 27 uioHa 2020 .,
HEe [OXWB OJHOro Mecsua
no 81 roga, ywen M3 MU3HU
BblJaOWMNCA YyYEHbIn-Neaun-
aTp, OOMH U3 BefylWwux otede-
CTBEHHbIX [AETCKUX racTpO3dH-
NMOYETHbIM YeH
Coto3a neguaTpoB Poccuu,
[JOKTOP MeAULMHCKMUX HayK, Npodeccop Kadbeapbl neam-
aTpuu ¢ MHOEKUMOHHbIMW 6onesHamu y aeten GAMO
PoccuicKoro HauMoOHanbHOTO MUcCnefoBaTeNbCKOro
MeAULMHCKOro yHuBepcuteTa umenu H.W. MNMuporosa
AHaTtonu Muxannosuy 3anpyaHoB.

Bca ero npodeccuoHanbHasg Xu3Hb Oblla CBA-
3aHa ¢ PHUMY um. H.W. MunporoBa. 3akoH4nB BY3
B 1963 r., AHaTonnn MuxannoBud caenan 6aeCcTsaLLyto
aKaLeMUYECKYI0 Kapbepy, NPOMAA NyTb OT aCCUCTEHTa
W goueHTa Kadeapbl NPOnNeaeBTUKU AETCKUX 60/1e3-
Hewr Noj pyKoBOACTBOM 4ieHa-KoppecnoHaeHTa PAMH
npod. A. B. MasypuHa 4o 3aBeytolLero opraHM3oBaH-
HoM MM B alma mater Kadbeapbl neanaTpmum 1 UHOGEKLMK-
OHHbIX 60/Ie3HeN Ha ¢daKybTeTe YCOBEPLIEHCTBOBA-
HUSA Bpayen, KOTOPOM OH PyKOBOAMWN B TedeHue 25 ner.

Y negnatpoB cTpaHbl Obl1 HEOCNOPUM aBTOPUTET
AHaTtonua MuxannoBuya Kak Beayllero cneyuanucra
B o6slacTM [LETCKOW ractpoaHTeposiornun. lNoa ero
PYKOBOACTBOM OMy6/IMKOBaHbI MEPBbIN B Hallen cTpa-
He «CnpaBOYHWK NO [LETCKOM racTPO3IHTEPONOrUn»
(1995) 1 mMoHorpadua «KenygoyHo-KULLIEYHbIE KPO-
BOTEYEHUS», B KOTOPOW BrepBble B NeguaTpu4eckomn
npaKkTMKke 0606LIEH MHOrOMNETHUN OMbIT YPreHTHOM

TEPOJIOroB,

Tepanuu 3TOro TSAXeNoro cocTtodHuda. Um Hanuca-
Hbl MONynspHble B MEAULMHCKOM W HayyHOW cpe-
ne MoHorpaduun «fenbmMuHTO3bl Yy AdeTen» (2001),
«DapmaKoTepanus 3aboneBaHWM OpraHoB nuLe-
BapeHua y peten» (2007), «bunuapHaa naTtonorus
y petenr» (2008), «3aboneBaHMa KULWEYHUKA B [ET-
CKOM Bo3pacTte» (2018) u ap.

Mop pykoBoacTBom npodeccopa A.M. 3anpyaHoro
3alMeHo 8 [JOKTOPCKMX M 15 KaHaMAaTCKUX Auc-
cepTtauumn, onybnnkosaHo 6onee 600 HayyHbIX paborT,
B TOM 4yucsie 2 MmoHorpadmm n 5 y4ebHUKOB, B TOM YUCTE
Y4eOHUKM «[JeTCKne 60ne3Hn» B ABYX TOoMax 1 «06LWwun
yXo4 3a AeTbMW» AN NnejuvaTpuyeckux GakynbTeToB
MEeONLIMHCKMX BbICLUMX Y4EOHbIX 3aBEAEHNN.

Cnepyetr oTMeTUTb  3acnyru npodeccopa
A.M. 3anpygHoro Kak HesaypsigHOro opraHusaropa
[IEeTCKOro 3jpaBooxpaHeHus. Henb3ss He BCMOMHUTD,
4yTO B Ha4vane 90-x rogoB NMPOLWIOro BEKa OH BXOAWN
B KOMaHAay akagemuKka A.A. bapaHoBa no opraHu3sa-
umn Coto3a negunatpoB Poccuun. o ero mHuumatnee
Ha 6a3e M3MannoBCKON AETCKOM KAMHUYECKON 60Mb-
HULbl . MOCKBbI 6blIO OTKpbLITO nepsoe B Poccuu
[IeTCKOEe racTpPO3HTEPONOrMYEeCKoe oTaeneHue, pabo-
TaBllee B TeCHOM TaHaeme ¢ fopbkoBcknuMm HUW neau-
atpuu, pyrkosoaumbim A.A. bapaHoBbiM. bonee 20 net
OH AABNSJICA MaBHbIM BHEWTATHbIM AETCKUM FaCcTPO3H-
TEpPONOrom 1 B Te4eHne 5 neT — rnaBHbIM NeanaTpom
KomuteTa 3gpaBooxpaHeHs MOCKBbI.

B Hawen nameaAtnm AHaTonunm MwuxannoBu4 Hadof-
ro OCTaHeTCcs Kak A06porKenaTesbHbli, 3HEPTUYHbIN,
NOpPsI0YHbIA, BEPHbLIM MUaeanaM POCCUUCKOW neaua-
TPUM YENoBEK U CNeLnanucr.

Coro3 negunatpoB Poccun
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YBAJKAEMBIE YNTATEIIN!

NspatenbcTBO «Ilemmarp’b» BBIIYCTUNIO TPeTHIO
KHuUry cepum «OCHOBBI IMMYHOJIOTMV» — y4e0-
HO-MeTOANYecKoe ocobue IIsi CTYAEeHTOB-CTO-
MaTO/I0roB «OCHOBBI MMMYHOIOTMY /I CTOMA-
TONOroB» 1mop pepakuuein JI.B. [anKoBcKoIg,

JI1.C. HamasoBoii-bapanosoii, M.A. CTeHMHOJ.

- 0CHOBbI HMMYHOMOrHH

p—

NS CTOMATONOIOB

YYEGHOE NOCOGME [AANA CTYJAEHTOB MEJMLIWHCKWX BY30B

Mop pepakumen
1.B. laukosckoi, J1.C. Hamasosoi-bapanosow, M.A. CTEHHHOH

Mockea

B nepsom pasgene

Tpetun pasgen

OCBELLA0TCA OCHOBbLI O6LLEN UMMYHOMOMN: CTPYK-
Typa MUMMYHHOX CUCTEMbI 1 06LLIME 3aKOHOMEPHOCTU
ee yHKUMOHMPpOBaHMA. [aHa xapakTepucTuka
OCHOBHbIX MEXaHN3MOB BPOXAEHHOIO 1 aganTUBHO-
ro ummyHuteta. OTAeNbHble rMaBbl MOCBALLEHbI
XapaKTeEPUCTMKE KNETOK MMMYHHOW CUCTEMbI, MpO-
Leccam andodepeHumnpoBk T- 1 B-numdooumTos,
CTPYKTYpE U PYHKLUMSM aHTUTEN, CUCTEME LINTOKM-
HOB. PaccmaTpuBaloTcst CTPOEHME U dOYHKUMM rnaB-
HOro KOMMnekca rmcToCOBMECTUMOCTM YefoBeka.

Bo BTOpOoM paspene

O3HAKOMUT YuTaTeNnemn C NPOABNEHNAMN HaPYLLEHNIA
WMMYHHOW CUCTEMbI MPU MEPBUYHBIX 1N BTOPUYHbBIX
MMMYHOOedMUMTax, annepru4eckux 1 ayTonMMyH-
HbIXx ©ones3Hsx. B mocobum npurBedeH nepedveHb
BOMPOCOB /15 CAMOKOHTPOS.

MpennoxeHHasi CTPYKTypa nocobus NMOMOXEeT CTy-
AeHTaMm BblOenuTb MPUHLMNUANbHbIE acrekTbl K13y-
4aeMblX MPOLECCOB, OpraHn30BaTb U KOHKPETN3N-
pOoBaTb N3yYeHne AUCUUMIMHBI.

PaHee BbInyLLeHHbIe
KHUTU cepun

n3y4atoTcsi 0COOEHHOCTU OTBETA VMMYHHOM CUCTE-
Mbl Ha MWKPOBUOTY POTOBOK MonocTu. [MNposeneH
aHanmM3 UMMyHoMNaToreHeada XpPOHUYECKNX BOCMarnu-
TerbHbIX MPOLIECCOB B MAPOMAOHTE, a TaKkKe OCIOX-
HEeHWM BHE POTOBO MOMOCTM, BbI3biIBAEMbIX OOUTAIO-
LMK B HeW BakTepusMi.

Mo Bonpocam nprobpeTeHnsa obpaLlanTecb
B usgarenbcTBo «[legnaTtpb»

E-mail: sales@spr-journal.ru, Ten.: +7 (916) 650-01-27.
Bunbma CaaksaH

© OO0 VspatenbcTBO «[legnatpb», 2019 ¢ www.spr-journal.ru

OCHOBLI KNWHAYECKON
WMMYHONOTWH W anNNepronoriyM

TARmBE FOCHANE KW EIYRINITE SEANURICRRI 17300

OcHOBbI DOLLGH MMMYHONOTHK

PEKITAMA



YBaxaemble yutarenu!

lNpennaraem Bawuemy
BHMMaHUIO HOBUHKU usaartenbcTBa «llegnatpb»

BAKLIUHOMPO®UJTAKTUKA FEMO®UNbHOIA WHOEKLUWN TUNA B.
Knuxuyeckue pekoMeHfauuu ans neanaTpos
e M. Meauarpb, 2020. — 36 c.

remogiMALHOR

wnchexiu na b Jkcneptamu Coto3a nepuatpoB Poccum paspaboTaHbl KNWHWYECKWE PEKOMEHZAuUM 1Mo UMMYHOMPOUIaKTUKE
reMounbHON MHeKuMn Tuna b. lMpefcTaBfeHbl XapakTepucTuka Bo36yANUTeNs, 3nuAeMUONorus BbI3BAHHOW UM
UHEKLMKM, a TaKKe NoApo6HO PacCMOTPEHbI KMUHNYECKMe (DOPMbl — Kak HeWHBa3WBHbIe (OCTPLIA CPeHWIA OTHUT,
KOHBHOHKTUBUT U Iip.), TaK W MHBA3UBHbIE (MHEBMOHUS, 3NUIMOTTUAT, CENTUYECKUIA apTPUT, OCTEOMMUENUT, NepUKapaunT,
3HOOKAPAMT 1 Ap.). Y6eanTenbHo nokasaHbl 060CHOBAHHOCTb, HEOOXOAMMOCTb U 3KOHOMUYEcKas 3h(eKTUBHOCTb
€[JMHCTBEHHOTO HAIEXHOr0 METoAa CneLnmruyeckon NpohunakTukn — BakLMHauMn. [laHa xapakTepucTuka BakLmH
reMoguIbHON MHAEKLMM TUNA b, NTPUBEAEHBI CXEMbI BaKLIMHALMN, CHOPMYNMPOBaHbI MOKa3aHUa U NPOTUBOMNOKa3aHUs
K ee npoBefeHunto. MpeactaBneHbl 0CO6EHHOCT UMMYHIU3ALMMN [eTell C OTKNOHEHUSMI B COCTOSHUM 3[0POBbS.
[laHHoe u3[aHWe npefHasHavyeHO Ans MeauatpoB, UMMYHOMOrOB, BakLWHONOMOB, WH(EKLMOHWUCTOB, CTY[EHTOB
MeLULMHCKNX BY30B, OPAUHATOPOB.

0 NEQWMATPUW, O CEBE N HE TOJIbKO...
M.: Mepmuatpb, 2020. — 148 c.

ABTOP N0APO6HO OCBELLAET CBOI TBOPYECKUIA NYTh OT NeANATPA CeNbCKON 60/IbHULbI 10 PYKOBOANTENSA NeANaTPUYeCcKoin
cnyx6bl Cosetckoro Col03a 1 AMPeKTOpa BeAyLLero B CTpaHe yypexnaeHus — HayyHOro LeHTpa 340p0oBbS AeTel.
KpacHoi HNTbO B KHUIe MPOXOAMT MbIC/b O TOM, 4TO B CTpaHe 6blfia co3faHa camas nporpeccuBHas 1 adydekTneHas
MOZeNlb 0Ka3aHUs MEAULMHCKOA MOMOLYM AETCKOMY HACENeHM0, KOTOpas B TPYAHble MOCTCOBETCKME TOAb
npegoTBpaTia pocT CMePTHOCTU W 3a60NeBaemMoCTn JeTel. KHura CoaepXuT psf BbICTYNNEHUI aBTopa, KOTOpble
[AK0T NpefcTaBneHne 0 ero NOHMMAHUN Pa3BUTUS NEANATPUYECKON HAYKM N NPAKTUKMN.

METO/1bl UCCJIE[IOBAHUA CNYXA Y ETEM
AsTopbi: A.B. Mawkos, 1.B. Haymosa, 1.B. 3eneHkoBa

L0 P 1 oyt 48 s

METOALI HCCNEADBAHHA
CNVXA ¥ QETER

B 6powtope npeactaBned 0630p Haubonee BOCTPEOOBAHHLIX METOAOB WCCeAOBaHMA cliyxa y [AeTen.
lMocnenoBatenbHOCTb ONUCAHNA METOAMK COOTHOCUTCS C BO3PACTOM PeBEHKA Ha4uMHas C Neprnosa HOBOPOXEHHOCTU.
MepBbI pasfgen NOCBSALEH BOMPOCY ayAMONOrMYECKOro HEOHATANbHOTO CKPUHUHIA. TakXe NpUBEAEeHbl Lpyrue
aKTyanbHble ayanonorMyeckne MeTOAbl, MO3BONSIOLIME NOMy4aTh WHMOPMALMIO O COCTOSIHUM OpraHa cnyxa w
CNYXOBOr0 aHanu3atopa ! NPUMEHATL MONYYEHHbIE [AHHbIE NS NIEYEHNS U CIyXOpeyeBoil peabunuraunn neten ¢
TYroyxoCTbl0. B 3aKN04nTeNbHbIX pasfenax onucaHbl Cy6beKTUBHbIE ayano-nornyeckue TecTbl. MeToamka TOHanbHoM
NOpOroBoi ayaMoMeTpUN ABNSETCH 6230BbIM TECTOM ANS OLEHKU CryX0BOW OyHKUMM. OnuUCaHHble peyeBble TECTbl
N03BONAOT OLLEHNBATH KOMMYHUKATUBHbIE HABbIKW M MOKa3bIBaTb 3DHEKTUBHOCTb MPOBELEHHO 0 CIyXONPOTE3MPOBAHMS
SN KOXJIeapHON UMMMAHTaLMNUK ¢ NOCNeaytoLLe CryxopeyeBor peabunutamet nayneHTa.
bpowropa npefHasHadeHa N Bpadeil CypAO0n0roB-OTOPUHONMAPUHIONOMOB, OTONIAPWUHTONOIOB, HEOHATOsOr0B U
neanarpos, a TaKXe Ans CTYLEHTOB MeLULMHCKNX BYy30B U OPAMHATOPOB.

[To Bonpocam npno6peTeHns obpallantech B n3gatensctso «[leguatpb»
E-mail: sales@spr-journal.ru, Ten.: +7 (916) 650-01-27, Bunbma CaaksH

© OO0 NzpgartenbcTBO «legnatpb», 2020 ¢ www.spr-journal.ru PEKTAMA






