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[oporue apy3ba, konneru!

3akaHunBas 2023-# rof, Mbl TPAAWLMOHHO NOABOAUM MTOMM U MeYTaem O ByayLem.
YeMm 3anoMHUIICS rof YXoAaWwmn? KoHe4yHo, HallMM HEYK/IOHHbIM ABUXKeHUeM Bnepea!

Kak npodeccnoHanbHoe coobwecTBO Mbl CTanun 6onee CrnioYeHHbIMU, «FrOBOPSLLMMU
Ha 0HOM A13blKe», MCMOJIb3YIOLWMMKN B paboTe OfHM U Te e NPUHLMMbI BEEHWS NaLUEH-
TOB, KaK 3TO M 3alyMaHO CaMOW UEeO0Nornen BHeAPEHNS KIMHUYECKUX PEKOMEHAaLNM
B COBPEMEHHYIO MeAuUMHY. HegapoM B KaKAOM HOMepe Hallero ypHana Mbl TM6o
ny6AMKOBaAM CaMu KIMHWYECKME PEKOMEHAALMKU, NMGO0 NPMBOAWMAM KIIMHUYECKUE
npUMepbl, B KOTOPbIX Kak pa3 JeMOHCTPMPOBasn, YTO 6bII0 CAENaHO B COOTBETCTBUM
WK C HapYLWEHUSIMKU MPOTOKOJIOB, @ TaKKe Ny6IMKoBaan OpuruHaibHble Hay4Hble uccne-
[IoBaHUs, NnogKpennsowmne nnm o6HOBASOWME Pa3fIniHbie MONOXKEHUS PEKOMEHAALMN.

Mbl NPUBBLIKAX C BamMK C NONb30M NPOBOAUTL «neanaTpuyeckme cy660Thbl», AatoLine
M OFPOMHbBIN 3apsif 3HEPruKn OT OBLWEHUS C KONNeramu, U HeBEPOSTHO CNPECCOBAHHbIN
06bEM 3HAHMI, KOTOPbIE MEHSAIOTCS CTOJIb GbICTPO, YTO YrHATLCSA 3@ STUMU USMEHEHUAMM
B OAMHOYKY y}Ke He NPeACTaBNAaeTCs BO3MOXHbIM, U UCKPEHHE 61arogapum NOCTOSIHHbIX
YY4aCTHMKOB BeOGMHAPOB, PEryISPHO MOAKIIOYAIOWMXCSA K HALUMM 3acefaHnaM — MHOr4a M3 04eHb OTAaNeHHbIX CyObEeKTOB
Poccuiickon depepaumu.

Mbl NpoBeNK ¢ BaMu B TeHEHME rofla pPsif OYeHb BaXHbIX NeanaTpUYeCcKUX MepPONpPUATUA — KOHIPEeCccoB, KOHdepeHLUnH,
KPYrblX CTONOB, NaHeNbHbIX AUCKYCCUI, MPUYeM He TOoNIbKO B MOCKBE, HO U B pernoHax, 1 Bceraa ¢ BO3MOXHOCTbIO AUCTaH-
LIMOHHOrO y4acTus. Mbl Bblaanu B 3TOM rofy pekopaHoe 4ncno kpeamtos HMO v npoBenn BecbMa 3Ha4YMTENbHOE KOIMYECTBO
3acegaHnn LAK ana akkpeauTauuu Halux Konner, paboTatoumx ¢ AETbMM.

Hy 1 HaKoHeLl, BeCb 3TOT rofi Mbl BCIOMUHANN U OTAABaNM laHb YBaAXKEHUSA U NPU3HATENbHOCTU HALUMM FreHUanbHbIM YUn-
Tensm v npealwecTBeHHMKaM, lo6rnen KoTopbix Nnpuwnnck Ha 2023-i, — IH. CnepaHcKomy, H0.d. UcakoBy, E.M. JlykbsiHoBOW,
M.4A. CTyaeHunKuHy, A.B. Ma3ypuHy, H.I. 3epHoBy, EY. HoBukosow, C.B. PaunHckomy, H.A. TiopuHy. CBeTnas UM naMaTb Ha BeKa!

M Hanocnenok o meyTe. KoHeyHo, Bce neanatpbl MeyTaloT O TOM, YTOObI AeTU Gblv 340POBbLI U 61aronoay4YHbl, POCau
B aTMocdepe nobBu 1 3a60Thl, HTOOLI t06MMan cTpaHa npouseTana, a B Aylax JIogen Lapuam MUp u rapmMoHus. N 3Haete,
Apy3bsi, Halla MeyTa o6s93aTeNibHO coyaeTcs!

C yBaXKeHuem,

rnaBHbIA pefaKTop XKypHana, akagemuK PAH, npodeccop, 3acnyKeHHbIN aeaTeNb HayKu PO,
3aBepyouwas Kadpeapoi paKkynbTeTCKON neamaTpumn neamaTpu4ecKoro

¢dpakynbteta PHUMY um. H.U. Muporoea,

pykoBoautenb HUU neguatpum un oxpaHbl 340poBbs AeTEH

HKL N22 ®IrbHY «PHLLX um. akag. b.B. MeTpoBCKOro»,

coBeTHUK BO3, uneH 6topo Ucnonkoma MexxayHapoaHOU negnaTtpu4yecKon accouunauuu,
nact-npe3uaeHT EBponeickon neguartpuyecKkon accoumnauuu (EPA/UNEPSA),

noyeTHbl npodeccop YHuBepcuteta Poaxa (Uranua),

NMoYeTHbIN Y1eH neguaTpuueckoro ¢pakynbreta KoponeBcKoro Koniepga repanestoB UpnaHgum
Nleiina CenmypoBHa HamasoBa-bapaHoBa

Dear Friends and Colleagues!

By the end of 2023, we traditionally summarize the results and dream about the future. What did you remember about the
outgoing year? Of course, by our steady progress!

As a professional community, we have become more united, “speak a common language”, using the same principles of patient
management in our work, as conceived by the ideology of introducing clinical recommendations into modern medicine. It's no
coincidence that in each issue of our magazine we either published clinical guidelines ourselves, or gave clinical reports in which
we demonstrated exactly what was done in accordance with or with violations of protocols, as well as published original scientific
investigations that reinforce or update various provisions of the guidelines.

We are used to usefully spending “pediatric Saturdays”, which give both a huge energy boost from communicating with
colleagues, and an incredibly compressed scope of knowledge that is changing so quickly that it is no longer possible to keep up with
these changes alone. And we thank sincerely our regular webinar participants who regularly join our meetings, sometimes from very
remote regions of the Russian Federation.

We have held a number of very important pediatric events with you throughout the year: congresses, conferences, round tables, panel
discussions, not only in Moscow, but also in the regions, and always with the possibility of remote participation. This year we have issued
a record number of loans to CME and held a very significant number of CCA meetings to accredit our colleagues working with children.

And finally, all this year we remembered and pay tribute of respect to our brilliant teachers and predecessors, whose anniversaries
fell on 2023 — G.N. Speransky, Yu.F. Isakov, E.M. Lukyanova, M.Ya. Studenikin, A.V. Mazurin, N.G. Zernov, E.Ch. Novikova,
S.V. Rachinsky, N.A. Tyurin. We cherish the memory of them for the ages!

And the last thing, about the dream. Of course, all pediatricians dream of children being healthy and prosperous, growing up in
an atmosphere of love and care, so that make beloved country thrive, and peace and harmony reign in the souls of people. And you
know, friends, our dream will definitely come true!

Kind 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.l. Pirogov Russian National Research Medical University,
Head of Pediatrics and Child Health Research

Institute in Petrovsky National Research Centre of Surgery,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee Board,

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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https://doi.org/10.15690/pf.v20i6.2704 R) Check for updates

J1.C. HamasoBa-bapaHoBa?l' 2, C.I. l'y6aHoBal, U.B. 3enenkoBal, B.A. NaHkoBcKuiil, M. B. EropoBal,
10.I. NNeBunal' 2, E.B. KaiitykoBal' 2, K.E. 3dpenamnesal’ 2, E.A. BuwmHesal: 2

1 HWM neamaTpuu n oxpaHbl 3gopoBbs geTteit HKLL Ne2 dIrBHY «PHLX um. akag. B.B. MeTpoBCcKoro»,
MockBa, Poccuiickasa degepaums
2 PHUMY um. H.W. NMuporosa, MockBa, Poccuiickas degepaLms

MynbTUAUCLUUNMIMHAPHbIX NoaXxoA

K npo6jsieMme BeeHUA jeTen C YacTbIMH
pecnupaTopHbiMU UHDEKLUUAMHU
BEpPXHUX AblXaTeNibHbIX NMYTEMN.
OCHOBHbIEe pe3y/bTaTbl

ABTOp, OTBETCTBEHHbI! 32 NEPENUCKY:

[y6aHoBa CBeTiaHa [eHHaAbeBHa, KaHAMAAT MEAULIMHCKMX HayK, BEAYLMI Hay4HbIM coTpyaHuK HUW neguatpum u oxpaHbl 3g0poBbs feten HKLL N°2
OrBHY «PHLUX nm. akaa. B.B. MetpoBcKoro» MuHoGpHayku Poccuu

Appec: 119333, Mocksa, yn. dotneBoi, a. 10, cTp. 1, Ten.: +7 (499) 400-47-33, e-mail: svetlanagub@gmail.com

0O60cHOBaHHue. YacTble MHpEKLMM BEPXHUX AbIXaTe/IbHbIX MyTeN y AETEeH — aKTyasbHas U LUMPOKO pacrpoCcTpaHeHHas
npob6nema B neguatpun. ConyTcTByOLMe 3ab60/1€BaHUs 4acTo CriocO6CTBYIOT 3aTSAXKHOMY, OC/I0KHEHHOMY WJIN XPOHMYEe-
CKOMY TeYeHMI0 BOCMaMTeIbHOro npouecca B 06/1aCTn BEPXHUX AblxaTesibHbiX nyTen. Ljlenb nccnegoBaHns — Hay4yHoe
060CHOBaHue n pa3paboTKa KOMMIEKCHON TEXHOI0MMK BeileHUs AeTei ¢ 4acTbiMU UHPEKUMAMN BEPXHUX [bIXaTeslbHbIX
rnyTen Ha OCHOBaHWU pa3paboTaHHOro MyJ/bTUAUCLUUIIMHAPHOIO MNepcoHaan3npoBaHHOro noagxoha, KOMrieKca coBpe-
MEHHbIX METOAO0B ANArHOCTUKN U KOHTPOJISI COCTOSIHUS AN151 AOCTMIKEHUS ANUTENIbHON pemuccun. Metogbl. B nccnegoBa-
Hue BKoYeHbl 115 aetei B Bo3pacTte o1 2 neT 6 mec 4o 17 net 11 Mec ¢ 4acTbiIMU MHOEKUMAMM BEPXHUX AbIXxaTesIbHbIX
nyten. MeTtoanka obciefoBaHUs: SHAOCKOMNUS MOJOCTM HOCA, HOCOIJIOTKM M ropTaHu, ynbTpa3ByKOBOE MCCAe0BaHue
OPIOLLIHOM MOI0CTU C BOAHO-CUGHOHHOM MPO6OK, TUMMNaHOMETPUS M 1abopaTopPHbIE NCCIeJOBaHNS (onpeaeieHne ypoBHEN
obuero n cneynpunyeckux ISE, ACJI-O, MMKPOBMOIOrn4ecKoe Uccae[oBaHne OTAENSIEMOro HOCOIIOTKM M POTOIJIOTKH,
NMMMYHOEPMEHTHbIN aHau3 Kasna Ha Helicobacter pylori). Pe3ynbratbl. [10 JaHHbIM UCCe40BaHMs BbisiBJIEHa BbICO-
Kasl YacTtoTa COnyTCTBYIOLEN a/l/lIepruyecKoi nNaTtoaornm y Jeten ¢ 4acTbiMU UHPEKUNAMU BEPXHUX AblXaTesbHbIX MNyTeHN.
Yale Bcero gnarHoctmpoBaH anneprndecknit puHut (55 (48%) aeter). Tak)ke oTMeYeHa BbiCOKas pacrnpocTpaHEHHOCTb
racTpoasogareasibHon pedatoKkcHon 6one3sHn (FNOPB) (37 (32%) aeten). KnuHnyeckne npmaHakn F'OPE BbisiB/ieHb! y nawm-
EHTOB C 060CTPEHUAMU XPOHUYECKUX 3a60/1€BaHUI 3HAYUTEJIbHO Yalle, YeM y aeTen ¢ ocTpoi JIOP-natonornen (27 (38%)
n 10 (23%) netert COOTBETCTBEHHO), YTO NOATBEPIKAAET BAUSHME 3TOr0 KOMOPOMAHOIrO COCTOSIHMS Ha Pa3BUTUE U TEYEHUE
XPOHMYECKOro BOCMNaNTENIbHOMO NpoLecca BePXHUX AblXxaTesbHbIX MyTen. AHaIn3 rnoJy4eHHbIX JaHHbIX CBUAETEe/IbCTBYEeT
0 BbICOKOW pacrnpocTpaHeHHoCTn anneprun v natonorun KT y aeten ¢ 4acTbiMU MHOEKLUMSMU BEPXHUX [biXaTelbHbIX
nyten. Ha ocHoBaHUW AaHHbIX MccaefoBaHUs pa3paboTaHbl airopuTM ANAarHOCTUKM M BEAEHUS NaLMEHTOB C YacTbIMMU
NHOEKLMAMM BEPXHUX AbIXaTE/IbHbIX MYTEH, @ TaKKe NPaKTU4eCcKue pekomergaumun. [NpeactaBieHHbIN anaropuTm no3BOaAUT
BHEPUTb NEePCOHaNN3NPOBaHHbIN MyNbTUAUCUUNINHAPHbLIA NOAX0A K BEAEHMI0 OCHOBHOIO U COMyTCTBYyKOUero 3abose-
BaHWUI C MCMOJIb30BaHMEM COBPEMEHHbIX MHPOPMAaTUBHbBIX ANarHOCTMYECKNX METOA0B. KomMnieKcHbIV noaxoa K cBOeB-
pemMeHHOMY 06bEKTMBHOMY 06C/1IeJOBaHMNI0 U NMaToOreHeTUYECKOMY JIeHEeHUI0O 06eCneynT KOHTPOJIb COCTOSIHMSA nayueHTa
n npeaynpeauT pa3BuTre XpoHuyeckon natoaornu JIOP-opraHoB y geTen.

Knro4yeBble cnoBa: 4yacTble MHQEKLIMN BEPXHUX AbiXaTeJ/bHbIX MyTeN, 3HAOCKOMMS HOCOI/IOTKU, pUOPOIapUHIOCKOMNUS,
anneprud4ecKui pUHUT, racTpoaszogareasbHbli Pe@IOKC

Ana untupoBaHus: Hamasosa-baparosa J1.C., [y6aHoBa C.I., 3eneHxkosa W.B., laHkosckui B.A., Eroposa M.B.,

NesuHa 1O.I., KanTtykoBa E.B., 9deHamneBa K.E., BuwHeBa E.A. MynbTuaucUMNAMHAPHLIA NOAXO4 K npobneme
BeAeHUsa AeTel C YacTbiIMWU pPecnupaTopHbIMU UHOEKLUAMU BEPXHUX AblXaTeNbHbiX nyTen. OCHOBHble pe3ynbTathl.

Meagnatpnyeckas papmaxonorns. 2023;20(6):534-545. doi: https://doi.org/10.15690/pf.v20i6.2704

OBOCHOBAHME cny4yaeB MPUBOAMT K Pas3BUTUIO XPOHUYECKOW MaTosornu
YacTble MHOEKUMW BEPXHUX AblXaTelbHbIX MyTen W, KaK CneacTBue, K CHUXEHUIO KayecTBa X13HU [1, 2].
y AeTen — OofiHa U3 caMblX aKTyaslbHbiX Npo6aemM B Nneau- Haunbonee 4acTblM KOMOPOUAHBIM GOHOM MPU YacTbIX

atpun. Mpu patux 3aboneBaHUaX [OCTAaTO4HO 4acTo MHOEKLMSAX BEPXHUX AbIXaTesbHbIX NyTEen ABASETCS annep-
ANarHoCTupyroTcd KOoMOp6uaHble cocTosiHuS. lNpu 3aToM rmyeckas natonorus. Mo gaHHbIM nuTepaTypbl, O 3a/I0XKEH-

BbIIB/IEHHAs COMNyTCTBYOWAs NaToNorns He ToIbKO CNo- HOCTK HOCa coobLatoT 0 90% NauneHTOB C aniepruieckum
cob6CTBYET peumaMBamM Takux 3aboneBaHni, Kak OCTPbIn PUHUTOM. CUMNTOMbI Ha3aJIbHOW O6CTPYKLUMK MPK annepru-
CpeAHWA U 3KCCYAaTMBHbIM OTUTbI, OCTPbIN afeHOoWauT, 4YeCKOM PUHUTE MOTYT YCYryonaTbCs Mpu HanMynm ageHoToH-

OCTPbIM PUHOCUHYCUT, OCTPbIA PUHODAPUHTUT, HO B psaae 3unnsapHon runepTpodum [3].



Mneptpodusa afeHOUA0B M annepruiecKnuii pUHUTy geTemn
MOTYT NPOABAATLCA CXOLHLIMU CUMITOMAMMU, BKJIlOYas 3ano-
YKEHHOCTb HOCa, BblAENeHNs U3 HOca, HapyLleHWe cHa, y4ya-
LeHWe 3NN3040B PUHOCUHYCUTA U UHDEKLMIN HUMKHUX OblXa-
TeNbHbIX NYTEN, @ TaKXe NaToNioruio cpefHero yxa [4]. B page
uccnefoBaHUM NOATBEPXAEHA NOTEHUMANbHAsA CBA3b MEX-
4y runeptpobuen afeHOULOB W annepruyecknuMm PUHUTOM.
TaK, B UccnefoBaHUSX, MNOCBALWEHHbIX AETAM C anfiepruen,
Oblla o6Hapy»keHa 6ofiee BbICOKasg 4actoTa runeptpodumn
afleHOMO0B Y NaLUEHTOB C CONYTCTBYIOWNUM aniepruyeckum
PUHWUTOM MO CPaABHEHMUIO C KOHTPOJSIbHOW rpynmnow [4].

TaKkxe annepruyeckue 3aboneBaHus (@aTONUYECKUIN aep-
MaTuT, aifepru4ecKkMn PUHKUT) paccMaTpuMBaloTCA B KOH-
TEKCTe «aTOMUYecKoro Maplla» U BO3MOXHOMO pas3BUTUA
OpPOHXMANbHOM acTMbl, CMMNTOMAaTUKa KOTOPOMW 3a4acTylo
HeJoOLeHNBaETCH M3-3a HanMyus y pebeHKa noBTOPSIOLLMX-
cs MHOEKLUMIN BEPXHUX AblxaTeNbHblX NyTen. B cBA3K ¢ aTUM
CBOEBPEMEHHas AMarHOCTUKa 3TUX KOMOPOMAHbLIX COCTOS-
HWW NpeacTaBAseTcs Ype3BblHanHO BaXHOM 3ajaqven.

[pyras 4acTtaq conyTcTBylowas natonorua y aeten
C YacTblMU MHOEKLMAMU BEPXHUX AblXaTeNbHbIX NyTen —
naTonorus enyao4Ho-kuweyHoro Tpakta (MKKT), B yacTHO-
CTH, ractpoadodareanbHasa pedntokcHas 6one3Hb (FIPB).
PasHopogHocTb noaxoaoB K anarHocTuke APB y peten,
pasHornacus B WMHTEprpeTauuu AaHHbiX o6cnefoBaHuUg,
OTCYTCTBUE NeanaTPUYeCKUX HOPMaTUBHbLIX 3HAYEHWUW Cro-
CcO6CTBYIOT TOMY, 4TO 'OPB 4yacTo MOXeT ocTaBaTbCs Heana-
FHOCTUPOBAHHOW, @ ee CUMMNTOMbl OOGBACHATCA APYrUMU
pacnpocTpaHeHHbIMK NeanaTpUiecKumMun 3aboneBaHUsIMH,
TaKMMKU KaK caMn UHDEKLMN BEPXHUX AbIXaTeNbHbIX NyTen
Unu anneprus.

Hanbonee BaxHbIM MEXaHM3MOM MaToreHesda HeraTus-
HOro BAMsAHWMA TOPB Ha COCTOSIHWE BEPXHMX AblXaTeNbHbIX
nyTen B AaHHOM crly4ae fBAsSieTca NpsMoe noBpexjatoliee
LEeNCTBUE KMCNOTO Xenygo4yHOro CoAepXMMOro, Bbl3blBalo-
uee MUKPOTPaBMY M OTEK CAM3UCTOM 060SI0YKM, rnnepce-
KPeLMo CAn3K, LUMANaPHYI0 AUCKUHE3UIO U YCUIEHUE 3KC-
npeccumM MeanMaTopoB BOCManeHns B BEPXHUX AblXxaTeNbHbIX
nyTax. B cBsS3n ¢ 3aTMM o6CyxaaeTcs BO3MOXHas CBA3b
cuMnToMoB MOPB ¢ XpOHMYECKMM PUHOCUHYCUTOM, Pa3Bu-
TUEM afeHOTOH3UANAPHOW rMNepTPoOPUMn, OCTPLIM U XPOHHU-
YECKMM CPESHUM OTUTOM, SKCCYAATUBHBIM CPEAHUM OTUTOM,
ANCHYHKLMEN CIYXOBOW TPYObl, XPOHUYECKUM TOH3UITUTOM
[5-8]. YuntbiBaa HecneunmdbrUyecKuin xapaktep CMMNTOMOB
9Pb BO BCeM neguMaTpMyYecKOM BO3PacTHOM [uManasoHe,
cnepyeT NoA4YEPKHYTb BAXHOCTb TLaTeNbHOro c6opa aHaMm-
He3a M GU3MKaNbHOr0 OCMOTPa BCEMM MNPUBAEYEHHLIMU
cneuuanuctamu (negnatpamu, AETCKMMU OTOfl@apuHronora-
MU 1 JETCKMMM racTPO3HTEPONIOramm) 40 NPOBELEHUS UHBA-
3UBHbIX AMArHOCTUYECKMX BMelLaTeNbCTB.

Take ob6cyxpaetcs ponb Helicobacter pylori B nato-
reHese peuuanBMUPYIOLLEN NATONOMMKU BEPXHUX AbIXxaTesb-
HbIX NyTen. MUKpoopraHMam OGHapyXKMBaeTcs He TONbKO
B }KeNyaKe, HO U B CIM3UCTON 060/104Ke NONOCTU pTa M HOCa,
B nosaunax Hoca [9, 10], a TakXKe y NauMeHToB, CTpagatoLmx
KaK ['9PB, TaK 1 XpOHUYECKUM PUHOCUHYCMTOM. Bonee Toro,
H. pylori Bbi3blBaeT cMCTEMHOE BOCNajseHue ¢ Nnocneayto-
WMM YyrHETEHMEM MYKOLMIMAPHOIrO KAMpEeHca CAM3UCTOMN
060/104KM NOSIOCTU HOCA, YTO UrpaeT BaKHylO pofib B NaTo-
reHese XPOHUYEeCKOro puHocuHycuTa [11].

Mo aaHHbIM NPOCNEKTUBHOrO nccnegoBanusa [12], noa-
TBEpXKAeHa BbiCOKasg 4YacTtoTa MHbuuuMpoBaHus H. pylori

Leyla S. Namazova-Baranova?l' 2, Svetlana G. Gubanoval, Irina V. Zelenkoval, Viktor A. Gankovsky?,
Marina V. Yegoroval, Julia G. Levina®’ 2, Elena V. Kaytukova?l' 2, Kamilla E. Efendieval’ 2, Elena A. Vishneval: 2

1 Research Institute of Pediatrics and Children’s Health in Petrovsky National Research Centre of Surgery,

Moscow, Russian Federation

2 pirogov Russian National Research Medical University, Moscow, Russian Federation
Multidisciplinary Approach To The Problem Of Managing
Children With Frequent Respiratory Infections Of The Upper

Respiratory Tract: Key Results

Background. Recurrent upper respiratory diseases in children are an urgent and common issue in pediatrics. Comorbidities
often lead to prolonged, complicated, or chronic course of the inflammatory process in the upper airways. Objective. The
aim of the study — scientific evidence and complex technology development for the management of children with recurrent
upper respiratory diseases according to implemented multidisciplinary personalized approach, complex of modern methods for
diagnosing and health monitoring to achieve long-term remission. Materials and methods. The study included 115 children
aged from 2 years 6 months to 17 years 11 months with recurrent upper respiratory diseases. Examination included: nasal
cavity, nasopharynx and larynx endoscopy, abdomen ultrasound with aqueous-siphon test, tympanometry, and laboratory tests
(total and specific ISE levels, antistreptolysin-0, microbiological study of nasopharynx and oropharynx discharge, enzyme-linked
immunosorbent assay of feces on Helicobacter pylori. Results. The study has revealed high prevalence of associated allergic
pathology in children with recurrent upper respiratory diseases. Allergic rhinitis was the most common (55 (48%) children). There
was also a high prevalence of gastroesophageal reflux disease (GERD) (37 (32%) children). Clinical signs of GERD were revealed in
patients with chronic diseases significantly more often than in children with acute ENT pathology (27 (38%) and 10 (23%) children,
respectively). It confirms the role of this comorbid condition in the development and course of chronic inflammatory process
of the upper airways. Obtained data analysis has shown high prevalence of allergic and gastrointestinal pathology in children
with recurrent upper respiratory diseases. Diagnostic and management algorithm for patients with recurrent upper respiratory
diseases as well as practical guidelines were prepared based on the study data. This algorithm will allow to implement the
personalized multidisciplinary approach for the management of prior and comorbid diseases via modern informative diagnostic
methods. The complex approach to timely physical examination and pathogenetic treatment will ensure control of the patient’s
condition and prevent the development of chronic ENT organ pathology in children.

Keywords: recurrent upper respiratory diseases, nasopharyngeal endoscopy, fiber-optic laryngoscopy, allergic rhinitis,

gastroesophageal reflux
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y AETEN C XPOHUYECKUM TOH3WUAJIMTOM MO CPABHEHMIO C KOH-
TPOJIbHOM rPynnown (NauneHTbl ¢ rnnepTpoduen HEGHbIX MUH-
AanuH) Npu naeHTndMKaumm gaHHoro naToreHa B 6uonTa-
Tax HEOHbIX MUHAANWH, YAANEHHbIX MPU TOH3UIIKTOMUM.
Tak)e y NauMeHTOB C XPOHUYECKUM TOH3WANUTOM BbISIB-
NeHa 3HayMmas B3auMMOCBSA3b MEXAY MONOXKUTENbHbIM
pe3ynbTatoM 06HapyXeHus H. pylori 1 KOCBEHHbIMW MPU-
3HaKamu napuHrodapuHreanbHoro pedniokca nNpu Haso-
GUBPONapPUHIoCKONUK (OTEK FOJIOCOBLIX CKNaAoK, And-
Qy3HbIK OTEK FrOpTaHU, TMNEpPeMUs n runepTpodus 3agHemn
Komucceypbl) [13].

CyLecTBYIOLLMI Ha CEMOAHSALIHMI JeHb CTaH4apTHbIM noa-
X0 K BeAeHUWI0 AeTen ¢ 3aboneBaHnsMU BEPXHUX AblxaTeNb-
HbIX NyTEN HE YYUTbIBAET BAUAHUS KOMOPOUAHBIX COCTOSHUM
Ha TeyeHuWe OCHOBHOro 3abofieBaHusl, 4acToTy pPeLManBOB
1 pa3BUTHE XPOHMYECKOIO BOCNanuTenbHOro npouecca. B cea-
31 C 3TUM BO3HMKaeT nNpobiema HeCBOEBPEMEHHON AnarHo-
CTUKM W Nle4YeHns COoMnyTCTBYIOWEN MaToNOMMK, YTO 3a4acTyto
ABNAETCH KNoYeBbIM GaKTOPOM HM3KOM YCMELHOCTU B Nleve-
HWM YacTbIX MHOEKLMI BEPXHUX AblXaTeNbHbIX NyTEeN.

B cBS13K € 3TUM 04eBMAHA HEOBXOAUMMOCTb TLWATENbHOIO
noaxoAa K [AMarHOCTUKE M UCK/IIOYEHUIO COMYTCTBYIOWMX
NaToIoOrMYEeCKUX COCTOSIHWUI, KOTOPble MOryT cnocob6CTBO-
BaTb 3aTAKHOMY, PeLMAMBUPYIOWEMY WKW OCMOKHEHHOMY
TEYEeHUIO BOcCNanuTenbHbix 3aboneBaHWMM BEPXHUX Ablxa-
TENbHbIX NyTEN.

Taknum obpas3oM, Hay4yHOe o6oCcHOBaHWe U pa3paboTKa
anroputMa MynbTUAUCUMNIMHAPHOIO NEePCOHaIM3MPOBaH-
HOMO MoAxofda K BEAEHWI0 JeTel C YacTbiMU MHOEKLMAMM
BEPXHUX AblXaTe/bHbIX NyTEN C UCMONb30BaAHNMEM COBPEMEH-
HblX BbICOKOMHPOPMATUBHbLIX METOAOB AMArHOCTUKMK SBAS-
€TCH aKTya/lbHOM TEMOW.

Llenb uccnepoBaHuns

Llesib JaHHOrO UCCleAoBaHWs — Hay4yHoe 060CHOBaHUe
M pa3paboTKa KOMMIEKCHOW TEXHOMOrMU BefeHUs LeTen
C 4aCTbiIMU MHOEKLMAMU BEPXHUX AblXaTeNbHbIX MNyTen
Ha OCHOBaHUKM Pa3pPabOTaHHOIO MYJbTUAMCLMIIMHAPHO-
ro NepcoHaNM3UMPOBAHHOrO MOAXOAa, KOMMIEKca CoBpe-
MEHHbIX METOAOB [AMArHOCTUKM WM KOHTPONA COCTOSHUA
191 AOCTUMEHUA AINTENbHOM PEMUCCUN.

METOAbI

HeKkoTopble pe3ynbTaTbl HACTOALWLEr0 MCCeaoBaHWUS
6blnn ony6/MKOBaHblI paHee W OMucbiBanu nepBble UTOrU
aHanM3a MynbTUAMCUMNIMHAPHOro noaxoda K npobneme
YacTblX MHPEKLMIM BEPXHUX AblXaTeNbHbIX NyTEN y AeTen*.

[JaHHas cTaTbdl ONUCbiBaeT pe3ynbTaTbl Mpo-
OOJIXKEHHOM Hay4YHO-UccnegoBaTebCKOM pa6oThl
«[epCoHNPULMPOBAHHbBIK KOMMIEKCHbIN MYNbTUAUCLMUIIIN-
HapHbIM NOAXO[ K BEeAEHWI0 [eTen C peuuavBUpYoWMMn
60/1€3HAMM BEPXHMX AblxaTeNbHbix nyTen» HKL, N°2 dIrbHY
«PHUX um. akag. B.B. MNeTtpoBckoro», N2 rocygapcTBeHHOM
perucTpaumm 121120900068-6.

An3aiH uccnepoBaHuna

MpoBeaeHo o6cnepoBaHue 115 pgeten € YacTbiMu
MHOEKLMSIMU BEPXHUX AblxaTeNlbHbIX NyTen ¢ GopMmnpoBa-
HWEM rpynn naumMeHToB ¢ OCTPbIMK U OBGOCTPEHUSIMMN XPOHMU-
4yecKux 3aboneBaHui JIOP-opraHoB Ha MOMEHT NPOBEAEHUSA
ob6cnenoBaHus.

YcnoBus npoBeaeHUn

MccnepoBanue nposoaunocek B HUMU negnatpum n oxpa-
Hbl 3g0poBbsa aetern HKL, N°2 dIrBHY «PHLUX um. akap.
b.B. NeTtpoBckoro» (Mockea) ¢ 2021 no 2023 .

Kputepum cooTBeTcTBUA

B uccnegoBaHune Obinv BKAOYEeHbl 115 nauueHToB
C HalMynem B aHamHe3e YacTbiX MHPEKLUMIN BEPXHUX Ablxa-
Te/bHbIX NyTeN B Bo3pacTe oT 2 1eT 6 mec ao 17 net 11 mec.
Bce netu npoxoaunu obcnegoBaHue U HabnoaeHve B HAN
neanaTpum U oxpaHbl 3g0poBbsa aetern HKLL N°2 drBHY
«PHUX um. akaa. b.B. MetpoBcKoro». Poantenem / 3aKoH-
HbIM MpeACcTaBUTENIEM WAW CaMMM YYaCTHMKOM cTaplie
15 net 66110 NOANMCAHO MHOOPMUPOBaAHHOE 4O6POBObHOE
cornacue Ha 06paboTKy AaHHbIX.

OCHOBHOM UCX0p[, UccnesoBaHUA

AHanu3 pesynbTatoB pa3paboTaHHOro Hay4HO 06OCHO-
BAHHOrO anropMtMa MyabTUAMCLUMMIIMHAPHOIO MNepcoHa-
JIM3NPOBAHHOIO BeAEeHUS AeTel C YacTbiMU MHOEKUMSMHU
BEPXHUX [OblXaTeNbHbIX MyTEW, BK/IOYAKOWErO Kito4yeBble
[MarHoCTUYECKNE METOAMKK, HeobxoauMmble Ans yyylue-
HWUS BbISIBISEMOCTM KOMOPGUAHbBIX COCTOSAHUM, JOCTUKEHMS
W NOAAEPKAHUS KOHTPONS Had CMMITOMaMu 601e3HM.

[lononHUTeNbHbIE UCXOADI:

® @HalM3 4acToThbl U CMEKTPa COMYyTCTBYIOWEN NaTON0rMK
y AeTe C 4acTbiMU UHPEKLMAMU BEPXHUX AblXaTeNbHbIX
nyTen;

° BbIIBJIEHWE KOPPEeNsauuMn mexay 3aboneBaHMEM Bepx-
HUX AblXaTe/bHbIX MyTEN U COMYTCTBYIOWEN NaToNornen.

MeToabl OLleHKHU Lie/ieBbiX MOKa3aTenen

B xoge pa3paboTKM MynbTUAUCLMMAMHAPHOIO nepco-
HaM3MPOBAHHOIO anroputma o6cneaoBaHMA U BeaeHUs
[eTen € YacTbIMU MHPEKLMUAMU BEPXHUX AblXaTebHbIX NyTEN
Ha NnepBoM aTane 06¢ce0BaHNA BCe NaLMeHTbl OblIM OCMO-
TpeHbl OTOPMHONAPMHIOIOrOM C NpoBeaeHnem cb6opa aHam-
He3a, BbIIBNEHWEM CUMMNTOMOB OCTPbIX WMAM OGOCTPEHMM
XPOHUYECKNX 3ab0neBaHui BEPXHUX [OblXaTeNibHbIX NyTEN,
a TaKXe Kajob Ha HanuMyiue annepruyeckom natosioruu
1 npo6aem co ctopoHbl HKKT.

Cneayoumm AMarHoCTM4eCKMM 3Tanom Gbif1 OTOpUHONa-
PUHTONOrMYECKMUIA OCMOTP C NMPOBEAEHUEM 3HAO0CKOMMUYECKO-
ro OCMOTpPa MoM0CTM HOCA, HOCOMNOTKK U ropTaHu. Mpu atom
OLIEHMBANOCh COCTOSAHUE NMOSIOCTU HOCA, HOCOINOTKM (onpe-
Nensnncb cteneHb rmnepTpodun rMOTOYHOW MUHAAMHGI,
COCTOSIHME T/I0TOYHbIX YCTbEB CYXOBbIX TPy6, MPU3HaKK
BOCMaleHnss NMM@POUIHON TKaHW), a TaKKe BbIMNOJHANACh
$unbponapuHrockonus. Npu ocMOTpe ropTaHu Y4nTbiBaInUCh
KOCBEHHble npu3Hakun APB (rMnepemMuss n OTEK 3aAHuX
OT/IENOB ropTaHn, B YaCTHOCTU Mex4epnanoBUMAHON M NMOCT-
nepcTHEBUAHOM obnacTten).

[Ns UCKNIOYEHMS NaTONOMMK CPEQHErO yXa B UccneaoBa-
HWUKW UCMNOoNb30Basca METO TUMNAHOMETPUK, MO3BOJIAIOLLINIA
pPErMcTpupoBaTb aKyCTM4YECKOE COMPOTUBEHUE 3BYKOMPO-
BOAALLEro annapata npuv M3MEHEHWW AaB/EHWS BO3ayxa
B HapYyXHOM CNyXOBOM MPOXOAe.

baKTepuonornyeckoe wuccnegoBaHue ©&nopbl PoTo-
M HOCOI/IOTKM BbIMOJHANOCh BbIGOPOYHO, C YHETOM K-
HMYECKOM KapTUHbl 3aboneBaHua ANa MAEHTUDUKauMK

* HamaszoBa-bapaHoa J1.C., [y6aHoBa C.I"., BuwHeBa E.A., 3eneHkoBa W.B., laHKoBckui B.A., EropoBa M.B., JleBuHa 0., KaiTtykoBa E.B.,
JdeHameBa K.E. MynbTuaAMCUMNAMHAPHBLIA MOAXOA K MpoGnemMe peuuaMBUPYIOWKX 3a6oNeBaHWA BEPXHUX AblXaTelbHbIX MyTen
y aeTen. NpomexxyTouHble peaynbTatbl uccnepgoBavus // [Negmnatpuyeckass ¢apmaxonorns. 2022, T. 19. N° 6. C. 437-447.

doi: https://doi.org/10.15690/pf.v19i6.2472.



naTtoreHHon W HopmalbHOM MWKPOOGWOTLI JIOP-opraHoBs
y NauMeHToB C 3ab0neBaHWs MU BEPXHWUX AblXaTeNbHbIX
nyTen.

[nsoueHKU cocTossHMA BepXHUX 0TaenoB KT B KavecTBe
CKPUHUHIOBOW METOAMKM ANS BbISIBNIEHUS MPU3HAKOB racTpo-
330dareanbHoro pednoKkca Kak KOMOPOUAHOITO COCTOAHMS
NPUMEHSNOCH YNbTPa3ByKoBOE UccnegoBaHue (Y3U) 6ptoLu-
HOW NONOCTU C BOAHO-CUOHHON Npo6ou. MNepBbiM 3Tanom
[aHHOro uccneaoBaHus 6bin TpaHcabaoMUHaNbHbI OCMOTP
OpraHoB OpPIOWHON NOMOCTU. 3aTeM BbINOMHANACb BOAHO-
cndoHHas npoba. BbisBneHne Y3-npu3HakoB M3MeEHEHUS
HOpMasibHOW aHaTOMUK (paclWwMpeHne guameTpa nuuesoaa,
M3MEHEHWE yrna MeXAy OCbio MuleBoda M Manon Kpu-
BW3HOWM XenyfaKka) ¥ NOBTOPHbIX 3NU3040B PETPOrpagHoro
OBUXKEHUST 3X0-4acTul, M3 Kefyaka B NuuweBod NO3BONSA-
N0 caenaTb BbIBOA O HEAOCTATOMHOCTWM Kapauu (xanaswu).
Y3-meToa ABASETCA BarKHbIM MNEPCNEKTUBHBIM MHCTPYMEH-
TOM KOMMJIEKCHOIO 06CcneoBaHUs NaLUMeHTOB € racTpoas3o-
dareanbHblM pedsitokcom [14].

Oetn ¢ nopo3peHneM Ha [IPB KOHCynbTUpPOBaHLI
racTpoO3HTEPOSOroM. BbiiBNieHHblE M3MeEHeHWs OLeHMBa-
JINCb B KOPPENAUMU C KIMHUYECKMMU CUMATOMAMKU (U3XKO-
M, OTPbIXKKKW, NONepXuBaHue, NoKawnmBaHue, OXpunaocTb,
olylleHMe MHOPOAHOro Tena B 061acTU rOPTaHOINOTKM).
[acTpoaHTEPONOroM peKomeHAoBanach AafibHenwas Tak-
TMKa JMarHocTM4yeckoro obcnefoBaHusa ans 060CHOBaHMA
HagHa4yeHus Tepanun. B 4acTHOCTH, BEIGOPOYHO Ha3Havan-
Cc UMMYHODEPMEHTHbIM 3KCNpecc-TeCT Kana Ha H. pylori.
[aHHas guarHocTuyeckas MeToauKa ABAsSEeTCS MeToAOM
MacCOBOro CKpUHWHIra nHbeKumn H. pylori, Tak Kak gBNs-
eTcsl MHOOPMaATUBHBIM, HEMHBA3MBHbLIM, 4OCTATO4YHO HEAo-
POrMM M NIErKOBbLIMOIHUMbBIM TECTOM.

[N UCKNOYEHUS UNn NOATBEPKAEHUSA HanU4uus annep-
rMyecKkmx 3aboneBaHuit y naumMeHTa B KOMMNIEKC Meponpum-
ATUIM ObINO BKOYEHO anneproobenenoBaHue. Nocne céopa
aHamMHe3a BpayoMm anfieproaoroM-uMMyHO0rOM M Npeasa-
pUTENBbHOrO OCMOTPa NauMeHTa B KavyecTBe guarHoctuye-
CKOM METOAMKM MCMonb30Bascs MeTog onpegeneHus obe-
ro u annepreH-cneundunyeckux IgE B cbiBopoTKe KposH (IgE
total — MMMYHOXEMUIIOMUHECLIEHTHBIN METOL U Hanu4yue
cneundunyecknx aHTuten knacca Igg — metog ImmunoCAP).
[Mp1 NOBTOPHOM KOHCYNbTUPOBAHUKU aniepronor-uMmMyHoN0r
MHTEpPNpPeTMpoBan pesynbraTel 06cnefoBaHUa napanienb-
HO C OLLEHKOW KIIMHUYECKUX CUMMTOMOB.

3TUYHECKAS 3KCMEPTU3A

Tema Hay4HO-UccnegoBaTeNbCKoM paboTbl ofobpe-
Ha JIOKanbHbIM 3TMYECKMM KOMMUTETOM (MpoTokon N2 148
oT 15.01.2021) B pamMKax YTBEP)KAEHWUS MnaHa HayuYHbIX

Ta6nuua 1. XapakTepucTuKa y4aCTHUKOB UCCNeaoBaHuUs
Table 1. Characteristics of study participants

paboT Hay4yHO-TexHM4Yeckum coBeTom LIKB PAH. BKkntoueHune
B MCCNeaoBaHWe NPOBOAWAN NPU MONAYHEHUN NOANUCAHHOTO
MHbOPMMUPOBAHHOIO JOOPOBOILHOIO COrnacus Ha o6cneno-
BaHWe OT POAUTENS UM 3aKOHHOMO NpeacTaBuTens pebeHKka
60 oT pebeHKa, gocTurwero so3pacTta 15 ner.

CTATUCTUYECKMI AHAJIU3

AHanu3 gaHHbIX NPOBOAKMICS C Ucnonb30oBaHWeM R (Bep-
cus 4.1.3). Ona npoBepKM HOpManbHOCTU pacnpeaeneHuns
KO/IMYECTBEHHbIX MNOKasaTesen MNPUMEHANUCh KpUTepun
LWanupo — Yunka (ecnu n < 50) u kputepun Konmoroposa —
CmupHoBa (ecnv n > 50). Bo Bcex cnyyasnx pacnpeneneHve
OT/IMYaNoCb OT HopmanbHOro. ONUCaHUs KONMYECTBEHHbIX
NPU3HaAKOB COAepPXKanu MmeanaHy u MHTEPKBaPTU/bHbIV pas-
Max (Median (IQR)). Ans cpaBHEHUS KONMYECTBEHHbIX MpU-
3HAKOB B HE3aBUCUMbIX rpynnax MPUMEHSANCH KpUTepun
MaHHa — YWUTHW (Npu cpaBHEHWW AByx rpynn). Ansa cpas-
HEHWS KaTeropmanbHbIX MPU3HAKOB MCMONb30BAINCh KPH-
Tepuh xu-kBagpaT lMMpcoHa U TOYHbIN KpuTepuin Puiiepa.
Pasnunuyms c p < 0,05 cyuTanmcb CTaTUCTUYECKM 3HAYUMBIMMU.

PE3YJIbTATHI

XapaKTepucTUKa BbIGOPKM (rpynn) uccnengoBaHus

Bcero B uccnepoBaHue 6binn BKAOYeHbl 115 peten
B Bo3pacTe oT 2 net 6 mec Ao 17 net 11 mec ¢ 4yacTbiMK
MHOEKUMAMU BEPXHMUX AblXaTeNbHbIX NyTEN U Pas3NnyHbIMU
conyTcTBylOWNUMM 3aboneBaHmamun. PacnpegeneHve nauu-
€HTOB NO Moy 1 BO3pacTy npeactasneHo B 1abn. 1.

B pe3ynbrate KOMNAEKCHOro o6¢cnefoBannsa y 43 naum-
eHToB (37%) AMarHocTMpoBaHbl OCTPble COCTOSAHMSA
(tabn. 2).

B rpynny geten ¢ ocTpbiM ag4eHOMANTOM Bowm 38 nauu-
€HTOB. B CTpyKType BbISBAEHHON COMYTCTBYOWEN NaTono-
rMu y feTen ¢ AaHHbIM AMarHo3om npeobnagjana annepru-
YyecKas natonorusa. CTpyKTypa annepruyeckon naTonoruu
B rpynne geten € OCTpbIM afeHOMAMTOM npeacTaBfieHa
Ha puc. 1.

Bcero B rpynne geTew ¢ 0CTPbIM a4EHOUANUTOM Y NONOBU-
Hbl (19 (50%) nauneHToB) AMArHOCTUPOBAH anNepruyeckun
puHUT. Moyt B Tpetn cnyyaeB (y 11 (29%) neten) ava-
rHO3 anfnepruyeckoro puHuTa Obln NOATBEPIKAEH BMNEPBLIE.
Mpn aTomM y 11 naumneHToB C NpeaBapuTeNibHbIM 4MAarHO30M
«@NnepruyecKku puHUT ypoBHU obwero IgE He BbIxoau-
N1 3a npegenbl pedepeHCHbIX 3Ha4YeHM, a No pesynbra-
Tam ImmunoCAP 6bina noaTBep)KaeHa ceHcubunusauus
K MblabLeBbIM, GbITOBbIM annepreHam 1 anuaepmasnibHbiM
annepreHam XMBOTHbIX. Ha aTane KAMHMYECKOro ocmoTpa
npu c6ope aHaMHe3a 0 HalMYUK NULLEBOM annepruny getemn
coobwmnm nuwb 2 (5%) poautens. Mo pe3ynbTatam annepro-

Mon KonuuyectBo nauuneHTOB / % OT 06GLLEro KoanyecTea CpepHuii Bo3pacT, roasl / Median (IQR)
Manbynku 64 /56 9,331+4,3/9,4(6,2;13,1)
[leBoYKM 51 /44 9,03+3,2/8,6(5,7;13,5)
Bcero 115 /100 9,7+4,3/93(5,8;13,4)

Ta6nuua 2. XapakTepucTuKa nauueHToB ¢ ocTpow JIOP-natonoruen

Table 2. Characteristics of patients with acute ENT pathology

AnarHos KonunyectBo nayueHToB / % OT 06 ero Konuyecrtea CpepaHui Bo3pacT, roabl / Median (IQR)
OcTpbIvi ageHonanT 38 /33 71+3,1/6,5(4,9;8,7)
OCTpbIi PUHOCHUHYCHUT 2/2 9,1+£5,0/9,1(7,3;10,9)

OcCTpbIfi CpeaHUin OTUT 3/3

4,4+20/4,4(3,7;51)
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OPUTMHANNbHASA CTATbA

BpoHxnanbHasa actma 5%
-

MuweBas anneprus

ATOMUYECKNIN aepmaTut

Annepruyecknm puHUT

0% 10%

50%

20% 30% 40% 50% 60%

Puc. 1. CTpyKTypa annepruyeckoin natonoruun B rpynne geten ¢ AMarHo30M «0CTPbIA afeHonanT»
Fig. 1. Structure of allergic pathology in the group of children with “acute adenoiditis”

o6cnefoBaHna ceHCMbunnadaumsa K nNueBbiM aniepreHam
Oblna BbifiBfieHa ¥ 23 (61%) LeTeln, YTO MOXET CBUAeTeNb-
CTBOBaTb O NATEHTHOM MUILEBOW annepruu. Takxe B 3TON
rpynne nauneHToB AMarHOCTUPOBaHO 2 ciyyas 6poHxXuab-
How acTMbl (5%), B OAHOM M3 KOTOPbIX AMarHo3 Obl BbICTaB-
NeH BnepBble.

Mo paHHbIM GMOPOSIAPUHTOCKONUK MNaToNoOrnMK ropra-
HM W KOCBEHHbIX Npu3HakoB [IPH BbIABAEHO He Oblo.
Y 9 peten (24%) ¢ ocTpbiM ageHouauToM npu Y3W 6piolu-
HOW MONOCTU C BOAHO-CMDOHHOW MPOOBOKN ObINU BbIABNEHbI
npusHakun MIPB. Mo gaHHbIM nabopaTopHoro ob6cnenosa-
HWa H. pylori B rpynne nauneHToB C OCTPbIM afeHOUAUTOM
He BbISIBNEH.

Y 8 nauuneHToB (21%) ¢ AMarHo30M «OCTPbIM afeHOUANT»
AMarHocTMpoBaHa NaTonormsa CnyxoBbix TPY6 € KNMHUYECKU-
MU NPOSIBNEHUSMU B BuAe Ty600TUTa. 3Ta NaToNnormsa TeCHO
CBfA3aHa KaK HenocpeacTBEHHO C BOCNaneHWeM rMOTOYHOM
MUHL@NWHbI, TaKk U C runepTpodven afeHonaoB, BO3HMU-
Kalollen B peadynbraTte NOBTOPHbIX BOcNaneHun B 0651actu
HOCOTJIOTKM.

Mpun aHanu3e pesynstatoB 6aKTEPUONOTMYECKUX MOCe-
BOB W3 HOCOIIOTKX B [JaHHOW rpynne AeTen valle BCero

Moraxella catarrhalis

Streptococcus pneumoniae

Staphylococcus aureus

Haemophilus influenzae

Streptococcus pyogenes

Pseudomonas aeruginosa F 3%

0% 5%

onpeaensiiucb accoumaLnm MUKPOOPraHM3MOB, COoAepKa-
wme Moraxella catarrhalis, Streptococcus pneumoniae,

Staphylococcus aureus, Haemophilus influenzae,
Streptococcus pyogenes, Pseudomonas aeruginosa.
YacTtoTa BCTpe4YyaeMoCTu npeacTtaBuTENEen MUKPOOMOTHI

npefctaB/ieHa Ha puc. 2.

MuKpo6uroTa POTOrNOTKK Bblfla NpeacTaBieHa KOMMEH-
canbHOM MuKpodnopon B Buae Streptococcus viridans,
Streptococcus mitis, Streptococcus epidermidis. B eanHuny-
HbIX cyYasx 6bi1v BblaeneHbl M. catarrhalis, Str. pneumoniae
n P. aeruginosa, 410, CKOpee BCEero, Obl10 CBA3aHO C TEYEHMU-
€M OCTpPOro ajeHouauTa M OCHOBHbIM CUMMNTOMOM 3TOrO
COCTOSIHUS — CTEKaHWEM C/IM3KU U3 HOCOTIOTKU MO 3aaHen
CTEHKE TM0TKH.

Y 2 (2% oT obuiero konuyectsa o6cCnefOBaHHbIX)
nauMeHTOB [AMarHOCTMPOBAH OCTPbIH  PUHOCHHYCKT.
Komop6uaHom natonorven nauneHToB C OCTPbIM PUHOCHK-
HYCUTOM Obll anfiepruyeckUin PUHKUT, NP 3TOM B OLHOM
cllyqae AMarHocTupoBaHa ceHCcMbunmsaLms TONbKO K nec-
HeBbIM rpubam, a B APYrom criyyae MOATBEPXKAEH MONIU-
HO3 1 BbISIBNEH BbICOKWI YPOBEHb CMeLUdUYECKUX aHTUTEN
(5-" n 6-1 KNacc) K anuaepmasnbHbIM aniepreHamMm KoLWKu

— 21%

. 19%
A 19%
M 5%

10% 15% 20% 25%

Puc. 2. MMKpo61oTa HOCOMIOTKM y NaLMEHTOB C AMArHO30M «OCTPbIN aeHOUAUT»

Fig. 2. Oropharyngeal microbiota in the group of patients with “acute adenoiditis”



1 cobaku, Npu 3TOM ypoBeHb obulero IgE 6bin B npeaenax
HOPMBbI.

Mo pe3ynbtatam MWKPOOBMONOrMYECKOrO MCCnenoBa-
HUsA oTaensiemoro u3 Hoca y 1 (50%) pebeHKa BbiiBNEH
H. influenzae. Mo pe3ynbTatam uccneaoBaHUs MUKPOOWO-
Tbl poTornoTkn y 1 (50%) pebeHKa BbiiBAEHA accouu-
auMsa naToreHHbIX U KOMMEHCasbHbIX MWKPOOPraHW3mMOoB
(H. influenzae, P. aeruginosa, Str. mitis).

MpK 9HAOCKOMMYECKOM OCMOTPE MOSOCTU HOCa, HOCO-
FNOTKW U TOPTaHM Yy NaLMUEHTOB C OCTPbIMU PUHOCHHYCHUTaAMM
naTofiorMn He BbiSBNEHO. Mo pe3ynbtatam Y3W 6ptowHon
nosocTh ¢ BOAHO-CUMPOHHOM Npo6ow npu3Haku N3P onpe-
nenanuncb y 1 (50%) pebeHKa, y KOTOporo B npouecce ava-
FHOCTUKM anneprosiorom BnepsBble MOATBEPXKAEH AMarHo3
6pPOHXMaNbHOM aCTMbl.

OcTpble cpeaHue OTUTbl AMarHocTupoBaHbl B 3 (3%)
cny4yasx. Y Bcex OeTen cOonyTcTBYolen nartonornen 6bla
annepruyeckum puHuT, y 1 pebeHKa BbIsiBIEH aTONUYECKUM
aepmaturt. Mo pesynbratam nabopaTopHOro o6cnefoBaHus
onpeaeneHbl BbICOKME YPOBHM cCneuudUYeCcKUX aHTuTen
K NblbLe aepeBbeB (5-1 1 6-1 KNlacc), COPHbIX U 31aKOBbIX
TpaB (2-# n 3-# Knacc). NokazaTtenun obwero IgE He BbIXO-
anMnu 3a pedepeHcHble 3HavyeHus. B MadKkax n3 HOCOrnoTKM
W POTOrNOTKM NaToreHHom dnopbl He BblaeneHo. MNpu aHgo-
CKOMWKU HOCOTNIOTKM Y 3TUX NaLMEHTOB BbisiBA€Ha rMNepTpo-
dua ageHoungos Il cteneHun. Mo gaHHbIM GUBPONAPUHIOCKO-
nun 1 Y3W GpIoliHON NonocT ¢ BOAHO-CUGMOHHON npobon
y AeTew ¢ OCTPbIMU CPEeaHUMU OTUTaMMU OTKIIOHEHWI BbISiB-
NIEHO He 6bIn0. NoceBbl OTAENAEMOrO U3 HOCO- U POTOMNOTKM
pocTa MMKpPOdNOPbLI HE Janu.

B uenom, aHann3npys KOMoOpOUAHYIO NaToONOrMnio yyact-
HWKOB MccnefoBaHusa ¢ ocTpon JIOP-naTonornen, cnenyet
OTMETUTb, YTO MPEUMYLLECTBEHHO Oblla BbiiBNEHa annep-
rMyecKas natonorua B BUAE afieprmyeckoro puHuTa (Bcero
24 (56%) naumneHTa, 3 HUX 19 — cpeam oeTen c ocTpbiM ae-
HOMAWUTOM, 3 — C OCTPbIM CPEAHMUM OTUTOM, 2 — C OCTPbIM
PUHOCUHYCUTOM), BPOHXMaNbHOM acTmbl (3 (7%) neten), ato-
nuyeckoro aepmatuta (7 (16%) nauMeHTOB) W MULLEBON
anneprum (2(5%) pebeHka).

BnepBble guMarHo3 annepruyeckoro puHuTa B rpynne
[eTein ¢ oCTPbIM aieHONANTOM Obin NoaTBepAeH Yy 11 (29%)
nauuMeHToB, 6GpoHXManbHas acTMa BMepBble BbigBAE-
Ha y 2 (5%) neten ¢ AuarHo3amu «OCTPbI PUHOCUHYCUT»
N «OCTPbIN ageHouaunT». Mpu3Haku NIAPB 6binn 06HapyKeHbI
y NauneHToB C OCTPbIM aeHOUANTOM U OCTPbIM PUHOCHHY-
cutom (Bcero y 10 (23%) neten: y 9 — ¢ oCcTpbiM afeHonan-
TOM MYy 1 — C OCTPbIM PUHOCUHYCUTOM).

Y 72 (63%) nauneHToB Ha MOMEHT ob6cneaoBaHus ana-
rFHOCTMPOBAHa XPOHWYecKas naTosnorus B Buae 3abonesa-
HWUI, NpeacTaBNEeHHbIX B Tab. 3.

Haun6onee 4acTo AMarHOCTUPOBAH XPOHUYECKUIM TOH3UI-
T — 45 naumeHToB (39%).

Y 22 (49%) nauneHToB C XPOHUYECKUM TOHIWUIIMTOM
AvMarHocTMpoBaHa KoMop6uaHas naTtonorus B Buae annep-
rmyeckoro puHuta. Kpome toro, y 4 (9%) neten noaTBep -
AeHbl 6poHxManbHas actMa, NuleBas anieprus u atonuye-
CKUIW fepmaTuT.

Mo pgaHHbIM 3HAOCKOMM4YEecKoro wuccnepoBaHus JIOP-
OpraHoB NauUMEeHTOB C AMArHO30M «XPOHUYECKUIA TOH3UAIUTY
y 8 (18 %) neten 6Gbina BbiiBNEHa runepTpodus aleHona0B
Il ctenenn, y 4 (9 %) — runeptpoodus ageHougos Il
ctenenn. Y 2 (4 %) naunMeHToB Npu GpUOPONAPUHIOCKONUK
OTMEeYa/IMCb KOCBEHHble MPU3HaKWM racTpoasodareanbHo-
ro pedniokca (rMunepeMuss U OTeK CIU3UCTOM 060N04KHK
3a4HWX OTAENOB ropTaHW, B 4aCTHOCTM Mex4yepnanoBua-
HOM W nocTnepcTHeBUaHOM o6nacten). Mpu Y3 GptolwHoN
NnoJiocTM C BOAHO-CMOHHOM MPOBON y 3TUX NaALMEHTOB
OblIX BbISIB/IEHbI CUMNTOMbI FacTpoasodareanbHoro ped-
NnoKca. [acTpoaHTEpoOnoroM pekoMeHgoBaHa 33odarora-
CTPOAYOAEHOCKONUSA, MO pedynbTaTaM KOTOPOW AMarHo3
APE 6bin noaTBepKaeH. B uenom no aaHHbiM Y3U 6ptoLu-
HOW MOJIOCTM C BOAHO-CUOHHOW Npo6oKn cpean 60NbHbIX
XPOHUYECKUM TOH3MANUTOM y 14 (31%) nauueHToB Obln
BbISIB/IEHbI MPU3HAKKM racTpoasodareanbHoro pedntokca.
Mo pgaHHbIM nabopaTtopHoro o6cnefgoBaHus H. pylori 6bin
BbiiBNieH Y 1 (2%) peb6eHKa ¢ NoATBEPXAEHHbIM Npu 330da-
roractTpoayoaeHocKonuu anarHo3om FoP6.

Mo aaHHbIM naGopaTopHOro uccnegoBaHunsa y 12 (27%)
NauMeHTOB C XPOHUYECKMM TOH3UIMTOM BbIBAEHO
noBbileHne ypoBHs ACJI-O. lMpenmyliecTBEHHO onpege-
NAN0Cb He3HayuTenbHOEe MOBblWEHWE AaHHOro nabéopa-
TOpHOro nokasatensa (o1 209 go 317 ME/mMn npu Hopme
no 200 ME/mn) — 9 (20%) peten. ¥ 3 (7%) nauveHToB
BbISIB/IEHO 3Ha4yuTesbHOE MnoBbllweHne yposBHa ACJI-O (ot
703 po 1333 ME/mn npu Hopme go 200 ME/mn).

BaKkTepuonormyeckoe uccnegoBaHne NnocEBOB M3 POTO-
rMOTKK BbINO BbINONHEHO 16 (36%) nauueHTam. Pe3ynbrathl
JaHHOro o6cnegoBaHua NpeacTaBaeHbl Ha puc. 3. B noce-
Bax BblgeneHbl noATuNbl GaKynbTaTUBHO-aHadPOOBHbIX
6aKkTepun wn3 cemencTtBa Streptococcaceae (S. mitis
n S. viridans), 4To cOOTBETCTBYET HOPMalbHON MUKPOBGMO-
Te POTOrNOTKM, S. aureus, a TaKXe accouuauumm MWUKpPO-
OpraHn3mos.

Y 24 petei anarHoctupoBaHa runepTpodusa rnoTou-
HOM MWHAanNuHbl. PacnpegeneHve cteneHn runeptpobum
ajeHoMaoB B 3aBMCMMOCTM OT BO3pacTa npencTaBfieHo
B TA0N. 4.

B rpynne getei ¢ runeptpoduen ageHonao y 11 (46%)
nauneHToB BbisiBNEHbl Npu3Haku NOPB no Y3W 6GptlowHon
NoONOCTU C BOAHO-CUDOHHOM Npoboi. MNpu dubponapuHro-
CKOMWW Yy 3TUX AeTer natonorus He onpegenanace. Takxe
B rpynne nauueHToB ¢ runeptpoduen ageHouMaoB AuarHo-
CTMpOBaHa cliegytowas conyTcTBytowas natonorus:

° annepruyeckum puHut — y 8 (33%);
* OGpoHxManbHas actMa — Yy 4 (4%).

Kpome Toro, gnarHoctupoBaHa naToforus, Hemnocpea-
CTBEHHO CBSi3aHHasi C OCHOBHbIM ANArHO30M:
®  3KCCYAaTUBHbIN cpeaHuit oTUT — B 2 (8%) cnyvasix;

°  AMCOHYHKUMA CNyxoBOW TpyoObl (Ty600TUT) — B 2 (8%)
cnyyasx.

XPOHUYECKUI PUHOCUHYCUT BbiN BbiiBNEH y 3 (3%) nauu-
eHToB. CpeagHUi Bo3pacT AeTen C XPOHUYECKUM PUHOCHKHY-
cutom coctaBun 14,0 + 4,1 roga. Y aTMX NauMeHTOB guarHo-
CTMpOBaHa cliegytowas conyTcTBytowas natonorus:

Ta6nuua 3. XapakTepucTuKa naLmneHToB ¢ XxpoHuyecKown JIOP-natonoruen

Table 3. Characteristics of patients with chronic ENT pathology

AnarHos KonunyectBo nayueHToB / % OT 06 ero Konuyecrtea CpepaHui Bo3pacT, roabl / Median (IQR)
XPOHUYECKUA TOHIUANNUT 45 / 39 12,4+ 3,7 /12,7 (9,9; 14,9)
vneptpodus ageHongoB 24 /21 76+3,3/6,3(4,5;8,9)
XPOHWYECKUA PUHOCUHYCUT 3/3 14,0 £3,9 /16,3 (12,8; 16,4)
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Puc. 3. MMKpo6K1OTa POTOrNIOTKU B Fpynne naunMeHToB ¢ AMarHo30M «<XPOHUYECKUI TOH3UIUT»
Fig. 3. Oropharyngeal microbiota in the group of patients with “chronic tonsillitis”

° annepruyeckuit puHut — 1 nauneHt (33%);
° npudHakn MIPB (no gaHHbIM Y3W 6plowHOM nonoctu

C BOAHO-CMHOHHON Npobown) — 2 (67%) naumeHTa;
® WCKPMB/IEHME HOCOBOM MNeperopogkn — 1 nauueHT

(33%).

Mpn 3HAOCKOMUYECKOM OCMOTPE MOMIOCTU HOCa, HOCO-
FMOTKWU U FOPTaHW y AA@HHOW rpynnbl NauMeHTOB NaTon0ruu
He BblBNEHO. YpoBeHb IgE y Bcex maumMeHTOB C XpOoHUYe-
CKUM PUHOCHHYCUTOM OTMeYancs B npegenax BO3pacTHbIX
pedepeHCcHbIX MHTepBanoB. o pe3ynsratam anneproob-
cnepoBaHua y 1 peberka (33%) BbiiBieHa HU3Kasa U cpea-
HAA KOHLLEeHTpauns aHTuTen (1-m n 2-1n Knacc ceHcnbunusa-
UMW) K MblibLE COPHBIX TPaB ¥ AePEBbLEB.

Mpn MUKPOBUONOrMYECKOM UCCNELOBAHUN OTAENAEMOTO
M3 HOCOMNOTKK onpeaeneHa M. catarrhalis y 1 (33%) nauyu-
eHTa. o peaynbtratam uccnefoBaHUA MUKPOOWOTbI POTO-
rMOTKU NaToreHHon ¢Gpopbl HE 06HaPYKEHO.

Takum 06pas3om, B rpyrnne AeTen ¢ XPOHMYECKOM naToso-
rMen BepxHUX AblxaTeNbHblX NyTEN, MOMUMO annepruyecKon
naTtonoruu (annepruyeckum puHut — 31 (43%) nauwueHT,
6poHxManbHag actMa — 8 (11%) neten, atonMyYeckuin aep-
mMaTuT — 4 (6%) pebeHKa, nuueBasa anneprua — 4 (6%)
nauueHTa), BbliBieHa BblCOKasa 4actoTa NaTonoruu nuuie-
BapuTENbHOro TpaKkTa B BuAe npudHakoB APB (27 (38%)
n3 72 o6¢cnenoBaHHbIX AeTen).

B uenom npu aHanuse onpeaenieHHoOW B UcchnepoBa-
HUX KOMOPOGUAHOW NaToNoOrMu y AeTen C YacTbiMU UHObEK-
UMAMU BEPXHUX [AblXaTeNbHbIX NyTeN cneayet OTMETUTD,
4TO annepruyeckne 601e3HU NpeBanmMpoBan y naumeHToB
KaK C OCTPOM, TaK M C XPOHWYECKOW nartonorven. CnekTp
BbISIBIEHHOW anfieprMyeckon nartonoruuM npeacTaBieH
Ha puc. 4.

Mpun3Hakn TIPB B KadvecTBe conyTCTBYylOLWEN MaTo-
IoOrMK B rpynne [geTtenm C XPOHUYECKUMMMU COCTOSHUAMM
BbIIBNIEHbI 3HAYUTENBHO Yalle, YeM Yy NaLMEHTOB C OCTPbI-
Mu 3aboneBaHuamu (27 (38%) n 10 (23%) aeten cooT-
BETCTBEHHO), 4YTO noaTeBepxaaeT ponb MNOPB B paszButun
XPOHUYECKON MNaToNOrMM BEPXHWUX AblXaTeNbHblX MNyTeEN
(p < 0,05). Accoumaunn Mmexay KOCBEHHbIMU NpU3HaKamu
['3PB npu pubponapuHrockonuu u gaHHbiMn Y3WM ¢ BoaHo-
cMPOHHOM npob6oV B HalleM WcCnefoBaHUM BbIABUTb
He yaanoch (p = 0,845).

Ha ocHoBaHuMKM pa3paboOTaHHOM KOMMIEKCHOW Mpo-
rpaMMbl Be[EHMA MNALMEHTOB C YacTbiIMU WMHOEKUMAMM
BEPXHUX blXaTeNbHbIX NYTEN B COOTBETCTBUU C BbIAB/IEH-
HOW naTosiornen 6bian NPpoBeAeHbI 1e4ebHble BMellaTeb-
cTBa:
® KYpC NPOMbIBaHUSA HOCOIIOTKM METOAOM MepemelleHuns

nauMeHTaMm ¢ MarHo30M «OCTPbIA aAeHONANTY;
® Kypc npoayBaHus cnyxoBbix Tpy6 no Monutuepy, nHeB-

MoMaccax 6apabaHHbIX NePENOHOK AETAM C CONYTCTBY-

IOLWUM TYy6OOTUTOM;
® KYPC WMHCTPYMEHTaNbHOrO MPOMbIBAHUA NlaKyH MWHAa-

JIMH NaUMEHTAM C ANArHO30M «XPOHUYECKUI TOHIUNNUT».

Ha ¢poHe MHAMBMAYaNnbHbIX KOHCEPBATUBHbIX Ne4YebHbIX
npoueayp y Bcex geten 6bi1a 0TMEYeHa BblpaXKeHHas nono-
UTeNbHas AMHAMUKA.

YyuTbiBass KAMHWYECKYlD KapTuHy JIOP-3aboneBaHus,
Ha3HavYyanacb MeAuKaMeHTo3Has Tepanus. Tak, [OeTam
C OCTPbIM PWHOCUHYCWUTOM, C OCTPbIM CpeAHWM OTUTOM
B COOTBETCTBMMU C KIMHUYECKUMU PEKOMEHAALMAMMU Ha3Ha-
Yyanacb aHTMGaKTepuanbHasa Tepanus. MauneHTbl ¢ OCTPbIM
aleHOWANTOM U MOATBEPKAEHHLIM ANNEePrm4yecKUM PUHK-
TOM MOAYYUIN KYPC TOMUYECKUX IMIOKOKOPTUKOMAOB 3HAOHA-

Ta6nuua 4. PacnpegeneHune cteneHun runeptpodpumm ageHonaos B 3aBUCMMOCTHU OT Bo3pacTa

Table 4. Distribution of adenoid hypertrophy degree by age

CteneHb runepTpodpum

KonuyectBo nauueHToB / % OT Bcex

CpepHui Bo3pacT, roabl / Median, (IQR)

aaeHoua 0B NaLueHToB c runepTpodpuel ageHoua0B
| 9/38 10,3+3,7/6,9(6,0;13,4)
Il 9/38 74+31/6,5(4,9;87)

=1 6 /25

5,5+2,0/5,6(3,9;7,7)
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Puc. 4. CneKTp BbISIBAEHHOW annepruyeckoin NnaTtonorum B rpynnax AeTen ¢ 0CTPOM U XPOHUYECKOM NaToNorMen BEpXHUX AblxaTebHbIX NyTen

Fig. 4. Spectrum of revealed allergic pathology in children’s groups with acute and chronic upper respiratory diseases

3asbHO. [NauneHTbl C XPOHMYECKOW NaToNIorMen MeanKamMeH-
TO3HOW Tepanuu He nosyyanu.

TaK)Xe BCe NauMeHTbl C BbISIBAEHHOW KOMOPOWAHOM
natonorven B BuAe a/Iepruyeckux 3aboneBaHuMn M narto-
nornn KT BbINOAHANM peKOMeEHAaUNN NPodUbHbIX cne-
LManUCTOB C Ha3HayeHWem mnocneaymolero HabaloaeHns
B AMHaAMMUKe.

OBCYXAEHHME

Mo gaHHLIM NPOBEAEHHOrO WMCCNeAoBaHUA BbiSBlE-
Ha BblCOKasa 4acToTa ajleprMyecKon natonoruu y aeten
C 4acTbiIMM MHPEKUMAMWU BEPXHWUX AblXaTeNbHbIX MyTEW.
MonyyeHHble cBeAeHWs MNO3BONAIT cAenaTb BbIBOA,
4YTO MMEHHO HallMine anNepruyeckoro puHWTa SBASETCSH
BeAyLMM KOMOPOGUAHBLIM COCTOSHMEM, CMOCOGCTBYHOWMUM
PasBUTUIO PELMANBUPYIOLWMX OCTPbIX BOCMANEHUM HOCO-
rMOTKWM Yy AeTen, BCNeACTBUME 4ero BO3HMKaeT CTOWKoe
3aTpyAHEHWE HOCOBOrO AblXaHWs C Pa3BUTUEM XPOHMYe-
CKOM MmaTonorum — runepTpoPumn rmoTOYHOW MUHAANUHBI.
3T0 NoATBEPXKAAET AaHHble O BJIUSAHUM aNnepruyeckomn
naTonornmn Ha COCTOSIHWE NMMGOrIOTOYHOro Kosblia, pas-
BMTUE al€eHOTOH3UINAPHON TMMNEPnIasun ¢ BOBIEYEHUEM
B NaTONIOMMYECKUM NPOLLECC OKPYKAloLWMX OpraHoB (OKO10-
HOCOBbIX MNa3dyx Hoca, CAYyXOBbIX TPYO) C PUCKOM XPOHMU3a-
MM BOCMaNMTENBHOrO NpoLecca Npu HECBOEBPEMEHHOM
TepaneBTUYECKOM BMeLLIaTeNbCTBE. BbisBNEHHbIE B UCCE-
[OBaHWKW AaHHble cornacyloTcsd ¢ nybnmkauuamu [15-17].
Y4nTbiBas BbICOKYIO 4acTOTY BNEPBbIE BbISBIEHHbIX annep-
rMyeckux 3aboneBaHnn y geTen ¢ YacTbiMU MHOEKLUAMMU
BEPXHMX [blXaTeNbHbIX NyTeW, CTOMT MOAYEPKHYTb Heno-
OLLEHKY KJIMHWMYECKMUX MPOSBJEHUN annepruyeckon nato-
Nornu. 3To 0CO6EHHO BaXKHO NPU AMarHoCTUKe 6GpoHXnab-
HOW acTMbl.

Kpome ToOro, cnepyer y4yuTbiBaTb B3aWMOB/IUSHUE
naTtonorMn BEPXHUX AblXaTesbHbIX NyTEW U KOMOPGUAHbIX
COCTOSIHMN. [JoOKa3aHO, YTO HaNMyYne OJHON UM HECKOJIbKMX
COMYTCTBYOLWMX asIEPTMYECKOMY PUHUTY KOMOPGUAHOCTEN
(B 4aCTHOCTW, aAEeHOTOH3UNSAPHOW rMnepnnasuu, aedop-
Mauuu HOCOBOW MEperopogkn ¢ OOCTPYKLMEN HOCOBOro
OblXaHK1s) cBSA3aHO ¢ 60n1ee BbipaXKeHHOW TAXKECTb M NPo-
[O/MKUTENbHOCTbIO 3a60/1eBaHUS, HEraTMBHLIM BJIUSHUEM
Ha KayeCTBO XWM3HMW, XYALWIMM KOHTPOSIEM W OTCYTCTBMEM
YNYYIEHUs MpU MEeOWKAMEHTO3HOM JIeHYEHUM annepruye-
CKOro puHuTa y aeten [15]. TakKe annepruyeckum pUHUT,

He SIBNSIICb HEMOCPEACTBEHHO MPUYMHOM pa3BUTUS naTo-
JIOTMYECKOrO MpoLiecca B OKOJIOHOCOBbLIX CUMHYcax, uUrpaet
ponb dakTopa, MOANDULIMPYIOLLErO PUCK Pa3BUTUA U OCO-
OEHHOCTU Te4vyeHuUs OCTPOro puHocuHycuTa. Coobuiaertcs,
4YTO MO CPaBHEHWUIO C AETbMU 6E3 aNNepruyeckoro puHuTa
y IeTel ¢ MNOoIMHO30M B NEePUO[ MNblEeHNUS MPUYUHHO-3HAYM-
MbIX a//IepreHoB Yallle pa3BMBalOTC OpOUTaIbHbIE OCOX-
HEeHMWS OCTPOro pUHOCKHYcuTa [17].

Ha3HauyeHne ageKBaTHOM Tepannun AETAM C KJIMHUYECKHU-
MU NPOSIBAEHUAMMU anieprun U Natonornm HOCOTNOTKK TakK-
e ABNSETCH BaXKHbIM KPUTEPUEM MPEAYNPEKAEHUSA OCOK-
HEHWN U XPOHU3aL MK BocnaneHus. Mo pedynbratamMm Hawero
nccneaoBaHus, Y NoOBUHbI JeTEN C OCTPbIM aleHOMANTOM
BbIIBJIEH anfiepruyecknin puHUT. U3BECTHO, 4YTO y [eTen
C CE30HHbIM aIepruyeckuM pPUHUTOM (CeHCMBuUnn3auns
K MblibLe 6epesbl) B NEPUOA MbIIEHUS B OTCYTCTBME afleK-
BaTHOW Tepanuu pasBMBaeTCs Ce30HHas runepTpodus aae-
HOMAoB. Hao6opoT, y AeTen, nonyyatowmx MppUraLmoHHyo
Tepanuito ¢ KypcoM TOMUYECKMX CTEPOMAOB WM aHTUrUCTa-
MWHHbIE Mpenapartbl, CE30HHOW rMNepTpodMmn ageHomaoB
He BbiaBaseTcs [18].

O6pauwaetr Ha cebs BHMMaHME COYETAHME BbICOKOM
4aCTOTbl NOATBEPKAEHHOIO annepruyeckoro puHuta (50%)
1 nuueson anneprun (5% NoATBEPKAEHHON KIMHUYECKHU
3Ha4YMMoK nuueBon anneprum n 60,5% nateHTHON nulle-
BOW annepruu) B rpynne aeten ¢ OCTPbIM aAeHOUAUTOM
C BbIiBJIEHHbIMK Y3-npu3sHakamu [IAPBE (24%). Mo paH-
HbIM niuTepatypbl [19], NpyM HaNMuYUKU NUWEBOW anneprum
y AeTev oTMeyaeTcs 60/1ee BbICOKas 4YacToTa rnoTaTesbHbIX
ABUXEHUN B CBA3U C 3yAOM CAUM3UCTOM 06O0NIOYKM POTO-
BOW MoJIOCTU. HacToe rnotaHMe NpPUMBOAWUT K TPAH3UTOP-
HOMY paccnabieHnio HUKHEro NULLEBOAHOIO0 COUHKTEpPA,
470 cnocobceTByeT pedntoKey. C Apyron CTOPOHbI, BOCnanum-
TenbHasa peakuunsa npu NAPB MOXKeT 6biTb 60/1E€ BbIPAXKEH-
HOM Ha GOHe paHee CylWecTBOBaBLEro 303MHOGUIIBHOIO
BOCManNeHUs BEPXHWUX [AblXxaTeNbHbiX MNyTel BCleACTBUE
annepruyeckoro puHUTa. Bo3amMoXKHO, HannymMe cCMMNTOMOB
[OPB y aTux geTen 6b1710 CBA3AHO C NPOSBNEHUAMU annep-
rTMYECKON MaToNorMm u ABASNOCH CNEACTBUEM, @ He Mpu-
YUHOW MYSbTUKOMOPOGMAHOCTU. B Hawem wuccnegoBaHuu
accouuaums CMMNTOMOB Yy NaLUMEHTOB C MHOXECTBEHHOM
KOMOPOUAHOCTbIO He BbigBneHa (p > 0,05).0nucaHHble
KOMOpPGUWAHbIE COCTOSIHUS MOTYT B3aUMHO YCUIUBATb Hera-
TUBHOE BJIUSIHUE HA COCTOSIHME 3[0POBbS, B CBA3KU C YEM
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TakuMe nauumeHTbl TPebylT MyNbTUAUCLMUNAMHAPHOIO NoA-
X0[la K AMarHoCTUKe, le4eHWUto 1 HabnoaeH o ana npeay-
npexaeHns BO3MOXHOIo pa3BUTUSA XPOHUYECKMUX NaToso-
TMYECKUX UBMEHEHUN.

Mo pe3ynbTatam Hallero uccneaoBaHus, NpuY anneprooo6-
cnefloBaHWKU Ucnonb3oBaHWe nabopaTopHOro MeToaa onpe-
nenenus o6uero IgE HeuenecoobpasHo B CBA3KW C HU3KOWM
[IMarHOCTUYECKOM LIEHHOCTbIO AaHHOro nokasartensi. Metoa
ImmunoCAP aBnsieTcs 10CTOBEPHON METOAMKON onpeaene-
HUS YPOBHS ceHcmbunuzaunn [20]. UHTepnpeTauns pesynb-
TaToB anneproo6cneaoBaHMsa anneproaoroMm-MMMyHO0roM
ABNAETCH HEOTHEMIEMOM YacTblo AMArHOCTUYECKOro Mpo-
uecca.

Taknum o6pa3om, pe3ynbTaTbl Hallero uccneaoBaHWs
NoATBEPXKAAOT, YTO AETAM C XPOHWMYECKOW BOCManuTeNb-
HOM naTonoruver rNoTKW, YYMTbiBas AaHHble aHamHesa,
Lenecoobpa3Ho peKoMeHaoBaTb anneproobcnegoBaHue.
CBoeBpeMeHHas AuarHocTMKa annepruM Heobxoauma
Kak ans BblGopa cTpaternu Tepanuu aniepruyeckoro 3abo-
NleBaHus, TaKk 1 AN AafibHenlero nporHo3a Te4eH1s OCHOB-
HOW MaToNOrMM BEPXHUX AblXaTeNbHbIX NMyTEN KOHKPETHOro
nauueHTa.

lMonyyeHHble pe3ynbTaThl MNOATBEPXKAAT AaHHble
Hay4HbIX Ny6AMKaLUMMN O MPAMON Koppensauuu Bo3pacTa
M cTeneHn runepTpodurm rnoToYHOM MUHAANMUHbLI: HAMBONb-
lwas cTeneHb runepTpodun ageHoOMaoB onpeaensercs
y AeTeln JOWKONbHOro Bo3pacTa, a HauMeHbllas CTeNEHb,
61M3Kasa K BO3pacTHOM HopMme, — B npeny6epTaTtHOM BO3-
pacTe [21].

Mpn aHanuM3e cocTaBa MUKPOOWOTbI POTOTIOTKKU
y AleTer C XPOHUYECKUM TOH3UIIUTOM aBTOPaMMU HE BbISIB-
JIEHO CYL,EeCTBEHHbIX Pa3Nnynin ¢ pesdynbTaTamMmu Uccneno-
BaHWA AeTen ¢ ApYrov naTosorMen BEPXHUX AblXxaTeNbHbIX
nyten. 1o gaHHbIM Ny6AMKaLWKA, TPAAULMOHHOE NpeacTas-
JIeHWe O TOM, YTO XPOHWUYECKUN TOH3WNNUT Bbi3biIBAETCH
UCKIOYUTENBHO OAHWM BWUAOM GaKTepUi, KONOHU3UPYIO-
MM MOBEPXHOCTb TKaHW, NoaBepraeTcss CoOMHeHuto [22].
[lo nocneaHUm cBefeHUAM, Ha rMnepnias3uio 1 yesenuye-
HWe TKaHen NMMPOrnoTOYHOro Konblia MOTyT BAUATL pas-
NINYHblE YCNIOBHO-NATOreHHble, KOMMEHCabHble U NaTo-
reHHble MUKPOOPraHM3Mbl, @ TaKXe peakuus UMMYHHOWM
CUCTEMbl Ha HUX. Pe3ynbTaTbl pas3nuyHbiX UccieaoBaHUm
npeanonaratT NoTeHLUMaNbHYIO CBA3b MEXAY HapylUeHK-
em perynaunmm MMKpobrMoma 1 pa3BUTUEM WU NMPOrpPeccu-
poBaHWeM aAeHOTOH3UNNAPHOro 3a6oneBaHusa [23]. XoTs
nony4YnTb BCECTOPOHHEE MOHWUMaHWe PO MUKPOBMO-
Ma ageHOUAOB M HEeOHbIX MMUHAANWH W MOTEHLMaNbHOTO
B/IMSAHUSA HA UMMYHHYIO PEeryasauuio U BOCNPUUMYMBOCTb
K 3abofeBaHUAM N0 AaHHbIM 6GaKTepPUOSIOrMYEeCKoro
nccneaoBaHUa NOCEBOB OTAENSEMOro M3 POTO- U HOCO-
rMOTKK He yaaeTcs. BaXKHO OTMETUTb, YTO MeTOoAbl KyNbTH-
BMPOBAHMA Ha OCHOBE Ma3KOB MAEHTUOULMPYIOT TONbKO
6aKTepun, NPUCYTCTBYIOLME HA MOBEPXHOCTWU, U MOTEH-
LManbHO NPOMNycKaloT Te, KOTOPble HaxoaaTCs B rMy6OKMUX
KpunTax numdonaHon TKaHu. CnepoBaTenbHO, KYNbTy-
paNibHble Ma3KKM MMEelT OrpaHUYeHuss B KIMHUYECKOM
npakTuke. TeM He MeHee, B HEeKOTOPbIX KIMHWYECKUX
CUTyauUusx AaHHble 6aKTEPMONOrMYeCcKoro nccnegoBaHus
Heo6X0ANMBbI.

Mmetouimecs Ha COBPEMEHHOM 3Tane [oKa3aTefb-
cTBa BAMAHMA TOPB Ha pa3BuTMe YacTbiXx MHPEKUWUN
BEPXHUX AblXaTeNbHbIX NyTen [24] noaTBEpPXKAAlOT HEOO-
XOAMMOCTb YCOBEpPLIEHCTBOBAHWA MHOronapameTpuye-
CKOro AMarHoCTUYecKoro noaxoaa Ana BblpabOTKKU nep-
COHA/IM3MPOBAHHbLIX TepaneBTUYECKUMX BMeLATENbCTB.
B Hawem wuccnegoBaHuuM npudHaku FOPB 6binn BbISB-
JIEHbl Y Ka)XAoro TpeTbero nauuMeHTa C XPOHWUYECKUM

TOH3UNAMTOM (y 14 u3 45 peten (31%)). Cob6nioaeHne
peKoMeHAaLnNn racTpoaHTeposora naunmeHTaMmu ¢ BbisiB-
JIeHHOW conyTcTBytowen natonornen KT n npoBeaeHne
Kypca KOHCepBaTUBHOW Tepanum XPOHUYECKOro TOH3U-
inTa NO3BOJIAOT LOOUTLCH CTOMKOWM pemMuccuun, npeg-
ynpexzaalT pa3BuTUEe OCNOXHEHWH KaK OCHOBHOrO, Tak
M conyTcTBYlOWeEro 3aboseBaHum.

Ha ocHOBaHMKW pe3ynbTaToB MNPOBEAEHHOrO0 Hay4yHOro
nuccnefoBaHus aBTopaMu MNpefcTaB/ieHbl anroputM Beje-
HUSA U NPaKTUYECKME peKomeHdaumm (puc. B).

NMPAKTUMECKUE PEKOMEHAALIMU

Bcem naumeHTam ¢ 4acTbiMM MHOEKUMAMU BEPXHUX
[blXaTenbHbIX NyTen Npu o6cneaoBaHUN OTOPUHONAPUHIO-
JIOrOM, MOMUMO PUHO-, GAPUHIO- U OTOCKOMWUWU, PEKOMEH-
[lyeTca BbINONHATb AMArHOCTUMYECKOEe 3H/O0CKOMUYyecKoe
nccneaoBaHWe Noa0CTU Hoca, HOCOTNIOTKU U TOPTaHM.

Mpy BbIABNEHUU KIIMHUYECKUX MPU3HAKOB asnnepruye-
CKOW NaToNorMn, KOCBEHHbIX NpM3HaKkoB APB Heob6xoanumo
peKomMeHa0BaTb OCMOTP NPOdUbHBIX CreunanncToB (Bpa-
Yya annepronora-UMMyHoOJIOra, Bpavya-racTpo3aHTeposiora)
C Ha3HayYeHWeM AO0MNOSHUTENbHbIX METOAOB 06GCNEef0BaHNUS
N9 yTOYHEHUS AnarHosa.

JononHutenbHble MeToAbl 06C/ieoBaHWS, B 4acTHO-
CTU MeTo/bl Na6opaToOpPHOW ANArHOCTUKM, PEKOMEHI0BAHO
Ha3HayaTb C Y4eTOM KJIMHMYECKOM MHDOPMATUBHOCTH.

Mpu noaTBEPKAEHUN KOMOPOUIHOIO COCTOSIHUA NALMEHT
[IOJIKEH MNoJlydYaTb KOMIMIEKCHY0 MepcoHann3npoBaHHYo
Tepanuio ¢ oUueHKon abhEKTUBHOCTH NNeYEeHUS ANsl AOCTUXKE-
HUS KOHTPOSIA Hag G0Ne3Hblo ¢ nocneaylwuMm gnHaMmuye-
CKUM HabnioaeHnem.

3AK/IIOYEHHUE

B paHHOM paboTe M30XeHbl pe3ynbTaTbl Hay4YHOro
060CHOBaHMA MyNbTUAUCLMIAMHAPHOIO Noaxoaa K obcene-
[LOBaHWIO 1 BEAEHMIO JeTEN C YacTbiIMU UHDEKLUAMU BEPX-
HUX AblXaTeNbHbIX NyTeN ¢ UCNONb30BaHWEM COBPEMEHHbIX
BbICOKOMHDOPMATHUBHbBIX METOAOB AMArHOCTUKU. Ha ocHo-
BaHWW MPOBEAEHHOr0 UCCNEeA0BaHUA aBTOPCKUM KONNeK-
TUBOM MpeAcTaBfeHbl anroput™M M MpPaKTUYECKUE pPEKO-
MeHAauun BeaeHUs 4eTen ¢ JaHHOW NpobieMon.

BkntoyeHne B MyNbTUAUCLMNAMHAPHBLIA NEePCOHaNU3u-
POBaHHbLIN anroputm o6CnefoBaHUsA KOHCYAbTaUui neau-
aTpa, annepronora WM racTpodHTEPOOra, a TaKXe npose-
[leHne amarHoctuyeckomn aHgockonuu JIOP-opraHos v Y3U
OpPIOLWHON MNOMOCTU C BOAHO-CUDOHHOM NMPOo6OM NO3BONSIOT
He TO/IbKO ONTUMU3MPOBATb ANArHOCTUKY, HO U ONpeaenunTb
TaKTUKY BEAEHMUS NaUMEHTOB C NaTonornen BEPXHUX Ablxa-
TENbHbIX NyTEN.

[MonyyeHHble B MCCNefOBaHMWM [JaHHble MNO3BONSAOT
nepcoHann3upoBaTb Tepanuio nalumMeHToB C CONYyTCTBYIO-
wew annepruen n natonorven KT, BoipaboTaTb CKOOp-
AVHUPOBAHHYI0O TepaneBTUYECKYl0 CTpaTeruio, a TaKxe
Mcnonb3oBaTb MEPONPUATUA KOHTPONS KaK OCHOBHOM,
Tak M ConyTCTBYlOLLEN KOMOPOWMAHOW MNaTonoruu, onpe-
gensiowen Te4eHne M NPOrHo3 Mpu PasiMyHbIX YacTbiX
MHOEKLMSAX BEPXHUX AblxaTeNbHbIX NyTen. BHegpeHue nep-
COHaIM3NPOBAHHOIO0 KOMMIEKCHOTO MYNbTUANCLUNNHAP-
HOrO NOAX0AAa B KAMHUYECKYIO MPaKTUKY MNO3BOAUT NOBbI-
CUTb Ka4yeCcTBO NpeaocTaBAseMon MeaANLUHCKOM MOMOLLHU
W, Kak peaynbraTt, 6yaeT cnocob6CTBOBaTb YKpPeMJeHuio
M COXpaHEHMIO 340POBbLS AeTeN.
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Puc. 5. ANroput ANarHOCTUKK U BEAEHWUS NaLUEHTOB C pHacTbiMU MHOEKLUAMMU BEPXHUX AblXaTeNbHbIX NyTEN

MpumeyaHune. TOPB — racTpoasodareansHas pedniokcHasa 60ne3Hb; Y3U — ynbTpa3ByKoBoe uccnefosaHune; KT — »enyaoyHo-

KULWEYHbIN TPaKT.

Fig. 5. Diagnostic and management algorithm for patients with recurrent upper respiratory diseases
Note. GERD (F'3PBb) — gastroesophageal reflux disease; US (Y3WN) — ultrasound; GIT (XKKT) — gastrointestinal tract.
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O60ocHoBaHMe. YnoTpebieHne HOBbIX NcMxoakTUBHbIX BelecTB (HIAB) ¢ KaxkAbiM roqomM yBe/M4nBaeTCs cpeam passamny-
HbIX coUyMasibHbIX FPynn BO BCeM MUpE. YnoTpebieHne HapKOTUHECKUX npernapaToB BO BpeMsi 6epeMeHHOCTH, 10 AaHHbIM
pa3HbiX aBTOPOB, OCTAETCSI Ha BbICOKOM YpoBHEe — 0T 2,8 10 7% 6epeMeHHbIX KeHLMH. YnoTtpebaeHne HITAB, Kak u apyrmnx
rpynn HapKOTUYECKUX MpenapaToB, BO BPeEMS 6€pEMEHHOCTM YPEeBAaTO BHYTPUYTPOOBHbIM My/IbTUOPIraHHbIM NOPaXKEeHNEM,
O/IHAKO Kakasi-1mbo opraHo- M TKaHecneunpmnyHocTb 4151 HITAB He onucaHa. B akcnepuMeHTalbHbIX MCC/IEA0BaHMUSIX,
KOTOPbI€ MPOBOANINCE Ha 1ab0pPaToOPHbIX KMBOTHLIX, MPOAEMOHCTPMUPOBAaHbI HEraTMBHbIE NAaToOPMU3MN0JIOrMYECKNE MEXa-
HU3MbI, 3anyCKaemble CUHTETUHECKMMN KaTUHOHaMM, B BUAE YCHUJIEHMS MpPOoarnonToTM4ECKON aKTMBHOCTH, 06pa30BaHus
ayToparom30CoM M aKTUBHbIX POPM KMCI0POAa B K/IETKax HEPBHOM TKaHW, MPOBOCMAIMTE/IbHON HanpaB/l€HHOCTH K/IETOK
MUMMYHHONU cucTeMbl. OnMcaHne KAMHMYecKoro ciay4as. KanHuyeckoe HabiogeHue OnucbiBaeT npeuMylecTBEeHHOe
riopaeHne HepBHOM cUCTEMbI (MOPOKU Pa3BUTUSI FTOJIOBHOIO MO3ra, NopaKeHMe AbiXaTeJIbHOro LeHTpa) U OrnopHO-ABH-
rateJibHoro annaparta (BblpaKeHHbI MUOTOHMYECKNI CUHAPOM, BPOXAEHHbIE MaTto/iorMyecKkme rnepesioMbl 6e4peHHbIX
KoCTe), NpuBOASILLEE K MY/JIbTUOPIraHHOM AUCOHYHKLUMU, HEKOHTPOJIMPYEMOMY BOCNAIMTE/IbHOMY OTBETY U, KaK MUTOI, K pas-
BUTUIO TSHKE0M UHBANUAN3aLUNKN TaKUX AETEN U YBEJINYEHUIO KOrOPTbI NajiMaTUBHbIX NeagnaTpuyecKkux naunmeHToBs. B cta-
Tb€ aBTOPbI AE€NAI0T aKLEeHT Ha Nnatopuanosiornieckme mexaHmamol gevicteusi HIAB ans 6onee r/y60Koro v Lie10CTHOro
rnpescTaBieHUs1 0 NaTo/IorMYeCKOM MpoLecce, NPOMCXOASALEM B OpraHM3me, ¢ Lebio GOpPMUPOBaHUsI U COBEPLUIEHCTBO-
BaHMS KJIMHUYECKOIrO MbILLJIEHUS BPa4Yen-crneynaancToB U NpMBOASIT COGCTBEHHOE K/IMHUYECKOE Hab/IlnAeEHNE B KA4EeCTBE
nanlCcTpauun nocaenctTemi ynotpebaeHms HIMAB Bo Bpems 6epeMeHHOCTH. ABTOPbI CHYMATAKOT, YTO HacTosLWMIM 0630p
JITEPATypPbl C ONMUCaHMEM KIIMHUYECKOIO CJly4ast IBIIETCS LU€HHbIM C TOYKM 3PEHMUS MPaKTUKONPUMEHNMOCTH KaK A1 KJu-
HULMCTOB Pas/inyHbIX HarnpaBieHUH, TaK U 719 Hay4YHbIX COTPYAHMKOB. 3aKa4eHue. Kpome Toro, Heo6xoaMmo 06paTmTb
BHUMaHne Ha TOT ¢paKT, 4To ynotpebneHne HIAB umeeT 60/bly0 coynaibHO-9KOHOMUYECKYIO 3HAYMMOCTb, OrnucaHme
nofo6HbIX KIMHUYECKMX Hab/II0AeHUI, paBHO KaK M MpoBeAeHUe uccaefoBaHui in vitro, ABAsSieTCS aKTyasibHbIM, @ pac-
WUPEHNE NMpeACTaBAEHUI O KPAaTKOCPOYHbIX M AOJrOCPOYHbIX HEraTMBHbIX NocieAcTBuax ynotpebaeHus HIMAB gomkHO
MOCAYXUTb UHULIMMPYIOLLMM 3Tarnom 4751 pa3paboTKu cTpaternn peabuintaynm JaHHbIX NaLMeHToB.

Knr4yeBble cnoBa: HOBbi€ MCUXOAKTMBHbIE BELECTBA, «COJIM», BEPEMEHHOCTb, HEJOHOLIEHHOCTb, MNEPEIOMbI KOCTEH,
HeraTnBHbIE NOCAEACTBUS /151 HOBOPOXKAEHHOIO

Ana ymtupoBaHmnsa: JlowkoBa E.B., JopoweHko W.B., /llonbka T.C., XaBknH A.WU., KoHapatbeBa E.W., OguHaeBa H.A.,
Padukosa H0.C., }eneB B.A., ConHbiwKko A.Jl., MuxaneB E.B., EpmoneHko C.M., MpuwkeBuy W.P., MenbHukoB H.E.,
boryHeukun A.A., MakapeBuy E.N. TNaTodunsnonornyeckne mMexaHusmbl U KJIUHUYECKMUE MOCNEACTBUS BO3AENCTBUSA
Ha HOBOPOXJEHHOro HOBLIX MCUMXOAKTUBHbLIX BeLeCcTB — «conen». eguatpuyeckas papmaronorus. 2023;20(6):546—
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OBOCHOBAHME NoAOOGHbIX MCUXOAKTUBHbIX BELLECTB ABAAETCS abCONOTHO
YnotpebneHne HOBbIX MCMX0aKTUBHbIX BellecTs (HIMAB) fierafsbHbIM, U TOJIbKO YEpPe3 HECKOJIbKO NIeT 3anpeT Ha Mx
C Ka)XAblM roOM yBe/M4MBaeTCs cpean pasnyHbiX COLU- MCNoNb30BaHWe yTBEPXKAAeTCs Ha 3aKoHOAaTeIbHOM YpPOB-
anbHbIX Fpynn Bo BceM mupe [1-4]. Cutyauus, cBa3aHHas He. Tak, Hanpumep, B Hawen cTpaHe nuib B 2011 I. cuHTe-
C NOSIBJIEHWEM Ha PblHKE JJaHHbIX HAPKOTUYECKMX BELLLECTB, TUYEeCKMe KaTuHOHbl (4-MMK (4-meTunmeTkaTuHoH), MAMNB

pa3BMBaETCA B Pas/iM4HbIX CTpaHax Mupa no eauHOMY (MeTuneHgmnokcunupoBanepoH), a-MNBIM (anbda-nupponnam-
CLeHaputo, B HaCTHOCTH, Ha NepBOM 3Tarne ynotpebneHue HoneHTModeHoH), 3,4-MAMK (3,4-meTuneHanoKCUMeETKa-



TUHOH) M AP.) NPUPABHSAAM K HApPKOTUYECKUM BeluecTBam,
W peanusauns ux Golna 3anpeuieHa. Ho, HecMoTps Ha 3To,
JaHHas rpynna npenapaToB OCTaeTcs 4OCTaTOMHO nonynsap-
HOW cpeaun MOMOAEXM U WL, cpefHero Bo3pacTta.

AHanu3 3anUMAEMMUONOrMYECKUX AaHHbIX N0 ynoTpebne-
HUIO «COJIEN» AEMOHCTPUPYET HEGAroNpPUATHLIN TpeHA. Tak,
nccnenoBaHue, nposeaeHHoe B CLUA, Bkntovano 5469 cny-
YyaeB ynoTpebneHns HapKOTUYECKUX NpenapaTtoB B Nepuos
¢ 2011 no 2014 r. No AaHHbIM OdULMANBbHOM CTATUCTUKMK.
Mo pe3ynbTratam 3T0ro oT4eTa PacnpPoCTPaHEHHOCTb ynoTpe-
6nenua HIMAB coctaBuna 7,1% o1 Bcex cnyvyaeB ynotpebne-
HUSE HAPKOTMYeCKMX npenapaTtoB B 2011 r. 1 yBenuyinnacb
fo 12,6% B 2014 r. CUHTETMYECKME KaATMHOHbI («COMN»)
ynotpe6nsann 10,2% pecnoHaeHToB [1]. 06 yBenuyeHuu
ynoTpebneHuns «conen» CBUAETENbCTBYIOT JaHHbIE UcCneno-
BaHua K.E. Wood v coaBT., KOTopble NoKka3anu, 4yto B 2009 T.
He 6bi10 3aduKcupoBaHo notpedutenen HIMAB, B 2010 T.
OblNI0 3apeructTpupoBaHo yxe 298 yenoBek M B 2011T.
Habnaanca KonoccanbHblM  MPUPOCT MOTpebuTenen
HMAB — po 6062 4yenoseK. lpuyem y nuu B BO3pacTe
20-29 neT, B TOM 4nUC/e CPean HEHLWMUH PenpoayKTUBHOIo
BO3pacTa, YyactoTa ynotpebneHus HINAB okasanacb camon
BbICOKOM [2].

YnotpebneHne HapKOTUYECKMX MpenapaToB BO Bpems
6epeMeHHOCTH, NO AaHHbIM pa3HbiX aBTOPOB, OCTaeTCH
Ha BbICOKOM ypoBHEe — OT 2,8 A0 7% 6epeMeHHbIX *EHLIUH

[3, 4]. Hanbonee ynoTpebasieMbiM HAPKOTUKOM, KOTOPbIN
o6HapyxunBasncs npu o6¢cnegoBaHUm 6€PeMEHHbIX KEHLLNH,
6bln KaHHabuc 114/422 (27%), BTOPbIM MO NOMNYASAPHOCTH
yKa3aH MeTafoH (28,6%), TpeTbe MecTo 3aHfNM KOKawH
(< 1%) v onmnouabl (< 1%) [5]. Apyroe nccneaoBaHue, Npo-
BeaeHHoe B MekcuKe, BKItoYano 300 6epeMeHHbIX eH-
LWMH, U3 KOTopbIX 127 (42,3%) ynoTpebnann HapKoTUYecKkue
BellecTBa: 45 (35,4%) — KaHHabuc, 24 (18,9%) — meTam-
detamuH, 13 (10,2%) — KoKauH, ogHa 6epemMeHHas 6bina
3aBucuma ot repounHa (0,8%) n 7 (5,6%) aBnsnucb notpebu-
Tensimu HIAB [6].

YnoTtpebneHne HIAB, Kak ¥ Apyrux rpynn HapKoTU-
YeCKUX npenapatoB, BO Bpems 6epeMeHHOCTM YpeBaTo
BHYTPUYTPOOHBLIM MYNbTUOPraHHbIM MOpPa*KeHUeM, OAHaKo
Kakag-nmbo opraHo- v TKaHecneuundbuyHoctb ana HITAB
He onucaHa. TaK, Hanpumep, NpeHaTanbHoe BO3AeNCTBUE
KaHHabuca KoppenmpyeT ¢ HU3KOM Maccow Mpu poXAeHuUU
[7]. HepaBHUM cucTeMaTU4yecKun o630p C MeTaaHain3om
nokasan, 4to ynotpebneHne kaHHabuca Bo Bpems 6epemMeH-
HOCTW CBSI3@HO C MOBLILEHHBIM PUCKOM POXKAEHUS pebeHKa
C HW3KOM maccon Tena (meHee 2500 r), manoro recrauu-
OHHOro BO3pacTa, NPeXAeBPEMEHHbIX POAOB U roCNUTaNu-
3auun B OoTAeNeHne MHTeHCUBHOM Tepanuu [8]. Ha HacTo-
ALWKMKN MOMEHT TepaToreHHoe gencteue HIMTAB He mn3yyeHo.
Hanbonblwee KOAMYECTBO MCCNEA0BaHUIM NOCBSALWEHO KaH-
Habucy, UMeloTCs COOOLLEHUS O BO3LENCTBMM Ha FEHOM,
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Background. The usage of new psychoactive substances (NPAS) is increasing every year among various social groups around
the world. According to various authors, the use of abused drugs during pregnancy remains at a high level — from 2.8 to 7%
of pregnant women. The usage of NPAS, as well as other groups of abused drugs, during pregnancy is fraught with intrauterine
multi-organ damage, however, any organ and tissue specificity for NPAS has not been described. In intervention trials conducted
on laboratory animals, negative pathophysiological mechanisms triggered by synthetic cathinones have been demonstrated in
the form of increased proapoptotic activity, the formation of autophagolysosomes and reactive oxygen intermediates in cells
of nervous tissue, and the pro-inflammatory orientation of cells of the immune system. Case report describes a predominant
lesion of the nervous system (developmental brain malformations, damage to the inspiratory center) and the musculoskeletal
system (pronounced miotonical syndrome, congenital pathological fractures of the femurs), leading to multiorgan dysfunction,
uncontrolled inflammatory response and, as a result, to the development of severe disablement of such children and an increase
in the cohort of palliative pediatric patients. In the article, the authors focus on the pathophysiological mechanisms of NPAS for
a deeper and more holistic understanding of the pathological process occurring in the body, in order to form and improve the
medical judgment of specialist doctors and cite their own clinical observation as an illustration of the consequences of using NPAS
during pregnancy. The authors believe that this review describing the case report is valuable from the point of view of practical
applicability both for clinicians of various fields and for researchers. Conclusion. In addition, it is necessary to pay attention to
the fact that the use of NPAS is of great social and economic significance, the description of such clinical observations, as well as
in vitro studies, is relevant, and the expansion of ideas about the short-term and long-term negative consequences of the use of
NPAS should serve as an initiating stage for the development of rehabilitation strategies for these patients.

Keywords: new psychoactive substances, “salts”, pregnancy, prematurity, bone fractures, negative outcomes for newborn
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

CBSAI3aHHOM C €ero ynoTpe6/seHMeM MaTepbto, BKOYalOLWEM
B ce651 XPOMOCOMHbIE HapylWeHUs, B YHaCTHOCTU TPUCOMMUH
21, 18 n 13, cuHapomsbl TepHepa 1 KnanHdbenbtepa [9, 10].

KNIMHUYECKMM CTYYAN

Mog HabnwogeHnem Haxoguncs naumeHT K. My»KCKoro
nona. Peb6eHOK 6bl1 nepeBefeH M3 006NacTHOro nepuHa-
TallbHOro UeHTpa (yuperaeHus 3gpaBooxpaHeHus Il ypoBHSA
OKa3aHua cneunanu3MpoBaHHOW, B TOM YMCNE BbICOKO-
TEXHOJIOTUYHOW, MEeAMLIMHCKOM MOMOLLM) Ha BTOPOM aTan
BbIXaXKMBaHWA B OTAeNIeHWEe peaHuMaLnv U UHTEHCUBHOM
Tepanuu HoBopoxaeHHbIx (OPUTH) yupexaeHnsa 3apaBoox-
paHeHus Il ypoBHS.

KnuvHnyecKkunin gnarHo3 3Byyan cnegyowmnm o6pas3om.

OCHOBHOM AHarHo3. MHOXeCTBEHHble BPOXKAEHHblE
NOPOKK pa3BuTUs. NMopoK pa3B1THUS FONOBHOIMO MO3ra: Tpu-
BEHTpUKynogunataumsa. [JBYXCTOPOHHAS KWCTa Tanamyca.
l[MOpOKN pasBUTUS KOCTHOM cUCTeEMbl: BapycHasa aedop-
MaluWns NpaBoro rofieHOCTOMHOro cycTaBa, pacluenunHa
TBEpAoro He6a. BpoxaeHHble MHOXECTBEHHble 3aKpblTble
nepenomMbl 06enx 6eApeHHbIX KOCTEN B CpedHen TpeTu co
CMeLLeHNeM OTIOMKOB.

ConyTcTBYyOWMNIi AnarH03. PecnvpaTopHbIi gucTpecc-
CUHAPOM HoBoOpoOXaeHHoro (PACH) Taxkenomn cteneHu Taxe-
CcTU. CUMHAPOM AMCCEMUHMPOBAHHOIO BHYTPUCOCYAUCTOrO
cBepTbiBaHusA (4BC-cuHapom). HepmoHoweHHocTb 36 Hen
5 aHen. Manblt K CpOKy rectauum. Hu3Kasa macca Tena.
lMocTKOHUEenNnTyanbHbIM Bo3pacT — 40 Hed. YMepeHHas
acPUKeHns nNpu poxaeHun. BpoxaeHHas aHemus TaxKenomn
cteneHn. FremoTtpaHcdysunsa N2 1. BHyTpuyTpoOHasa MHOEK-
una. baKkTepuemusa, 6GaKTepuypusa, accouuMMpoBaHHble
¢ Staphylococcus epidermidis, METULMNNINHPESUCTEHTHbLIM
Staphylococcus aureus (MRSA).
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AHaMHe3 XH3HHU. Pe6eHOK OT BTOpOM 6GepeMeHHOCTHU
M nepBbix poaos, B 2020 r. — MeaAnUMHCKMIA abopT. Cembs
Heb6naronosy4yHasi, B EHCKOW KOHCY/IbTaLMKW KeHLMHa
He Habnoganacb. HacneacTBEHHbIM aHAaMHE3 OTAroLEeH
XPOHUYECKMMMU COMATUHECKUMKU 3aboneBaHUaMKU (apTepu-
anbHas rMNepTeH3us, oXxxmpeHue y 6abylleK no IMHUKU mate-
pu 1 oTua pebeHkKa). [lepBas NonoBMHa HacToslen bepe-
MEHHOCTHU, CO C/IOB MaTepu, NpoTeKana 6e3 0cobeHHOCTEN,
HO MpuW OanbHeWwem cbope aHamMHe3a OblI0 BbISICHEHO,
YTO MEHLMHa He MpuMnoMMHaNa MHOMMX Co6bITUI BcChea-
CTBME ynoTpebneHnsa KypuTtenbHoON cMecu Ha ocHoBe HITAB,
a MMeHHo 4-MMC (medenpoH). Mpu yd4acTnm coumasbHbIX
CcNny»6 AeBylIKa Gblla MOCTaB/IEHA Ha y4eT B HapKoiorunye-
CKWM ancnaHcep. Ha cpoke 26—-27 Hea Haxoaunachk Ha nedve-
HUM B POAMIbHOM Aome C¢ AuarHo3om: «OcTpas pecnupa-
TOpHasa BWpPYyCHas MHOEKUMA cpefdHen CTeneHu TAXecTw,
aHeMus, reCTaluMOHHbIN NMeNoHedpPUT.

Poabl cpoyHble, NyTeM onepauuy KecapeBa CeYeHus
Ha cpoKe 36 Hepg 5 gHen. Mpodwunaktnukn PACH He 6bino.
CocTosiHMEe MpWU POXKAEHWUM TAKenoe, OLeHKa No lKane
APGAR — 5/6/7 6annoB. [AnuHa Tena — 45 cm (Mexay
10-m 1 50-m nepueHTUnsamu), macca tena — 1620 r. (Huxe
3-ro nepueHTUns), OKPYXXHOCTb rpyau — 26 CM, OKpPYX-
HOCTb ronoBbl — 31 cm (Mexay 3-m 1 10-M nepueHTunem),
YTO CBMAETENbCTBYET O HAIMYMM 3aAEPHKKN BHYTPUYTPOBGHO-
ro pa3sutua (3BYP) y naumeHTa (puc. 1), a TakKe 0 coxpaHs-
lOLLMXCS HU3KMX TEMMAxX PoCTa NOCTHaTasbHO, YTO ABNSETCS
elle OAHUM 3HauuMbiM GaKTOPOM pUCKa ANs peann3aunu
OCTEOMNEHNN HEAOHOLIEHHbIX.

MpoBeneHo HemeaneHHOE nepexxaTue NynoBmHbI, Hava-
Ta pecnupaTopHas MOAAEPKKA METOAOM WMCKYCCTBEHHOWM
BeHTUNSAUMK nerkmx (MBJ1) 4epes nuueByO MackKy, y4uTbiBas
notpe6HocTb B FiO, (fraction of inspired oxygen) no 100%
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Puc. 1. lNokazatenu GU3NM4eCKOro pasB1T1a NauneHTa Npu poxxaeHum

lMpumeyaHue. NepeceyeHuns ronybbix TMHUN yKa3biBaloT Ha 3Ha4YeHUs NapamMeTpoB GU3MYECKOro pa3BuUTUS pebeHKa.
Fig. 1. Physical growth and development indicants of the patient’s physical development at birth.
Note. The intersection of the blue lines indicates the values of the parameters of the child’s physical growth and development indicants.



Puc. 2. PeHtreHonorunyeckasa kaptuHa PACH v nepenomoB
CO CMelleHneM o6enx 6eipeHHbIX KocTewn

Fig. 2. X-ray pattern of IRDS and fractures with displacement
of both femurs

AN AOCTUKEHUs Lenesblx napameTpos SpO, (caTypauus
Knucnopopa), npoBeaeHa MHTybauusa Tpaxen, Ha GoHe npo-
BeneHns WBJ1 metogom INSURE (intubation-surfactant-
extubation) BBeseH Kypocypd. MoTpe6GHocTb B Fi0, cHu-
eHa 0o 30%. lNocne n3BnevyeHns pebeHka Habnoganaco
nedopmaumsa nanblLeB KUCTeW U 6eaep, B CBA3M C YeM Nocne
CcTabunnmaaunm COCTOSTHUA HOBOPOXKAEHHOTO Gblna npoBeae-
Ha peHTreHorpadwus, B pedynbrate KOTOpon Bepudmnumpo-
BaH AMarHo3 nepesioma o6enx 6eapeHHbIX KOCTEN U 06Ha-
PYXEeHbl NaToNoOrMyeckne U3MEHEHUS B NIETKMX, @ UMEHHO
peHTreHonornyeckas KaptmHa PACH (puc. 2).

MauneHT 6bIN nepeBeaeH B OPUTH. C nepBoro agHs
npoBoAMnacb pecnupaTopHas noaaeprka metogom MBI
B pexume ACV (assist/control-mode ventilation), ¢ 16-ro
OHsa — B pexxume SIMV (sinchronized intermittent mandatory
ventilation) / PCV (pressure controlled ventilation). Ha 20-e
cyT pebeHOK 6bi1 3KCTybupoBaH M nepeBeneH Ha CPAP
(constant positive airway pressure). Ha 22-e CyT W3HU
COCTOSIHWE pebeHKa yXyAlKnIoch (3nM304bl AecaTtypauun),
Nno3TOMy OblI0O MPUHATO pPELIEHWE MNepenT Ha MHBA3UB-
Hyto MBJ1 B pexunme ACV. JlabopaTopHO B NepBblEe CYTKM
Habnoganach runokoarynaums. BpoxaeHHaa aHemus Obina
KOppUrMpoBaHa MepenMBaHneM 3pPUTPOLIMTAPHOW Macchl.
B cBSiI3n C BbICOKMM PUCKOM peanunusauun MHPEKLMOHHOro
npouecca, a UMEHHO OTCYTCTBMEM [AaHHbIX ob6cnenoBa-
HWUW Yy MaTepu W BbIIBNEHHbIM XOPUOAMHUOHUTOM C 1-X CYyT
WM3HU, Oblla HayaTa CTapToBas aMNMpuUyYecKass aHTMOaK-
TepuanbHasa Tepanusg aMnUUWIIMHOM W FeHTaMULMHOM
(cM. Tabnuuy), apdeKkTnBHaa B oTHOLWeEHUKN Staphylococcus
epidermidis, KOTOPbIN KyNbTUBMPOBAJICA B MOYe B KoJinye-
ctBe 102 KOE/mn. BblaeneHHblit n3 moun Staphylococcus
epidermidis 6bl1 YyBCTBUTENIbHbIM B OTHOLWIEHWW OEH3UN-
NEHUUMANNHE, aMNUuMIInHa, uedanekcnHa M reHtamu-
UuMHa. B panbHenwem B nepuon ¢ 22-x No 29-e CyT Xua-
HW MapannenbHO OTpULATENbHON KIMHUYECKOW AMHAMMUKe
B BMAE HapacTaHusa CUHAPOMa AblXxaTefbHblX PAaCCTPOMUCTB,
CYy[JOPOXHOro CUHAPOMA MO pe3ynbTaTaM MNPOBOAUMOro
MWKPOBUONOrMYECKOTO0 MOHUTOPUHIa M3 KPOBM BblaeneH
MRSA #“ Ha3HayeHa Tepanus NIMHE30/MAOM (CM. Tabnu-
uy). B HeBponornyeckom crtatyce Habnwganucb yrHete-
HWEe CO3HaHUSA U OTCYTCTBME PedIEKTOPHOW AeATENbHOCTM.

TOHMKO-KNOHMYECKME CYLOPOrn BnepBble 3aperncTpupo-
BaHbl Ha 11-e CyT XWM3HWU. JHTepanbHOEe NUTaHWe noyvyan
C 6-X CYT ¥XM3HM Yepe3 30HA CMEeCbo AN HeAOHOLWEHHbIX
AeTen ¢ NocTeneHHbIM yBenmyeHmem oobema. C poxaeHus
NPOBOAMNOCH fleYeHUE BPOXKAEHHbIX 3aKPbITbIX MEPEIOMOB
6eApeHHbIX KOCTEN MyTEM BbITSXEHUA U MMMOOMAN3aLIUK
HUXHUX KOHEYHOoCTeN (puc. 3).

Cpean MapkepoB Kanbuui-docdhopHoro metabonnama
M obmeHa BuTamuHa D 6bln 3apernctpupoBaH aedbuuumt
25(0H)D — 12 Hr/mn, ypoBeHb wWenovyHon docdartassl,
Kanbuus n docdhopa 6bia B Npegenax Hopmbl 3a BECb Nepu-
04 rocnuTanu3auuu: wenoyHaa docdartaza — 535 Ea/n,
Kanbunn — 2,28 mmonb/n, docdop — 1,71 mmonb/n.

Ha 24-e cyT chopmmnpoBanacb KOCTHas M030/b (puc. 4),
W NaHreTbl 6blIK CHATbl. PEHTreHONOrMYecKn nmena Mecto
cnegywouas KaptuHa: Rg-npu3Haku HenpaBWUIbHO KOH-
ConMAupytowmnxcs nepenomos anadusoB o6enx GeapeH-
HbIX KOCTEN B CpeaHew TpeTu; onpeaensetcs cMmelleHue
nepndepmnyecKmnx KOCTHbIX OTIOMKOB 06eux 6edpeHHblX
KOCTEeN — cnpaBa K3aAu U MeananbHo Ha WUPKHY anadusa
6e3 gedopmaLMm NPpoAoNLHON OCH; CNeBa Knepeau 1 nate-
panbHO Ha WupuHy guvadumsa v nog yrnom 13 rpagycos,
OTKPbITbIM MeAnanbHO.

Ha Bcem NpoTSKEeHUU BbiXaxMBaHWUA JaHHOMO NauneHTa
B cTauuoHape Il ypoBHS COCTOAAHME OCTaBanochb CTabu/ibHO
TsKenbIM. Ha 25-e cyT nauneHTa nepesenun Ha BTOpow atan
BbIXaXKUBaHUS.

Puc. 3. BHewHu BUA NaLmMeHTa Ha BbITSKEHUMU
Fig. 3. General appearance of the patient on the elongation

Puc. 4. ChbopMnpoBaHHble KOCTHbIE MO30/U
Fig. 4. Formed callus
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Puc. 5. BHeWwHUN BMA NauMeHTa Ha BTOPOM 3Tane BbiXa*KnBaHus

Fig. 5. General appearance of the patient at the second stage
of developmental care

CocTosiHue NpyH NoCTynJI€HUH (Nocsie NepeTpaHCrnopTH-
poBKu 13 OrL]). CocTosiHMe pebeHKa OLEHEHO KaK Taxenoe
3a CYeT MHOXECTBEHHbIX BPOXAEHHbIX aHOMalun pa3Bu-
TUS U AblxaTenbHOW HegocTaTo4yHoCTH Il cTenenn. MNauneHT
Haxo4uncs Ha pecnupaTtopHow Mnoaaeprke metogom MBI
B pexume SIMV/PCV. Ha ocmoTp pearnposan cnabo B Buae
€OMHUYHbIX MOLEPrMBAHUM KOHEYHOCTEW Ha TaKTU/IbHbIN
pasgpaxutens (puc. 5).

[onosa OTHOCUTENbHO 60/bWoro pa3mMepa.
MHOXeCTBEHHbIE aHOManuu Pa3BUTUA KOCTHOM CUCTEMBbI,
CTUIMbl AM33MOpuoreHesa. [nasHble Wenu HeaoBpe3aHbl,
aHodTanbM, rnasa MoNyoTKPbIThbl, «CTOMT» C/le3a, rnasHble
A610KM ManonoOABUKHbI, pacxoaslleecs Kocornasue cnesa,
CUMMTOM «BOCXOAsLWero conHuar. 3padkn D = S, peakuus
Ha cBeT cnabas. KoHeyHoCT BLOMb TyNnoBuLLa, AOCTOBEPHO
ONpeAeNUTb MbllUEYHbIR TOHYC HEBO3MOXHO MO MPUYMHE KOH-
TPaKTyp B cycTaBax KoHevyHocTel. Koxka po3oBas, MpamopHas,
yuctas, cyxas. NOAKOKHO-KMPOBOW CMION PE3KO WCTOHYEH,
B 06/1aCTU HUXHUX KOHEYHOCTEM MpPaKTUYECKU OTCYTCTBYET.
B nerkux ocnabneHHoe fbIxaHWe, TOHbl cepaLa npuriyLweHsl,
PUTMUYHBI. XMBOT yMEPEHHO B3AyT, NepucTansTuka coxpa-
HeHa, CTyN perynspHbIv, TeMMbl Anypesa B npefenax HopMmbl.

B cTaumoHape naumeHTa KOHCYbTMPOBas Bpay-reHeTuK,
KNMHWYECKUI AMAarHo3, ¢ KOTOpPbIM Habntogancs nauueHT,
Obl1 NOATBEPKAEH (MHOXKECTBEHHbIE BPOXKAEHHbIE MOPOKK
pas3BuTUS). LIMTOreHeTUYecKMn aHanuad onpeaennn Hanu-
yne Kapuotuna 46,XY. [NonHOe reHoMHOe CeKBeHMpOBa-
HWE METOAOM MUKPOYUMUPOBAHUSA UBMEHEHUIN HE BbISIBUIIO.
PaclumMpeHHbIn HeOHaTasbHbIM CKPUHUHI He BblBUA 3a60-
neBaHusA. AMUHOKMCIOTHbIM NPOodKUIb Mo4n 6€3 NaToNorun.

Mo pesynstaTaM HenpocoHorpadum Ha 5-e cyT Obinun
BbIIB/IEHbl TPUBEHTPUKYIOMEranns W KUCTbl Tanamyca
C [ABYX CTOPOH, B AMHAMMWKE MNaTONOrMYECKUE WU3MEHEHUs
coxpaHsnucb. Ha MoMeHT nepeBofa B cTtauuoHap |l ypos-
HA (25-e CYT XW3HK) Bblnn BepudULMPOBaHbLI cleayolmne
naToNOrMYyecKMe M3MeHeHus: cybaneHaumManbHas KucTta
crnpaBa KaK cnefcTBue NepUBEHTPUKYASIPHOTO KPOBOU3U-
AHMUSA, UWIEMUYECKUE WU3MEHEHUS MOAKOPKOBbLIX FaHriveB
C NpU3HaKaMu NerKomMansauuuM U BbiparkeHHas aunatauus
60KoBbIX U |II kenynoykoB.

[ns 6onee 4eTanbHOro U3y4eHUs TAXKECTU MOBPEKAEHNUS
TKaHW FOIOBHOrO MO3ra NauueHTy BbINOJHWUAN MarHUMTHO-
pe30HaHCHY0 ToMorpaduio. bbinn BoiiBneHbl MP-npusHaku
Andody3HOro paclmpeHns TBepAOoM MO3roBOWM 0O0O0JI0YKHM
WHbpa- M cynpaTeHTopuanbHO, cyb6aypanbHON 3IMMIMEMBI
B OKPYXXEHMW NeBOro nonywapus 60nbworo Mo3ra ¢ Gopmu-
poBaHWEM OTrpaHUYEHHOM TONCTOM Kancynbl HEHaMPSXeH-
HOrO KPYMHOrO CKOMJEHUS B /IEBOM 3aTblNO4YHON 06nacTu
W BOB/I€4YEHMEM MPaBOro NonepeyHoro CMHyca, MenKmUx CKo-
NJeHNn B NeBOW NO6HOM [0J1e, HEKPOTUYECKME U3MEHEHUSA
B 06n1acTu 6a3albHblX S4ep C YaCTUYHbLIM NUM3MPOBaHMEM
reMaTom, MyIbTUKMCTO3Has aHLedanomansaums o6omx nony-
Lwapui 601bWOro Mo3ra ¢ peayKunen nx obbema, 4acTM4HO
NIM3NPOBaAHHbIX Cy6aypanbHbiXx reMaToM B JIO6HO-TEMEHHOM
o6nacTtv cnpasa M B TIOGHOM Y TEMEHHO-BUCOYHO-3aTbI104-
HOM obnacTtax cnesa.

B AnHaMWKe BblXaXMBaHWA M MOHUTOPMHIA KU3HEHHO
BaKHblX NOKa3aTenew n nabopaTtopHblXx NapameTpoB Oblfia
o6HapyeHa 6akTepuemns MRSA, nHTepnpeTupoBaHHas
KaK No34HWIN HeoHaTaslbHbIV Cencuc, B 06LemM aHannae Kpo-
BM OTMeYanochb HapacTaHue neikounTos ¢ 8 ao 12 x 109/n,
yBennyeHHoe CO3 o 49 Mm/4, B GUOXMMUYECKOM aHanuse
KpoBM — nosiBieHne C-peakTuBHOro 6enka (12,4 mr/mn).
KnunHnyeckn y pebeHKa Habntoganace otpuuartesbHas anHa-
MWKa Te4eHUss GPOHX0NEro4yHoro npotecca (puc. 6A, b), 6bin
AWarHOCTMPOBAH TOTalbHbI MHEBMOTOPAKC, KPOMeE TOro,
BblparkeHHas uepebpanbHas HeaoCTaTOYHOCTb, CYLOPOXK-

Puc. 6. PeHTreHonornyeckas KapTuHa HapyweHuin 6pOHXManbHOM NPOXOAUMOCTH U TMNOBEHTUNALNK
Fig. 6. X-ray pattern of bronchial obstructions and hypoventilation
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Puc. 7. BHelWwHU B1A naumMeHTa cnycta 3 Mec nocne poxaeHus
Fig. 7. General appearance of the patient 3 months after birth

HbI CUHAPOM, KOTOPbIA coXpaHsica Ha GoHe npuema AByX
aHTMKOHBY/IbCAHTOB (beHobGapbuTan v nesBeTMpaueTam),
4TO ObISI0 UHTEPMPETUPOBAHO KaK MO34HUM HeoHaTaslbHbIN
cencuc. HasHavyeHa aHTMGaKTepuanbHas Tepanus JvHe-
30/1MA0M MPOAO/IKUTENBHOCTbIO 14 CYT C MOJIOKUTENbHbIM
3ddEKTOM, NPU NOBTOPHbIX BAKTEPUONOTMYECKMX NOCEeBax
pPOCTa MUKPOOPraHM3MOB He BbiIBNIEHO, B GUOXMMUYECKOM
aHanmse KpoBM C-peaKTUBHbIM OENOK OTPULATENbHbIN,
npoKanbUUTOHMH > 0,5, KynMpoBaHbl PEHTIEHOIOMMYECKNE
M3MeHEHUH B Jierkux (puc. 6B), cocToaHne nauueHTa ocTa-
BaJIOCb CTABUIIbHO TAXESbIM (CM. TabNInLLY).

B panbHenwem nauueHT 6bil NPU3HAH BpavyebHOM
KOMMWCCHEN KaK nannnaTtuBHbIM, MO HAcTosEee BPpeEMS Haxo-
avtes Ha VIBJ16e3 nepcneKTUBbI A5 9KCTy6aLMn 1 caMoCTo-
ATEIbHOTO AblXxaHus. [pUYNHON AN NPUCBOEHUS NALMEHTY
nannuaTtMBHOrO cTaTyca fIBMJIOCb OCHOBHOe 3abosieBaHue
B BMAE MHOXECTBEHHbIX TAXeblX MOPOKOB Pa3BUTUS.

TakuMm o6pas3om, NpuBeAEHHOE KIMHMYeCcKoe Habnoae-
HWE OEMOHCTPUPYET HeraTMBHOE BIIMSHME CUHTETUYECKMX
KaTMHOHOB aHTeHaTa/lbHO, KOoTopoe peanusyetcs 3BYP,
nopaeHMeM KOCTHOW TKaHW C aHTeHaTallbHbIM CHUXEHMU-
€M MWHepanbHOM MNOTHOCTU KOCTU, @ TaKKe MopaxeHnem
rO/I0BHOrO MO3ra W, KaK pe3ysbTaT, TAXKeNblM HapylweHeM
QYHKUMIN ObIXxaTeNbHOM CUCTEMbl BCAEACTBUE MOPAXKEHUS
[AblXaTeNbHOrO LleHTpa (puc. 7).

Kpowme Toro, cneayet 06patuTb BHUMaHUeE, 4TO B KOropTe
6epeMeHHbIX XEeHLMH, KOTopble NOABEPXKEeHbl HapKoTU4ye-
CKOW 3aBMCUMOCTHM, CYLLECTBYIOT U Apyrue daKTopbl, BAK-
AlolMe Ha HOBOPOXAEHHOro. B HacTosweM KAMHUYECKOM
HabnoaeHUn, nommmo ynotpebnenuns HMAB, 3BYP ycyry6ons-
JIM XOPMOAMHUOHUT U KypeHue, 4TO COOTBETCTBYET coLmanb-
HOMY CcTaTycy 6€peMEHHON KEHLMHbI.

OBCYXAEHME

LiuToTOKCHMYEeCcKoe noBpexaeHune

U OKUC/IUTE/IbHBIN CTpecec

B. den Hollander u coaBT. [11] u3dy4yanu LUTOTOKCHY-
HOCTb 6eTa-KeToaMPETaMUHOB B KJIETKAx HeMpobnacToMbl
SH-SY5S (KnetoyHas IMHMA YeNOBEYECKOro MpOoMCXoXae-
HUS, UCMONb3yeMas B Hay4yHbIX LiefifX), OLeHnBas OKUC/K-
TeNbHO-BOCCTAHOBWTE/bHbIN MNOTEHLMaN. ABTOPbI MOKa3anu,
4yTo 6eTa-KeToaMbeTaMmHbl YBETMYMBAIOT BbICBOOOXKAEHME
NlaKTaTaernaporeHasbl, KOTopas SBASeTCs LMTOTOKCUYHOW.

R. Lopez-Arnau 1 coaBT. uccnegosanun pepMeHTaTUBHbIE
M3MEHEHHWS, NPoMUCXoasLLMe Y KpbIC Nocne BBeaeHns Mede-
LPOHa, UMUTUPYIOWEro ero 30ynoTpebneHne 4YenoBeKOM.
Bblno 06HapyKeHo, 4TO 3HaYeHWs rnyTaTMOHNEepPOKcHaasbl
OKasanncb NOBbIEHHBIMX B NOGHOM KOpPe, NosocaTtom Tene
W rMNnoKamne, TakXKe B N06HOM Kope Habntogancs pocT nepe-
KUCHOIO OKMCEHNS MNMUAOB. TN JaHHble CBUAETENLCTBYIOT
06 OKMCNUTENBHOM CTPecce, CBA3aHHOM ¢ MedbeapoHom [12,
13]. bbinv NpoBeaeHbl SKCNEPUMEHTbI in Vitro Ha KynbTypax
HEMPOHOB KOpPbl FOSIOBHOIO MO3ra MblLLEN C Liefiblo U3y4eHns
[10303aBUCMMOr0 LIMTOTOKCHYECKOro addeKTa, oLeHnBanm
LOdDaMUHEPTMYECKYIO U CEPOTOHUHEPTUYECKYID HENPOTOK-
CMYHOCTb, aBTOpamMu Oblfia NPOAEMOHCTPUPOBAHA CENEKTUB-
Has HEUTPOTOKCMYHOCTL [14]. P. Tarkowski 1 coaBT. coobuia-
0T O TOM, 4TO OKMCAIUTENbHbIN CTPECC BCTPEYAETCS He TONIbKO
B r0JIOBHOM MO3r€, HO U B APYrMX BHYTPEHHMUX OpraHax (Mmoy-
KW, cepaue, neyeHb, ceneseHka) [15].

AnonTto3s, aytodarus, KnetoyHoe aeneHuve

K. Siedlecka-Kroplewska 1 coaBT. M3yyanu BAusHWE
3-bTOpMEeTKaTMHOHA, CTPYKTYpHOro aHanora medeapo-
Ha, Ha KNEeTKM runnokamna Mmbiwn. bbino o6Hapy»KeHo,
YTO JaHHbIM @aHanor MHrMGUPyeT POCT KAETOK rMnnoKkamna
MbILW U UHAYLMPYET OCTAHOBKY KIE€TOYHOro UuKna B dase
GO/G1 [16].

CUHTETUYECKNE KaTMHOHbI BAMSIOT Ha MONEKYNAPHble
MEeXaHM3Mbl anonTo3a NyTemM MOBbIWEHHON 3KCMNPECCUU
nNpPoanonTOTMYECKOro reHa BAX v CHUXKEHMEM 3KCMNPECCHU
aHTManonToTnyeckoro reHa BCL2 [17]. OcoO6eHHO 4yBCTBMU-
TeNbHbIMW OKa3afiMCb HEMPOHbI MpuAexalwero sapa npo-
3payvyHON NeperopojKku, rae Bo3pacrano KOIMYecTBO anon-
TOTUYECKMX KneTok [18].

AyTodarunsa npeacraBnsieT cob6oM 3BOMOLMOHHbBIA MPO-
Lecc, B Xo4e KOTOPOro MoBpeEXAEHHbIE WAN HenpaBuibHO
chopMMpoBaHHble 6enKW, a TaKKe MNOBPEeXAEHHble Kne-
TOYHbIE OpraHesbl MOTyT ObiTb YHUYTOXEHbI [19]. MHorne
XMMHUYECKME COEAMHEHMUS, B TOM YUCE U CUHTETMYECKUE
KaTUHOHbI, aKTUBMPYIOT ayTodarnio Kak aganTUBHYIO peak-
LMIO Ha CTpecc U MexaHu3m BbixunBaHus [20]. bbino o6Ha-
pyxeHo, 4to 3,4-MAMK, metamdertamuH, a-MHMN 1 MAMNB
MHAYLMPYIOT ayTodarvio nytem nosbllweHns konmyectea LC3
(light chain 3, 6enK1-MHAYKTOPLI ayTodParocoMbl) B KneTKax,
CTUMYNMPYIOT NpeBpalleHne uuTo30abHoro LC3-1 B cBA3aH-
HbI ¢ MeM6paHoi LC3-Il ¢ o6pa3oBaHnem ayTodarmyeckux
BaKyonew (puc. 8) [21-23].

MpoBocnanuTenbHble LUTOKUHBI U aKTUBaLUA

MUKPOIJ/IUU U aCTPOLUTOB

Mocne BBeaeHUs Kpbicam MedeapoHa, UMUTUPYIOLLEro
ero addeKT B YyenoBeyeckom opraHmame, R. Lopez-Arnau
M COaBT. He Habnopann Kakom-nMbo akTuBaLMU MUKPO-
run [12]. 3T pe3ynbraTbl COrnacyloTcs ¢ pesyabratamu
M. Angoa-Pérez u coaBT., KOTOpble HE OBGHaPYXWUIN aKTu-
BaLMWU MUKPOMIMU WMAU MOBbILLEHUS YPOBHEW MMaNbHOIO
GubpunnsapHoro kucnoro 6enka (FPKB), nokasatens akTu-
BauUwun acTpounTtoB [24]. J. Martinez-Clemente u coaBrT. [14]
nokasanu, 4to medeapoH He M3MeHan 3HadeHus [OKB
M HE MHAYLMPOBAN aKTMBaL MU MUKPOIIMK, OAHAKO B rMMNMNo-
Kamne 6bl710 0TMeYeHo ABHoe yBennyeHune MpKb.

J.A. Marusich n O.H. Kim BbIiBUIX NOBbILWEHWE YPOBHS
BOCNanMUTENbHbIX LMTOKMHOB B rOJIOBHOM MO3re camuoB
KpbIC (yBeNMYEeHME MPOAYKUMKM daKTopa HEKpO3a ONyXosu
anbda 1 nHTEPNEenKnHa 6 B NonocaTtoM Tese) No CpaBHEHMIO
C CaMKaMu U1, KaK UTOr, pa3BUTME HeMpoBOCNaNUTENBHOIO
oTBeTa Ha BBeaeHue HIAB [25]. B oTBeT Ha BocnaneHue
1 nosBTOpHOe BBeaeHe a-MNBT 6b1/10 BbIABEHO YBEIMYEHNE
KonmyecTBa MUKpornuu [14, 26].
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Puc. 8. CxemaTnyeckoe nsobpaxkeHune anonrtosa u aytodaruu npu ynorpebaermn HMNAB

Fig. 8. Schematic illustration of apoptosis and autophagy in use of NPAS

Takum o06pa3oM, nccnegoBaHMa NaToGU3noNornyecKmx
MEXaHW3MOB AEMOHCTPUPYIOT MIEMOTPONMHOCTb MaToNoru-
yeckoro BausHus HIMAB, BKAOYaAOWYO WMHAYKLMIO OKMUC-
NIUTENbHOrO CTpecca, anonTto3a W aytodaruun, BOBeYEHUE
LMTOKMHOB KaK HEOTbEM/IEMbIX Y4aCTHUKOB /060ro BOC-
nanuTenbHOro npouecca W, Kak UTOr, pemoaenvMpoBaHue
HEePBHOW TKaHW M NOBPEXAEHWE CTPYKTYP roI0BHOrO Mo3ra.

Ha cerogHsWwHWM AeHb HUYEro HE M3BECTHO HU O TepaTo-
FEHHbIX, HW O MyTareHHblX addEKTaX CUHTETUHECKNX KaTu-
HOHOB, HY O BO3MOXHbIX ONrOCPOYHbIX NOCNEACTBUAX Npe-
HaTa/bHOIO XPOHWYECKOro BO3AENCTBUS 3TUX BELLECTB.
B nutepaTtype o0ny6/AMKOBAHO HECKONIbKO KIMHUYECKMUX
HabnoaeHun ynotpebnenunsa 3,4-MAMNMM v a-MIM. Konneru
13 Puma B 2018 . fOKNaAbIiBasM O TAXKENOM HEOHaTalbHOM
ab6CTUHEHTHOM CMHAPOME, BbI3BAaHHOM BO34ENCTBMEM MeTa-
[OHa Y 0AHOBPEMEHHbBIM MPUEMOM CUHTETUYECKOIO KaTUHO-
Ha. MeTUNATKaTMHOH Obll MAEHTUOMUMPOBAH B BOJOCaXx
MaTtepu, 4TO COOTBETCTBOBA/O NOTPEBNEHUIO ero MaTepbio
no 6epeMeHHOCTU K BO BPEMS Hee, TaKXe HapKOTUYECKUN
npenapart 6bl1 06HaApYy*KEeH B HeoHaTalbHOM MeKoHuu (0,7
HI/T), 4TO NOATBEPKAAET BO3AENCTBME HA BHYTPUYTPOOHOIO
pebeHKa BO Bpems pa3sutua [27]. P. Adamowicz 1 coaBT.
onucanu cnyvyav ruéenn BHyTpMyTPOOGHOro pebeHKa B CBA-
31 C ynoTpebieHMeM MaTepblo CUHTETUYECKUX HapPKOTH-
KOB B nocnegHeM TpumecTpe 6epeMeHHoCTU. NocmepTHoe
o6cnenoBaHue mMnageHua He BbiABMIO HUKAKMX CyLLLECTBEH-
HbIX MaToONOMMYeCKMX U3MeHeHUn. PebeHoK Obln MepTBO-
POXAEHHbIM, aHTeHaTanbHasa rméenb ABUNachb pe3ynbLTaTtom
achuKcmnn. TOKCMKONIOrMYECKUM aHanmM3 noKas3asl BbICOKUM

KaHHabuc

MpexxaeBpemMeHHble poabl

MOpPOKK pasBMUTUS TONIOBHOIO Mo3ra?
Manbl s rectauMOHHOro Bo3pacTta
AKpaHus

lacTpowwnsuc

ATpesusi nuuesoaa

BpoxkaeHHaa anadparmanbHas rpbixa

Huskaa macca Tena npu poxkaeHum (meHee 2500 r)

ypoBeHb 3,4-MANMIM (76 Hr/mn) v a-MIM (12 Hr/M”A) B KPOBHM
pebeHKa [28].

TokenyHocTb 3,4-MAMNIM v a-MNIMM He ndyyanack, U TOY-
Hasg TOKCMYeCKas [O3MPOBKa He u3BecTHa. KoHueHTpauus
MZ/IB B CbIBOPOTKE KPOBM MNPOAEMOHCTPMPOBaa BbICOKYHO
BapuabeNbHOCTb — OT C/IeoBbIX 3Ha4yeHun (< 10 Hr/mn)
[0 KpanHe BbICOKWX MNokaszaTtenew (576 Hr/mn) [29]. Tem
He MeHee, 4acTo 3TO COefMHEeHWe Obl0 He €AUHCTBEHHOM
NPUYUHON CMEPTH, TaK KaK NPUCYTCTBOBaNU U Apyrue TOK-
cuyeckue Belectsa [30].

CHUHTETUYECKME KaTUHOHbI B 60Nee KUC/ON KPOBU BHY-
TPUYTPOOHOro pebeHKa HaxXoAATCSH B MOHU3MpPOBaHHOM dop-
M€E W LANUTENBHO UMPKYIUPYIOT B KPOBEHOCHOW CUCTEME.
B metabonname MIMNB Hanbonee BaxKHbIMU ABAAOTCS U30-
depmeHTbl CYP2C19, CYP1A2 n CYP2D6. Ha BTOpOM 3Tane
«CONMU» KOHBIOTUPYIOTCH /IMBO C IIOKYPOHOBOW KWUC/IOTOW,
nmbéo ¢ cynbdaTtom [31, 32]. OgHaKo BCEeACTBUE aHATOMO-
GU3nonornyecknx ocobeHHocTen M He3penoctn usodep-
MEHTOB U GEPMEHTOB NEYEHU 3TO MPUBOAUT K NOBbLILIEHUIO
KOHLIEHTPaALMUKN CUHTETUHECKUX HAPKOTUKOB Y BHYTPUYTPOO-
HOro pebeHKa No CpaBHEHUIO C KPOBbIO MaTepu [33].

Heo6x0aMMO OTMETUTL, YTO Ha CErOAHAWHUN LEHb elle
MAET HaKOMJIEHME KJIMHUYECKUX [aHHbIX 06 OpraHo- u TKa-
HecneunMdUYHOCTH NaTonornyeckoro BnuaHusa HINAB Ha BHY-
TPUYTPOBHOIO Y HOBOPOXKAEHHOTO pebeHKa, B CBA3U C 3TUM
aBTOpbl HACTOSALLEN NyBNUKaLUK NpeanaratoT conocTaBnsaTb
HOBble [laHHble 0 aenctBuu HINAB co cBeaeHusamMu O «Knac-
CUYECKMX» HAPKOTUYECKUX BELLECTBAX, BAUSAHME KOTOPbIX
noapo6HO onncaHo (puc. 9).

N
HaC” ©

CHs o>

CHUHTEeTU4YeCKHe KaTUHOHbDI

3apepKKa BHyTpUyTPOGHOro pa3suTus (3BYP)
Manbivi ans recTauMoOHHOro Bo3pacTa

Huskas macca Tena npu poxaeHuu

Mopoku passutma LLHC?

Mopoku passutua O4A?

Mopoku pa3zsutua KKT?

Puc. 9. KnuHunyeckme nposBfieHns NaTtoiorMyecKoro BO3AenCTBUA Ha BHYTPUYTPOBGHOIO U HOBOPOXKAEHHOro pe6eHKka KaHHabuca v HIMAB

Mpumeyarme. UHC — ueHTpanbHas HepBHasa cuctema; OJA — onopHo-ABuratenbHbin annapat; KT — KenyLo4YHO-KULEYHbIN TPaKT.
Fig. 9. Clinical presentation of pathological effects of cannabis and NPAS on an intrauterine and newborn child
Note. CNS (LLHC) — central nervous system; MSS (OA) — musculoskeletal system; GIT (}KKT) — gastrointestinal tract.
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3AK/IIOMEHUE

Pe3toMunpys BbILIEN3NIOXKEHHOE, HEOGXOAMMO OTMe-
TUTb, YTO B 3KCMNEPUMEHTasbHbIX WCCNEeAoBaHMUAX Npoje-
MOHCTPMPOBAHbI HeratTuBHble NaTOPU3NONOrMYECKHE
MeXaHW3Mbl, 3anycKaemble CUHTETUYECKUMMU KaTMHOHaMM,
B BW[E YCW/IEHUS MPOANoONTOTUYECKOW aKTMBHOCTH, obpa-
30BaHMa ayTodaro/iM30CoOM M aKTUBHbIX GOPM KMCIopoaa,
NPOBOCMANUTENbHON HaMNpPaB/EHHOCTM MMMYHHOW cucTe-
Mbl. CO6CTBEHHOE KJ/IMHWMYECKOE HabG/OEHUE OMUChbIBAET
natonornyeckre apdeKTbl, KOTopble 3aKvalTcs B npe-
UMYLLLECTBEHHOM MOPaXEHWU HEPBHON CUCTEMbI (MOPOKM
Pa3BMTUA TOIOBHOrO MO3ra, Mopa)eHue [AblXxaTenbHOro
LeHTpa) 1 OMOpHO-ABUraTeNbHOro annapaTta (BblpaxKeHHbIn
MWOTOHUYECKUI CUHAPOM, BPOXKAEHHbIE MNaTONOrMYyecKue
nepenomMbl 6eApeHHbIX KOCTEW), YTO MPUBENO K MYJbTU-
opraHHon AuchyHKUMK, peanu3aunn cerncuca, pasBuUTULO
TSXKENON MHBaANMAN3ALMK U, KaK UTOr, NanaiMaTMBHOMY CTa-
Tycy pebeHKa.

CnepoBatenbHo, ynotpebnenune HINAB nmeeT 60/bluyio
coLMabHO-3KOHOMMYECKYO 3HAa4YMMOCTb, ON1caHue nNoao6-
HbIX KJIMHUYECKMX HabnoJeHWn, paBHO Kak M nNpoBeaeHue
ncecnefoBaHun in vitro, ABASIOTCS aKTyalbHbIMKU, @ pacluu-
peHue npeacTaBeHUn 0 KPaTKOCPOYHbIX M AONTOCPOYHbIX
HeraTtuMBHbIX nocneacTeusax ynotpebnenus HIMAB AomkHO
NOCNYXWUTb MHULMUPYIOWNUM 3TanoM Ans pa3paboTKM cTpa-
Ternm peabuantaumm Takux NaLMeHTOB.

UWHOOPMUPOBAHHOE COIJIACHE

ABTOpamMM NoJsly4eHO cornacue 3aKOHHOro npeacTaBuTe-
N9 nayMeHTa Ha nybaunKkauuio ero ¢otorpadmi.
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OHKoremartosiormieckne 3abosieBaHusi 3aHUMalT NepBOe MECTO B CTPYKTYpPEe 3/10Ka4eCTBEHHbIX HOBOOBpPa30BaHMi AeT-
CKOro Bo3pacrta. Comatmyeckmne MyTaluumn B KJIE€TKax Oryx0/eBbiX KTOHOB XOPOLIO U3Y4YeHbl, BKJIIOYEHbl B COBPEMEHHbIE
KaaccuouKalumuu, UCrosb3yTCs /151 CTpaTudUKaLmnmn 60J1bHbIX Ha MPOrHOCTUYECKNUE IPpYyrbl PUCKa U BbIGOPa rnporpaMmma|
Tepanuun. B 10 e Bpems onucaHo 6onee 50 Hacne[CTBEHHbIX CUHAPOMOB, acCOUMNPOBAaHHbLIX C pa3BUTMeM remobna-
CcT030B. YacTb 13 Hux (cuHapom [ayHa, cuHApom KnanHpenstepa, MUKPOAEELIMOHHbIE CUHAPOMbI U Ap.) 06YC/I0BJIEHbI
XPOMOCOMHOWM naTosiormen, Ans Apyrux onucaHbl aabTepaymu 0HOro Man HECKOIbKUX FrEHOB C Pas3/IMYHbIM TUIIOM Hac/ie-
[I0BaHMsi n BO3pPacToM MaHupecTaLmm OHKOreMaToa0rndyecknx 3aboseBaHuni. [eHbl NpeapacnooXeHHOCTU K OHKorema-
To/I0rMyecKmnm 3abosieBaHUsIM y4acTBYIOT B rpoleccax penapauun [HK, perynsunm KneToyHoro ymKkaa, MMMYHHOIo oTBeTa
M paboTbl KOCTHOro MO3ra. B JaHHOM cTaThe NpuBeAEHbI aKTyasbHbl€ JaHHbIE O FEHETUYECKNX CMHAPOMAaX, aCCoOLUMMPOBaH-
HbIX C pa3BUTUEM remMo61acTo30B C OrMcaHMeM COOCTBEHHbIX KITMHUYECKMX HABIOAEHUHN.

KnwyeBble cnoBa: remobsacto3bl, cuHapom [dayHa, cuHapom KnanHoenbtepa, CUHAPOM TPUCOMUMU 8-k XPOMOCOMBbI,
MUKPOAENELIMOHHbINA CUHAPOM, CUHAPOM JIn — ®paymeHu, cuHapom HurimereHa, cuHapom bayma, aHemusi @aHKOHM
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HacneactBeHHble CMHAPOMbI B AETCKOW OHKoremartonoruu. legunatpuyeckas ¢apmakonorusd. 2023;20(6):557-573.
doi: https://doi.org/10.15690/pf.v20i6.2665

BBEJAEHME MOCOMHbIMK abeppaunamn [1-8]. CoBpemMeHHble MeTofbl
[emo6nacto3bl — KpaWHe reTeporeHHas rpynna [MarHocTuKKM, BKo4Yasa FISH-uccnegoBaHve, nNo3BONAOT
CUCTEMHBIX 3/I0Ka4YeCTBEHHbIX HOoBOOOGpa3oBaHun (3HO) HEe TO/MbKO KihaccuduumpoBaTb OHKOreMaToJsiorMyecKkue
M3 KNEeTOK KPOBETBOPHOW M IMMPOMAHOM TKAHEN C BOBJe- 3abofieBaHns, HO W noadupatb ONTUMalibHble CXEMbl
YeHWem B MNaTONOrMYECKUM npouecc APYrMx OopraHoB neyeHus, BKAOYaAa TapreTHylo Tepanuto. TaK, Hanpumep,
M CUCTEM OpraHu3ma. 4N NaUMEHTOB C XPOHMYECKMM muenonernkosom (XMJT)
B nopasnsowem 60MblUMHCTBE reM06/1acTo3bl acco- C Hanmynem xuMmepHoro reHa BCR-ABL1 — peasynbrata
LMMPOBaHbl C COMaTUYECKUMM FEHHbIMU MyTaLMUSAMK U XPO- TpaHcnoKaumu t(9;22)(g34;911.2) [9, 10] ycnewHo ncnonb-
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Hereditary syndromes in pediatric hematooncology

Hematooncological diseases head the list in the structure of malignant neoplasms of childhood. Somatic mutations in tumor
clone cells have been well studied, included in modern classifications, and are used to stratify patients into prognostic risk
groups and select a therapy program. At the same time, more than 50 hereditary syndromes associated with the development of
hemoblastoses have been described. Some of them (Down’s syndrome, Klinefelter’s syndrome, microdeletion syndromes et al.)
are caused by chromosomal pathology, while others describe alterations of one or more genes with different types of inheritance
and age of manifestation of hematooncological diseases. Genes of predisposition to hematooncological diseases are involved in
the processes of DNA repair, regulation of the cell cycle, immune response and bone marrow function. This article presents current
data on genetic syndromes associated with the development of hemoblastosis with a description of their own clinical observations.
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

3yeTcs WMHrnomtop BCR-ABL-TUPO3MHKMHA3bl MMaATUHWOG
mMe3unnat, KOTOpbIA CyWeCTBEHHO yayywaeT pes3ynbraTthl
NeYvyeHuns naumMeHToB U No3BonseT B 60NbWMHCTBE ClyYaeB
OTKasaTbCsl OT NPOBEAEHUS TpaHCNAaHTaLMK anfioreHHbIX
reMornoaTMYecKnx CTBONOBLIX KneTok (anno-TrCK) [9, 10].
OpHako B psige ciyyvaeB NauMeHTbl MMEKT HacnefCcTBeH-
HYl0 NpeapacnooXKEeHHOCTb K pa3BuTUiO reMo6nacTo30B.
[aHHasa rpynna 60/bHbIX TpebyeT 0coboro HabnwaeHus,
4TO YXKe OTPaXKEHO B KNnaccuduKaLunum MMenonaHblx Heonna-
3un (BO3, 2016), rae remo61acTo3bl, acCoLMUPOBaHHbIE
C HacneCcTBEHHbIMW CUHAPOMAaMU, BblAeNeHbl B CaMOCTOS-
TeNbHY HO30M0rM4yeckyto eguHuly [11]. Kpome T0ro, MHo-
rMe CUHAPOMbI, MaHudeCTUpyOLWME C APYTUX KIMHUYECKUX
NPOSIBNEHUIW, Hanpumep NepBUYHOrO MMMyHogeduLMTa
(MXA), BnocneacTtsmmn MOryT NPUBECTU K PasBUTUIO OHKO-
remaTtonormyeckoro 3abonesaHua. B cBasn ¢ atum JHK-
AMarHoCTUKa HacneCcTBeHHbIX Gopm remo61acTo30B8 0Co-
6eHHO aKTyanbHa B KOHTEKCTE CBOEBPEMEHHOM MOCTAHOBKM
reHeTM4eCKoro AnarHosda W gaibHenlero AnHaMn4ecKoro
HabloAeHNa 3a NauMeHTaMu C LieNbio paHHEero BbiSiBAEHMS
3HO.

XpomocoMHasa natoforus, Kak npaBuio, CONPOBOXAa-
€TCH LWMPOKUM CNEKTPOM KIMHUYECKUX NPOSBAEHUN, KOTO-
pble BO MHOMOM 3aBMUCAT OT MPOTAKEHHOCTM NOKyca Xpo-
MOCOMHOro gucbanaHca. OgHako, He3aBUCMMO OT BMAA
aHeyniouann, a TaKKe pasmepa feneuuu/ayniavkauuu,

XPOMOCOMHble 60/1€3HM B BO/bLUMHCTBE CNy4YaeB accoLmu-
poBaHbl C NOBbLILWEHHBIM PUCKOM pa3BuTma 3HO pasnnyHbix
JIoOKanu3sauum, BKAoYas remo6nactosbl [12-15] (tabn. 1).

Cpeayn nauueHToB ¢ XPOMOCOMHOW NaTonornen Hambo-
nee 4yacto remo6nacTo3bl BCTPeYatoTes y anL, ¢ CUHAPOMOM
[ayHa, npuvyem npeobnagatouen popmorn 3HO gasnsaioTcs
oCTpble IenKOo3bl [17]. HecMoTps Ha 3To, B NPaKTUKE Bpadven
HWW neTcKkon OHKONIOrMK U remaTosiorMn UMeHn akaleMuKa
PAMH J1.A. OypHoBa (ganee — HWUW OOul) HeogHOKpaTHO
BCTPeYanncb KINMHUYECKNe HabnogeHUs C APYrMMU TUNamu
remo61acTo30B.

KnuHuyeckoe HaGaoaeHune N2 1

bonbHaa 2 netT. PebeHOK OT ceabMon 6epemeHHOo-
CTH, CaMOCTOSITENIbHbIX CPOYHbIX PoAOoB. [locne poxKaeHUs
OblNI0 BbINO/HEHO LMTOrEHETUYECKOE WCCNefoBaHne —
noaTBepxaeH cuHapom [dayHa (kapuotun 47,XX,+21).
[narHoctnupoBaH BPOXKAEHHbIM NMOPOK cepaua (BbliNoAHEHa
nnactuka gedeKkta MeXKenyao4KoBOM Meperopoaku, nna-
CTUKa TPUKYCNMAANbHOro KNanaHa). 3a 2 roaa Xu3Hu 601b-
Has ABaxAbl nepeHecna NHEBMOHMIO, OTMEeYanncb YacTble
OPBMW.

Y matepu B aHaMHe3e 4Be 3aMeplime Ha paHHEM CpoKe
6epeMeHHOCTH, remo61acTo3 y CbiHa ABOOPOAHON CeCTpbl
Matepu (norné B 4 roga OT OC/IOXKHEHUW OCHOBHOIO 3a60-
nieBaHus).

Ta6nuua 1. XpomocomMHas natonorus, Hambonee 4acTo accoLMMpoBaHHasa ¢ pa3BUTMEM remo61acTo308

Table. 1. Chromosomal pathology, most often associated with the development of hemoblastosis

LiutoreHeTnyeckas

CuHapoOM
XapaKTepucTuka

Bua remo6nacrto3sa

ConyTcTBylOlME KJIMHNYECKUE NPOosiBJIEHUs

Cungpom [ayHa Tpucomua 21chr
TpaHcnokauus t(14;21)

Mo3sanuymsm

onn, MAac, oM, X
[16, 17]

YMCTBEHHasi OTCTanoCTb, MOPOKW PasBUTUS cepaey-
HO-COCYAMUCTOM CUCTEMbI, MIOCKUI 3aTblIOK, 6Gpaxu-
JaKTununsg, «o6e3bsiHbs» CKNajka najoHu, cneunodu-
YECKUN nuueBon GeHOTUN (3MMKAHT, MOHIONOUAHBbIN
pa3pes rnas, rmnepTenopuaM, CriaxKeHHbln GunbTp,
MaKporaoccusl), paHHas MaHudecTtaumus 601e3HM
AnburenMmepa, CKIOHHOCTb K pecnmMpaTtopHbiM 3abone-
BaHUAM, OXXMpEHUIo U pa3suTuio 3HO

8- XpOMOCOMbI ® Mo3auyHas popma

CuHApPOM 47, XXY — 80% XMJ1, ON171, OMJ1, HXJT | Kpuntopxuam  (4awe ABYCTOPOHHWI), MUKPOOPXM-
KnanHdenstepa 48, XXXY [18, 19] [M3M, BbICOKWI POCT, rMnoaHaporeHemus, 6ecnnoave,
49 XXXXY OXMPEHME MO KEHCKOMY TUMy, YMEpeHHas 3afepXxKa
47, XXY/46,XY yMCTBEHHOro passutua (B 50% cnydaes), conpoBo-
XAaWaACcqd HapylWweHU MU NoBefeHUs, TPYAHOCTAMMU
KOHTaKTa CO CBEPCTHUKaMM, NOBbILLEH PUCK FEPMUHO-
reHHbIX onyxonew
CuHapom 45,X0 — 50% OJ11, HXJ1, OMJT[19, |HaHu3M, KpblIOBUAHbIE KOXHble CKMaAKW Ha Lwee,
LLlepeweBcKoro — 46,X,i(Xqg) — 15% 20] KOPOTKas Wes C HU3KOW NMHMEN pocTa BOMOC, /IUM-
TepHepa 45,X0/46,XX — 15% daTnyecKme OTEKM KUCTEN U CTOM Yy HOBOPOXKAEHHbIX,
45,X0/46,X,i(Xq) — 5% 604Koob6pa3Has rpyaHas KneTka, BanbrycHas gedop-
MaLMs KOSIEHHbIX U TIOKTEBbIX CYCTaBOB, M’MNEPNUrMeH-
Tauusa KOXM, CHUKEHUE 3PEHUS U ClyXa, BPOXKAEHHbIE
NOPOKK PasBUTUS BHYTPEHHWX opraHoB, Gecnnoawe,
ANYHUKM HE PasBUTbl U UMEIOT BUI COEAUHUTENbHOT-
KaHHbIX TSeW, NOBbIWEH PUCK FTEPMUHOMEHHbIX OMYXO0-
nen
Tpucomus ® MoJiHas TpUcomMuA onni21j YanuHeHHoe nuuo, BbICTynawlowuin no6, Kocornasue,

3MNWUKaHT, rNy6oKO MOCaXeHHble rnasa, runepreno-
pU3M rNa3 U COCKOB, BbICOKOE HebOo, TONCTble rybbl,
BbIBEPHYTasa HUXHSASA ry6a, 60blumne YIHbIe PaKOBUHbI
C TONICTOM MOYKOW, KOHTPaKTypbl CyCcTaBOB, KaMnTo-
AaKTUNKA, KIWHOAAKTUAUA, anna3ua HaAKONeHHWKa,
aHOMa/uu aHyca U NO3BOHOYHWKaA, cepaev4HO-CoCcyaun-
CTble ¥ yporeHuTanbHble MmanbbopmaLmm

lNMpumeyvarHne. 3HO — 3n0Ka4yecTBEHHOE HOBOOGPa3oBaHue; JIX — numdpomMa XoaKKnHa; HXJ1 — HexoaKUHCKne numdomsbl; OJ1JT — ocTpbiv
nuMmobo6nacTHbin nenkos; OMJT — ocTpbIi MUENOUAHbIN NeNKo3; XMJ1T — XpOHUYECKUIA MUENONENKO3.

Note. MT — malignant tumor; HL — Hodgkin’s lymphoma; NHL — non-Hodgkin lymphomas; ALL — acute lymphoblastic leukaemia; AML —

acute myeloid leukemia; CML — chronic myelogenous leukemia.



B BospacTte 2 net y pebeHKa MosiBUIOCb OMyxoneBoe
obpa3oBaHMe B /1IeBOWM BUCOYHOW o6GnacTtu. o gaHHbIM
KoMnbloTepHoro tomorpaduyeckoro (KT) wnccnenoBaHus:
KapTuHa o6beMHbIX 06pal3oBaHuK 4yepena, AndPy3HbIe
[ECTPYKTUBHbIE MBMEHEHUS KOCTHbIX CTPYKTYP Yepena; npu-
3HaKW OEeCTPYKTUBHbIX U3MeHeHUn VI pebpa cnpaBa, 06emnx
NOAB3AOLWHbIX KOCTER C HanM4yMeM MATKOTKaHHbIX KOMMO-
HEHTOB, BHYTPUrpygHas, naxoBas, noambiweyHasa numda-
JeHonaTtus.

O6WHNIN N OBUOXMMMUYECKUN aHanu3bl KpPOBM Obin
B npegenax BO3PacTHOM HOpMbl. [lpyM LUTONOrMYECKOM
nccnegoBaHMM KOCTHOMO Mo3dra — 61acTHas MeTtannasus.
MMMyHObEHOTUNMPOBaHME 6AACTHbIX KNEeTOK NO3BOJIUNO
KOHCTaTUPOBaTb MX MUENOUAHYIO NPUMPOAY — OCTPbIA Mue-
NOUAHbIM nenko3 (M7-BapuaHrT).

BoisneHne TREC u KREC: TREC — 112,6 Konun
Ha 100 TbiC. NENKOLMTOB, YMCNO Konuh Ha 1 MKkn — 3,2;
KREC — 138,9 konui Ha 100 TbiC. NENKOLMUTOB, YMUCNO
KOMui Ha 1 MKN — 4; Nony4YeHHble AaHHble CBUAETENLCTBO-
Banu o NMNAI.

MNMauneHTka 6bina HanpaBneHa B HUW O0wul, roe 6bin
NOATBEPXKAEH [MarHO3 «OCTPbI MWENOUAHbBIN NENKO3
(M7-BapuaHT) ¢ KoaKcnpeccuen aHtureHa CD7» u npo-
BefeH Kypc noavxumunotepanuu (MXT) ADE no npotokony
ML DS-2006 ¢ peayKuuen ao3bl gayHopybuumHa Ha 30%
C y4eToM CONyTCTBYIOLLIErO AMarHoda cuHApoM [ayHa.
[OCTUrHYTa KNMHUKO-remaTonornyeckas peMmuccus.

MocTxummoTepaneBTUYECKUIA MEPUOL OCNOXKHUACS ABY-
CTOPOHHEN MNHEBMOHWEN, IHTEPOKONUTOM U BTOPUYHBIM
UMMYHOAEDULMTOM, 4YTO NOTPeOOBaNo NPOBEAEHUS aHTH-
6aKTepuasbHOW (MeporneHemM) U NPOTUBOrPUOKOBON (BOPHU-
KOHa30/) Tepanuu, a TakKe 3amMecTUTeNbHOM Tepanuu npe-
napatamv UMMYHOrno6ynuHa.

BTtopon Kypc MXT no npotokony ML DS-2006 npoBe-
[eH TaKXe C pedyKuMen A03bl aHTPAUMKIMHOBBIX aHTHU-
6notnkoB Ha 30%. HecmoTps Ha AOCTUIHYTYIO KIMHWKO-
reMaTosIorMYecKyto PEMUCCUIO, B KOCTHOM MO3re MeTOA0M
NPOTOYHON LUTOMETPUM onpedensanacb onyxonesas nony-
naums KneTok B Konnvectee 10,1%. OTCyTCTBME MMMYHO-
IOTMYECKOM PEMMUCCUM OCTPOro MMUEoOMAHOro nenkosa
(OMJ1) cTano NnokasaHuem Ang nepesoga 601bHON Ha Tepa-
nuo BTOpon NnHMM — FLAM (dnygapabuH 1 uuTapabuH)
¢ nocnepgytwollen TpaHcnnaHtauuen anno-TFCK. B TeyeHune
2 mec nocne anno-TFCK pe6eHOoK KB, NPU3HAKOB peLu-
omBa OMJ1 HerT.

KnuHuuyecKoe Ha6GnwopaeHue N2 2

BbonbHoOM 14 neT. Pe6eHOK OT nepBon 6epemMeHHOCTH,
npoTeKaBlwen 6e3 OC/MOXHEHUN. Poabl camMOCTOATENbHbIE,
CpoyHble. [InuHa Tena npu poxaeHun — 55 cm, Macca
Tena — 2940r.

Mo paHHbIM yNbTPa3BYKOBOro uccnegosanus (Y3U),
BbIMOSIHEHHOTO BO Il TpumecTpe, AnarHOCTUPOBaH AedeKT
MEXKEeNYAOYKOBOM MNEPEropofkun, onepaTMBHOE nevyeHue
nposefeHo, Korga pebeHKy ncnoaHunock 6 mec. Y pebeH-
Ka oTMeYyeHa 3afepKKa HEepBHO-NCUXMYECKOr0 Pa3BUTUSA:
caguTbes ctan B 9 mec, nowen B 1 rog 6 Mec, caMocTosATe Nb-
Has peyb — C 6 NeT.

MNepeHeceHHble 3aboneBaHns: BeTpsHas ocna B 5 ferT,
poOXMUCTOe BocnaneHue, muonus ¢ 4 net (Habnogaetcs
y odTtanbmonora). Mo MecCTy »MTenbCTBa Ha OCHOBaHWU
GeHOTUNMYECKOW KapTUHbI M Mochieaylowero uccneaosa-
HUS KapnMoTuna 6blN yCTaHOBAEH AMArHO3 «cMHApom [ayHa
(47, XY+21)».

B 13 net y pebeHKa oTMe4vyeHOo nosiBneHne ¢bebpunbHom
TemnepaTtypbl Tena 1 Kawns. MNoayyan cMMnNToMaTUYeCcKyio
M aHTUGaKTepuanbHyto Tepanuio 6e3 adpdekta — Ha doHe

NleYyeHns 0TMEYEHO yBENYEHNe LWENHOro MnmdaTM4ecKoro
y3na cnesa ao 4 cm. C nogo3peHnem Ha numdonponude-
paTMBHOoe 3aboneBaHWe nauueHT Obla rocnuTannM3npoBaH
B HUW OOul, roe 6bina BbiMNoSiHEHA 6GMOMNCUA LIEWHOrO
nMuMmdaTUyecKoro yana ciesa U No AaHHbiM MoOpbOUMMY-
HOMMCTOXMMMUYECKOrO UCCNEef0oBaHUS yCTaHOBEH AMarHo3
vimMmboMa XoaKunHa (J1X)». B pamKax oLeHKKU pacnpocTtpa-
HEHHOCTM ONYyX0/IEBOro nNpoLecca BbiNoIHEHA NMO3UTPOHHO-
3MUCCHOHHAsa ToMorpadus, COBMELLEHHAs C KOMMNbIOTEPHOM
Tomorpaduen (MIT-KT), 4To NO3BOAMNO ONPeaennTb 30HbI
nopakeHus u chopmynmpoBaTb OKOHYATENbHbIM KAWHUYE-
CKMN amnarHos: «Knaccuyeckas JIX, cMelaHHO-KNETOYHbIN
BapWaHT, C MOpPa)KeHUWeM LWENHbIX, HaA- U MOAKIIOYUYHbIX
nMMdaTUYECKKX Y310B C 06eUX CTOPOH, MenacTUHaNbHbIX,
nMMPaTUYECKMX Y310B BOPOT NEYEHU, 3a6PIOLMHHBIX IUM-
daTnyecKunx y3noB, ceneseHku, llIB ctagus».

Ha npotsxkeHun 4 mec nauueHT nonydan MNXT no npo-
Tokony HUW A0ul 1X-2020: 2 Kypca no cxeme escBEACOPD
n 4 kypca COPD/ABV. B TeueHne 8 mec nocne 3aBeplueHuns
Tepanuu pebeHOoK HaxoanTca nog HabntgeHnem B NOSHOM
pemuccun JIX.

MauneHTol c CUHOApPOMaMM KnanHdenbtepa
n Wepwesckoro — TepHepa TaKk»Ke MOryT UMeTb psif BECb-
Ma crneymuPuyHbiX GEHOTUNMUYECKUX NPOSIBNEHUIN (Tabn. 1),
X0TS1 B MocnefHue rofbl OoTMe4yaeTcs poCT MO3anyHbix GopMm
CO CTEPTOM CMMNTOMATUKOM. Y NaLMeHTOB C CUHAPOMaMu
KnanHdenbtepa u LeplueBckoro — TepHepa, NPOXoAMBLINX
neyenne B HAM O0wl, vyaule BcTpeyannucb repMMHOreHHble
Onyxo/iM, 0AHaKo reMobnacTo3bl TOXKE MOryT pas3BMBaTbCH
B paMKax AaHHbIX cMHApoMOB [19].

KnuHnuyecKoe Ha6nwoaeHue N2 3

bonbHOM 17 net. Pe6eHOK OT BTOpPOW GEPEMEHHOCTH,
npoteKkaBlwen 6e3 ocobeHHocTen. Poabl camocTtosTesb-
Hble, CpoYHble. Mpun 06cnegoBaHnM NO MECTY KUTENbCTBA
C y4eToM GEeHOTUNMUYECKUX OCOBEHHOCTEN ObIIO BbINOJIHE-
HO UMTOreHeTU4yecKoe nccnegoBaHne — Kapuotun 47,XXY,
4YTO COOTBETCTBOBANO cMHAPOMY KnanHdenstepa.

B Bo3pacTe 17 neT Ha OCHOBaHWUW KIMHUYECKUX (Cna-
60CTb, yTOMISEMOCTb, Ccy6dbebpununtet, nepudpepuyeckas
numdbageHonaTusa) uU nabopatopHbix (6/7acTo3 B KPOBM
M KOCTHOM MO3re, B-nnHenHas npupoda 61acTHbIX KJIETOK)
Obln ycTaHoBNEH AuarHo3: «OcTpbii NMMGO6GAACTHbIA Nen-
ko3 (0J11), Bll-ummyHonoaBapuaHT. MauMeHT nony4ymn npo-
TUBOOMNYXO0/EBOE NIeYeHne, HO Yeped 2 roga nocne oOKoHYa-
HUS Tepanuun KoHcTaTupoBaH peunans OJ1J1.

B HMW OOul npu ocmoTtpe pocT 6osibHOro — 183 cwm,
Macca Tena — 85 Kr, BblCOKas Tanus, M3bblTo4Has mMacca
Tena, pacnpegeneHue KMpoBOW TKaAHW NPEUMYLLECTBEHHO
B 061aCTV AroauL, U XMUBOTa, YBENNYEHHble 6€360/1e3HEH-
Hble NNOTHblE Nog4YentocTHble nMmdoy3nbl 4o 1,5 cm B ana-
MeTpe, renatocnieHomeranus (neyveHo +4 cMm, ceneseHka
+3 CM M3-noj Kpas pebGepHOoW Ayru), KOXHble MOKPOBbI
6nefHble, NeTexMn B 061acCTu rPYAHOM KNETKKU, eCTeCTBEH-
HbIX CKNnajoK. B obuwem aHannse KpoBWM — NENKOUUTO3
31 x 109/n (B NenKouuTapHoi popmyne 6nacTHble Knet-
KM — 59%), aHemua (remornobuH — 89 r/n) U TpoM60-
unTonenns (19 x 109/n). B KOCTHOM MO3re — ToTanbHas
6nactHas mMetannasuvsg. MMMyHODEHOTUNUYECKN GnacTHble
KNeTKU 6blNn AEeHTUYHbI TaKoBbIM npu aebiote OJ11 — BII-
MMMYHOMOABaPHUaHT.

B ycnosuax HUM OJOwul 6bina HayaTa Tepanus no npo-
Tokony ALL REZ BFM 2002, nocne 4ero 6bisa BbINOSHEHA
anno-TICK ot poactBeHHOro nofiHocTbio HLA-coBMecTMMOoro
[oHopa (6paTa). [1o AaHHbIM KOHTPOJIbHOM KOCTHOMO3roBOWM
NyHKUMK B pamKkax +30 cyT oT anno-TCIK coxpaHsatoTea Kau-
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

HWKO-remaTonorMyeckass 1 MMMYHOIOTMYEeCKas PEMUCCHUMN.
MoNHbIM LOHOPCKUIK XUMEPUSM.

KnuHunyeckoe Ha6GaoaeHune N2 4

BonbHon 10 net. Pe6eHOK 0T ceabMoi 6epeMEHHOCTH,
TPETbUX CPOYHbIX PoAoB. Macca Tena npu pPoOXAeHWn —
4230, apnvHa Tena — 53 ¢cm, 7/8 6annos no wkane APGAR
(appearance, puls, grimace, activity, respiration). B nepunoge
HOBOPOXAEHHOCTHU COCTOsIHWE pebeHKa TaXKenoe, otMeyan-
€Sl CYAOPOXKHbIN CMHAPOM. bbin nepeBeaeH n3 poanabHOro
LOMa B OTAEeNeHWe NaTofiormMn HOBOPOXKAEHHbIX, IAe NPOXo-
AWN nevyeHue B TedeHne 1 mec ¢ JMarHo3oMm «nepuHatanbHoe
nopakeHue LieHTpanbHOW HEPBHOW cucTeMbl». Ha nepsom
rogy ¥u3Hu pebeHKa poauTenun K Bpayam He obpalianuce.
[anee oTMevanacb 3ajepiKa NCMXOMOTOPHOI0 U peyeBoro
pa3BUTUS — XOAMT C 2 NET, peyb CKyaHas ¢ 4 net, Hapywe-
HWe NOoBeLEeHUs, arpecCcMBHOCTb. Haxoguncsa Ha gomallHeMm
o6y4yeHunun, nporpamMmmy He ycBauBas. 10 JaHHbIM 31EKTPO-
aHuedanorpadun — 3INUNENTUHECKON AKTUBHOCTU HET,
MarHUTHO-pe3oHaHcHon Tomorpaduu (MPT) ronosHoro
Mo3ra — cybatpoburyeckre NOAKOPKOBbIE U3SMEHEHNS AOP-
callbHblX OTAENO0B NeBon remmncodepsbl. B 9 net nonyyunn tpas-
My — yWIMG KOCTeN Yyepena (ynan ¢ Benocunega).

AHamMHe3 B OTHOLWEHWMM OHKOMOrMYEeCKUX 3aboneBaHui
OTArOWEH: MO OTLLOBCKOM JIMHWUW Y OBOKOPOAHOM GabyLiKu
B BOo3pacTe 53 neT gMarHoctMpoBaHa Onyxofib rON0BHOIO
mo3ra.

B 10 net y peGeHKa oTMeyeH anuson ¢ebpusibHOM
Temnepartypbl Tena, runepemMus CaM3ncTon 060104KKN POTO-
rNOTKW, reMopparnyeckas Cbifb Ha HUXKHWUX KOHEYHOCTSX.
Mony4yan cumnTOMaTUYECKYlD Tepanuio napaueTtamosiom
6e3 adpdeKkTa. MNpu obcnegoBaHMM B AETCKOW 60MbHULE
NO MECTY XWUTeNbCTBa MO [JaHHbIM 06LWEero aHanuM3a Kpo-
BM M muenorpammbl 6bin 3anogo3peH OMJI. Ans yToyHe-
HUS anarHo3a 6onbHOM 6bin HanpasneH B HAW 0wl rae
npY UMMYHODEHOTUMMPOBAHUM BNACTHbIX KNETOK YCTaHOB-
neH M7-sapuaHTt OMJ1.

LiuToreHeTM4yecKkoe wnccnegoBaHue: Mpu CTaHLapTHOM
KapuoTUNMPOBaAHUK OGHapYKeHa TPUCOMUS 8- XPOMOCOMbI
B 25% Kknetok — 47,XY,+8[2]/46,XY[8]. MNpu nccnegosarHunm
meToaom FISH — Tpucomus 8- XxpoMocoMbl MoaTBEpPKAE-
Ha. Jo o6palleHns K OHKOreMaTofnoram LMToreHeTM4eckoe
nccnegoBaHMe NaLMeHTy He NpoBoauaock. Kpome Toro, 6bin
npoBegeH XPOMOCOMHbIA MUKpOMaTpUYHbIM aHanns (XMA)
Ha o6pa3uax AHK, BblaeneHHON M3 nernKkoumToB nepude-
pUYECKOW BEHO3HOW KPOBW, — OBHapyKeHa Tpucomus 8-u
XPOMOCOMbI, MO3anyHas ¢opma, ypoBeHb NaTtoiorM4yecKoro
KfIoHa cocTaBun 25%, 4TO NoATBEPKAAET KOHCTUTYTUBHbIN
TMMN MO3anYyHOM TPUCOMUK 8.

Mpn ocMoTpe OTMeYeHbl MPU3HAKKU YMCTBEHHOM OTCTa-
nocTn, 6paxuuedanusa (OKPYKHOCTb ronoBbl — 53 cMm),
OKPYXXHOCTb rpyan 68 — cMm, CUHAAKTUAMA 2—3-X nanbleB
cTon (Nnepefaya no OTLOBCKOW JIMHUK).

B HacToswee Bpems 607bHOM MpoxoauT Kypcbl MXT
no npotokony ans OMJ1. MNMonyyeHa KNMHUKO-remaTonormye-
cKas pemuccus.

OnMcaHHbIN KIMHUYECKUIN CnydYan NoaYepKUBAET CIOXK-
HOCTb MOCTAHOBKW AMarHo3a KOHCTUTYTMBHOW TPUCOMMUM
8- xpomocoMbl. C 0AHON CTOPOHbLI, Y NaLlMeHTa npucyT-
CTBYIOT 3aJepKa NCUXOMOTOPHOIO U PevyeBOro pas3BuUTUS,
YMCTBEHHAsi OTCTaN0CTb, MaJjible aHOManuu pa3BuTus (bpa-
xnuedanus, cuHaakTunng 2—3-x nanbLEeB cTon), ¢ Apyrow
cTopoHbl — [AHK-anarHoctuKa BbiNonHsAnach Ha o6pasuax
KPOBW B OCTPbIM Nep1Moa OHKOreMaTonorMyeckoro 3abone-
BaHuA. 119 yTOYHEHUS AnarHo3a B NoA0GHbIX CyYasx peKo-
MeHayeTcs NOBTOPUTb UCCNedoBaHMe Ha o6pasLax TKaHen,

He BOBJ/IEYEHHbIX B NaTONOMMYeCcKui npoLecc (6yKKalbHbIH
3NUTENNNA, BUONCUSA KOXKK) UK B nepuog pemmuccun OMJI.

XpomocomMHas natonorMs 4acto coyeTaeTcs C SPKO
Bblpa*eHHbIMU GEHOTUMUYECKMMIN OCOBEHHOCTAMU, FPYyOON
3a[ePKKOM Pa3BUTUS, HAMYMEM MHOXKECTBEHHbIX MOPOKOB
pPa3BUTUS, YTO CYLLECTBEHHO OrpaHniYnBaeT NPOLOIKUTENb-
HOCTW YXM3HU BOMbHbIX, B CBA3M C YeM MarHo3 MOXKHO 3amno-
LO3PUTb NO KIMHUYECKUM NPOSBAEHUSIM YKe B HeoHaTaslb-
HOM Bo3pacTe. [1na NoATBEPXKAEHUSA AMarHo3a nauveHTam
PYTUHHO BbINOHAETCA LMUTOreHeTUYeCcKoe uccnegoBaHue
(aHanus KapuoTtuna). B page cnyvyaes, Hanpumep npu obHa-
PY>XEHUN MapKepPHOW XPOMOCOMbI HESICHOrO MPOUCXOXAe-
HMS, ANs ee MaeHTMdMKaLMK peKoMeHAyeTCs UCNoNb30BaTh
XMA.

Mpn aToM cTepTas KAMHUYECKas KapTuHa (Hanuudue
3a[EPKKMU pPa3BUTUS NPU HOpPMasibHOM QeHOoTUMNe, MHO-
KECTBEHHbIE MOPOKW PasBUTUS MPKU OTCYTCTBUM TpPyObIX
HapyWeHWN WHTENNeKTa U T.4.) He SBNSETCA KpUTepUeMm
UCKOYEHNS XPOMOCOMHOWM NaTofIorMn U MOXKET BblTb acco-
LMMpoBaHa € HalanyMem MUKPOLENeLMOHHOro CuHApoMa.
B atom cnyyae ans [JHK-anMarHOCTMKM TakKe peKoMeHAy-
eTcs ucnonb3oBatb XMA, MOCKOMbKY Aeneunn NPOTAXKEH-
HOCTbIO MeHee 15 MAH map OCHOBaHWW MPW CTaHAaPTHOM
LMTOreHEeTUYECKOM UCCNef0oBaHUN, KaK NpaBuio, He BblsiB-
nsTes.

B nutepaType HeOLHOKpPaATHO OMuCaHbl ciyvyau pas-
BUTUA OHKOreMaToNornyeckmnx 3abofieBaHUn NpU MUKPO-
LeNeuUnoHHbIX U MUKPOAYNJIMKAUMOHHbBIX cuHApoMax. Tak,
Hanpumep, remo6nacTo3dbl BCTpevyanucb MNpPU CUHAPO-
Me MuKpogeneuun 13q, maHubecTaums KOTOPOro 4acto
COMPOBOXAAETCH He TONIbKO 3aepPXKOM Pa3BUTUS pasHow
CTEeNeHW BbIPAXXEHHOCTU, HO M peTuHoGnactomon — 3HO
ceTyaTKku. TaKkKe MOXKHO BCTPETWUTb onucaHue remobna-
CTO30B Npu cuHApoMme Bunbsimca (Mukpoaeneums 7q-) [13],
MUKpoaeneumnun 7pl2.1p13 [14], a TaKKe MUKPOAYNIMKaLUn
22011.1q11.22 v ap. [12, 15]. B npaKtuke Bpayen HUU
0wl TakKe BCTpevyanucb MNaumeHTbl ¢ remob6nacto3amu
B COYE€TaHUM C MUKPOAENELMOHHBIM CUHAPOMOM.

KnuHuyeckoe Ha6nogeHune N2 5

BonbHo 9 net. PebeHOK OT nepBoi GepemMeHHOCTH.
Poabl cpo4Hble, onepaTuBHble (OTC/IOMKa MNaaLeHThl).
Mpu poxaeHun macca Tena — 3180 T, AnnHa Tena — 52 cwm,
7/8 6annoB no wkane APGAR, a TaKxe Oblin BbiiBfie-
Hbl MHO}ECTBEHHbIE CTUIMbl AM33MOpUOreHesa: pyauMeHT
6-ro nanbLa 1eBOV KUCTW (yaaneH B poaaoMe), BOPOHKO-
o6pa3Has dopma rpygHON KNETKWU, KPUNTOPXM3M crpaBsa.
Mo paHHbIM nepBoro Y3W-CKPUHWHIA BbIIBNAEHO yBENu-
4yeHue BOPOTHWKOBOIO MPOCTPAHCTBA, B CBA3W C YeM Obl
BbINOMHEH KOPAOLEHTE3, MO 3aK/OYEHUIO FEeHETUYECKOro
nccnenoBaHus — 46,XY (HopMasbHbI MYXXCKOM KapuoTun).
PaHHee pa3BuTue pebeHKa C 3a4epPKKON NMCUXOMOTOPHOIO
W peyeBOro pasButusa (xoaut ¢ 1 roga 3 Mec, AM3apTpus).
Mo pgaHHbIM MPT rofioBHOro mMo3ra — CY)KEHbl nepegHue
pora 1 Teno 60KOBbIX XeNya04KOB rofI0OBHOr0 MO3ra, Kucta
nNpo3pavyHON NePEropoaKH.

B 9 nety pe6eHKa 0TMEYEHO YBEMYEHNE LUENHDBIX JIUM-
daTnyecknx ysnos. bbina Hal3HavyeHa NPOTUBOBMPYCHas
Tepanus, Ha GOoHe NPOBEAEHNS KOTOPOM OTMeYascs 3Ha4yu-
TeNbHbIN POCT pPa3MepoB MOAYENIOCTHbIX NAMMdATUHECKUX
y3/10B, B CBSI3K C YeM Oblfia BbiNonHeHa 6uoncus. MNMpu mop-
GOUMMYHOTMCTOXMMUYECKOM MUCCnefoBaHMnM — cybToTasnb-
HOe nopaxeHue nuMmbaTU4ecKoro yana npu HogynsapHown JiX.

MauneHT 6bln rocnutanuauposadH B HUKU  O0ul.
Ha MomeHT ocMoTpa: MU0 YAJMHEHHOE, TMnonnasnsa Bepx-
HEN M HUXKHEWN YEeNoCTU, BbICOKOE HEGO, HEPOBHbLIM POCT
3y60B, LUMPOKKNE pe3Libl BEPXHEN YENOCTH, HU3KO NOCaXKeH-



Hble OTTOMbIPEHHbIE YLHblIE PaKOBWHbI, BOPOHKOOGpa3Has
nedopmMaLns rpyaHoN KNeTku, dedbopmManms pebepHomn ayru,
«Kpyrnas» CnuHa, 4acTMyHas CUHAAKTMAMA 2—3-ro nanbLeB
CTOM, aCTUrMaTu3M, KOrFHUTUMBHbIE U NOBEAEHYECKNE Hapy-
LeHus.

BonbHOMYy 6b11 BbINoIHEH XMA 3K30HHOIO YPOBHA —
BbISIBfieHa eneuns yHacTKa KOpOTKoro nnedva 1-M xpomo-
COMbI, BKJOYalowasa pernoHbl 1p31.3-p31.1, pa3smepom
17 547 128 nap HykneotuaoB — 48 reHoB. [JaHHbIN Xpo-
MOCOMHbIN Auc6GanaHc acCouMMpoBaH C MUKPOLENeLMOH-
HbIM CMHAPOMOM, NPOSIBASIOWMMCA 3aAEPKKON Pa3BUTUS,
noBeAEHYECKMMM HapyWweHUAMU C MpU3HaKaMu ayTuama,
AM3MOPOUYHBIMM YepTaMu NiuLa, CKENeTHbIMU AUCnaasunsg-
MU (aedopmaums rpyaHon KNeTKu, pyaMMeHT 6-ro nanbLua),
KPUMNTOPXU3MOM.

[MaumeHTy O6blna HaszHadeHa [NXT no cxeme DBVE —
3aduUKCUpPOBaH MOMHbLIN OTBET CO CTOPOHbI OMYX0NK (MO AaH-
HbiM M3T-KT). C KoHconuaupyolen Luenbto 6bina nposeaeHa
nyyeBas Tepanusa Ha WCXOAHO BOBJIEYEHHble 30Hbl B A03€
26 p. B HacToslee Bpemsl NauUMeHT B NOJIHOW PEMUCCHUMH,
KOoTopas npojonkaetcs 6onee 13 mec.

TakXe K pasBuTMIO remo61acTo30B MOryT npeapac-
nonaratb HacneLCTBEHHbIE CMHAPOMbI, aCCOLMMPOBaHHbIE
C FeHHbIMW MyTauusamK (Tabn. 2). YCNOBHO MX MOXHO pas-
OeNnTb Ha NaTb rpynn:

1) CMHAPOMbI, aCCOLMMPOBAHHbIE C HApyLeHMeM pena-
paunn OHK;

2) CUHAPOMbI, aCCOLMMPOBAHHbIE C HEAOCTATOYHOCTbIO
KOCTHOr0 MO3ra u UMMyHOAEeDULUTOM;

3) RAS-natuuy;

4) CUHLPOMbI, aCCOLMMPOBAHHbIE C HApyLEHNEM pery-
UMW KNETOYHOIO LIMKNa;

5) peankue cemenHble dopmbl OJ11 6e3 dpeHoTunuye-
CKWX OCOBEHHOCTEN.

CuHapoMm JIn — PpaymeHun (CJIP) — peakunn cuHAPOM
C ayTOCOMHO-4OMMWHAHTHbIM TUNOM HacneLOBaHUsA U BbICO-
KOV MNeHeTPaHTHOCTbIO, aCCOLMMPOBAHHbBIA C pa3BUTUEM
NepBUYHO-MHOXECTBEHHbLIX 3/10Ka4eCTBEHHbIX 06pa3oBa-

O

60 net — PXK
/
72 ropa — P/ ,/
55 net 41 rop
s 17 net

/

V4

/

TP53:dell0ex

HUW pasIMYyHbIX JIOKanu3auun u maHudbectauuen B paH-
HeM Bo3pacTe [6]. B nuTtepatype AaHHbIA CUHAPOM MOXHO
BCTPETUTbL NoAa Ha3BaHueM SBLA-cuHapom, a66GpeBuaTtypa
KOTOpPOro oTpakaeT OCHOBHble Tunbl 3HO y naumMeHToB —
CapKOMbl, paK MONOYHOM Kenesbl, JeNKOo3bl, OMyXonau
Hagno4Ye4YHnKoB. B 6GoNblIMHCTBE Cclly4yaeB Yy NauMeEHTOB
onpeaensieTcs repMnHanbHas MyTauus B raBHOM OHKOCY-
npeccopHom reHe TP53 (CJZI® 1-ro tuna, OMIM #151623),
pexe — B reHe CHEK2 (CJ1® 2-ro tuna, OMIM #609265)
W Apyrux reHax. Mpu xapaKTepHON KAMHUYECKOW KapTuHe,
HO OTCYTCTBUM BCEX HEOOXOAUMbBIX KPUTEPUEB ANArHOCTUKMU
MOXHO 3anofo3puTb JIn — ®dpaymMeHn-noLO6HbIR CUHAPOM.

MoneKynapHo-reHeTM4eCKoe wuccnefoBaHve Ans AaH-
HOWM rpynnbl MaUMEHTOB AO/MKHO BKIOYaTb onpegeneHve
MyTauui, npexae Bcero B reHe TP53, He TONbKO MeETO-
4OM BbICOKOMPOU3BOAUTENBHOIO CcekBeHupoBaHus (NGS),
HO Y METOAOM MYNbTUMAEKCHOW NMras3Hom npo6o3aBuCH-
Mon amnnndurkaumm (MLPA), nocKkonbKy B 6-7% cnyyaes
y NauMeHTOB BbISBNASETCS NPOTSXEHHas Aeneuus OAHOro
MW HECKOJIbKMX OK30HOB.

MporHo3 3aboneBaHWs, KaK npaBuno, Hebnaronpu-
ATHbIA. MMauMeHTbl UMET BbICOKMI pUCK pa3BuTua 3HO
B T€YEHWE BCEW XKMU3HU U AOMKHbBI MPOXOAUTb KOMMIEKCHOE
obcnenoBaHue, BKAtoYad MPT Bcero Tefia M KOHTPOJIb aHa-
NIM30B KPOBU. TaKKe peKOMeHLOBAHO OrpaHUyYnTb UCMOSb-
30BaHue Ny4eBblX METOA0B AUArHOCTUKM U NNeYeHus.

KnuHunuyecKoe Ha6nwoaeHue N2 6

BonbHoOM 17 net, Habnwoganca B8 HAW A0ul ¢ gnarHo-
30M: «[lepBMYHO-MHOXECTBEHHbIE 3/10KAYeCTBEHHbIE ONYy-
X0JIN: 9MBpPUOHanbHaa pabcaoMuocapKkoma 1eBon Opo6UThI
B 4 roga, anddysHasa B-knetoyHass KpynHOKIETOYHAsA UM-
doma KunweyHnka B 9 net, xoHApobnacTMyecKas octeocap-
KoMa fieBorn Kiouuubl B 11 net 11 mec, amM6puoHasbHas
pab6gomuocapkoma wweun cnpaea B 15 net 10 mMec, XOH-
apobnacTuyeckas octeocapkoma KpecTtua B 16 net, OMJI
B 16 net 6 mec». CeMenHbI aHaMHe3 OTAroWeH 3/IoKave-
CTBEHHbIMW HOBOOGPA30BaHMAMM Pa3/IMYHbIX JOKann3aLuum
(puc. 1).

4 roga — 3RMS neBon op6UThI

9 net — B-KknetoyHas audodysHasg numdoma KULLEYHUKa
11 net 11 mec — OS neBou KNtOYMLb

15 net 10 mec — 3RMS o6nacTv wewn cnpasa

16 net — OS KpecTua

16 net 6 mec — OMJ1

Puc. 1. PogocnoBHas 6onbHoro 17 net (KnnHuyeckoe HabntogeHme N2 6)

lMpumeyaHus. 3IRMS — ambpuoHanbHas pabgommocapkoma; OS — octeocapkoma; OMJT — ocTpbI MUeNnonaHbIi Nenkos; P — pak

wenyaka; PJT — pak nerkoro.

Fig. 1. The genealogy of the patient of 17 years old (clinical observation N2 6)
Note. eRMS — embryonal rhabdomyosarcoma; OS — osteoblastic sarcoma; AML — acute myeloid leukemia; GC — gastric cancer; PC —

pulmonary cancer.
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o AaHHBbIM MONEKYNIAPHO-TEHETUYECKOIO UCCel0BaHUSA
metogomMm NGS ¢ ncnosnb3oBaHMeM naHenu 65 reHoB-OHKO-
cynpeccopoB (BKoYas reH TP53) M NpOTOOHKOreHoB —
npu uccnegosaHun AHK, BblioeneHHon u3 nvmdounTOoB
nepudeprmyeckon BEHO3HOW KPOBM, MATOrEHHbIX KINHUYE-
CKM 3HaA4YUMbIX MyTauMi He BbiiBAeHO. Ha BTopoM 3Tane
OblNI0 BbINOMIHEHO UCCNEOBaHUE KOIMYECTBA KOMUI 3K30-
HoB reHa TP53 meTtogom MLPA — BbiiBneHa geneuuns ak30-
Ha 10 reHa TP53 B reTepo3nroTHOM COCTOSIHUW.

CuHapom HuiimereHa (OMIM #251260) — ayTocom-
HO-peLeccuBHOe 3aboneBaHue, conpoBOXaatoweecs
XPOMOCOMHOW HecTabunbHOCTbl0. CUHAPOM pacnpocTpa-
HEH NOBCEMECTHO, HO 60/bLIMHCTBO OMUCAHHbLIX Cly4aeB
BbiiIBNEHO Ha Tepputopuu Monbwm n Poccun. OgHUM
M3 NepBbiX CUMNTOMOB 3aboneBaHus gsngetca [MUI.
YacTton MyTaumen ans CnaBAHCKOro HaceNeHus npu CUH-
npome HuinmereHa asnsetca 657del5 B reHe NBN. Euwe
11 ToYeYHbIX MyTaL MM, BbIIB/IEHHbIX KaK B 9K30He 6, TaK
M B Apyrux ak3oHax reHa NBN, 6blin onuUcaHbl y OTAESb-
Hbix cemen B lepmaHuu, KaHape, Utanum, MeKcuKe,

Benunko6putanuu, Hngepnangax u Poccuu [75]. Mpu aToM
Heo6Xx0AMMO NOMHWUTb, YTO OTCYTCTBME Y NaLMEHTA «rops-
yen TOYKM» (0COBEHHO B C/lydae NPUHAANEKHOCTU nauu-
eHTa K Apyrom 3THUYECKOW rpynne) He SBNsfeTCa KpuTte-
pveM UCKIOYEeHUs anarHosa. B aTom cnyyvyae nauueHTy
Heo6X04AMMO BbIMONHUTb MOJIEKYNSAPHO-TEHETUYECKOE
nccnegoBaHue BCen HYKNE€OTWUAHOM nocneaoBaTelbHOCTH
reHa NBN. Take BaXHbIM AUarHOCTUYECKUM NPU3HAKOM
npuv cuHapome HumereHa aABASETCH BbIB/IEHWE XPOMO-
COMHbIX abeppauui Npu LUTOreHeTU4eCKOM UccneaoBa-
HWUKU, NpUYeM Hanbonee 4acTto 3aTPOHYTbI 7-9 U 14-9 Xpo-
MOCOMblI (Tabn. 3).

B cny4yae, Korga natoreHHblx BapuaHToB B reHe NBN
He onpegensieTcsl, a KJAWHUYECKW AMarHo3 He Bbl3blBa-
€T COMHEHUM, MOXHO NpPeanonoxutb HninmereH-nogo6HbIM
CUHAPOM, acCOLMMPOBaHHbIA ¢ MyTauusamu B reHe RAD50
(5931.1, OMIM #613078) [76]. MauuneHTbl ¢ AaHHbIM CWH-
[IPOMOM TaK¥e MMELOT NOBbIWEHHbIA PUCK Pa3BUTUS OHKO-
nornyeckunx 3aboneBaHun. OgHAKO OTIMYMTENBHOW 0CO-
6€eHHOCTbI0 HuMmereH-nogo6HOro cuUHApoMa saBAsfeTcd
OTCYTCTBME UMMYHOAedULMTA.

Ta6nuua 3. MNauuneHTtol HUM A0OUT ¢ reHeTU4EeCKM NOATBEPKAEHHBIM CMHAPOMOM HuiimereHa

Table 3. The patients of Research Institute of Pediatric Oncology and Hematology with genetically confirmed Nijmegen’s syndrome

LinToreHeTnyeckoe
657del5 Lo ConyTtcTBylowWwme
Mon uccnepoBaHue, NOUCK CeMeiHbI aHaMHe3 FemoGnacrto3s
B reHe NBN . KJIMHU4YeCKHUe NposiBeHUNA
XPOMOCOMHbIX abeppauui
Y cecTpbl-61n3HeLa B-KneTouHas HXJI,
o reTepo3unroTHas YacTble 6pOHXMUTHI,
35% abeppaHTHbIX MeTadas, MaHudecTauma
MyTauus B reHe OTWTbI, MUKpoLedanus,
K + B 13% 3aTpoHyTbl 7-9 1 14-9 B 9 net (6onbHas
NBN, poantensam AenUrMeHTUPOBaHHbIE NATHaA
XPOMOCOMbI . norn6na B Bo3pacte
cerperaumoHHbIN 14 ner) Ha nosicHuue, YacTele OPBU
aHanu3 He BbINoNHANCS
36% abeppaHTHbIX MeTadas:
1kn t(7;14)(p11;932) OcTpbI
1kn del(14)(q11) nMMdo6aacTHbIN
1kn t(9;14)(q32;q11) nenKkos / numdoma, Muipouedanus, nros
K + . . He otaroweH npaBoro BeKa, Kocornasue,
2Kkn inv(7)(p15;936) MaHubecTauuna yacTeie OPBU
1kn t(7;12)(p11;922) B 12 net 5 mec (cTaTyc
1kn inv(14)(g11;932) Hen3BecTeH)
1kn fra2gqllchr6
¥ cectpbl 0111, T-numdo6nacTHbIN
nornwéna B 7 NeT, Takxe N
newkos / numdoma,
46% abeppaHTHbIX MeTada3s: Hab6noganachb 3ageprKa .
. MaHudecTaumsa MuKpouedanus, HU3KUIN pPocT,
K + inv(7)(p13933-34) pocTa u YacTble
B 12 net 10 mec yacTtble OPBU
1(7;14)(p13;q11) OPBMW; reHeTH4yecKoe
(6onbHas nornbna
ncenefoBaHue
B Bo3dpacTe 13 neT)
He BbINOMHANOCH
JiumdobnacTHas
umeboma, MuKpouedanus, 3agepxKa
MaHudecTauuns .
K + He nposoawnsncs He oTsarouieH MMP, CHUKEHHbBIV MHTENNEKT,
B 8 neT 9 mec
yacTtble OPBU
(6onbHas nornbna
B Bo3pacTte 12 ner)
TpuroHouedanus 6e3
46% abeppaHTHbIX MeTadas: OTeu u MaTb — METOMUYECKOro CUHOCTO3a,
) OJ11, maHndecTauns
inv(7)(p15936) reTepo3nroTHble paHHee 3aKpbiTUe POAHUYKOB,
M + B 10 net (cTaTyc
1(7;14) HOoCUTENU MyTaLUn HEU3BECTEH) ruapouedanus no6HbIX U
1(6;11;22) B reHe NBN BWCOYHbIX ONEN MO3ra,
3aaepxka NMMP u PP

MpumeyaHne. HXJT — HexogKKuMHCKasa numdoma, OJ1T — ocTpblit nuMdobnacTHbli nerkos; OPBU — ocTpble pecnMpaTopHO-BUPYCHblE

nHdekunn; MMP — ncuxoMoTopHoe pa3BuTue; PP — peyeBoe pa3BuTHe.

Note. NHL — non-Hodgkin lymphomas; ALL — acute lymphoblastic leukaemia; ARVI — acute respiratory virus infections; PD — psychomotor

development; SD — speech development.
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

CuHapom bnyma (OMIM #210900) — ayTOCOMHO-
peueccuBHoe 3aboseBaHWe, NPOSBASIOLEECs 3PUTEMON
Ha OTKPbITbIX y4YacTKax KOXW, CHUMXEHWEM WMMYHUTETa,
oTCTaBaHMeM B POCTe, NOBbIWEHHON GOTOYYBCTBUTENbHO-
CTbtO, @ TaKXXe BbICOKMM PUCKOM pa3BuTus 3HO pasnuyHbIx
noKanusauun. [InarHo3 MoxeT 6biTb YCTAHOBEH Ha OCHO-
BaHWW KNIMHUKO-aHaMHECTUYECKMX JaHHbIX, @ TaKXKe uuTore-
HETMYEeCKOro uccnegoBaHns — npu o6HapyxeHnn 601bwo-
ro KOJIMYeCcTBa CECTPUHCKMX XpoMaTuaHbIXx 0o6MeHoB (CX0),
4YTO §IBNSIETCH MaTOrHOMOHWYHBIM ANna cuHApoMa bayma.
YynTbiBas pasBuUTUE MONEKYISPHO-rEHETUYECKMX METOAO0B
[AMarHOCTUKM, Ha CErOHSAWHMI AeHb ANarHO3 TaKKe MOXeT
6bITb NOATBEPKAEH CEKBEHUPOBaHWEM reHa BLM wnu npo-
BefeHneM annenb-cneundunyHon MLP.

B cny4yae otcyTcTBMS MyTauum B reHe BLM nipu Hanuyiuu
KJIMHMYECKOMN KapTUHbI CMHAPOMa bayma B coveTaHum ¢ Xxpo-
MOCOMHOW HecTabubHOCTbIO U BbICOKMM MnpoueHToM CXO
MOXHO NPeanosioKWUTb MOXOXWH cuHapom — MGRISCE2
(OMIM #618097), accoLMMpOBaHHbIM C FOMO3UIOTHON MyTa-
umen B reHe TOP3A (17pl11.2) [77]. OgHaKo nNpu AaHHOM
CUHAPOME Yy MauUMEeHTOB He Habntogaetcs cneumduyeckunx
KOXHbIX UBMEHEHUIN — 3pUTEMbI MO TUMY «6ab0YKM».

KnuHuyeckoe Ha6GaoaeHmne N2 7

B HUW OOul o6patunacbk cembsi Mo NoBoAy peuuanBa
MMPOMbl BepKnTa HOCOrNOTOYHOM NOKann3aLumm, maHunde-
cTupoBaBwen B 5,5 net y mnagwen goyepu. bpak poaute-
Nlelt HEKPOBHOPO/ICTBEHHbIN (puc. 2). B 16 neT y npobaHaa
Ha GOoHe NPOoCTyabl OTMEYaNoCh yBENNYEHNE NOAMbILLEYHbIX
W HaAKIOYMUYHbBIX TMMdaTMYeCcKnX y3noB cnesa. Npu ocMo-
Tpe npob6aHaa — MuKpouedanus (OKPYXHOCTb FON0Bbl —
49 cwm), y3Koe L0, YANMHEHHbIW BbICTYNatoUWMIA HOC, KPbl-
NOBUAHbIE NONATKK, BanbrycHas gedopmaumsa 1-x nanbues
cTonN, NATHA rMnep- U AenurMmeHTaumMm Ha TyN0BULLE U ne-
4eBOM 06N1acTM cnpasa, NocneonepaunoHHble pybLbl nocne
yAaneHus HEBYCOB Ha rPyaM U XuUBoTE.

CecTtpa npobaHaa, 22 roga. }anob akTMBHO He Npeab-
anset. [lpyn ocMoTpe — HWU3KKMIKA pocCT, gonuxouedanus,
KIMHOAQKTUAMA 5-r0 NanbLa, Ha KOXe HUKHUX KOHEYHOCTEN
N MBOTE MHOXECTBEHHbIE TMMEP- U AeNUrMEHTHbIE NATHA,
KOcorfnasue NeBoro rnasa, BbICTyNaloWwWin HOC, TeneaHru-
3KTa3MA Ha CMNUHKe Hoca. MMMyHHbIM cTaTyc — pesKoe
CHW}EHME CbIBOPOTOYHbIX MMMYHOIN06YINMHOB, OCOGEHHO
dpaKkuymmn IgM.

deHoTMNMYEeCKM Obln NPeanonoXeH cuHapom bayma.
Ha MOMeHT onucaHua KhauHudeckoro cnyyaa [AHK-

44 ropa 46 net
10 net 22 roga
46, XX 46, XX
20%, abeppaHTHbIX 10%, abeppaHTHbIX
MeTadas MeTadas

Puc. 2. PogocnoBHas ceMbM C pOXXAEHWEM ABYX AeTen
¢ cuHapomom bayma

Fig. 2. The genealogy of the family with the birth of two children
with Bloom’s syndrome

AMarHoCTMKa [JaHHOro cuHapoma Gblna 3aTpyAHeHa, B CBS-
31 C 3TUM ANA NaUMEHTKM M ee cecTpbl Gblf0 BbINOAHEHO
UMTOreHeTUYeCcKoe uccnefoBaHve ¢ Lenblo noucka CXO.
PesynbraT: Kapnotun npodaHaa 46,XX, 20% abeppaHTHbIX
meTadas, 38 CXO/Kn; KapuoTun cecTtpbl NpobarHaa 46,XX,
10% abeppaHTHbIX MeTadas, 64 CXO/Kn.

AHemuss PaHKoHM (ADP) — peakoe HacneacTBEHHoe
3a60neBaHne ¢ ayTOCOMHO-PELIECCUBHbBIM TUMOM Hacneno-
BaHUS, MHOXECTBEHHbIMWU MOPOKaMW Pa3BUTUSA (YPOreHu-
TanbHOM M CepaeyHO-COCYANCTON CUCTEM), a TaKXKe MOBbl-
LUEHHbIM PUCKOM Pa3BUTUS OHKONOrMYECKUX 3aboeBaHUN.
Y nauMeHToB, KaK npaBuWiI0, OTMEYalTcs HU3KOPOCNOCTh,
MUKpoLedanus, 6paxmaakTuans 60nblUKX NanbLeB KUCTEN,
Hegopa3BUTME NYYEBOM KOCTH, cneunduYecKkun ULEBON
GEHOTUN «MTUYBbE NULIO», @ TAKKe TMNepPnUrmeHTaLma KOXu.
[eb6ioT remMo61acTo30B 0ObIYHO MPUXOAUTCA Ha BO3pacT
5-10 neT. B KayecTBe NepBOro reMatos1orM4ecKkoro CMMnTo-
Ma 06bl4HO BbICTynaeT TPOMOOLIMTONEHMS, KOTOpas BCKO-
pe OCNoXHSAeTca aHemuen. B ganbHenwem y nauueHTa
pas3BUBAlOTCA JIEMKONEHUS U CUMNTOMbI UMMYHOAEedULUMTA,
4YTO yKa3blBaeT Ha aKkTUBHYIO a3y 3aboneBaHus.

C MONEKYNSAPHON TOYKKU 3peHUst aHeMnss PaHKOHU ABNS-
eTcs nonureHHblM 3aboneBaHWeM. B HacTosiee Bpems
BbIAENSAOT HECKONbKO rpynn 3a6ofneBaHMa B COOTBET-
CTBUKU C BOBNeYeHHbIM reHom — FANCA, FANCB, FANCC,
FANCD1 (BRCA2), FANCD2, FANCE, FANCF, FANCG, FANCI,
FANCJ (BRIP1), FANCL, FANCM, FANCN (PALB2), FANCO
(RAD51C), FANCP (SLX4), FANCQ (ERCC4), FANCR (RAD51),
FANCS (BRCA1), FANCT (UBE2T), FANCU (XRCC2), FANCV
(MAD2L2/REV7), FANCW (RFWD3). B 60-70% cny4aeB
MyTauunn obHapyxuBatotca B reHe FANCA (OMIM #227650),
B 14% — B FANCC (OMIM #227645), B 10% — B reHax
FANCG (OMIM #614082). YacTtoTa BbISBAEHUS MyTaLUK
B Apyrux reHax — 0,2-3%.

KnuHuyecKoe Ha6nwogeHue N2 8

BonbHo 6 neT. Pe6eHOK OT 4eTBepTOM 6GepeMeHHOo-
CTW, POAbl CPOYHble. bpaKk HeBGNM3KOPOACTBEHHbIN. PoaHas
cTaplwas cectpa 601bHOro ymepaa Ha 3-u CcyT nocse poxK-
[eHUs (AnarHo3 HeM3BECTEH), OCTalbHbIE ETU B CEMbE (TPH
CecTpbl 1 6paT) KIMHUYECKN 340POBbI.

B 5 net y pebeHKa nosiBUAUCH *Kanobbl Ha cnabocCTb,
ro/IOBHYIO 605b, GebpunbHyto TeMnepatypy Tena. o mecty
WUTeNbCTBa MNoayyan aHTubaKTepuanbHylo M cumnToma-
TUYECKylo Tepanuio 6e3 BblparKEHHOro MOAOXKUTENbHOMO
apdekTa. Mo pesdynbrataMm 0OWEro aHanM3a KpoBu —
TPOMOOLMTOMNEHUS, aHEMUSA TAXKENION CTEeNeHn (reMmornobuH
35 r/n). C nogo3peHnem Ha remo6nacto3 6bin HanpaBieH
B HAW 0wl rae npu LMTONOrMYECKOM MCCnefoBaHUKM KOCT-
HOro Mo3ra BbiiBfieHbl 6n1acTbl (17%), Makpo- U Me30bopMbl
C BbICOKUM W YMEPEHHbIM SiAepPHO-LMUTONNa3MaTU4eCKUM
COOTHOLIEHWEM, OKPYMbIMU S4paMu, YMEPEHHOW WU Bblpa-
eHHOW 6asodununen yutonnasmbl, B 4aCcTU — C OTPOCT-
4yaTon UMTOMNA3MOW, B €fAMHMYHbIX Gnactax — HesicHas
3EPHUCTOCTb; KONMYECTBO IMMPOLMTOB yYBENNYEHO 40 56%,
rpaHynouMTapHbIN POCTOK peayumpoBaH (9%), 3pUTPOUAHbIN
cyeH (13%), merakapmounTbl — eAnHUYHbIE; OTMeYatoTcs
SBJIEHUS TPEXPOCTKOBOW ANCNNA3UM.

LiuToreHeTnyeckoe uccnegoBaHne KOCTHOrO MO3-
ra: 46,XY,der(1)add(p36),del(7)(q21)[6]/46,XY[1],
npu CTaHAAPTHOM KapUOTUMMPOBAHUM OOGHAPYXKEH KNOH
C KOMMJIEKCHbIMUW MEPECTPONKaMM, B TOM YUCAE C feneunen
79. MNpu nccnepoBaHun metogom FISH: neneuns 7922-q36
ob6HapyxeHa B 90% aaep; nepectpoek reHos MLL, CBFB
(inv(16)) He o6HapyxeHo. O3b-tect (Ha 20 meTada3zax):
NONOXKUTENbHbIX, BbiABNEHO 45 abeppauumi.



40 net

34 ropa

10 net 8 net

3 aHA

c.4124_4125del homo

7 net 5 ner 1ron

/7

c.4124_4125del homo

A®, KIMHUYecKasa MaHubecTauma
B Buae M/ZIC B 5 net ¢ nocneaytoulen
TpaHchopmauuen B OMJ1 B 6 net

Puc. 3. PogocnosHas nauneHta N2 8

MpumeyvaHme. AP — aHemus ®aHkoHu; MAC — muenoamcnnacTuyeckuin cuHapom; OMJ1T — ocTpbli MUENOUAHbBIV NENKO3; TOYKa
B LleHTpe — HOCUTEeNbCTBO NaToreHHoro BapvaHTta reHa FANCA B reTepo3uroTHOM COCTOSIHUM.

Fig. 3. The genealogy of the patient N2 8

Note. FA — Fanconi’s anemia; MDS — myelo-dysplastic syndrome; AML — acute myeloid leukemia; point in the center — the carriage of a

pathogenic variant of the FANCA gene in a heterozygous state.

Mpn ocmMoTpe 60NbHOrO: ymMepeHHas MuKpouedanus
(OKpy»HOCTb ronoBbl — 48,5 cM), nerkoe kKocornasue,
y3KKe naeun, yasoeHue 1-ro nanbLa 1€BOV KUCTU, Ha KOXKe
TpU NATHa UBeTa «Kode C MOJOKOM» HenpaBW/bHON Gop-
Mbl, 10 1 cM B pa3mepe, Ha 6epax eAUHUYHbIe IKXMMO3bl,
HapyXXHble MONOBblE OpraHbl cHOPMMPOBaHbI MPaBUIbHO
no MyX>CKOMy Tuny, AnvHa Tena — 103 cm, macca tena —
14 Kr, aCTEHMYECKOE TENOCIOXKEHHME.

[ocne KomMnneKkcHoro o6cneaoBaHWs Oblil BbiCTaBfieH
aunarHo3s: «MC ¢ MHOXEeCTBEHHOM ANCNIa3nen, pebpaKkTep-
Has aHemus ¢ U36bITKOM 6nacTtoBs, del(7)(q26-q36)».

MauneHTy 6biII0  BbINMOMHEHO MOJIEKYNISPHO-TEHE-
Tuyeckoe wuccnepoBaHne metogoMm NGS — B 3K30HEe
41 reHa FANCA BbiiBNeH MaTOreHHblM BapuaHT HyKJe-
OTUAHOM nocnenoBaTesibHOCTHU c.4124_4125del
(p.Thr1375SerfsTer49, rs776969626) B roMO3UroTHOM
COCTOSIHUW, MPUBOASAWMM K CABWUIY PaMKM CHUTbIBAHUS.
Mpy NpoBeAeHUN CErperaumMoHHOro aHanansa y poauTenen
npo6aHaa U ero cecTpbl Obla BbIBAEH aHaNOrMYHbIA NaTo-
reHHbI BapuaHT reHa FANCA B retepo3mroTHOM COCTOS-
HMW, @ 0Ha cecTpa, B Bo3pacTe 1 roga, nogo6HO npobaH-
[y, UMena roMO3UroTHYIO MyTaLMio.

CeMbs nmauueHTa 6blla MPOKOHCYNbTUPOBAHA reHe-
TUKOM MOC/ie MONyYeHUs pe3yNbTaToB MWCCef0BaHus.
Ona poautenen npob6aHaa, a TaKXKe CecTpbl — HOCUTe-
Nlel naTtoreHHoro BapuaHTa B reTepo3MroTHOM COCTOS-
HUWU OblI0 PEKOMEHAOBAHO BbINOMIHEHWE NpeHaTaNbHOM
WA NpPeauMnIaHTaULMOHHON AWArHOCTUKM NpW MAaHupo-
BaHWM AETOPOXK/IEHMS, MOCKONbKY PUCK MOBTOPHOIMO POXK-
neHns pebeHKa ¢ aHeMmunen PaHKOHM B CEMbE COCTaBNsEeT
25%. [Ansa cecTpbl npo6aHaa, UMetoWwen MyTaLuio B romo-
3UrOTHOM COCTOSIHWUU, PEKOMEH/0BAHO CTPOroe NOXKMU3HEH-
HO€e AMHaMMYecKoe HabnlAeHWe B YCIOBUSAX OHKOAMCTAH-
cepa ¢ 06s3aTe/ibHON KOHCYyNbTalLMen OHKOoremartonora
M MMMYHonora (puc. 3).

Ha ocHoBaHWKM MpoBeAeHHbIX 06CcneaoBaHW MalMeH-
Ty BbICTaB/€H FEHETUYECKUN AMarHos: «AHemus PaHKOoHM,
rpynna A (OMIM #227650)». C y4yeToM MOPPOUMMYHONO-
TMYECKOro U LIMTOreHEeTUYECKOro McciiefoBaHUs KOCTHOro
MO3ra — MWeNoamnCnIacTM4eCKMin cMHAPOM. MauneHT nony-
yan aNMreHeTMYECKyIo Tepanuio eLmtadnHom 10 mr/m2/cyT
B 1-10-1 AHW, a3auUTUAMHOM 75mr/M2 — B 1-5- OHKM
C MONOXMWTENbHON AUMHAMWKOM MO AAHHBLIM MWUENorpamMMebl:
Yyepes3 1 Mec nocne Havyana Tepanuu 6aacTbl YMEHbLIMANCH

a0 5%, numoountel — A0 54%, rpaHynounTapHbIM POCTOK
CHWXKeEH (24%), yBENMYEHO KOIMYECTBO 303MHODUNOB (6%)
n 6a30dunnoB (4%); yMEPEHHO BbiparkeHa nna3mouuTapHas
peakumsa (2,8%), apuTponaHblM POCTOK peayumpoBaH (3,2%),
ABNIEHUS IBYXPOCTKOBOWM Aucnnasun. MauneHTty 6bian npo-
BeAeHbl 2-1 U 3-1 KypCbl aNUreHeTMYeCcKon Tepanuu, nocne
yero HayaTa noaroToBKa K anno-TICK.

CerperaunoHbli aHanua (puc. 4) NO3BONWI BbISBUTb
Hanb6onee NoAXoAsLWEro AOHOPa — POAHYO CECTPY (CoBMe-
ctumocTb 10/10) 6e3 HOoCUTENbCTBA NATOFrEHHOr0 BapuaHTta
reHa FANCA. TauumeHTy 6blna BbinonHeHa anno-TICK —
BOCCT@HOBJ/IEHWE MO NENKOLMTAPHOMY M TPOMGOLMTapHO-
My POCTKY 3aduKcupoBaHO Ha +21-e cyT. OgHako nocne
TpaHcnaaHTauuMM no JaHHbIM MWENorpaMmbl COXPaHAIUCh
6nactHble Knetku. Cnycta 120 gHen HabnwogeHws nocne

Puc. 4. CerperaunoHHbit aHanna ang nauveHta N2 8

lMpumeyaHmne. A — npobaHp, MyTaLuns B roMO3UroTHon dopme;
B — maTb naumeHTa, HoCcUTeNb MyTaLMK (B reTepO3UroTHOM
dopme); B — 3g0poBbIn 6paT npobaHia 6e3 myTaLuumu.

Fig. 4. Segregant analysis for patient N® 8

Note. A — proband, a mutation in a homozygous form; B — the
patient’s mother is a carrier of the mutation (in a heterozygous
form); C — the healthy proband’s brother without mutation.
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anno-TIrCK y naumeHTta 6bin1 3admKkcnpoBaH peunans MAC.
MpoBoaMAUCL Tepanus BTOPOW NMHUKM M NMOBTOPHAas annio-
TICK (oT BTOpOW cecTpbl) — Ha +17-e CcyT OTMEYEHO NpHU-
MBNIEHWE TpaHcnnaHTata No NewKoUMTapHOMY POCTKY,
no Tpom6ouuTapHoMy — Ha +21-e cyT. o AaHHbIM KOH-
TponbHOro 06¢cnefoBaHus B pamkax 120 cyT nocne nosTop-
Hon anno-TIFCK oTmeveHa TpaHcdopmauusa 3aboneBaHus
B OMJ1 ¢ Koakcnpeccuen CD7, CD19, CD56 nocne nevyeHus
MZC. Bblno NpUHATO peLleHne o0 NpoBeAeHNN METPOHOMHOWM
MXT No MecTy uTenbcTBa — UMTOpabuH 40 mr/mM2/cyT
B/B CTPYMHO MeaNeHHo 4 AHSA Kaxable 4 Hep; 6-MepKanTo-
NypuH 25 Mr/M2/cyT NepopasibHo exeHEeBHO.

B HacTosiLlee Bpems nauMeHT nony4mn 2 Kypca MeTpo-
HOMHOM MXT. Mo AaHHbIM MWenorpammbl (4epe3 6 mec
nocne Hayana MeTPOHOMHOMW Tepanuu) AOCTUTHYTa MOp-
donornyeckas pemuccus, TpaHcnnaHtTaT GyHKLUMOHUPYET,
KIMHUYECKMX MPU3HAKOB pPeaKLMM OTTOPIKEHWUS TpaHCc-
nnaHTaTa HeT, MHPEKLMOHHbIX OC/IOXKHEHUI HE BbISIB/IEHO,
UMMYHOPEKOHCTUTYLIMSA HEenonHas, nauMeHT coMaTUYeCcKu
cTabuneH.

3AKJ/TIIOYEHUE

B To Bpemsa Kak psig CMHAPOMOB MOXHO 3anofo3puTb
Mo KIMHUYECKUM U PEHOTUNUYECKUM NPOSBEHNSIM, B 60/b-
LUMHCTBE CNly4yaeB Nofo6Hble «3HAKU» OTCYTCTBYIOT, U TONb-
KO pacwupeHHas AHK-agnarHocTuka u gnutenbHoe Habio-
[leHre MNo3BOAIT NOCTaBWUTb AMArHo3. BarKHO MOMHWTB,
4YTO CBOEBPEMEHHAs AMArHOCTMKa HacneACTBEHHbIX OHKO-
reMaTonorMyecKmMx CMHAPOMOB BaXHa He TONbKO A1s Nauu-
€HTOB, HO U AN19 UX POACTBEHHMKOB, MOCKOJNIbKY NO3BOMAET
nsbexxaTb NOBTOPHOIO POXAEHUS 6ONbHbIX AeTEN B CEMbE
3a CYeT BbINOJIHEHMSA NPeHaTanbHON U NpeauMNIaHTaLUOH-
HOW AMArHOCTUKMU.

Ha cerogHsWHWI aeHb pa3paboTaHO HECKOIbKO KaCTOM-
Hblx naHenen anga AHK-AMarHoCTUKM HacneAaCTBEHHbIX CUH-
[IPOMOB, acCOLMMPOBAHHbLIX ¢ remobnacto3damu [78]. Tak,
Hanpumep, B CLUA B nocnegHve roabl akTUBHO BHeapsaeTcst
B KJIMHWYECKYIO NMPaKTUKy naHenb M3 320 reHoB, accouu-
MPOBAHHbIX C Pa3BUTMEM HacneAcTBEHHbIX GOPM OHKore-
mMaTtofnormyeckux 3aboneBaHuni. B Poccuinickon depepaunm
pa3paboTaHbl NaHenu ans auvarHoctuku ML, conuaHbix
onyxonem U comMaTUM4yecKMx MyTauun npu remobiacrtolax.
OfgHaKo, yuuTbiBasi Hebonbllyid 4acToTy BCTPEYaeMOoCTu
reHeTu4yecKn o6ycnioBNeHHbIX GOpM reMo61acTo30B, PYTUH-
HO HaNpaBNSATb BCEX MNALMEHTOB C OHKOreMaTo10rM4yecKumMm
3aboneBaHuamn Ha HK-nccnegoBaHma HelenecoobpasHo.
Mpu BbIABNEHUN COMYTCTBYOLWMNX KITMHUYECKUX NPOSBEHNUN
U/MNN OTAMOLLEHHOTO CEMENHOro aHamHe3a pPeKoMeHAay-
€TCA KOHCyNbTalMa Bpava-reHeTuKa ANs pelleHns BOonpo-
ca O NoKa3aHUsAX MU 06bemMe MOJSIEKYNSPHO-TEHETUYECKOTO
nccnenoBaHms.

BbiiBNeHMe reHeTU4eCKMX CUHAPOMOB Y 60JIbHbIX reMO-
6nacTo3aMun No3BONISET BbiGpaTb ONTUMaAsbHbIA MPOTOKOS
Nle4eHNs, YYuTbIBalOWMIA He TONbKO MONEKYNSPHO-OUO-
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BBE[EHUE

ApuTmoreHHass Kapaumomuonatus (AKMI) — 3abone-
BaHWe, OCHOBHbIM MaTo/IOrMYECKUM NMPU3HAKOM KOTOPOro
aBnsetcs GU6pPo3Hoe n/mnmn GUOPO3HO-KMPOBOE 3aMelLle-
HWe MMOKapaa, NPUBOAALLEE K HAPYLLUEHWUIO CUCTOSIMYECKON
dYHKLMWN enyao4KoB U Npejpacrnonaraiolee K pa3sutuio
KU3HEYrpOoXKaloLLmX enyao4yKoBbIX aputmun [1, 2].

B HacToswwee Bpems 3ab6oneBaHus, NOMUMO Knaccuye-
CKOW NMpaBOXenyao4ykoBon GopMmbl, BKAOYHAET GUBEHTPU-
KYNSPHBIR U 1IEBOXENYL0YKOBbIM GEHOTUMMYECKUE BapH-
aHTbl [3].

CornacHo AaHHbIM MCCnefoBaHWM, 4YacToTa cliyYaeB
nopakeHus nesoro xenygodka (JIXK) npu AKMI gocturaet
50% [4]. be3ycnoBHO, BCTpe4yaemMocTb BoBevyeHus JIK
B NaTo/IOrM4eCcKuit npouecc nogpasyMeBaeT 3Ha4nTelbHoe
yncno 3aboneBaHUm, ¢ KOTOpbIMK cnefyeT andodepeHLn-
poBaTb AaHHyl0 KapanomuonaTuio. B nepsyto ovyepenb 310
avnaTtauuoHHas Kapauomuonatusa (AKMI). MNpaBunbHasg
NMOCTaHOBKa [AMarHo3a B TaKOM Cly4vae ABNSeTcH KpavHe
BaHOW, TaK KaK pasfinyne Mexay ABYMS COCTOSHUSAMM
KJIMHUYECKM 3HAYMMO KaK 4Na cTpaTudUKaLmMn pucka BHe-
3anHown cepaeyvHon cmeptun (BCC), TaKk 1 ona neveHus.

2023;20(6):574-579. doi: https://doi.org/10.15690/pf.v20i6.2664

MNauneHTbl ¢ AKMIT oTHOCATCS K rpynne JiuL, BbICOKOro
pucka BCC, 4To TpebyeT paHHen nNpodunakTUKKM Hebnaro-
NPUATHBIX CO6bITMI [5—7]. CneayeT NoaYepPKHYTb, YTO BNep-
Bble O CYLLECTBOBaAHUM HETUMMUYHLIX HOPM 3aboseBaHus,
B 4aCTHOCTM JIEBOXKENYA04YKOBbIX, coobuwanu ewe B 2007 .,
OAHAKO KPUTEPUW NS MX AMArHOCTMKM Gbliv MPEAIOKEHbI
avwb B 2020 1. akcnepTamu yHuBepcuTeTta [Magym [8, 9l.
B ocHoBe Kak Task Force Criteria 2010 (TFC 2010), Tak
M HOBbIX [NMagyaHCKMUX KpUTEPHEB NexaT cBeaeHns o Mopdo-
YHKLMOHANbHbIX U CTPYKTYPHbIX M3MEHEHUSX MWOKapaa,
HapyLIEHUSIX MPOLLECCOB pPenonapu3aumny n genonapusaLmm,
KENyA0YKOBbIX apUTMUAX U AaHHbIX FreHeTUYecKoro o6cene-
[OBaHUSA N CEMENHOro aHamHesa [3, 9].

B HacTosee Bpems 60/1blI0OE BHUMAHWE B ANArHOCTUKE
[laHHOW NaToNormMmn yaensieTcs NpoBeAeHNI0 MarHMTHO-Pe30-
HaHcHoW Tomorpadun (MPT) cepalua ¢ KOHTpPacTUPOBaHUEM
N MONEKYNIAPHO-reHeTM4ecKomy obcniefoBanmio [3].

Ecnn B cnydyae 6uBeHTpUKynspHoro ¢eHotnna AKMII
Hannine MopdodYyHKUMOHANbHbLIX/CTPYKTYPHbIX Mopae-
HWUIW NpaBoro xenyaoyka (M), cornacHo MNagyaHCKUM Kpu-
TEpPUSM, rapaHTUPYeT, Y4TO COMyTCTBYIOLLEE IEBOCTOPOHHEE
nopaxeHuwe sBnseTcs cneunduyHbiM Ana 3aboneBaHus,
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TO ANSt AMArHOCTUKMW NEBOXENYA04YKOBbIX POPM HEOBXOANMO
coyeTaHMe 60MblOro CTPyKTypHoro MPT-KpuTtepus (Hanu-
yune cybanuKkapamanbHoro ¢ubéposa JIHK) n NoNoKUTENbHOTO
pe3ynbTata reHeTMyeckoro o6cnegoBanHuns [9].

K coxaneHnuio, HeCMOTpPS Ha NPOrpecc 3HaHUM B 061acTK
AKMI, BepudurKaums JaHHOIO AMarHo3sa y AeTten B HacTos-
wee BpeMms Bbi3blBaeT 60nbWwne TPYAHOCTU. HU KpuTepum
TFC 2010, Hu [MagyaHCKMe He y4uTbiBalOT OCOBGEHHOCTU
OMArHOCTUKM 3aboneBaHus y neavaTpuyeckux naumMeHToB
[10-12]. WU, KaK npaBW/iO, UMEHHO FEHETUYECKUI aHanu3
3aHMMaeT BeayLLylo no3uumio B 06¢cneaoBaHnm nauMeHToB
C NoJ03peHneM Ha 3To 3aboneBaHue [3].

B paHHOM cTaTbe npefcTaBieH KAMHWUYECKUM chyyaun
ne6tota AKMIT ¢ neBoagoMUHAHTHOM GOpPMbl Yy NALMEHTKM AeT-
CKOro Bo3pacTa, KoTopas nepBoHavasnbHO 6bina pacleHeHa
Kak AKMTI1, n npogeMoHCTpUpoBaHa BarKHOCTb KOMMIEKCHO-
ro o6cnegoBaHus y nauneHToB ¢ KapaMomMuonaTuen, B TOM
yucne ¢ NPoBeAEHNEM reHETUYECKOro 06¢cnefoBaHus.

KJIMHUYECKHUIA CNYUYAH

Y 4eBO4YKM BnepBble B Bo3pacte 4 neT npu niaHoBOM
OCMOTpe neanaTtpoM Bbic/ylwaHa aKcTpacucTonus. Mo aax-
HbIM 3neKTpoKkapauorpadun (KN nokos 3aperncTtpupoBa-
Hbl MONMMOP®HbIE XKeNyao4yKoBble 3KcTpacucTonbl (FKIC).
Mo gaHHbIM axokapauorpadun (IxoKIr) cTpyKTypHOM naTto-
NI0rMK He BbISIBNEHO, pa3Mepbl KaMep cepaua He yBenuye-
Hbl M COKpaTUTe/NbHas CNOCOBGHOCTb MMOKapAa coxpaHeHa.
B TeyeHue rofa y pebeHKa nosBUIUCL »asobbl Ha 60u
B obnacTtu cepgua aasswero xapakrtepa. Ha SKI coxpaHs-
nacb nofMMopdHas IKCTPaCcUCTONMS, JaHHbIX 38 UIBMEHEHMS
npoLEeccoB penonspmuaaunn He oTMeyeHo. Mpu CcyToYHOM
MoHuTOpUpoBarHmun IKI (CM-3KI) BbigBAEHaA NOAMMOPd-
Has (3 MOPPONOrnm) KenyaovyKoBas IKTONUS B KONMYecTBe
1102 B cyTKM (NNOTHOCTb apuTmMumK 1%). AxoKI-nokasartenu
B npejenax HopmasbHbIX 3Ha4YeHUHN, CTPYKTypa MUOKapaa
6e3 ocobeHHocTeNn. Ewe 4yepes rog nosiBUINCH »Kanobbl
Ha CHUXXEeHME TONEePaHTHOCTM K GU3NYECKOM HarpysKe, cna-
60CTb, NOBbILEHHYIO YTOMNSEMOCTb.

MNMaumeHTKa 6bina rocnuTanuM3anpoBaHa B CTauuMoHap
Nno MECTY KMTEeNbCTBa, rae NP1 KOMMNIEKCHOM 06¢cnefoBaHmm
BrnepBble (4eped 2 roga nocne aeboTa Kenyao4yKoBbIX Hapy-
weHnn putMma (HKHP) 66111 06HapyeHbl gunataumsa U CHu-
YEHWe COKpaTuTeNbHOM cnocobHoCcTU JIXK (KOHEeYHbIn Ana-
ctonuyeckn pasmep (KAP) — 47,8 mwm, z-score — +4,38),
dpakruma Bbibpoca (PB) — 24% (no CumncoHy). O6paltano
Ha ceb6s BHUMaHWe Hanuyme rmnoknHesmmn cteHoK JIXK, npe-
MMYLLECTBEHHO 3aaHen. Kpome Toro, no n1abopatopHbIM AaH-
HbIM OTMEYEHO M30/IMPOBAHHOE MOBLIWEHWE YPOBHS TPOMO-
HWHa | 1o 40,3 nKr/mn (Hopma Ao 37 NKr/Mn) Npu HopMasbHbIX
3Ha4YeHUsIX OCTaslbHbIX Kapauocneunbuyecknx depmeHToB
(KpeaTMHKMHa3a, KpeaTuHbOCPOKMHA3a, NakTaTaerngpore-
Hasa). [lpuHMMas BO BHMMaHKe 60/1eBON CUHAPOM, NOBbILLIE-
HWe YPOBHS TPOMOHMHA M JaHHble 3XOKapanorpaduyeckoro
ncenefoBaHus, ¢ Lefblo UCKDYEHWS NaTONOMMM KOPOHaPHbIX
apTepwui 6bl1a BbiNOMHEHA CENIEKTUBHAsA KOpOHapoaHruorpa-
dua, No pesynbrataM KOTOPOW NaToNOrMYECKUX U3MEHEHUW
KOPOHapHbIX apTepui BblIBNEHO He 6b110. C Lenblo nouc-
Ka 3TMoNnormm 3aboneBaHust, B TOM YuUche ANS UCKIYEHUS
BOCMNaNMTENbHOro NpoLecca B MUMOKapae, naumMeHTKke 6bina
nposegeHa MPT cepgua ¢ KOHTpacTMpoBaHUEM, MO pesysb-
TaTamM KOTOpPOW BbIIB/IEHA TUMOKUHE3NA CTeHOK JIXK, cy6-
anuKapananbHble GU6PO3HbIE UBMEHEHNST B OOKOBOW U 3a]-
Hen cTeHKax JIXK, a TakxKe cuctonnyeckasa guchyHkuma JIHK.
OB JTHK — 40%. Pazmepsl XK 1 ero cokpatutenbHas cnocob-
HOCTb OCTaBa/1Cb B Npeaenax HopManbHbIX 3HaYEHUHN.

BaXHO OTMETUTb, YTO ceMeNHbI aHamHe3 no BCC He oT4-
roweH. O6a poautenss He umenu xKanob, obcnenoBaHue

He Npoxoaunu. Y4yuTbiBas HanuMyve aunataumoHHOro ¢GeHo-
TMNa ¢ BOBJEYEeHMEM MUCK4MTenobHo JIXK n oTcyTcTBME
JaHHbIX 32 MWOKapAuT, AMarHo3 TpaktoBancsa Kak AKMII.
MauneHTKe Oblna Ha3HayeHa aHTMapUTMUMYecKas Tepanus
6eTa-610KaTtopamu (MeToNposioNa TapTpaT), a TakxKe Tepa-
N1 XPOHUYECKOM cepaedHon HegocTaTto4yHocTn (XCH) (cnu-
POHOMIAKTOH, KanTonpun).

B TeyeHne nonyroga HabnloAeHNS, HECMOTPS Ha Tepanuio
6eTa-6noKaTtopamu, oOTMeYanacb oTpuuatenbHas AMHaMuKa
JKI-nokasaTenen: yBennyeHve KonmyectBa Mopdosorum
H3C (c 3 po 5), nosiBNeHne napHow MoAMMOPGOHON 3KC-
TPaCUCTONMU M YaCTbIX HEYCTOMYMBbLIX NPOBGEKEK KaK MOHO-
MopdHOM xenygoykoson TaxuKkapamu (MKT) ¢ 4vacToTOoM
COKpaleHui xenyaodkoB (HCHK) 180/mMuH, Tak 1 nonumopod-
HOM — ¢ YCX 220/MuH. MNOTHOCTb apUTMWUKM cCOCTaBuIa
12% B cyTKW. MapameTpbl IXoKI ocTaBanucb 6€3 ANHAMUKMU.
Mo mecTy uTenbcTBa 6bl1 NPOAOCMIKEH NOAOOP aHTUapUT-
MUYECKOM Tepanuu: MoHOoTepanus npenapatoM IC Knacca
(nponadeHoH), npenapatom lll kKnacca (cotarekca’s), KOM-
6vHMpOBaHHas Tepanusa 6eTa-610KatopoM M npenapatom
IC Knacca (6uconponon u nponadeHoH) — 6e3 aHTHapuT-
MU4eckoro adpdeKTa. Xopownin aHTUapuTMUYECKUM 3P PEKT
6bl/1 JOCTUTHYT KOMOUHUPOBAHHOW Tepanuen npenaparamu
IC knacca u Il Knacca (nponadeHoH n cotarekcan). Tepanus
XCH 6bina npoaonKeHa B nNpexxHeMm ob6beMme.

B Bo3pacTte 7 net(cnyctsa 3roaa ot aebiota 3ab6oneBaHuUs)
nauuveHTKa BrnepBble rocnutanuauvpoBaHa B PrbyY HMUL,
uMm. B.A. AnmasoBa. lNpu noctynieHun xanobbl Ha MOBbI-
LWEHHYI0 YTOMASEMOCTb, cN1aboCTb NPU GbITOBOM Harpy3Ke.
CUHKOManbHbIX, MPEeCUHKOoMNaNbHbIX COCTOSHUIA He Oblo.
Mpn nabopaTopHoM o06cnefoBaHMK OBHAPYXKEHO 3Hauu-
TenbHoe noBbileHne ypoBHA NT-proBNP — go 1467 nr/mn
(Hopma < 112,00 nr/mn). Mo aaHHbIM 3IxoKI oTmevyanach
HeKoTopas NoNoXuTeNbHasa AMHAMKUKa co cTOpPoHbl JIK: KAP
JTXK coctaBnsn 47,8 mm (z-score — 2), PB Simpson — 45%
(pmc. 1). CoxpaHsancs rMnokMHes 3agHEeOGOKOBOW CTEHKMU
JIXK, Bu3yanusupoBanacb rMnepaxoreHHocTb 3agHeboKo-
BOW cTeHKM JIXK. Pa3smepsl MK B HOpMe, € Xxopolwen cokpa-
TUTENIbHOW GYHKLUMEN.

Mo CM-3KI »enynoykoBasi 3KTONMYeCKasi aKTUBHOCTb
npeactasneHa 3 mopdponornamm K3IC, NNOTHOCTb apUTMUK
MeHee 1%. MNMpu atom 6onee 500 KIC 6bIM 3aperncTprpo-
BaHbl U3 BbIXxOAHOro otgena MK, 4To ABnseTcs ManbiM Kpu-
Tepnem AKMI, cornacHo TFC 2010 [13] (puc. 2A). HecmoTps

0.742cm_ 4 , -0
4.21 cm|
0.715 cm

0.550 cm
4.84 cm‘:f\
0.660 cm
EDV (MM-Teich) 110 ml
IVS/LVPW (MM) 1.20
IVS % (MM) 8.33%
FS (MM-Teich) 13.0%
ESV (MM-Teich) 79.0 m|
EF (MM-Teich)  28.2 %
LVPW % (MM) 34.9 7|

Puc. 1. 9xokapanorpadpusa naumeHTK1
lMpumeyaHmne. MNapactepHanbHasa NO3MUNS, ATMHHASA OCb.

Fig. 1. Patient’s echocardiography
Note. Parasternal position, long axis.
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lNMpumeyaHne. CTpenkamu yKadaHbl XenyLo4KoBas 3KCTpacucTonums (A) n napoKCU3M XKenyaouyKkoBom Taxnkapamm (b) ¢ mopdonoruen
BJTHIT ¢ HUKHEW ocCblo (NaTTepH 3KTONMYECKOro cybcTpaTa BbixogHoro otaena MK).

Fig. 2. Holter monitoring

Note. Arrows indicate ventricular extrasystole (A) and ventricular tachycardia paroxysm (B) with left bundle branch block morphology and

lower axis (ectopic substrate pattern of right ventricle).

Ha HeTUNUYHOE TeyeHne 3aboneBaHus ¢ nopaxeHunem JIXK,
y AEBOYKM OblNM 0BGHapYKeHbl 2 Manbix KpuTepus 3abose-
BaHug no TFC 2010. Tak, npu aHanuse paHee BbIMOJHEHHbIX
CM-3KTI y naumMeHTKun peructpupoBanacb Heyctonunsas KT
Mopdonorun 6aokaabl N€BON HOXKKK My4vKa Mca ¢ HUKHEN
0OCbl0, YTO TaK}Ke OTHOCUTCS K MasblM KPUTEPUSM AaHHOM
natonoruu (puc. 2b).

Kpome Toro, y pebeHka 6bin1 3aperncTpupoBaHbl N03a-
HWe noTeHuuanbl }enygodkos (MM¥) — Manbli KpUTEPUR
3aboneBaHuna no TFC 2010. Hannyne 3 manbiXx KpuTtepues
no TFC 2010 (2 u3 3 KpuTepueB OblIK U3 OAHOW Tpyn-

nbl) NO3BOINAO 3anofo3puTb anarHo3d AKMIL. Moapo6Has
XPOHOMOrMYyecKas nocnefoBaTeNbHOCTb AAHHbIX KAWHU-
KO-UHCTPyMeHTanbHOro o6cnegoBaHnsa npeactaBneHa
B Tabnuue.

Ons BepuduKaumn auarHola AeBoYKe Obl1o npoBe-
[leHO reHeTnyeckoe obcnefoBaHMe — BbliBNieHa KomMa-
YHA-MYyTauus B reTepo3nroTHOM COCTOSIHMM B reHe PKP2
(Chr12:33031068C>G NM 004572.3: c¢.746G>C, c.971
972insT). HykneotuagHbln BapuaHT ¢.746G>C onucaH
KaK BEpOSTHO NaTOreHHbIM, HYKNeoTUAHbIM BapuaHT ¢.971
972insT — KaK naToreHHbli. Pe3ynbraTbl reHETUYECKOro

Ta6aunua. XpoHonormyeckas nocnefoBaTenbHOCTb Pa3BUTHUA 3a601eBaHns

Table. Timeline of disease development

Bo3spact Xano6bl AKIr-uameHeHums CTpPYKTYpPHble UBMEHEHUSA AunarHos
4ropa - K3C - HK3C, peakas
5 ner 60nb B cepaue HIC nonnmopdHasn - MOC, penkas

e 60/b B cepfLe ° }K3C e aunataumsa JIXK
6 net ® CHWXKEeHue e YT nonumopdHas ® CHWxeHue ®B JIK OKMN
ToNepaHTHOCTU KPH | o TIMXK o GM6pPO3HbIE N3MeHeHusa JIK
e aunataums JIXK
7 net : Z;Z’;gifromb : #I':Ia)i(-:( nommopeHas ® cHuxeHne OB JIK AKMI JIXK
e Gn6PO3HbIE N3MeHeHus JIK
e nunatauua JIXK
° CcHuxeHne OB JIK
8 ner L rommmemoct : [).]KF?HC( MOMMMOPOHAA | | 1y naraums MK AKMM BB
° cHuxeHue OB MK
°* GUO6PO3HbIE N3MeHeHUs JIHK n MK

lMpumeyarHne. AKMIN — aputmoreHHas Kapavomuonatus; BB — 6uBeHTpuKynapHbii; AKMI — aunataumMoHHas Kapavomuonatus; KT —
}enyaoykoBas Taxukapans; IC — xenyaoykoBas akcTpacuctonus; JIXK — neBbiit xenygoyek; B — dpakuma Bbibpoca; MK — npaBbin
wenypouyek; NMX — nosgHune noteHunansl xxenygoyko; PH — dusnyeckas Harpyska; IKIN — anekTpokapamorpacdms

Note. ACM (AKMI) — arrhythmogenic cardiomyopathy; BV (bB) — biventricular; DCM (AKMIM) — dilated cardiomyopathy; VT (XKT) —
ventricular tachycardia; VES (3K3C) — ventricular extrasystoles; LV (J1}K) — left ventricle; EF (®B) — ejection fraction; RV (MX) — right
ventricle; VLP (MMX) — ventricular late potential; PE (PH) — physical exercise; ECG (9KIN) — electrocardiography



Puc. 3. Pe3ynbtatbl MarHMTHO-pe30HaAHCHOM ToOMorpadum cepaLa ¢ KoHTpacTupoBaHUeM

lMpumeyaHme. HepHoW CTPENKOW YKa3aH AMnaTUupPOBaHHbIN NpaBbIv Kenyaodek, 6enbiMu cTpenkamm — dbrubpo3Hble UBMEHEHNS

Fig. 3. Heart MRI with contrast agent

Note. Black arrow indicates dilated right ventricle, white arrows indicate fibrotic changes

o6cnefoBaHMa NOATBEPAWMIN HaNUyMe THXKEeNoro Hacnea-
cTBeHHOro 3aboneBaHusa — AKMI ¢ nopaxkeHuem JTXK.

MNMauneHTKe 6bina NpoBeaeHa KoppeKuusa Tepanum XCH.
Yepes nonroga AMHaMMYECKOro HabG/OAEHUS BMNepBble
no AaHHbIM 3XoKI o6HapyxeHa gunataums MK — KAP
(Adc) 43,5 MM (z-score — +3.02), CHUXKEHUE COKpaTUTENb-
Hon cnoco6HocTM — FAC 30%. MPT-naHHble noaTBepAnau
BoB/ievyeHue MK B natonornyeckui npouecc: 6b11u BblaBe-
Hbl PUOPO3HbIE NBMEHEHUSA B NepeaHen, 60KOBOWM U 3aAHeN
cTeHKax JIXK npaKTMYecKn Ha BCEM MPOTSHKEHUU, NPEUMY-
LWeCTBEHHO Ccy6aHAOKapAMnalbHble, TaK U pacnpoCTpaHeH-
Hble PUOPO3HbIE N3MEHEHUsA B MMoKapae MK (puc. 3).

YuuTbiBas paHHUi Oe6IoT, 6bICTpoe nporpeccupoBaHne
3a60/1eBaHUs, Hanuyme ABYX MaTOreHHbIX MyTauwui, Obl1o
NPUHATO peLleHre 0 NPoBeAEHUN UMMNAHTaLMK KapanoBep-
Tepa-gedubpunnaTopa ¢ Lenbio NepBUYHON NPOGUNaKTUKM
BCC.

Kpome TOro, npoBeaeHO KOMMAEKCHOE KapAWONoru-
yeckoe ob6cnefoBaHWe poauTenew nauMeHTKU, BKAYas
reHeTU4eCKur aHanmna. Y o60oux poanTesnen BblBJIEHbl aHa-
NIOrMYHble MyTauun B PKP2, oqHaKo Ha CEeroaHsAWHUN feHb
OHW UMEIOT OTpULaTENbHBLIN deHOTUN (puc. 4).

B HacTosillee BpeMs CMHKOManbHbIX COCTOSHWI, cpaba-
TbiBaHWM UMMNAAHTMPOBAHHOIO KapanoBepTepa-geduépun-
naTopa He 3apeructpupoBaHo. OgHaKo B TeyeHwe nocnea-
Hero rofja oTme4vaeTcs nporpeccuposaHme cumnTomMoB XCH.

Mo pgaHHbIM 3xoKI BbIBNeHa oTpuuaTenbHas AMHAMWKa
B BUAE CHUXEHUSI COKpaTUTeNbHOM cnocobHocTm JIK u MHK:
®B Simpson 45 — 34% u FAC 30 — 23%. lNauuneHTKa npo-
flomKaeT HabnogeHre B HalleM UeHTpe.

OBCYXAEHME

B HacTosillee BpeMs HeT eauMHOro AMarHOCTMYEeCKOro
MeToAa, NPy MOMOLLU KOTOPOro MOXHO 6bI10 6bl O4HO3HAY-
HO NOATBEPANTL NGO UCKNOYMTL AnarHo3 AKMI, oco6eHHOo
B C/lyYae HETUNMYHbIX GopM. JuarHoCcTMKa AaHHOro 3abone-
BaHWS OCHOBaHa Ha MHoronapameTpuyeckoM noaxoge [3,
14]. B otnn4me oT Knaccuyeckoro ¢eHoTmMna 3abosieBaHus
c nopaxkeHuem [, neBogoMnHaHTHag dopma, NposBis-
IoWancsa 3Ha4uTeNbHON cucTonndyeckon aumcoyHKumen JIK,
MO}XET UMETb CX0ACTBO ¢ deHoTunom AKMIN [3, 4, 14]. Tak,
no AaHHbIM ayToncuu nuu, nocne BCC 66110 NPOAEMOHCTPHU-
pPOBaHO, 4YTO Yy 6OJMbWMHCTBA MALMUEHTOB C NMPUKUIHEHHbLIM
avarHosom AKMI npu npoBeaeHUU BCKPbITUS Oblin 06Ha-
pyxeHbl npu3Hakn AKMI [7]. 3TK gaHHble noaTBepKaatoT
CNOXHOCTb KIMHUYECKOro pasnnina JaHHbIX Kapaguomuona-
TUN NPU UCNONB30BAHUN PYTUHHbBIX METOAOB AWArHOCTUKM.

B HacTosilwee Bpems Ans BepudbuKauun Heknaccuye-
ckux dopm AKMIT npeanoxerbl MagyaHckne kputepun [9].
CnepyeT nog4yepKHyTb, Y4TO AN MOATBEPXAEHWUS NEBOAO-
MUHaHTHOW dopMbl 3abofieBaHUs 0693aTelbHO Hanuyue
ABYX 60/bLUMX ANArHOCTUYECKUX KPUTEPUEB — CTPYKTYPHbIE

[ O O

PKP2 (S249T)

”

PKP2 (S249T, A325Gfs*11)

Puc. 4. PogocnoBHas naumeHTKu
Fig. 4. Patient’s genealogic tree

O

(]

PKP2 (A325Gfs*11)  ? ?

PEDIATRIC PHARMACOLOGY. 2023;20(6)

7

NEAUWATPUYECKAA ®PAPMAKONIOIUA / 2023 / TOM 20 / N2 6



CLINICAL CASE

(4]

78

KJIUHUYECKUU CNTYHAHU

aHomanuu JIXK (¢ MopdodyHKLMOHANBHBIMU U3MEHEHUAMM
unn 6e3 Hux) B codetaHmnn ¢ AKMI-accoummpoBaHHOM reH-
HOW myTauwmen [3, 9].

O6uen3BectHo, 4YTo IKI-M3meHeHMa npealecTBy-
0T MOPGdONOrMYECKOMY pPEMOAENNPOBAHNUI0 MUOKapAaa
M nomoratoTt 3anogo3puTb Hanuyme AKMIT [8]. Tak, cornacHo
MagyaHCKUM KpuTepuam, A0S NEeBOXENYLOYKOBbIX GOopMm
XapaKTepHbl HU3KoBONbTaxHaa 3KI (Manbi Kputepuin),
HK3C ¢ mopdonornen 6nokaabl NpaBon HOXKKU Ny4yka Mca
(Manbl KpuTepuin), oTpuuaTtenbHble 3ybubl T B 0TBEAEHUSX
V4-V6 (manbivi Kputepui) [9].

Mpn peTpocneKTMBHOM aHanuide IKI noKkos Halwen
nauneHTKN NepBble 4Ba KpUTEPHS OTCYTCTBOBANW. Y AEBOY-
KM UMenucb oTpuuatenbHble 3ybubl T B V2-V3, oaHaKo
Ha MOMEHT obcnefoBaHUs [aHHble napameTpbl cyuTa-
NMCb BO3PACTHOM HOPMOW U HE 6blM NPUMEHUMbI B Kade-
CTBe AMarHocTtuyeckoro kputepusa [15, 16]. BmecTte ¢ Tem,
y NaUMEHTKM UMeNcs psag Manbix Kputepues, cornacHo TFC
2010, HegocTaToYHbIX 415 BEPUPUKaLMKM AMarHosa, Ho, TeM
He MeHee, N03BOoNALWMX NpeanonoxuTe AKMI [13]. OgHuUM
U3 Kputepunes 3aboneBaHus 6bina KT mopdonorum 61oKka-
[bl N1€BOMW HOXKM NyyKa [Mca C HUKHEN OCbIo (NaTTEPH 3KTO-
nuMyecKoro cybceTpaTa BbixogHOro tpakta IMNxK).

Mo pgaHHbIM nUTEpaTtypbl M3BECTHO, 4TO KT ¢ Mmopdo-
nornen BJIHMI yauwe Bcero BcTpevaeTcs nNpu GUBEHTPHU-
KynapHon dopme 3a6oneBaHusa [14]. CneayeT OTMETUTD,
4yTo aHanu3 mopdonorun XHP no gaHHbiM Kl aBnaeTca
BaXHbIM 3Tanom B anddepeHunanbHO-4UarHOCTUYECKOM
noucke.

Kpome TOro, y onMcaHHOM NauMeHTKU pernctpupoBa-
nmeb MMK — ewe oaAWH Manbli KPpUTEPUM AAHHOW Kap-
anommonaTtun no TFC 2010 [9]. CornacHO Kak MMWPOBLIM
nccnefoBaHMaM, Tak M HaWKMM AaHHBIM CUCTEMATUYECKOro
o630pa C MeTaaHanuM30M, 3NeKTpoKapauorpadmyecKux
napameTtpoB AKMII, MM goctaTo4yHo YacTo BCTpeyatoTcs
y feten npu aaHHom 3aboneBaHun [17, 18]. Takum obpa-
30M, YXKe Ha cTaann TonbKo IAKM-M3MeHeHUN Gbla BO3MOXK-
HOCTb 3anNoA03puTb AnarHo3 AKMII.

Y4ynTbiBas HETUMKUYHbIE ANA Knaccuyieckon GopMbl 3TOro
3a60/1€BaHUS CTPYKTYPHbIE U3MEHEHWUS CO CTOPOHbI JIXK,
6bln npeanonoxeH avarHos AKMI1. AHanuanpys aHaMmHe3
nauneHTKn, Hamun Bbl1I0 3aMedeHo, YTO NporpeccupoBaHmne
3a60/eBaHUs B BUAE NOSIBNEHUS CTPYKTYPHbIX USMEHEHUM
JIXK coBnano ¢ BblpaxKeHHbIM Y NauUeHTKM 60NeBbIM CUH-
APOMOM B 0651aCTK cepaLa, ConpoBOXAatoWwnmMcs nosbllle-
HMEM YPOBHS TPOMOHMHA |, 4TO NOTPEe6OBaNO UCKIYEHUS
TaKux 3ab0neBaHni, KaK OCTPbIM MUOKapAMUT M NaTonorus
KOpPOHapHbIX COCyAoB. [JaHHble U3MEHEHUs YKnaablBaloTcs
B XapaKTepPUCTUKY «ropsiyer dasbl», XapaKTePHOW ANa Nauu-
eHToB AKMI [19]. 3HaHUA 0 TaKOM KJIMHWYECKOM MNposiBfe-
HWW TaKXe No3BOoANAK Bbl 3aN0403PUTb AaHHYIO NATONOrHUIO.

KpaliHe BaHbIMW aBngOTCA AaHHble MPT cepaua
LEBOYKM, @ UMEHHO Hanuyme cybanukpagnanbHbix Gnbpos-
HbIX M3MEHeHUN B MuoKapae JIXK. B HacTosiwee Bpems
UMEHHO cybanuKapauanbHas WanM MHTpaMWOoKapanaibHas
NoKanusaunsa dmnbposHblix nameHeHun JIXK asnsetca onpe-
AeNsAoWwmnM CTPYKTYPHbIM KpUTEpUEM NeBOLOMUHAHTHOWM
dopmbl 3ab6oneBanua [3, 9, 14].

COMHeHMe B AuarHose A0 MNOoJyvyeHus peaynbTaToB
reHeTM4yecKoro ob6cnefoBaHUs B AaHHOM KJIWHUYECKOM
clyqyae BbI3biBan ToT GakT, 4To JKI-KpuUTepun naumeHT-
KW COOTBETCTBOBa/IM NpaBoOXenyaoukoBon dopme AKMI,
a CTPYKTYPHbIe U3MeHeHWS GblNn BbiBEHbI NepBOHaYasb-
HO B JIXK. 3TO MOXHO OOBACHUTbL CMOXKHOCTAMMU BU3yanu-
3auuKn 1 oueHKM MK no gaHHbIM 3XoKI, 0COGEHHO vy AeTeN.
Kpome TOro, dGnbpO3HO-KMPOBOE 3aMelleHne MUOoKapaa
HOCUT 04aroBbl XxapaKTep U Ha paHHUX cTagusax 3abone-

BaHWS MOXET OCTaTbCs HeE3aMe4YeHHbIM Jaxe npu npose-
neHun MPT cepaua [9].

B onucaHHOM cnyyae reHeTuyeckoe ob6cneaoBaHue
nocTaBMIO TOYKY B BepuduKaumn anarHosa. Y naumeHT-
KM Oblna BbiiBE€HaA KOMMNayHA-MyTauus B CaMOM 4acTo
BCTpeYatollemMcss 4eCMOCOMHOM reHe, acCoLMMPOBAHHOM
c passutnem AKMII, PKP2 [3]. CneayeT OTMETUTD,
4YTO reHeTM4Yeckne 0CO6GEHHOCTU NaLMEHTKN MOTyT 06bsiC-
HUTb KIMHWYECKOoe TeyeHue 3aboneBaHus. TaK, MU3BECTHO,
4YTO y NauUMeHToB ¢ MyTauuamu PKP2 vauie pa3BuBaloT-
csl TAXenble XenyaoykoBble aputmun [20], a Hanuyue
KOMMNayHA-MyTauuMn ob6bsacHAeT AebioT 3aboneBaHUd
C NeBOAOMWHAHTHOM dopmbl [3, 21, 22]. BoBneveHune JIXK
B MaTO/IOrMYECKUI Npouecc Npu JaHHOM Kapavomwuona-
TUW acCOLMUMPOBAHO C XyAWWM TeyeHnem 3aboneBaHus
M 6bICTPbIM NporpeccupoBaHnem XCH [21, 22].

Takum 06pa3omM, NpoBefleHWE TeHeTnYeckoro oéeneno-
BaHWS Ba)XHO HE TO/IbKO B [MArHOCTUYECKUX, HO U B MPO-
FHOCTUYECKMX LIeNsx.

3AK/IIOMEHHUE

OnucaHHbIM  KIWMHUYECKUI cnydYalh AeMOHCTpUpYET,
C KaKMMW TPYAHOCTAMM CTaflKMBAETCH KAMHWULMUCT NpU gua-
FHOCTUKEe AdaHHOro 3abofieBaHMsa y NaLMEHTOB AETCKOro
Bo3pacTta. AKMI1 Heo6xoaMMo BKOYaTb B CNMUCOK 3abone-
BaHWKW npu nposeaeHnn auddepeHumanbHON AUarHOCTUKK
y nauueHToB ¢ HP B co4yeTaHuu ¢ gunatauuen Kamep
cepiua. 3HaHWe Bpadyamu-negmMaTpamMmu U 4ETCKUMU Kapau-
0/10raMu KIMHUYECKOrO TeYEHUS U AMArHOCTUYECKUX KpU-
TepueB 3TOM NaTONOrMK1, B TOM YUC/IE U HOBbIX MNagyaHCKUX,
NO3BOJINT CBOEBPEMEHHO 3aN0A03PUTb YKa3aHHYIO NaTono-
ruio, a NpoBeAeHNe KOMMNIEKCHOro o6¢cnefoBaHns pebeHKa,
BKMoYas MPT cepgua v reHeTMyeckoe TeCTUpOBaHue, —
CBOEBPEMEHHO NOATBEPANTL ANArHOS.
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PacnpocTpaHeHHOCTb OXMPEHUSI CPean AETEN 3a MoCiegHNE YETbIpe AECATUIETUS PE3KO BO3POCa N UMEET dMnaemMm-
YECKMI XapaKTep. Y MHoOrmx geten v noapoCTKOB, CTPaAAaLNX OXKUPEHUEM, KOPPEKLIMS 0bpa3sa KNU3HN MPUBOANT JINLLb
K HE3HaYMTE/ILHOMY YCIeXy B CHUXEHMU Macchl Tesa, MPMYEeM OHa 4acTOo BOCCTaHaB/IMBAETCS [0 MCXOAHbIX 3HAYEHUH.
PacTywas 4oCTyrnHOCTb 0J06PEHHbIX YpaBieHUEM 10 CAaHUTapPHOMY HaZl30py 3a Ka4ECTBOM MULLEBbIX MPOAYKTOB M MeAH-
KameHTOoB CLUA (FDA) papmaKoTepaneBTUHECKMX CPEACTB AJI1 CHUXXEHUS MaccChl Tesia y geTen rnpegocraB/seT Bpayam
HOBbI€ M 3(POEKTUBHbBIE UHCTPYMEHTbI A5l J1€YEHUSA OXKMUPEHUSI. PeHTepMUuH/TonnpamarT sBASeTCss KOMOUHUPOBAaHHbIM
rnpenapaToM ¢ KOHTPOJIMPYEMbIM BbICBOOOXKAEHUEM, Ha3Ha4YaeMbiM OAUH Pas3 B [€Hb, KOTOPbIA HeAaBHO 6Gbi 0406peH
FDA gns tepannn oxupeHus y geten. Ero a¢ppeKTMBHOCTb JOCTOBEPHO BbilLE M0 CPaBHEHMIO C MOHOTeparnuen opanctaTtom
n peHTepMUHOM, ABYMS APYrMMu rnpenapatamm, ogobpeHHbiMu FDA B aTor BO3pacTHoM rpynne. Llesbio HacTosiero 0630-
pa sIBUJICSI aHa/InM3 nTepartypbl, MOCBALEHHON MexaHn3My AeNCcTBusA GeHTepMnHa 1 Tonupamarta, a TakKe 6e30n1acHoCTH
1 3PEKTUBHOCTU aHHbIX NpenapaToB B KAYECTBE MOHOTEPAUn U B KOMOUHaUNK y AETEHN 1 MOAPOCTKOB C OXXUPEHUEM.
Knro4eBble cnoBa: peHTEpPMUH, TonMpamat, GeHTEPMUH/TONMMPaMart, OXXMPEHUE, AETHU, MOAPOCTKMU, papmMmaKoTepanms

Ana yntupoBanuns: Konbinosa E.E., bounesa M.®., bepesosckas K.W., KyHakky3uH C.M., Muxainosa A.[l., KoHoBa A.B.,
Hacbko A.O., Baneea IA., UcnupbsaH 0.C., CeBepykoBa [.A., Kennep K.H., loBruin A.E. PeHTepmMuH 1 Tonupamar: addek-
TUBHOCTb MOHOTEPANUU U UX KOMOWHALIMK B IEHEHUN OXKUPEHUS Y AETEN U B3POCAbIX. [legnaTpuyecKkas papmaKonorus.

OBOCHOBAHME

PacnpocTpaHEHHOCTb OMWPEHUS Cpeau AeTen HeyK-
JIOHHO pacTeT, 0CO6EHHYD 06EeCMOKOEHHOCTb BbI3blBAET
yBe/IMdeHne 4yucna aeTter Mnawero Bo3pacta C M306bl-
TOYHOM Maccoi Tena [1]. HecmoTps Ha MNOBbIWAOWMIACS
MHTepec K bapmaKoTepanum oxXupeHus B negnaTpun, dakx-
TUYECKME AaHHble OCTaloTCA OrPaHUYEeHHbIMU U, KaK npa-
BMIO, HM3KOro KavectBa. CywecTByeT Heo6XoAMMOCTb
B pa3paboTKe M NpoBeAeHUN HAAEXHbIX KOHTPONNPYEMbIX
nceneaoBaHUin 4na JanbHenWero n3yvyeHms 6e3onacHoCcTvm
N 3GPEKTUBHOCTM NpenapaToB NPOTUB OXMPEHUS B Neau-
aTpUYyeCcKoMn Nonynsuun — KaKk B KayecTBe MOHOTepanuu,
TaK U B KOMOGUHaLMK C ApyrumMu npenapaTamu.

BBEJAEHMUE

PacnpocTpaHeHHOCTb  OXWMpPEeHUs cpean  aeTen
3a nocnefHue ABafLaTb NET HEYKJIOHHO pacTeT U UMe-
eT anuaemMnyYecknin xapaxtep [1]. 29% neten B Bo3pacTte
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OT 700 9 net B cTpaHax EBpoOnencKoro pernoHa KuByT
Cc n36blITo4yHOM Maccon Tena (Childhood obesity: five facts
about the WHO European Region, BO3, 2023), a B 2018 1.
NoYTU KaxablM NaTbin (19%) 15-neTHMM NoapoCTOK B cpen-
HeM no cTpaHam EC cTpagan m36bITOYHOM Maccon Tena
nnu oxxnpenmeM (Overweight and obesity among children and
adolescents, BO3, 2019). OgHOM U3 caMbIX HEraTUBHbIX TEH-
[LEeHUMA MOXHO Ha3BaTb yBelMYeHME Yncna cnyvyaeB n3bbl-
TOYHOM Macchl Tena y Aeten Mnagwero Bo3pacTa. 1o oueHke
BO3, kK 2025 r. oxupeHnem 6yayT cTpagatb okono 70 MIH
netert no 5 net [2, 3]. B Poccuitckon denepaumm pacnpo-
CTPaHEeHHOCTb M36bITOYHOM Macchl TeNla cpeau AeTen Bapbu-
pyeT B npegenax ot 3,9 o 29,1%; oxupeHua — ot 1,2 ot
25,3% [4]. OxupeHue, BO3HMKawlUlee B negnaTpuyeckon
nonynsunM, accouMmMpoBaHO C Pa3BUTUEM COMYTCTBYHOLLMX
3abofieBaHUK, paHee HabNAABLUMXCSH TONbKO Y B3POC/I0ro
HaceNeHns, TakKUX KaK caxapHbli gnabeT 2-ro TMna, aptTepu-
anbHas runepTeH3ns, AUCAUNUAEMUS], HEANKOrobHas XUPo-



Basi 60/1e3Hb MEYEHU U CUHAPOM OOCTPYKTMBHOIO amnHo3
cHa [5]. 3aboneBaHus, Bbl3bIBaEMble OXXMPEHUEM B JETCKOM
Bo3pacTe, MMeloT 6onee arpeccMBHOe TevyeHne U bbicTpee
NPOrpeccupytoT No CPaBHEHMUIO C TAaKOBbIMK Yy B3POCbIX [6].
AMepuKaHcKasg akagemuss negnatpun (The American
Academy of Pediatrics; AAP) HegaBHO ony6inKoBana 06HOB-
NIEHHble PEKOMeHJaunn, B KOTOPbIX MOAYEPKUBAETCS BaX-
HOCTb BbISIBIEHUS AETCKOr0 OXMPEHUST KaK XPOHWYECKOro
3aboneBaHus [7]. PekomeHgauun AAP npepgoctaBnsior dak-
TUYECKWE [aHHble B MOAAEPIKKY OAHOBPEMEHHOIO NeYeHus
[OETCKOro OXXMPEHUS C KOPPEKLMen obpasa K13HKU, bapmaKo-
Tepanuen n bapuaTpuyecKom xmpyprmuen (B cinydasx Mmopoma-
HOMO OXMpeHUSs). POCCUNCKNE KNIMHUYECKNE peKoMeHAaLnn
TPAHCIMPYIOT NOXOXYIO TOYKY 3peHus [3].

B HacTosiLLee BpeMms cylLecTBYeT NATb NpenapaTos, 040-
OpEHHbIX YNpaBieHWeM Mo CaHUTapHOMY HaA30py 3a Kaye-
CTBOM MULLEBLIX NPOAYKTOB M meankameHToB CLUA (FDA)
ANS MPUMEHEHUS Y AeTer U NOAPOCTKOB C OXunpeHuewm [8].
Heo6xoaMMo OTMETUTb, 4TO A0 2022 T. cyLLECTBOBASIO BCEMO
Tpu npenapaTta, o4o6peHHbIx FDA ans nevyeHus AeTCKOro
OXMpeHusa: opnucTat (04o6peH Ans noapocTkoB 12 net
n ctapuwe) [3], peHTepmunH (ogobpeH ana 12-HeaenbHOro
Kypca y noapocTkoB 16 net u crtapue) [9] U nuparnytua
no 3 Mr B AeHb (0406peEH A5 NOAPOCTKOB OT 12 neT u ctap-
we) [3]. B ntone 2022 r. FDA ogo6puno npumeHeHne deH-
TepMuHa/Tonupamarta (PEH/TMM) — KOMOGWHMPOBAHHOIO
npenaparta ¢ KOHTPOAUPYEMbIM BbICBOGOXKAEHUEM ANS CHU-
KEeHUs1 Macchbl Tena y NoAPOCTKOB C OXKMPEHUEM B BO3pac-
Te 12 neT 1 cTaplie npu 3Ha4YeHnsax MHAEKCa macchbl Tena
(MMT) 6onblie 95-ro nepueHTUng (%MMTp95) [10]. B aHBape
2023 r. FDA opo6puno npuMeHeHWe cemarnytuaa B no3e

2,4 Mr oAuH pa3 B HeZesto A5 CHUKEHUS Macchl Tena y noa-
POCTKOB C OXXMpeHWeM B Bo3pacTe 12 neT v ctapuwe [11].

Y MHOMMX geten u NogpoCTKOB, CTPaAatoWwmnX OXUPEHHU-
eM, KOppeKLns obpasda XU3HU NPUBOAUT NIULLb K HE3HAUU-
TEeNbHOMY CHWXXEHUIO MaccCbl Tena, NpMyem OHa 4YacTo BOC-
CcTaHaBNMBaETCs A0 UCXOAHbIX 3HA4YeHun [12]. 3ToT daKTop
BbI3bIBAET MOBbILUEHHbIN MHTEPEC K dapmaKoTepanum oxu-
peHus, O4HaKo B HacTosILLEee BPEMS ee NMPUMEHEHWE B Neaun-
aTpuun orpaHuyeHHo [13]. [laHHoe ABneHUe MOXKeT 0Obsic-
HATbCSH PALOM MNPUYMH, BK/KOYas OTCYTCTBME BOCMPUATUS
OOLLECTBOM OMUPEHUSA KaK XPOHWYECKOro 3aboneBaHus.
Kpome Toro, Ha CerogHslH1MI AeHb KpaHe Mano Bpadvewn,
o6nagalowmx Heo6xoANMbIM OMbITOM W 3KCMEPTHLIMU 3Ha-
HUSIMM, 4TOObI Ha3Ha4yaTb 3TK Npenapartbl Hanbonee adpodekK-
TMBHO. [Ina o6ecneyeHuns Toro, 4tobbl AeTH, CTpajalolme
OXMPEHMUEM, UMENU AOCTYN K COOTBETCTBYIOLLEMY IEYEHUIO
W nojsy4yanu ero, Heo6xoaMMbl AanbHenlwune uccnegoBa-
HUs 6e3onacHocTn M apPpeKTUBHOCTU GapmaKoTepanumu
OXMPEHUA B NeanaTpuyecKon MnonynsiLuu, KOTopble YacTo
orpaHuyeHbl TPYAHOCTAMM ¢ HabOPOM Y4aCTHUKOB W MOAY-
YyeHueM ogobpeHuns Ha npoBeaeHne. B fononHeHne Heo6xo-
AMMbl KOMMNEKCHble o6pa3oBaTesbHble MPorpammbl, YToObI
noMoYb Bpayam NpaBuIbHO BHEAPUTb 3TU CXEMbI JIeHEHMS
B PYTUHHYIO MPaKTUKY Tepanuu geTer M NogpocTKOB, CTpa-
[alOLWMX OKUPEHNEM.

Llenb nccnegoBaHus

Llenbto HacToswWwero 063opa SBMACSA aHanns nMTepaTypsl,
NOCBSILLEHHOW 6e30NacHOCTU U 3PPEKTUBHOCTHU ToNMpama-
Ta U peHTepMMHa B Ka4ecTBE MOHOTEPanun U B KOMBUHa-
LMK y AeTen, NOAPOCTKOB U B3POCbIX C OXKUPEHUEM.
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Phentermine and Topiramate: Monotherapy and Their
Combination Efficacy in the Treatment of Children and Adults

with Obesity

PEDIATRIC PHARMACOLOGY. 2023;20(6)

1

The obesity prevalence in children has increased dramatically over the past four decades and has epidemic nature. Lifestyle
correction in majority of obese children and adolescents leads only to slight success in reducing body weight (that usually restores
to initial level). The increasing availability of pharmacotherapeutic agents approved by Food and Drug Administration (FDA)
for body weight reduction in children provides physicians with new and effective tools for obesity management. Phentermine/
topiramate is a combination medication (with once-a-day administration, controlled release) that has been recently approved by
the FDA for pediatric obesity therapy. Its efficacy is significantly higher compared to orlistat and phentermine (in monotherapy),
two other FDA-approved drugs for this age group. The aim of this review is to analyze the literature on the topic of phentermine and
topiramate mechanism, as well as these drugs safety and efficacy as monotherapy and in combination in children and adolescents
with obesity.
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OB30P JINTEPATYPbI

MATEPHUAJIbI U METOAbI

ABTOpbl MNPOBENW MOUCK Ny6NMKauMK B 3NEKTPOH-
HbIx 6a3ax faHHbix PubMed w elibrary. Mouck nposo-
OWAcs No crnegylowuMm Kl4veBbiM ciioBam: «topiramate»,
«phentermine», «<monotherapy», «phentermine/topiramate»,
«pediatric obesity», «Tonnpamat, «peHTEPMUH», «OXKUPEHMED,
«AeTw», «NoApoCTKU». B 6a3e aaHHbIx PubMed no 3anpocy
«topiramate AND pediatric obesity» 6b110 HanaeHo 43 pe3yib-
TaTa, «phentermine AND pediatric obesity» — 23 pesynbTa-
Ta, «phentermine/topiramate AND pediatric obesity» —
11 pe3ynbraTtoB. B 6a3e gaHHbIx eLibrary no Kom6uHauuu
«DEHTEPMMUH», «OKUPEHUE», «AE€TU», «NOAPOCTKM» ObIIO HaK-
feHo 84 peagynbrata, «TonupamMartr, «OXUPEHUE», «4eTW»,
«MOAPOCTKM» — O pe3ynbTaToB, «TonupamMat, «OXKUpeHne» —
10 pe3ynbTaToB; «DEeHTEPMUH/TONUPamMaT, «OXKUPEHUE» —
2 pesynbraTta. [NoucK He orpaHuynBasncs BPpeEMEHHbIM UHTEP-
BanoM. ABTOPbl HE3aBMCUMO APYr OT Apyra NpoBenn aHanus
3aro/l0BKOB M aHHOTaLMW cTaTew, nocne 4ero nuaBfexkancs
MOJIHbIN TEKCT PeNeBaHTHbIX UCCNeaoBaHMi. B 0630p BKO-
Yanncb KAMHUMYECKME W HabntogatesbHble UcCefoBaHus,
a TaKXXe 0630pbl IMTEepaTypbl, NOCBAWEHHbIE MPUMEHEHUIO
deHTepmuHa, Tonnpamata u PEH/TIM y nogen, onybanKo-
BaHHble Ha aHMIMMCKOM M PYCCKOM si3blkax. PasHornacus
MeXay aBTopamMu pa3pelanncb NyTeM KOHCEHcyca.

PE3YJIbTATblI U OBCYXAEHUE

deHTepMUH

deHTepmumH ogobpeH FDA ans nevyeHunsa oxxupeHusa y noa-
POCTKOB B Bo3pacTe 16 neT u ctaplue, y Kotopbix UMT npe-
BblwaeT 30 Kr/M2 uau 27 Kr/M2 ¢ HanmymeM A0MNOAHUTENbHBIX
}aKTOPOB pUCKa, TaKMX KaK apTepuasbHas rMnepTeH3us,
anabet unu runepannuaemus [14].

MexaHu3m aencteua GeHTepMUHa Yy Ntoden ocTaeTtcs
HeAOoCTaTO4HO M3YYeHHbIM [15, 16], 60/blUMHCTBO AaHHbIX
0 HEM MOJYYEHO Ha XXMBOTHbIX MM B UCCNIEA0BAHUSX in Vitro
[17, 18]. deHTepMUH ABNSETCAS CUMNATOMUMETUKOM Henps-
MOro AEencTBMS, KOTOPbIH OAHOBPEMEHHO YBEIWYMBAET
BbICBOGOXAEHNE HOpPaApeHannHa M3 MNPecUHanTUYEeCKUX
ny3blpbKOB B /aTtepasibHOM ruMnoTanamMyce UM MHrueupyet
ero o6paTHbIv 3axBart [19]. PeHTePMUH TaKKe CTUMYynpyeT
BbICBOGOXAEHNE CEPOTOHWMHA M AodaMMHa M3 HEPBHbIX
OKOHYaHWM U OEeNCTBYET KakK MHITMOGUTOP MOHOAMWHOKCHAA-
3bl M1 06pPATHOrO 3axBaTa cepoToHMHa [20, 21]. YBennyeHue
KOHLIEHTPaUMKX HopaApeHanMHa B CUHAMNTUYECKOW LWENH,
B CBOW o4yepedb, CTUMyNunpyeT 6eTa-2-apeHopeLenTopsl
n nopaBnseT anneTtut [19, 22]. B HEKOTOPLIX UCCNea0BaHUAX
npeanonaraeTcs, 410 GEHTEPMUH UHTUOUPYET HEMpPONenTna
Y, CUrHanbHbIM MyTb KOTOPOro SBASETCHA HEOTbeMIEMOWN
4acTblo MHAYKLMWM YyBCTBa ronofa, oflHaKo TOYHbIA mexa-
HWM3M OCTaeTCHd HEM3BECTHbIM [23].

deHTEPMUH XOPOLIO BCaCbIBAETCS W3 KEeNyao4HOo-
KULLIEeYHOro TpakTa n Ha 80% BbIBOAMTCHA C MOYOM B HENU3-
MEHEHHOM BUAe (HemMeTabonM3npoBaHHbIM). PeHTEPMUH
meTabonuanpyetcs uutoxpomom P450 (CYP) 3A426 1 umeet
nepuoa nonypacnaga 20 4 [17], pacnpegensietcsa BO BCex
TKaHsX, BKJYas rONOBHOW MO3r [24], UMeeT CXOAHYI
XMMWUYECKYIO CTPYKTYPY C aMbETAaMUHOM U, CNeoBaTeNbLHO,
NOTEHUMANbHO MOXET NMPUBECTU K GOPMUPOBAHUIO 3aBM-
cumocTu [22]. OgHaKo nccneaoBaHus, NpoBeAeHHbIe € yya-
CTMEM B3pOC/bIX, MONyYaBIUMX PEHTEPMUH NS CHUKEHUS
Maccbl Tefa, He NoKasanu, 4To MoHoTepanusa GeHTEPMUHOM
cBAi3aHa ¢ popmMpoBaHMEM 3aBucMMOCTK [25]. Hanbonee
pacnpocTpaHeHHbIMKU MOOGOYHbIMKU 3IDDEKTaMU MOHOTEpPaA-
nn GEHTEPMUHOM KaK Y B3POC/bIX, TaK U y IeTeN ABASIOTCS
TaxuMkapaus, nepebou B paboTe cepaua, apTepuanbHas
rMunepTeH3ns, 6eCNOKONCTBO, rOI0BOKPYKEHNEe, 6€CCOHHU-
ua, rofioBHas 60/b, CyXOCTb BO PTY W KeNyao4HO-KULIEY-

Hble paccTponcTtBa [20, 26, 27]. XoTa godammHepruyeckue
N CEPOTOHUHEPruYeckne adPEeKTbl CHUTAIOTCA KIIMHUYECKM
He3Ha4yMMbIMK, MaLUMeHTam MO-NPEXHEMY PeKoMeHayeTcs
He NMPUMeEHATb GeHTEPMUH B TedyeHne 14 aHen nocne npu-
eMa MHIMOUTOPOB MOHOAMMWHOKCKMAA3bl, @ TaKKe NPoTUBO-
NoKa3aHO O4HOBPEMEHHOEe MPWMEHEHUE C MHTMBUTOPaMM
o6paTHOro 3axsata cepoToHMHa [20]. PeHTepMUH NPOTUBO-
noKasaH nauueHTaMm ¢ rMnepTMpeo3om U HecTabuabHbIMU
cepaeyHo-cocyancTbiMu 3a6oneBannsamu [25]. MHorue npo-
TOKO/bl NeYeHUs B3POCAbIX U AEeTel PEeKOMEHAYIT Tua-
TeNbHbIN MOHUTOPUHI apTepnanbHOro AaBfiEHUS B Te4YeHue
nepBbIXx 3 Mec OT Havyana Tepanuu [26].

dDeHTEepMUH B TEpanuUu AETCKOr0 OXKMpPEeHUs

B nepuropg ¢ 1968 no 2017 r. 661710 oNy6IMKOBAHO Masno
nUccnegoBaHun No nNpUMeHeHuio deHTepMuHa Ans nedye-
HUS OXWpeHus y aeten. B 2017 r. B peTpoCrneKTUBHOM
uccnepoBaHmm coobuanock 06 onbiTe paboTbl OAHOMO LEH-
Tpa ¢ 25 NOAPOCTKAMU C OXKUPEHUEM (CPEAHUN UCXOAHbIN
MMT — 41,2 + 6,9), KoTopblM Obla1 Ha3dHayeH GeHTEPMUH
B fo3e 15 Mr B eHb B Ka4ecTBe JOMNOJIHEHUS K KOPPEKLMM
obpaza KW3HW; MNoNyYyeHHble peaynbTaTbl CPaBHWBANWUCH
C TaKOBbIMW B KOHTPONbHOM rpynne, COOTBETCTBYIOLWEN BO3-
pacTy U He nony4aBwen papmarkotepanuto [9]. NMoapocTku,
npuHuMaBlwne dGeHTEPMUH, NPOAEMOHCTPUMPOBANMN 3HAYM-
TeNnbHO 6osbliee cHuxeHne UMT Ha 12-i u 24- Hep
no cpaBHEHWIO C KoHTponeMm (12-a Hen: —2,9%; 95% AU
(—4,5%; —1,4%); p < 0,001; 24-a Hen: —4,1%; 95% AN
(=7,1%; —1,0%); p = 0,009). Ha 12-i Hea 40% y4acTHWKOB
B rpynne deHTepMUHa JOCTUIIU CHUXKeHUA MMT 6onee 4yem
Ha 5% (0T UICXOLHOr0 3HAYEeHMS) NO CPABHEHMIO € TONbKO 9%
Y4aCTHWKOB B rpynne KOHTpons; K 24-i Hen 64% B rpynne
deHTepMuHa npotne 21% B rpynne KOHTPONs AOCTUMU
CHUXKeHuss UMT = 5% (0T ncxoaHoOro 3HadyeHus). 3a nepuon
nccnefoBaHMsa CyWeCTBEHHbIX pasfivyumii B apTepuabHOM
LaBneHun mMexay rpynnamu BbiiBfieHO He 6bino. Bo Bce
TP MOMEHTa BPEMEHU Y NaUMEHTOB B rpynne GeHTepmuHa
Habnoganochb yBeanMYeHne 4acToTbl cepAeyHblX COKpalle-
HWI, KOTOpOE 6blN0 3HAYUTENbHO 6OMblie, YeM Y NauMeH-
TOB KOHTpO/bHOW rpynnbl [9]. HecMoTpsa Ha BHYTPEHHUE
orpaHuyeHus, CBA3aHHble C PETPOCMEKTUBHbLIM AM3aNHOM
M Heb6oNblWOoM BbIGOPKOW, 3TO ObINO NepBOe UccnegoBaHue
B 2000-x rr., B KOTOPOM MnoayepKnBanach nofib3a deHTep-
MWUHa B COYETAHWW C MHTEHCMBHOW KoppeKuuen obpasa
MU3HW ONS CHUXKEHMSA MacChl Y neguaTpuyecKux naumeH-
ToB. Pe3ynbratbl UCCNefoBaHUS MoOKasanu, 4TO MOHoTe-
panus ¢deHTepMMHOM Oblla 6e3onacHon U 3apOEeKTUBHON
B AOCTUKEHUU KIMHWYECKM 3HAYMMOrO CHUIKEHWUS macchl
Tenay nauMeHTOB C TAXKENbIM OXKUPEHUEM.

B HepaBHeM OJHOLEHTPOBOM pPETPOCNEKTUBHOM
aHanuse coobwanocb 0 30 NoApPOCTKAx C OXUpeHuem
(cpeaHunn Bospact — 15,6 = 1,9 roaa; cpeaHun UMT —
37,7 £ 6,3 Kr/M2), nonyyaBlIMX MOHOTEpanUio GeHTEPMU-
HOM B f03ax oT 8 go 37,5 mr B TeyeHune nepuoga ot 0,5 ao
24 mec (cpeaHee 3HaveHne 3a 10 mec). 21 u3 30 (70%)
nauMeHToB JOCTUI CHUXEeHU %UMTP9O5 no MeHblen mepe
Ha 5% B TeyeHue cpeaHer NPOAOCIKMTENbHOCTU NeYeHus,
coctaBnsBluiern 10 mec. Y 6 yyacTHUKOB (20%) pa3BuInCb
no6o4yHble addeEKTbI, BKIOYaAA BO30OYKAEHUE, HapyLleHUs
CHa, NOBbIWEHWE KPOBSAHOIo AaBneHus, 6eCnoKONCTBO, CBe-
To60S3Hb, 60/b B XMBOTE U 06e3BOKMBaHWe [27]. XoTH
nccnefoBaHWin, M3y4dalownx MNPUMEHEHUE MOHOTepanuu
GeHTEpPMUMHOM B NeanaTtpuyecKon Nonynsuuun, SBHO Heao-
CTa@TO4HO, 3TU ABa PETPOCMEKTUBHBIX UCCELOBaHUSA MNOA-
TBEPXKAAOT NEePCneKkTUBbl ero NpPUMMEHEHUS B KayecTse
LONOMHEHUS K KOppeKLun obpasa 1U3HW. B oTinyme ot CHU-
KEHUS Macchbl Tena, 0TMEYaeMoro TONbKO MpU U3MEHEHUH



ob6pasa XW3HW, KOTOPOE PeaKOo AOCTUraeT KAMHUYECKOM
3HaYMMOCTH (onpeaenseTcs Kak CHuxeHne maccol nan UMT
Ha > 5%) [28, 29], MOHOTepanua GEeHTEPMUHOM B 3TUX
HabMOAEHUSAX NpPUBOAMNA K KIMHUYECKU 3HAYMMOMY CHU-
weHnto UMT. OgHaKo KayecTBO BbILLEONUCAHHbIX [JOKa3a-
TENbCTB OCTAETCH HU3KUM M3-3a PETPOCNEKTUBHOIO XapaK-
Tepa uccnenoBaHui.

Tonupamar

Tonupamart, Xopowo 3apeKoMeHAoBaBlWKWK cebs npo-
TUBO3MWNENTUYECKMI npenapat BTOPOro MoKoneHus, 6bin
BrnepBble ogobpeH FDA ansg nevyeHuss AETCKOM 3nuencuu
B 1996 . u AN NnpodUNaKTUKN MUTpeHn y ieTen — B 2014 T.
[30]. B HacToslllee BpemMs OH NMOKasaH B KayecTBe cTap-
TOBOM MOHOTEpanuu Mau AOMOJHWUTENbHOM Tepanuu nauu-
eHTam cTaplwe 2 neT ¢ napuuanbHbIMU MAXM MEPBUYHO-
reHepannM30BaHHbIMU TOHUKO-KIOHUYECKUMMU CYAOPOramu,
CBSI3aHHbIMM C CUHAPOMOM JIeHHOKCca — lacTo, M NauneHTam
cTtapuwe 12 net anst npoPunakTuku murpenu [31]. CHuKeHune
Maccbl Tena U nojaBneHne annetuTa ABASIOTCA U3BECTHbI-
MU abdeKTaMM MOHOTepanuu Tonupamatom B neguaTpu-
YeCKux KoropTtax [32], 4TO NpuBENO K UCCNefoBaHMAM ero
3bdPEeKTUBHOCTM B KayecTBe dapmMaKoTepaneBTUYEeCKOro
cpeacTBa Ans nevyeHus oxupeHus. TonupamaTt He aBnset-
ca dapmaKoTepaneBTUHYECKUM CPEACTBOM OT OXUPEHUS,
ofobpeHHbIM FDA, xoTs cneuuanuctel B 06/1acTy Tepanuu
[ETCKOro OXMPeHUS NPOAONKaIOT MCnonb3oBaTh ero [21].

TonupamaT XOpoLO BCACbIBAETCSH B KENYyA0YHO-KHULLEY-
HOM TPaKTe 1 4YaCTUYHO BbIBOAUTCS C MOYOM, MPKU 3TOM NUKO-
Bbl€ YPOBHM B Nia3Me KpoBM AocTuratotes Yeped 3 4 nocne
npuema BHyTpb [24]. MNeproa nonyBbiBEeAEHUSA COCTaBASET
25 4. buopgocTtynHocTb npeBbilwaet 80% nocne npuvema
BHYTPb M CYLLECTBEHHO He 3aBUCUT OT npuema nuwm [24].
TonupamaTt MOXeT Bbi3blBaTb NO60YHbIE 3DDEKTHI CO CTO-
POHbI LIEHTPanbHOM U NepndepruyecKon HEPBHOW CUCTEMDI,
TaKkue Kak napecTte3uu, 3aTyMaHeHHoe 3peHune, NoKpacHe-
HWe CKNep, CBeTO6O0SA3Hb, YCTaNoCTb, COHNMBOCTDb, Aenpec-
CYs, @ TaKXe HapylleHWe KOTHUTUBHbIX QYHKLUMN U KOH-
LueHTpaunn BHUMaHusg [33]. Hanbonee pacnpocTpaHeHHble
no6o4yHble addeKTbl TonMpamaTa, CBA3aHHbIe C NevyeHnem
OXMPEHUS, 3aBUCAT OT LO3bl M BK/OYAOT Napectesuvto/
rMnecTesuto, HapylleHne BKyca, NCMXOMOTOPHbIE HapyLle-
HWUS / TPYAHOCTM C KOHLIEHTPaLUMeER BHUMAHNS / yXyaweHue
namMsaTh, aHOPEKCUIO, HEPBO3HOCTb, HapylleHWe 3peHus,
CYyXOCTb BO PTYy, HapylleHWe HacTpoeHwus, 3anop/aucnen-
CUIO/TOWHOTY / 60J1b B XXMBOTE / AMapeto, FONI0OBOKPYKEHHKE,
60/b B CNMHE, 6ECCOHHULY, MHOEKLIMIO BEPXHMX AblXaTeNb-
HbIX NyTEN U MUrpeHb [34]. JledeHne TonnpamaTom B3pOC0-
rO HaceNeHNs C OXXMPEHUEM He BbI3blBaN0 KaKUX-TMB0 cepb-
€3HbIX NOO6OYHbIX ABNeHuM [27, 35]. [puMeHeHWe npenaparta
NPOTMBOMNOKa3aHO Mpu GEepeMEHHOCTHU, TaK KaK CBA3aHOo
C NOBbIWEHHbIM PUCKOM BPOXKAEHHbIX AePEKTOB pPa3BUTUS
POTOrNOTKK, cepala M MOYenonoBow cuctembl [36-38].
Kpome Toro, TonMpamat MOXET CHUXKaTb 3CTPOreHHbIN KOM-
MOHEHT OpalibHbIX KOHTPALENTUBOB, MO3TOMY MKEHLMHaM
penpoayKTMBHOro Bo3pacta Heo6xoanMmMo cobnoaatb Mepbl
nNpPefoCTOPOXKHOCTH.

Tonupamat B Tepanumn AeTCKOro OXXKUpeHUs

B nutepatype cogepxartca coobuieHmsa o cnocobeTByo-
LLEeM CHUKEHMI0O Macchl Tena addeKTe TonMpamaTa B neau-
aTPUYECKMX Fpynnax — KakK C OXXUPEeHWeM, Tak 1 6e3 Hero.
Y. Mikaeloff u coaBT. ony6nnKkoBanu pesynbTatbl NPOCMNeK-
TUBHOIO MccnefoBaHusa, BKAoYaBwero 207 nauMeHToB
c anunencuen 6e3 OXXUpeHus (cpeaHu Bo3pact — 6,5 ner),
nonyyaBLUMX TONUpamaT (HavanbHaa gosa — 4,7 Mr/Kr/cyT)
nns KoHTpons npuctynos [39]. HabntoaeHne 3a naumMeHTaMu

npoaomKanocb B cpeaHem 5,6 mec. Y 12% nauveHToB pas-
Bunacb aHopekens, 10% CoOBWMAN O CHUKEHMM anneTuTa
M 7% — O CHWXXEHUM Maccbl Tena 3a nepuog uccneposa-
Husa. [dpyrne no6oyHble addeKTbl BKAKOYANM COHIMBOCTb
(10,5%), yctanocTtb (8,5%) 1 runepakTuBHOCTb (7,5%) [30].
AHanorunyHbim o6pasom, B 2005 r. P. Winner 1 coaBT. npoBe-
M PaHAOMWU3UPOBAHHOE KOHTpOAMpyemMoe uccnefoBaHue
TonupamaTta Ans NpodUNaKTUKU MUTpeHn y 162 nauneHTos
6€e3 0XXMpeHusl B Bo3pacTte oT 6 Ao 15 neTt. ABTOPbI BbISBUIU
CHUXEHWe Macchbl Tena y TPeTH y4aCcTHUKOB UcCnefoBaHus,
nofly4aBWMX TomuMpamart, Mo CpPaBHEHWIO C rpynnon nna-
ue6o [40]. M. Shapiro n coaBT. NPOBENN PETPOCMNEKTUB-
HOe uccnepoBaHue, BKAOYaBwee 47 geten M NOAPOCTKOB
6e3 OXMPEHUs, MoayyYaBLUMX TonNupamaT MAM 30HUCaMKUA
ANS NeYyeHns NcUxM4ecKkux 3aboneBaHuin. Mo pesynstatam
nccnegoBaHns aBTOPbl COOBWMANM O CPEeAHEM CHUMEHUMU
UMT Ha 6,1 (n = 47), HecMOTpPs Ha OJHOBPEMEHHOE MNpPHU-
MEHEHWe aHTUNCUXOTUYECKMX MpenapaToB, MHOIME U3 KOTO-
pblX, KaKk W3BECTHO, Bbl3blBAlOT yBENMYEHUE MaccChl Tena
[33].

Taknm 06pas3om, y naLMeHToB NOAPOCTKOBOrO BO3pacTa,
noJly4aBLIMX MOHOTEPANUIO TONMMPaMaToM KakK A5 KOHTpons
NPUCTYNOB 3NWUAENCUN, TaK U ANS NPOPUNAKTUKN MUTPEHH,
HabnoaalTca NOCTOSTHHOE NoJdaBeHne anneTuTa u nocne-
ayloliee CHUXeHWe macchl Tena, aHalormMyHo ToMy, 4T0 6bI10
OMnucaHo y B3POC/blX MaLMEHTOB, MOJyYaBLIUX TONUpamar.
C y4eToM 3TWX AaHHbIX KAWHUYECKME uccneaoBaHus Oblin
HanpaBneHbl Ha U3y4yeHne Tonnpamata B Kayectse dapma-
KOTepaneBTUYECKOro cpeacTBa MNpu AETCKOM OXMPEHWW.
B 2019r. A. Consoli n coaBT. npoBenv 8-HeaenbHOe ABOMHOE
cnenoe paHLOMM3UpPOBaHHOE mMnauebo-KoOHTpoMpyemoe
ncecnegoBaHve tonupamata (50-200 mr/cyT) y 62 4yeno-
BEK (KaK Monofgblx, Tak U B3POCAbIX, CPeAHWUI BO3pacT —
24 ropa) ¢ cuHapomom lMpagepa — Bunnu [41]. XoTa B rpyn-
ne, nosyyaslen TonuMpamaT, He Habn4anocb 3HAYUMOro
CHW»eHua cpegHero MMT no cpaBHeHuto ¢ nnauebo, oTMme-
Yanocb 3Ha4YuUTENbHOE yNyylWeHWe rnoKasaTenen no onpoc-
HUKY rMnepdaruun [lakeHca cpean naumeHToB, NoyyYaBLmx
Tonupamart, No CPaBHEHUIO C KOHTPOJIbHOW rpynnown [41].

B 2015 r. C.K. Fox u coaBT. npoBenu peTpocnekTMBHOE
nccnegoBaHve, BKAOYaBlee 28 MOMOAbIX SIIOAEV C OXMU-
peHnem (cpefHuit ucxoaHbit UMT — 46,2 + 10,3 Kr/M32),
KoTopble nofiydanu TonupamaT (o1 25 go 125 mr exe-
OHEBHO) B TeyeHMe 6 mec B [ONOMHEHUE K KOppeKuuu
o6pa3sa Xu3Hu. Ha 12-i1 Hea Habntoganocb CHUXeHne UMT
Ha 2,5% C AOMNONMHUTENbHbIM CHUXEHWEM K 24-i Hef Ha 2,4%
(p <0,001) [30]. B2016 1. 3TMK e aBTOpamu Gblio NpoBe-
4EeHO ABOWMHOE cnenoe paH4oMU3npoBaHHOE nnaLe60-KoH-
Tponupyemoe nccnegoBaHme 6en1K0BbIX 3aMeHUTeNen NULM
C nocneayowmnm NnpMMEHEeHNeM TonmpamaTa U cpaBHeEHUEM
¢ nNnauebo Ans fnevyeHns NoaApPOCTKOB C OXKMUpeHHneMm (n = 21)
[42]. NauneHTbl NepBUYHO NPOLNN 4-HeaenbHylo Tepanuio
6eNKOBbIMM 3aMeHUTENAMU MWLM, a 3aTemM NpUCTYyNuau
K 24-HenenbHOM Tepanun TonMpamaTom B 1o3e 75 Mr B [IeHb
nnun nnaue6o. He 66110 BbISBIEHO CYLWECTBEHHbIX Pa3/Inynn
B cpeAHeM m3meHeHun UMT mexay Tonupamatom v nna-
ue6o Ha 24-in Hea NO CPaBHEHMUIO C UCXOAHBLIM YPOBHEM.
Heo6x0a1MM0 OTMETUTb, YTO BCE TPM UCCNeL0BaHUA XxapaKTe-
pu3yloTcsa He6ObLWOW BbIGOPKON Ans onpeneneHusa apodek-
TUBHOCTM TONMMpPamara no cpaBHeEHUIO ¢ nnawueto.

deHTepMuH/TONMpPamar

YuntbiBas adOEKTUBHOCTb MOHOTEpanuu GeHTepMUu-
HOM M TOMMpamaToM ANns NevyeHns OXKupeHus, 6bin paspa-
60TaH KOMOGMHMPOBAHHbIN Npenapar 4Ng NnpMemMa 0auH pas
B I€Hb, KOTOPbLIV NO3BONSET NPUMEHATH 06a AENCTBYOLWMX
BellecTBa B 60/see HU3KWUX A03ax U xapaKTepusyetcs
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YAYYWEHHBIM Npodunem 6e3onacHocTU U 3dOEKTUBHO-
ctn [43]. 3Ta KOMGMHauWsa obGecneyMBaeT HeMealeHHoe
BbICBOOOXKAEHNE dEeHTepMUHA AN CHUXKEHWs annetuTa
B Hayale 4HSA M NPOSIOHTMPOBAHHOE BbICBOGOXAEHWE TOMKU-
pamarta AJs CHWXEHWUs annetuta B KoHue aHa [44, 45].
Kom6uHupoBaHHbIin npenapat PEH/TIM ¢ nponoHrupo-
BaHHbIM BbICBOOOXAEHMEM B HacTosilwee Bpems 0406-
peH FDA B crnegytowmx go3ax 419 CHUKEHUS Macchbl Tena
KaK y B3pOoChblX, Tak 'y aeten: 3,75 mr/23 mr, 7,5 Mr/46 mr
n 15 mr/92 mr [46].

deHTEepMUH/TONMpamaT B KayecTBe

KOMOGMHMpPOBaAHHOM Tepanuu Npu 1e4eHumn

OXXUPEHUN B neauaTpumn

A.S. Kelly n coaBT. npoBenu 56-HenelbHOE PaHAOMM-
3upoBaHHOe nnauebo-KoOHTpoMpyemoe ABOWHOE crenoe
nccneposaHne GEH/TIMM coBMeCTHO C KOppPeKLnen obpa-
3a XM3HW Y NOAPOCTKOB C OXuUpeHueM [47]. MMaumeHTobl
(cpeaHnn Bospact — 14,0 £ 1,4 roga, cpeaHun UMT —
37,8 £ 7,1 kr/m?) 661K pacnpefeneHsl B cheaylolme rpyn-
nel: 1) nnaue6o (n = 56); 2) PEH/TIMNM 7,5 mr/46 mr (n = 54);
3) PEH/TMNM 15 mMr/92 mr (n = 113). lNepBUYHON KOHEY-
HOM TOYKOM OblIO cpeaHee MpoueHTHoe nameHeHne UMT
C MOMeHTa paHaomusauumn ao 56-n Hea. Ha 56-1 Hepn (no
CPaBHEHUIO C UCXOAHbIM YPOBHEM) HAGMOAAN0Ch CHUXKEHNE
MMT — Ha 10,4% B rpynne 3, Ha 8,1% B rpynne 2 1 He3Ha-
yutenbHoe — Ha 0,2% — B rpynne nnaue6o (p < 0,001).
Habnoganocb CTaTUCTUYECKU 3HAYMMOE CHUKEHWE YPOBHS
TPUrANLEPMAO0B (Ha 21%) M NOBbIWEHWE YPOBHSA XONeCTEpPU-
Ha NMMNONPOTEN0B BbICOKOW NIOTHOCTH (Ha 10%) no cpaBHe-
HMIO ¢ Nnauebo B 06eunx rpynnax nevyeHuns. B nccnegosaHuu
coobLanocb 0 TPEX CEPbE3HbIX HEXenaTebHbIX ABEHUSAX
(KaMHK B KeNYHbIX NPOTOKax, Aenpeccus u cynunganbHble
MbICM) Y ABYX YY4aCTHUKOB, KOTOpble 6bl1M PaHAOMMU3NPO-
BaHbl B rpynny 3.

MoGouHble ABNEeHUs

YacTbiMW NOBOYHBIMU SBAEHUAMU B KIMHUYECKUX UCTIbI-
TaHnax ®EH/TMM 6binn napecte3ns, roIOBOKPYKEHUE,
avcreB3unsl, 6eCcCoHHMLa, 3anop, TaxuKapaums M CyxocCTb
BO pTy. lNo6GoyHble §BAEHMUSA, KaK NpaBuio, 3aBUCEM
OT LO3bl ¥ UMEIOT NErKYI UAN YMEPEHHYIO CTEMEHb TAXe-
ctn. Coobuwanocb 0 HEBGONbLWOM KONMYECTBE CEPbE3HbIX
NOo6OYHbIX SABIEHWUNA, B OCHOBHOM KhnacCUOUUMPOBaAHHbIX
KaK cepaeyHo-cocyaucTble. NpoTuBonoKasaHmsa K npume-
HeHuto PEH/TIMM conocTtaBUMbl C NPOTMBOMNOKA3aHUAMM
K MHAMBMAYaNnbHOW Tepanuu GeHTEpMUHOM M Tonupama-
ToM. lpuem aToro npenapata He cnefyeT Pe3Ko npekpa-
WaTb, TaK KaK CywWwecTBYeT MOBbILWEHHbIH PUCK BOSHUKHO-
BeHUs cygopor. Kak u npuv moHOTepanuu TonupamaTom,
CyllecTByeT TepaToreHHbll PUCK; TaKnMmM 06pa3oM, nauu-
E€HTKW AEeTOPOAHOro Bo3pacTa AO0/IKHblI 6blTb NPOUHOP-
MUPOBaHbl O BO3MOMHbIX BPOXAEHHbIX AedeKTax, U UM
HaCTOSATENIbHO PEKOMEHYETCA MCNOAb30BaTh NPOTUBO3a-
yaToyHble cpeacTea [46].

PekomeHaaLMm No Ha3Ha4YeHUIo0

YuutbiBaa yBenundeHue yucna dapmakorepaneBTuye-
CKUX CPEeACTB ANS NIe4EeHUS OXKUPEHUS, HEOBXOAUMO YuM-
TbiBaTb WX AOCTYMHOCTb M CTOMMOCTb BO BCEX KOropTax
M coumanbHbix cnosx [48]. Yactota Ha3HavyeHua dapma-
KOTepanuu OXWPeHUs Yy aeTen ocTaeTca HeLOCTaTO4YHO
n3y4yeHHon. B 2021 r. 6bi10 ony6IMKOBAHO MCClenoBa-
HWe PeecTpa OLEHKM Maccbl Tefa y AeTEN C OXUPEHMEM
(POWER) B CoeaunHeHHbIx LITatax o npakTMKe Ha3HavyeHus
nekapcTtB B paMKkax 30 negMaTpuYeCcKmMx NporpamMm no CHU-
eHuto Maccbl [13]. CornacHo 3TUM AaHHbiM, B 2017 T.

53% nporpamm npegnaranu dapmaKkoTepanuio Oxupe-
HUS, 4YTO Ha 19% 6onble MO CPaBHEHUIO C MOoKasaTens-
MU Ha3Ha4YeHMa NIeKapCTB B pamKax TeX e nporpamm
B 2014 r. B 2014 r. meTdOpPMUH cHMTancsa Hambonee 4acTto
Mcnonb3yemblM npenapatoMm, HO K 2017 r. Tonupamar
noaHANCS Ha nepsBoe mecTo. Hanbonbliee yBenunyeHue
MCMNONb30BaHWS C TEYEHUEM BPEMEHU, O KOTOPOM CO06-
Wwanocb, Habnwhanocb NpuM MOHOTEpanuMuM TonMpamaTom
N GEHTEPMUHOM.

B HacToslwee Bpemsa He CyLecTBYET YHMBepCasbHbIX
peKkomMeHAauni No AO3MPOBaHUIO U MOHWUTOPUHTY dapma-
KoTepanuu OXWpPeHWs B neauaTpuyeckon nonynauuu [13].
deHTEpMUH AoCTyneH B TabneTkax WAM Kancynax no 8,
15, 30 n 37,5 mr. MHOrne Bpayv nNpeanoynTaloT HauynHaTb
¢ 6051ee HM3KKX 03 (8 MnKn 15 Mr B Ai€Hb) U KOHTPOAMPOBATL
peaKkumio, 4To6bl onpeaenntb HeoO6X0AMMOCTb TUTPOBAHMS
10 60nee BbICOKOW A03bl [49]. MHOIrMe neanaTpuyecKkune npo-
rpaMMbl MO CHUXEHMWIO MaccChbl NpeanonaratoT MOHUTOPWUHI
AVHAMUKKM apTepuanbHOro AaBneHns 1 4acToTbl CEPAEYHbIX
COKpalleHn B TeyeHue nepBbiX 3 MEC, a TaKKe OLLEHKY
anHamukn UMT Kaxkable 1-3 Mec ansa oueHKn adpdeKTUBHO-
cTn nevenuns [50, 51]. o3y TonMpamarta nocTeneHHo NoBbl-
WwatoT B TeyeHne 4—8 Hej B COOTBETCTBMM CO CTaHLapTHOM
NPaKTUKOW, WM3/0XKEHHONW B PEKOMeHAauuax No AeTCKOM
anunenTonornu. Yacto naumeHTy HagdHadvaloT 25 Mr Ha HOYb,
yBenunynBas go3y Ha 25 Mr Kaxaylo Heaento, noka He 6yaet
LOCTUrHYTa uenesas go3a ot 75 go 100 mr, npu aTom nocne-
[oBaTeNbHO OLLEHMBAIOTCA MEPEHOCMMOCTb U IDDEKTUB-
HOCTb [24, 39]. Kak npaBu1no, Ans Ie4EeHUS OXKMPEHUS Yy AeTER
yCcTaHaB/NMBaeTcsa MaKcumanbHas gos3a B 200 Mr B AeHb.
XOTS cTaHAapTHbIX NPaBuWA NpeKpalleHns dapmaKkoTepanuu
OXMpPEeHUs He cyuiectByeT, ecnn MMT npoponkaeT yse-
IM4MBATLCSH WMAM MaUMEHT MUCMblTbiBAeT HebnaronpusaTHble
no60YHble ABNEHUS, 6OMIbLWMHCTBO Bpavyen NnepexoasT K alb-
TEPHATUBHOMY fledyeHuto. NpumeHeHne KOMOBUHUPOBAHHOMO
npenapata peKkoMeHAyeTCs MNpPeKpaTUTb Mpu OTCYTCTBUM
oTBEeTa Ha Tepanuio B TeyeHue 12 Hepn [47]. MakcuManbHbIf
nccnefoBaHHbIN MPOMEXKYTOK NpueMa KOMOGUHUPOBAHHOMO
npenapaTtay nopocToB cocTaBun 56 Hep [47].

3AK/IIOMEHHUE

OxkupeHuey fgeten aBnseTcd MHOrobaKTopHbIM, COXKHbIM
XPOHUYECKMM 3aboneBaHmneM, KOTopoe TpebyeT KOMOUHMUPO-
BaHHOIO fieveHus. PacTywas 4OCTYNHOCTb 0406peHHbIX FDA
dapmaKkoTepaneBTUYECKUX CPEACTB A5 CHWUMKEHWUS Macchl
Tenay aetev npegocTtaBaseT BpadyaM HoBble U 3PdEKTUBHbIE
MHCTPYMEHTbI ANS NIEYEHUST 3TOrO CNOXHOro 3aboneBaHus.
B 10 Bpemsi Kak MoHOTepanusa GeHTepMUHOM MK Tonupama-
TOM [IOCTYIMHAa YXe HeckonbKo aecatunetun, PEH/TMNM — ato
KOMOMHMPOBAHHbLIN NpenapaTt C KOHTPOAMPYEMbIM BbICBO-
O0XAEHWEM, Ha3HayaeMbll OAWMH pa3 B [AeHb, KOTOPbIV
HeaaBHO 6bls1 ogo6peH FDA ans Tepanuu OXXUpeHus y aeTen.
AddekTnBHocTb PEH/TIM OOCTOBEPHO BhIllE MO CPaBHe-
HWUIO C MOHOTepanuen opaucTatoMm M GeHTEPMUHOM, ABYMS
OpyrumMu npenapatamu, ogobpeHHbiMn FDA B 3TOM BO3-
pactHou rpynne [45]. YuuTbiBag 60/blIyI0 HEOAHOPOAHOCTb
peakuuit, oTMeYaeMbIX MPU NIEYEHUN OXKMPEHUS, Hanuyue
HECKOJIbKMX AOCTYMHbIX NpenapaToB NO3BONSET BpayaM npu-
MEHSTb NEPCOHANU3UPOBAHHbIN MOAXOA U HadHayaTb Hanbo-
nee addEKTUBHBIN M AOCTYMHbIW Npenapar.

HecmoTps Ha pacTywun uHTepec K dapmarkoTepanuu
OXMpeHUs B neauatpuu, GakTUYecKue fdaHHble OcTaloT-
CSl OrPaHMYEHHbIMM W, KaK MpaBW/IO, HUM3KOro KayecTBa.
CyliectByeT HEO6XO0AMMOCTb B pa3paboTKe U NpOBeAeHUHU
HaAEXHbIX KOHTPOIMPYEMbIX UCCNEA0BaHUIA AN AanbHEn-
Wwero ndyyeHmsa 6e30nacHoCTv 1 aGPEeKTUBHOCTU ITUX Npe-
napatoB B neguaTpuMyecKoM NONynsiLuMM KaKk B KadvecTBe



MOHOTEpPanuu, Tak n B BUaAe KoMbuHaunu. OTCyTCTBME BbICO-
KOKa4eCTBEHHbIX GaKTUYECKMX AaHHbIX MPUBOAMT K MOCTO-
SAHHOMY CHUXEHWIO NMoKa3aTenen Ha3Ha4yeHus npenapaTos,
HECMOTPS Ha PeKOMeHAauMu UCMOoNIb30BaHUS B KavyecTse
nevyeHuns nepson nuHuu [13]. HeB3Mpasa Ha To, YTO AaHHble
06 3bDEKTUBHOCTM AOCTYNHOM dapMaKoTepanun oxupe-
HUS SBASIOTCA MHOrOOG6€eLaloWmMMKU, Bpadym MNo-npexHemy
LEMOHCTPUPYIOT HeXenaHue Ha3HayaTb 3TW npenapatl,
4yTO HamMbonee 4acTo CBSA3AHO C OTCYTCTBMEM AOCTOBEPHbIX
CBefeHnn 0 6e30MacHOCTU UX NPUMEHEHUS B neguaTpuye-
CKOM nonynsiumMu. 3TUM NpensaTcTBUSAM HEOBX0AMMO MPOTU-
BOAENCTBOBATb, NPeLOCTaBNAA Bpayam COOTBETCTBYIOLLYIO
MHPopmMaumo 06 adPEKTUBHOCTM M 6€30NacHOCTU Npume-
HEHWS yKa3aHHbIX NpenapaToB y AeTeN.
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'.) Check for updates

Y.lWI. AwpadoBa, 0.C. KynpusHoBa, E.K. Kapmasuna, 0.A. KnoukoBa,
A.M. MamepbsipoB, E.B. KomapoBa, M.U. UBappaBa, IA. Kapkawap3se

HWW neanaTpun n oxparbl 3gopobs aeter HKL N2 dIrBHY «PHLIX nm. akaa. b.B. MNeTpoBcKoro,

MockBa, Poccuitickas deaepaumsa

NMepcoHaM3UpoOBaHHbLIU NoaxoAa

K NTPUMEHEHUI0 MeTo40B
POOOTU3UPOBAHHOU MexXaHoTepanuu
y AeTeu ¢ LepeopaibHbIM napajin4yom
Pa3HbIX BO3pPACTHbIX rpynnmn:

0030p nuTepaTypbl

ABTOp, OTBETCTBEHHbIA 3@ NepPenucky:

AwpagdoBa YnbBusi LLlaxuHoBHa, MNafWUi Hay4YHbIA COTPYAHUK OTAeNa pa3paboTKW Hay4HbIX MOAXOLOB K BEAEHUIO JeTEN C ABUTaTENbHbIMU HapYLIEHNS-
mu HUW negunatpum u oxpaHbl 3g0poBba geteit HKL Ne2 dIrBHY «PHLX um. akaa. b.B. Metposckoro» MuHo6pHayku Poccuu
Appec: 119333, Mocksa, yn. doTtneBow, 4. 10, cp. 1., Ten.: +7 (968) 492-44-56, e-mail: doc.ashrafova@gmail.com

Peabuautaumns ageten ¢ ABUratesibHbIMWU HapyLLEHUSIMU — HErNpPepbiBHbIA, MHOrO3TarHbIA 1 AMHaMUYE€CKUI rpoLjecc, ocy-
LjecTBAsIEMbIN HA OCHOBE MHAMBUAYaAM3aLmMm nporpamMmmel, 3OEKTUBHOCTb KOTOPOro 3aBUCUT OT MHOIMX BaKHbIX akK-
TOPOB, HaYMHasi OT CO3HATEJIbHOCTU U MOTHMBALIMM CaMOro nawumeHTa, ero peabuanTaLMoOHHOro noTeHumana u 3akaHynBas
npuMeHsieMbIMU MeToJaMu BOCCTaHOBMUTEIbHOI O /le4eHuns. B nociegHue rogsl B peabuantaymumu npomcxoasnT r/obasbHble
M3MEHEHMS], CBS3aHHbI€ C BHEAPEHNEM POBOTU3NPOBAHHOM TEXHUKN. OAHUM U3 COBPEMEHHbIX METOAOB SB/SIETCS PO6OTH-
3MpoBaHHas MexaHoTeparus, NPeMMylLecTBa KOTOPOM 3aK/1104aloTCs B LNPOKNX BO3MOXKHOCTSIX UBMEHEHMS napaMeTpoB
TPEHMPOBOK, HEMNPEPbLIBHOM KOMIMbIOTEPHOM aHasim3e ABUratesibHbIX QyHKLMI, BO3MOXKHOCTH MPOBEAEHUS] TPEHNPOBOK
C UMHTaUMEN ABMKEHUM, B/TIN3KUX K puanonorndeckum. CoBpeMEHHOE NMpeAcTaBeHNE O BO3MOXHOCTSX MU OrpaHNM4YeHUsIX
rnpuMeHeHus Po60TU3MPOBAHHbIX KOMIJIEKCOB B peabunutaymumu AeTen ¢ LepebpasibHbiM napaanyom no3BoJAUT UCKIOYNTb
OLIMGKM M OCJIOIKHEHMUS MPH NMPOBEAEHUU KOMMNIEKCHOr0 BOCCTAHOBMUTEIbHOI0 JI€YEHMS M ONTUMasIbHO MCr0JIb30BaTh BCE
rnpenmyliecTBa JaHHOro MeToja.

Knro4eBble cnoBa: po60TM3nMpoBaHHasi MexaHoTepanus, AeTcKas peabunutaumns, AETCKuI LepebpasbHbli napasany, crna-
CTUYHOCTb, AABUraTe/IbHbl€ HapyLIEHUS, IK30CKENETbI

Ans ymtupoBaHuns: Awpadosa Y.LU., KynpusHosa O.C., KapmasuHa E.K., KnoykoBa O.A., Mamegbsapos A.M., Komaposa E.B.,
MBapaasa M.WN., Kapkawapa3se INA. [lepcoHanM3npoBaHHbIM NOAX04 K MPUMEHEHMIO METOA0B PO6OTU3UPOBAHHON MEXaHo-
Tepanuu y aeten ¢ LuepebpanbHbiM Napanan4yom pasHbiXx BO3pacTHbIX rpynn: 0630p nuTepatypsbl. [leguatpuyecKkas papma-

Kosnorus. 2023;20(6):588-596. doi: https://doi.org/10.15690/pf.v20i6.2668

BBEJAEHHUE

B Hayane XX| B. 6bin caenaH 3HaAYMTENbHbIA MPO-
pbiB B pa3paboTKke, pa3BUTUX U UCMONb30BAHUN METO-
ONK POBOTU3MPOBAHHON MexaHOoTepanuu Npu pasanyHblX
JBUraTenbHbIX HapylweHuax. MexaHoTepanuss Ha ceroj-
HAWHWA AEHb LWWPOKO MNMPUMEHSieTCs B peabunuTauuun
NpPenmMyLLeCTBEHHO B3POC/bIX NaLMEHTOB U NMOAPOCTKOB.
BO3MOXHOCTM MPUMEHEHUS OaHHbIX METOAOB peabu-
nuTauMn y aeter paHHero M [AOLWKOJbHOrMoO BO3pacTa
B HacTosllee BpemMsa OorpaHUM4yeHHbl M3-3a MUHUMabHON
npeacTaBAeHHOCTU chneunanM3MpoBaHHbIXx annapartos,
noaXoAsWMX AaHHOW rpynne aeTen no napameTrpam Gusun-
4eCKOro pa3BuUTUS, M HeAoCTaTKa NepcoHaNn3npPoBaHHbIX
aNropuTMOB WX NPMMeHeHns. BmecTe ¢ TeM Mcnosib30Ba-
HMEe POBOTU3MPOBAHHbLIX TPEHAXKEPOB Yy AETEN PaHHEero
BO3pacTa cnocobecTByeT GOPMUMPOBaHUIO GU3NONOTUY-
HOro NaTTepHa ABUXEHWUKN, MOArOTOBKE peBEHKA K aKTUB-
HOW BepTUKanu3aLuum, caMoCTOATE/IbHOM Xo0ab6€e 1 caMo-
06CNyKMBaHUO, NO3BONSET M36exaTb HEOOBXOAUMOCTHU
nepeobyyeHusa B cly4ae KOMNEHCATOPHbIX ABUraTeNbHbIX

HapyweHnn. 370 0CO6EHHO aKTyanbHO ANA NaLUMEeHTOB
C AETCKMM LepebpanbHbiM napanunyom (ALIM), nockonbKy
CBOEBPEMEHHOE NPUMEHEHNE MexaHoTepanuu No3BongeT
CKOpPPEKTUpPOBaATb NaToJIOTMYECKUIN CTEPEOTUN ABUMKEHUN
W HanpaBWTb ABUraTefibHOEe pa3BuUTHE pebeHKa No ONnTu-
ManbHOW TPAEKTOPUK C CaMbIX PpaHHMUX 3TanoB, 4YTO B UTOre
B/IUSET He TOJIbKO Ha MOTOPHOE pa3BUTUE, HO U Ha BO3-
MOMHOCTM MCUXOPEYEBOr0 Pa3BUTUS, 0OYYEHWUS U COLM-
aNbHOW MHTErpaumu.

MEXAHOTEPAMUA

MexaHoTepanus — 370 04HO U3 BaXKHENLINX B HACTOALLMI
MOMEHT HanpaB/ieHu B peabunmTaLunm, B OCHOBY KOTOPOro
3a/10XeHO BbINOJIHEHWE [O3UPOBAaHHbIX YNpaXKHeHWW (npe-
MMYLLECTBEHHO AN OTAE/IbHbIX CErMEHTOB KOHEYHOCTEMN),
OCYLLECTB/IAEMbIX C NMOMOLLbIO CreunanbHbiX MeAULMHCKUX
YCTPOMCTB, 0b6feryaiowmx ABUKEHUS nam, HaobopoT, Tpeoby-
IOLLMX AOMONHUTENbHbBIX YCUIWIK AN UX BbINOAHEHMS [1].

BO3MOXHOCTM COBPEMEHHOW peabunuTaLmu paclinpu-
nMcb Gnarofaps NosBAEHMIO NeyebHblX TpeHaxkepos [1].



OHu npeacTaBnsAoT cO60M cneuuanbHble YCTPOWCTBa, Aen-

CTBME KOTOPbIX HampaBfIEHO Ha KOPPEKLMIO naTtofiornye-

CKMX YCTAHOBOK TyNOBMILA W KOHEYHOCTEW, yBENMYEHUE

MbILIEYHOM CWIbI U MOABUMKHOCTM B CycTaBax, a TaKxe

Ha MnoBblWeHMe 06Le MOBUIBHOCTU U BbIHOCIMBOCTH 60/1b-

HbIX MYTEM BbIMONHEHUS JO3MPOBaAHHbIX ABUXEHUN [1].
MpeanoxeHa cnegywouas Knaccudukaumsa TpeHaxep-

HbIX annapaTtoB MexaHoTepanuu [2]:

1) TpeHaxepbl, CNOCO6GHbIE Y4YUTbIBATb M TOYHO OLIEHMBATb
KayecTBO ABMKEHWS W [BUraTeNbHOro BOCCTaHOBIE-
HWS,, — AMArHOCTMYEeCKMe annapatbl 1 annapaTbl ¢ 61o-
JNIOrMYEeCKOoM 06paTHOM CBA3bIO;

2) TpeHakepbl, MOMoraolme BblAeNnsiTb OTAeNbHble da3bl
NPOW3BOJbHbIX ABUXEHWUI, — MOAAEPHKMBatOLIME, OUK-
cupytolme annaparThl;

3) TpeHakepbl, NO3BONSAOLUINE JO3UPOBATbL MEXAHUYECKYIO
HarpysKy Npu BbINOJHEHUN ABUKEHWI U YIPAKHEHUN, —
TPEHMPOBOYHbIE annapaTbl U TPEHAXKEPDI;

4) KOMGMHMPOBAaHHbIE annapaTbl, NO3BONSAOLINE MOAENM-
poBaTb He TOJIbKO OTAE/bHbIE ABWUMKEHWUS, HO U LIEeNoCT-
Hble JTOKOMOTOPHbIE aKTbl, BKJOYas MCMonb30BaHWe
cTabunorpadmnyeckux nnatdopm n o6paTHOM CBA3M.

Mo cTeneHn yyactusa 60/1bHOroO annapaTbl Aenarcs Ha [1]:

° annapatbl NAacCUBHOro AENCTBUSA — ABUMKEHUSA GObHO-
ro OCYLECTBNAIOTCS B NPUHYAUTENbHON dopMe 3a cyeT
paboTbl camoro TpeHaxepa. Cioga OTHOCATCH LMKAnYe-
CKUWe TpeHaxepbl, X MoaAMdUKaLIMM 1 BEPTUKANU3ATOPbI
[1,2];

° annapaTtbl CMELIaHHOro TWMa — COYEeTaHMe BO3MOMX-
HOCTEW ABWKEHUS NauMeHTa M annapaTHbIX BO3MOXHO-
cTen, Korga 60/1bHON UCNbITbIBAET OonpeaeneHHyo Guau-
YECKYI0 HarpysKy, HO aKTUBHbIE YMPaXKHEHUS AN HEro
HEBO3MOXHbI, U YacTb YCU/IMI BbINONHSAET 3a HErO Tpe-
Haxep [1, 3]. Takune ycTponcTBa HanpasJ/ieHbl Ha BOCCTa-
HOBfIEHWE CUJbl MbIlUL, BEPTUKANbHOW YCTOMYMBOCTH,
6anaHca Tena npu xoabbe [3];

° annapartbl aKTMBHOIO ENCTBMS — MNpuU paboTe C KOTo-
pbiMKM 60MILHOW MCMONb3yeT UMetolWMnecs ABUraTesb-

Hble HaBbIKW C NPUKNaAblBAHWUEM COGCTBEHHbIX YCUIWUM

AN9 ABUXEHUI pblyaroB TpeHaxepa [1, 3].

JPDEKTMBHOCTb anmnapaTtHOM TPEHWPOBKKM 3aBUCUT
OT NIOKanu3auuu M ypoBHS TpaBMbl, CTaanW BOCCTAHOBMU-
TeNbHOro npouecca, COMNyTCTBYWOLMX 3a60/ieBaHUI, BO3-
pacTa, cTeneHn MoTMBaLKUK nayumeHTa [1].

OCOBEHHOCTHU ABUTATEJ/IbHbIX

HAPYLUEHMHA Y AETEH C ALIN U MEXAHU3MbI

HEHWPOMJIACTUMHOCTH, JIEXXALLUE B OCHOBE

HEWPOPEABWINTALIMU

MoBpexaeHns rofoBHoro mo3ara y geten ¢ AUM Bo3-
HWKAIOT OYeHb paHO W 3aTparuBaloT Bce cdepbl pas-
BUTUS pebeHKa, 0CO6eHHO ABuraTeflbHyt, 4YTO CNoco6-
CTBYET OTCYTCTBMIO OMblTa HOPMasabHOW MPOMNpUOLENLMK.
«[TONIOXUTENBHBIM aCMEKTOM» pPaHHEro MnoBPEXAEHNS
rONOBHOrO MO3ra y AeTew ABASEeTCS BO3MOXHOCTb UCMOJb-
30BaHMUs M3HaYallbHO MMEILLMXCA PECYPCOB HEMpPOHasb-
HOM NNIAaCTUYHOCTU — «PE3EPBHbIX» HEMPOHOB M NPOBOAS-
Wwmx nyten — angd GopMMPOBAHUSA LEHTPallbHOW HEPBHOM
cuctembl (LUHC) yenoBeKa Ha paHHux aTanax [4]. OgHako
B nocneaywoulem 60/blias MX YacTb «HE MCMNOJNb3yeTcs»
M NocTeneHHo yTpaymBaeTcs [5].

MocKonbKy NpoLecchbl MMENMHU3ALMKN U CUHaANToreHesa
nocse pPoX/aeHUs OCTalTCSH He3aBepPLIEHHbIMU, B pe3ybTa-
Te BO3AeNCTBUSA QYHKLMOHANbHbIX HAarpy30K Ha OpraHuMam
3anycKalTcs MexaHn3Mbl GOPMUPOBAHUS HOBbLIX CUHanM-
TUYeckux cBasen [4]. Tak, nyTem o6pa3oBaHMa «4OMOJHU-
TeNbHbIX» NyTEN U C UX coxpaHeHneM passutue LUHC nocne
poxaeHus pebeHka npopomxaetca [4]. CoBeplieHCTBYS
N KOPPEKTUPYS UMEtoLLMEcs ABUraTeNbHble HaBbIKK Nocpea-
CTBOM pa3/IM4yHbIX METOJ0B Helpopeabunutaumu, cneuu-
anuCcT BO3AEWCTBYET Ha MeXaHW3Mbl HEMWPOMNIacTUYHOCTH
[4, 5]. MoaTomy BCce NpeacTaBNEHUsT O HEMPOMIACTUYHOCTH,
roeops o getax c¢ AUIM, cBoasatcs K paHHeW aKTuBaLuu
nocTpafaBLIMX KOHEYHOCTEN C LIebl0 MPaBWIbLHOIO pas-
BUTUA UMEIOLLMXCH U OCBOEHWUS HOBbIX «AOMOJIHUTENbHbIX»
npoBoAsALmMX nyTen [5].

Ulviia Sh. Ashraphova, Olga S. Kupriianova, Elena K. Karmazina, Olga A. Klochkova,
Aiaz M. Mamedieiarov, Elena V. Komarova, Marika I. Ivardava, George A. Karkashadze

Research Institute of Pediatrics and Children’s Health in Petrovsky National Research Centre of Surgery,

Moscow, Russian Federation

A personalized approach to application of robotic
mechanotherapy methods in children with cerebral palsy

of different age groups (review)

Rehabilitation of children with motor disorders is a continuous, staged and dynamic process carried out on the basis of
individualization of the program, the effectiveness of which depends on many important factors, starting from the consciousness
and motivation of the patient, his rehabilitation potential and ending with the methods of medical rehabilitation used. In recent
years, global changes have been taking place in rehabilitation related to the introduction of robotic technology. One of the
modern methods is robotic mechanotherapy, with the advantages of the wide possibilities of changing training parameters,
continuous computer analysis of motor functions, the possibility of training with simulated movements close to physiological
ones. The modern introduction of the possibilities and limitations of the use of robotic complexes in the rehabilitation of children
with cerebral palsy will eliminate errors and complications during complex medical rehabilitation and optimally use all the

advantages of this method.

Keywords: robotic mechanotherapy; children rehabilitation, infantile cerebral paralysis, spasticity, motor disorders,

exoskeletons
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CoBpeMeHHble PyHKLMOHaNbHble METOAbl HEMPOBU3Ya-
NM3aunn NO3BONASIOT NPOCAEAUTb U3MEHEHMS, MPOUCXOAS-
Wwu1e B rofIOBHOM MO3re, YTO nMomoraeT nogobpaTb U pas-
pa6otatb 3abdEKTUBHbIE CcTpaTernM peaduanTaLUOHHOM
nporpammel [4, 6]. Tak, 6bI10 BbIABAEHO, YTO aKTMBALUSA
CEHCOMOTOPHbIX 061acTel Kopbl rOSIOBHOIO MO3ra MOXET
Bbl3bIBaTbCA NyTEM HAGNOAEHUS 3a KAKUM-TMOO0 ABUraTenb-
HbIM @KTOM, €ro MbICNEHHbIM 06Pa30M MK XKe NacCUBHOM
TpeHWpoBKoW [4, 6].

Y nauneHToB, NEPEHECLUNX UHCYNbT, CEaHCbl TPEHUPO-
BOK CMOCOGCTBYIOT pacwmnpeHunto 061acTn Kopbl TONOBHOMO
Mo3ra B 30He M1, oTBevalollen 3a onpeneneHHbli 4BU-
raTefNbHbI CTEPEOTUM, YTO HaANPAMY0 3aBUCUT OT YBENU-
yeHUa obbeMa ABUKEeHUN [6—8]. lNepBble 2 roaa *U3HU
pebeHKa ABASIOTCA KPUTUMYECKMM MEPMOLOM, B TeYeHue
KOoTOporo meponpuatusa no nedexHuto ALUM moryTt 6biThb
apdpeKkTUBHEE, YyeM B 6Gonee nosgHem Bo3pacTte [9].
MMeHHO B 3TO Bpems n1acTM4YHOCTb MO3ra AOCTUraeT CBO-
MX MaKCMMasbHbIX BO3MOXHocTel [9]. PasBuBaloWmincs
Ha JaHHOM 3Tane OnbIT OKa3blBaeT MaKCUMaibHOEe BANS-
HME Ha OCBOEHME U YKPEenneHue HOBbIX HAaBbIKOB W Mpu-
cnocobneHne opraHuM3amMa K KOHKpeTHon cpepae [9, 10].
Hanpumep, KpUTUYECKUIN nepuos PasBUTUS 3PUTENbHON
KOpbl Yy AeTen C NpuobpeTeHHON ambnnonnen — o 7 ner.
N aHanormyHo — KoxneapHblM UMNAAHT NPU paHHen ray-
XOTE€ UMEET MaKCUManbHylo 3PDEKTUBHOCTb B TeYeHUe
nepBbIX 7 NeT }u3Hu [9, 10].

KpuTHyeckum nepnogom Ans oBnafjeHns ectTeCTBEHHbIM
A3bIKOM SIBNSAOTCA NepBble 6 NeT KM3HW, Nocne Yero cno-
COBHOCTb K OBNafleHMI0 3TUM HaBbIKOM MOCTENEHHO CHUXA-
eTcq, a nocne 12 net pe3ko 3ameansetca [10].

Y feten HeMponnacTMYHOCTb BblpaxeHa ropasgo oTyeT-
nvBee, YTo NO3BONSET UM BOCCTAHaBNMBATLCS NOC/ie MO3-
roBblX TpaBM 6bicTpee U adpdeKTUBHee, YeM GONbLIMHCTBY
B3pocnbix [4, 9]. Ucxoaa n3 BbILEN3OKEHHOrO, aBTOPbI
CYMTAIOT, YTO B LIeNSX AOCTUKEHMSA MaKCUManbHOro abdek-
Ta OT peabunuTaunm BaxXHO HaYMHATb le4eHUe KaK MOXHO
paHblLue.

CornacHo knaccudukaunmn O6beanHEHUS MO KOHTPOIIO
AUn B Eepone (Surveillance of Cerebral Palsy in Europe;
SCPE), BblaeneHbl ocHoBHble dopmbl ALM [11]: cnacTu-
4yecKasl, AMCKMHETMYECKMas M aTaKCuyecKasi, U3 KOTopbIX
OCHOBHas 4ons NPUXOAUTCH Ha cnacTuyeckne dopmebl [5].

CoBpeMeHHble [aHHble CBWAETENbCTBYIOT O TOM,
410 y 0K0N0 80% AeTen ¢ uepebpanbHbiM NapaanyomM OCHOB-
HOW Pa3HOBMAHOCTbIO ABUraTesIbHbIX HapyWweHui aBnaseTcs
CNaCTUYHOCTb, @ Y 7% — [AWCKMHE3Ws (BKAlYas AUCTo-
HUIO MK aTeTo3) [12]. CnacTUYHOCTb U AUCTOHUS Bbi3blBa-
0T HEMPOU3BO/bHbIE ABUXKEHUSA U U3MEHEHUS MOSIOXKEHMS
Tena, 4To BAMSET Ha ABUraTe/ibHbl KOHTPOJb U MOXET Mpu-
YWHATL 60nb [13].

CnacTuyHOCTb HapacTaeT B nepuog Haubonee aKTuB-
HOro pocTa U OCBOEHUS PeBGEHKOM [ABWUraTeNbHblX HaBbIKOB
(npumepHO K Bo3pacty 4-6 net) [14], UMEHHO MNO3TOMY
CBOEBPEMEHHAs KOPPEKLMA MbllLEYHOro TOHyca sBnser-
Csl OOHMM U3 onpeaenstowmnx peabunutauMoHHbIX BMella-
TENbCTB NPU CNacTUYECKOM U AUCKUHEeTMYecKkom LM [15].
[oBbIlWEHNE MbILEYHOrO TOHYCa U CYXOXUbHbIX pedrek-
COB, CHU}XEHME MbILLIEYHOM CUIbl, HApyLWeHNUE CENEKTUBHOIO
MOTOPHOI0 KOHTPOJIA 1 yaepKaHus no3bl [16, 17] — Bce 3Tn
CUMNTOMbI NPEeACTaBAAOT CO60M NPOSIBNEHUS MOBpPEXAe-
HMS QYHKLMIN BEPXHETO MOTOHENPOHA, YTO JIEXXUT B OCHOBE
natopusunonorum AUM [16]. HO MMEHHO MbilleyHasa cna-
60CTb M TMNOTOHUS BbICTYNalOT NEPBUYHBLIM MPOSBAEHUEM
nopaeHusa LUHC npwm LN, Toraa Kak cnacTMYHOCTb U BbICO-
Kue pedneKcbl Bbl3BaHbl BTOPUYHOM PECTPYKTypHU3aLmen
HEepPBHO-MbllLIEeYHON cBA3K [16, 17].

Ecnu cnactTMyHocTb oTMedvaeTca nuwb B 75-80% cnyya-
€B, TO Ha/n4Yne MblleYHON CNaboCcTn NpuUcyLLle BCEM Nauu-
eHTam ¢ AU [15, 16].

Bce 60nblie ¢aKToB fOKa3blBatoT, YTO UMEHHO CTENEHb
MbIlWEYHOM cnaboCcTH, a He CNacTUYHOCTU onpeaensieT ABu-
ratefbHblIM AePpUUnT U UHBaNUaAM3aLUmio y naumenTos ¢ LN
B [0Arocpo4yHon nepcnektuse [16, 18]. PauuoHanbHas
paccTaHOBKa aKLUEHTOB Mpu BOCCTAHOBUTENbHOM Sle4YEHMU
C Y4ETOM 0CO6EHHOCTEN M NPOSIBNEHNUI ABUrATENbHbIX HapY-
WEeHWN, a TaKXe COCTOSHMSA MbllEeYHON TKaHW B pasHble
nepuoabl pas3suTua pebeHKka No3BOAMT BbliGpaTbh NpaBuib-
HYl0 TaKTUKy peabunutauvv, MUHUMU3UPYST BO3MOXKHbIE
BTOPUYHbIE OCNOXHEHUA [15, 16, 18].

POJIb MEXAHOTEPANUU

B PEABWIUTALIMM AETEN C AuN

MexaHoTepanus — 370 cOCTaBHas 4acTb KOMMIEKCHON
peabunuTaumu aeten ¢ uepebpanbHbiM napanvyiom [1, 3],
KoTOopas Mo3BOASET AOMOJHUTL M MOBbICUTE 3bPEKTUB-
HOCTb APYrMX MEeTOA0B, Ha4YMHas Co CTaHLapTHOW ne4e6HON
GUBKYNbTYPbl M BNOTb A0 ONepaTMBHbIX BMeLWaTeNbCTB,
YCKOPSAS ¥ yay4ywas nocfieonepauoHHbli Nnepruos BoccTa-
HoBneHus [3, 19].

OaHaKo BKAlOYas B MPOLECC KOMMIEKCHOM peabunu-
TauuMu [aHHbIi MeToh (MexaHoTepanuio), CTOMT MOMHWUTb
0 HEKOTOPbIX MPOTUBOMOKAa3aHUsAX K paboTe ¢ TpeHaxkepamu
[3]. Hanunune mblle4yHOro runeptoHyca, GUKCUMPOBAHHbIX
KOCTHbIX KOHTPaKTyp KOHEe4YHOoCTEW WU/Mnn ux gedopmalni
3HAYNUTENbHO 3aTPYAHSAET BbINONHEHWE ynpaxHeHun [3, 19].
Hanpumep, cneundukon TpeHarkepa Lokomat (Hocoma,
LLIBenuapus) 9BNSETCA CUHXPOHHOCTb ABUXKEHU BO MHOIMMX
cycTaBax, a TaKXe BO3MOXHOCTb COBeplaTb [ABWMKEHWUS
B M30KMHETUYECKOM PEXMUME COrMacHO MHAMBUAYyaNbHOMY
nog6opy napameTpoB ABUraTeflbHOro LMKNa ANS KOHKpeT-
HOro nauwueHTa [19].

CyLLecTBYIOT KOHCEPBATUBHbIE U XUPYPIrUYECKUE METOLbI
fle4eHnss cnacTMYHocT U ee nocneacteui [13]. CornacHo
laHHbIM cucTeMaTmnyeckoro o63opa l. Novak n coaBrT. (2020),
adbeKTUBHbIMM  dapMaKONOrMyecCKMMKM npenapaTamu
N HEMPOXMPYPTUHECKUMU METOLAMM NIeHEeHUS CNaCcTUYHOCTH
ABNAIOTCA cnegylowme: 60TyIMHOTEpPanus, MHTpaTeKanbHoe
BBeAeHMe OGaknodeHa, npuem guasenama, CeNeKTuBHas
nopcanbHas pudotomusa (CAP) u ap. [13]. Ana gocTuxe-
HUA MaKCUMManbHOro ¢yHKUMOHaNbHOro adpdeKkta Nobon
M3 aHTUCMaCTUYECKUX METOAO0B AOMKEH OblTb AOMOJSHEH
nBuratenbHon peabunutaumen [13, 19], B TOM 4yncne UHAK-
BMAyanbHbIM NoA60pOM METOAOB MexaHoTepanuu, Hawu-
60/5ee COOTBETCTBYIOWMX BO3pacTy U GYHKLMOHANbHOMY
YPOBHIO NauMeHTa, a Takxe NpoBeAeHHOMY aHTUcnacTuye-
CKoMy neyenuto [13, 16, 19]. Hanpumep, K oaHUM U3 onpe-
nensolwmx daktopoB ycnexa CAP oTHocaTca cobnioaeHne
MHTEHCUMBHOIO peXuma nocneonepauumoHHon peabunuta-
LMW M NOCTYPanbHOr0 MEHeMeEHTa, a TaKXe rpaMoTHO
noao6paHHbIN Kypc BOCCTAaHOBUTENBLHOTO nevexuns [20, 21].

OTUM JeTsM HeobOXOAMMbl aKTUMBHble TPEHWPOBKM,
HanpaBfeHHble Ha NnoaAepKaHue Cunbl, AMHbI U 31acThy-
HOCTW MbIWWL, HOT, a Takxe dopmupoBaHue 6onee dU3no-
NIOTMYHOrO ABUraTeNlbHOro CTEPEOTUNA U YNyULIEHNE CeNeK-
TUBHOIO MbILLEYHOr0 KOHTpONs [22].

[okasaHo, 4To y geter nocne CAP B paHHem nocneone-
pauMoOHHOM NepUoae HEPEAKO OTMeYaeTcs U3MEHEHHNE YyB-
CTBUTENbHOCTU B HUMKHUX KOHEYHOCTAX — KaK MNOBEPXHOCT-
HOWM, TaK WU rNyOOKOW (HapyLleHUs OLLYLIEHUS CBOero Tena
B NpocTpaHcTBe) [22]. Y nmauneHToB ¢ NpejalecTBYoWmMMn
CEHCOPHbIMW HapyLEHUAMU 3TO MOXET Bbl3BaTb CTpece
W yxygleHue aBuratenibHon GyHKLMK, He CBA3aHHbIEe Hanps-
Myto ¢ GYHKLIMEN OnopHO-ABUraTenbHoro annapara [19, 22].



Hanbonee addpeKkTnBHbIM crnocobom y aeten c¢ AUT
OKazanocb NpuMMeHeHne poboTU3MPOBAHHOW MexaHoTepa-
nuu B 60s1ee NO34HUIM NocsieonepaLMoHHbIN nepuog (Yepes
1 mec 1 6onee nocne OKOHYaHU UMMOBUIM3aLMKU U Havana
BOCCTAHOBMUTENbLHOIO NleyeHus) [19, 22]. 3Ta 3aKoHOMep-
HOCTb Kacanacb nNpexae BCero obuen ABuratenbHoMm akTuBe-
HocTu [19, 22].

o Ha6noaeHNsmM aBTOpOB, OAHUM U3 Hanbonee WKUpPo-
KO MCMONb3yeMbIX B HeMpopeabunuTauMoHHOW MNpaKTuKe
annapatoB po60TM3MPOBAHHOM MexaHoTepanuu sBAseT-
cs poboTM3MpOoBaHHaAs cuUCTeEMa JIOKOMOTOPHOM Tepanuu
ONS HUXKHUX KOHeyHocTen Lokomat. Cuctema npegHasHa-
YyeHa ANs OCyLWeCTBNEHUS ANUTENbHOIO NEepeaBUKEHNS HOT
C UCNONIb30BaHMEM creumnanbHblX OPTE30B B carMTTaibHOM
nnockoctu [1, 3].

MoTopuanpoBaHHbIn TpeHaxep Innowalk Pro (Made for
Movement, HopBerus), sBASIOWMHCA MO CBOUM OYHKLUMU-
AM ynpolleHHbIM aHanorom Lokomat [1, 3], nogaepxuBas
pebeHKa B BepTUKaNbHOM MONIOXKEHWW M NoaroTaBinBas
CKeNeTHble MbllLbl K GU3MYECKMM Harpy3kam, obecneyu-
BaeT NOCTENEHHOE YBeNnYeHWe Harpy3Kn Ha MblLLLbl CMIUHBI
W HOT, TEM CaMblM CTUMYMPYS pa3BUTUE NPaABUIbHOMO ABU-
ratenbHoro crepeotuna [3].

OCHOBHbIM HEJOCTAaTKOM TaKMUX POBOTU3UPOBAHHbIX TEX-
Honorumn, Kak Lokomat (Hocoma, LBenuapus) n aHanoruny-
Hoe eMy ycTporncTBo Reo Ambulator (Motorika Ltd, U3pawunb,
CLUA), 3apeructpupoBaHHoe B CLUA kak Auto Ambulator
(Health South, BupmuHrem, CLUA), sBnseTcs HanuMune Tosb-
KO OjHOM paboyen carnTTanbHOM MJOCKOCTU ABUMKEHUA [1,
3]. B cBS3K C OTCYTCTBMEM [ABWXKEHWUN Tas3a, 6eapa, roneHu
B APYrMx MNOCKOCTAX M3-3a XKEeCTKOM duKcauuu B annapa-
Te pe3Ko orpaHuynBaeTcsd 3POEKTUBHOCTb TPEHMPOBKM
no BblpabOTKe GanaHca Tena U KOOPAMHALMKU ABUMKEHWUH,
YTO CHWXKaET ajanTaLmio K BbiI6opy TPaeKTop1n Npon3BoSib-
HOTO [ABWXEHUS, NepellarnBaHuio NPenaTcTBuMi, xoabbe
Nno HEPOBHOW NOBEPXHOCTH [1].

M3 AOCTOMHCTB BblWENEPEeYUCNEHHbIX annapaToB CTOUT
OTMETUTb MPOCTOTY BbINONHEHUS YNPa*KHEHWN U HU3KWUW
pPUCK TpaBmaTu3auuu nauueHTa [1], KOoTopble MO3BOASAOT
MCNoNb30BaTb MX HA pPaHHMX CTaAMsAX BOCCTAHOBUTENbHOIO
NleYeHUs, MPU CHUKEHHbBIX KOTHUTUBHbIX QYHKLMAX Y NaLMneH-
TOB, a TaKXXe 4N CaMOCTOATE/bHbIX 3aHATUI U B KavyecTBe
NPObUNAKTUKM BTOPUYHbBIX OCNOXHEHWUI OCHOBHbIX 3a6one-
BaHui [1-3].

HepoctaTkOM Apyrux COBPEMEHHbIX POBGOTU3MPOBAH-
HbIX MexaHOTepaneBTUYECKMX annapaToB ANa AeTen, Takux
Kak MOTOmed (RECK-Technik, lepmanus), THERA-vital
(THERA-Trainer, Tepmanus), Kinetec (Kinetec, ®paHuus),
ARTROMOT (Ormed gmbh, Tlepmanus), Erigo (Hocoma,
LLBenuapus), aBnseTcsa HanpaBAe€HHOCTb Ha TPEHUPOB-
Ky MPOCTOro, XEeCTKO AEeTEPMUHUPOBAHHOIO ABMUMKEHUS,
B OCHOBHOM B OHOM MNOCKOCTH, YTO HELOCTATOYHO CTUMY-
nnpyeT BblpabOTKY ABUraTelbHOro HaBbiKa [1].

Pa3paboTtaHHoe HeaBHO PO60OTU3MPOBAHHOE Tepanes-
Tnyeckoe yctponctso Motion Maker (LUBenuapus) coBme-
LwaeT nporpammMmmpyemyio xoabby B opTe3ax ¢ GyHKLMUOHaNb-
HOWM aneKTpocTumynsumen [23].

CywecTtByeT Teopus NpUMeHeHuUs KombuHaumMm npuoo-
poB Motion Maker 1 WalkTrainer B ogHOM KoMmnnekce [24].
Mocne AOCTUKEHUS NONOXKMUTENbHbIX Pe3yNbTaToB Ha anna-
pate Motion Maker nauneHT MOXeT NePexoanTb Ha Tepanuio
¢ nomolbto npubopa WalkTrainer, no3sonsiowero ocyuect-
BNATb CTUMYNSLMIO B amBynaTopHOM pexume [25].

[lokazaHa TepaneBTUYecKas 3PPEKTUBHOCTb POOOTHU-
3MPOBaAHHOM MexaHoTepanuun Ha HelpopeabuanTaLMOHHOM
po6oTe Motion Maker Ha OCHOBaHWKU NMPOBELEHHOIO UCCTe-
[OBaHus, Kyaa 6binn BKIOYEHbl 56 nauMeHToB B Bo3pacTe

oT 9 Ao 18 net ¢ NOCNEACTBUSAMU BUPYCHbIX 3HLEebannToB
n UM [26]. KnuHnyeckasa abPEeKTUBHOCTb Tepanuu 3Tum
annapaTom npeacTaBfeHa B BWAEe HapacTaHWs Mblley-
HOM CUIbl, CHUXKEHMS MATONOrMYECKOro MbllLEe4YHOro ToHyca,
yBENNYEHUST OObeEMa aKTUBHbBIX M MACCUBHbIX ABUKEHWUN.
OTMeYeHO, 4TO MOKa3aTeNn KIIMHUYECKMUX YNYHLLIEHUIA Koppe-
NMpoBanu ¢ AMHAMWKOM MoKasaTenen TpaHCKpaHWaibHOM
MarHUTHOM CTUMYNSALKUK [26].

Hamu 661710 OTMEYEHO, YTO OA4HOBPEMEHHO C PO6OTU3HU-
POBaHHbIMW TPEHaxepamu pasBuBalOTCH AMHAMUYECKue
TPeHaxepbl — KOCTIOMbl AMHAMWYECKON MPOonpUOLLENLMK.
CylecTByeT HECKO/IbKO BapnaHTOB TPEHMPOBOYHbIX KOCTIO-
MOB, pa3paboTaHHbIX FPynnon POCCUUCKUX HU3MONOroB
N KNUMHUUMCTOB [27]. o BennYMHe aKcualbHOW Harpy3Kku
OHW AendaTCs Ha yBenu4YMBaloWMe HarpysKy M CHWKatowme
Harpy3ky [27]. KocTioMbl aKcrMaibHOW Harpy3kn — «Agenun»
(«Apenn-M», Poccus), «paBuctam/«paBuToH» (<«OroHeK»,
Poccus), «PereHm («LUAM», Poccus); KOCTIOMbl aHTUrpaBu-
TauuMoHHoro aencrteus — «AtnaHT (Dynaforce, Poccus),
«PaatoH» (HMNP «MeatexHuKa», Poccus).

KocTiombl «<Agenv» n «[paBuctaT» nNpeacTaBnstoT cobomn
MSATKMI Harpy304HbId OpTe3, COCTOSAWMM M3 31aCTUYHbIX
perynupyembix THAr, PacnofIOXKEHHbIX COOTBETCTBEHHO
MECTOMOJIOKEHMIO MbllL-aHTAaroHUCToB [27].

KocTiomMbl aHTUIrpaBUTaLMOHHOIO AENCTBUSA OCYLLECTBAS-
0T CBOO QYHKLIMIO MyTEM MOAAYBaA CXaToro Bo3gyxa B Kame-
pbl, NPOXOASLLME BAOMb TYNOBULLA U KOHEYHOCTEW NO Xxomy
MbIWL-aHTaroHUCTOB, 06bEM HaMOMHEHUS KOTOPbIX UHANBM-
AyanbHO JO3MPYET MHCTPYKTOP AN1F KayKA0ro naumeHTa [27].

B ocHOBe [JeNcTBMS AaHHOro MeTofa NexaTt ycuneHue
N KOppeKLus nponpuoLentuBHoro apdepeHTHOro nNoToka
[28], 4TO, B CBOIO OYepenb, MPUBOANUT K KOPPEKLMKU NaTono-
rTMYECKOro cTepeoTuna ABUMKEHWUH, CROXKMBLLErocs y 60/b-
Horo AUIM, n cnoco6ectByeT GOPMUPOBAHUIO MpPaBUIIbHbIX
NO3HbIX U JIOKOMOTOPHbIX YCTAHOBOK, @ TaKXe Yay4ylWeHuUIo
GYHKLMKW MbllneHnsa 1 pedn [27, 28]. MeToanka nomoraet
pebeHKy 6bicTpee afanTMpoBaTbCs K UBMEHEHUIO MONOXKe-
HUS Tena B NPOCTPAHCTBE, MOCKOJMIbKY KOCTIOM AencTByeT
KaK 91aCTUYHbIM BHELWHWI KapKac. TPEeHNMPOBOYHbIE KOCTIO-
Mbl 3aKpennsaioT GU3nNoNorM4eckyto nNo3y 601bHOIO U Kop-
PEKTUPYIOT TPAEKTOPUIO €ro ABuKeHun [28].

He meHee BaxkHa ponb BMGponaatdopmbl B KOMMIEKC-
HOW peabunutauuu pgeten c¢ AUIM, ocobeHHO B paHHEM
nocneonepaunoHHoM nepuoge [29]. B npouecce BepTuKa-
NM3aumMn € NOCTEMEHHbIM YBENIMYEHUEM Harpy3KM OCHOB-
Has paboTa HanpaBiaeHa Ha OCYWeEeCTBIEHUE YNpaxHeHWUn
Ha noadepKaHue ANWHbI U CUAbl MbllL, TPEHUMPOBKY MNpa-
BWIbHOMO NaTTepHa ABUKEHWUI U CENEKTUBHOIO MbILLEYHOIO
KOHTpons [22].

B ocHoBe gencteus BMOpaLMOHHBLIX Nnatdopm, Hanpu-
Mep Galileo (Novotec Medical, lepmaHnug), Takasima
(Takasima, TanBaHb), Power Plate (Power Plate, lepmaHus),
nexaTt cuHycounpanbHble KonebaHus, KoTopble MMET pas-
NINYHYI0 amnauTyay M dactoty [29]. Kone6aHua BMGPO-
nnatopmMbl  CTUMYAUPYIOT [ABMKEHUS Tasa, UMWUTUPYS
€CTECTBEHHYIO X0A4b6y, YTO BbI3blIBAE€T COKpalLlEeHUe MblLuL,
W YMeHbLUEHWE MX cnacTUYyHOCTH [29]. TakKe nocpeacTBom
BM6ponnatbopm TpeHnpyetcs 6anaHc Tena, CTUMyanpyeTcs
NOXOAKa W yny4LaloTCcsd KOOpAMHALMOHHbIE HaBbiKK [29].

Mcnonb3oBaHMe po6OTOB, B TOM 4Yucne ynpasnsie-
MbIX KOMMNbIOTEPOM, B HblHELIHEE BPEMS ABASETCA O4HUM
M3 OCHOBHbIX HanpaB/ieHW B ABUraTe/ibHOW Henpopeadu-
nutaumm [30].

Ocobyto aKTyanbHOCTb B HacTosillee BpeMS B AETCKOWM
peabunutauuu npuobpeTtaeT NpPUMMeHeHne BUONorn4YecKomn
o6patHon cBsa3un (BOC) [30]. Mpu BbINOAHEHMU MOBTOPSIIO-
LMXCA ABUraTeNbHbIX @aKTOB C UCNOMb30BaHWEM 3pUTENBHOMN
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1 3BYKOBOW MHDOPMaLIMK O COBEPLUEHUN ABUKEHUS B PEKM-
Me peanbHOro BPEMEHU Mpu NOMOLLM KOMMbIOTEPHbLIX UIP
pebeHOK nosly4yaeT BO3MOXKHOCTb CO3HaTE/IbHO KOPPEKTH-
poBaTb BbINoNHAeEMoe aencteune [31].

UccnenoBaHue, npoBefgeHHoe B Pecny6nuke Kopes,
B KOTOPOM MNpPUHANK y4actre 18 aetent 7—-15 net co cnactu-
yeckon dopmon AU n 8 300p0oBLIX AETEN TOrO e Bo3pac-
Ta, NPOAEMOHCTPMPOBao NnpenmyLecTsa npumeHeHns bOC
no napameTpam anekTpomuorpammbl [31]. o pesynsratam
nccnengoBaHusa 3adUMKCUMPOBAHO, YTO NMPU MCMOAb30BaHUK
o6paTHOW CBA3W B BUAE BMAEOUIPbl YBENUYUBANUCH MOTU-
BaUMSA M MNO3UTUBHbIE 3MOLMM pebeHKa, Y4TO OTparkanocb
Ha peaynbraTtax [31], a TakKe 60nee apOEKTUBHO NPOXOAUI
npoLecc MyNbTUCEHCOPHON MHTErpaLmm 4na niaHMpoBaHms
W UCMONHEHUs ABUKeHus [32].

B nocnegHve aBa gecsaTuneTns akKTMBHO pa3BMBaeTCA
TexHonorma uHTepderca «Mo3r — Komnbtotep» (MMK), pac-
WMPSIOTCS 061acTh ee NPUMEHEHMS, NpeanaraloTcs HOBble
TUMNbl JaTYMKOB NS peructpauuu CUrHanoB mo3lra, ynyd-
WaeTcs Ka4yecTBO MX pacno3HaBaHWUs, YCOBEPLLUEHCTBYIOTCA
MEeTObl TPEHUPOBKM UCMbITYEMbIX Ha ynpaBneHne MMK [33].

YyeHble 13 HOxHOM Kopeu B CBOEM uCCneoBaHWK
ncnonb3oBanu MMK, accouMMpoBaHHbIM C 3NEKTPOCTUMY-
NATOPOM MblWL-pa3rnéatenen 3anactba [34]. 3anycKas
3NEKTPOCTUMYAALMIO HA OCHOBE aHanui3a napamMeTpoB
3aNeKTpoaHuedbanorpadmm B pexmme peanbHOr0 BPEMEHH,
BbIIBNS/IM U3MEHEHUS OTHOWEHUS MOLWHOCTU 6eTa-puUT-
Ma K TeTa-puTMy Npu nNpeacTaBleHUU NauMeHTOM pas-
rnbaHusa kuctu [34]. Mocne psiga NPoBeAEHHbIX CeaHCoB
y aeten ¢ AU oTmevanoch yny4yweHue nokasaTtenen men-
KOW MOTOPMKM, @ TaKKe AaHHbIX KOHLEHTpaLnn BHUMaHMA
[34]. CornacHO HECKONbKMM MPOBEAEHHbIM KOHTPOAMpYye-
MbIM UcCCnefoBaHusaM, Hanbonee adOEeKTUBHbIM B HEWPO-
peabunnTauumn aBsSeTCs NnpuMeHeHne po6oTU3UPOBAHHOIO
KoMMneKca, cogepxatero UMK ¢ ynpaBnsembiM UM 3K30-
ckenetom [35-37].

Ha ocHoBaHWW HabnoaeHM 1 oNbiTa NPUMEHEHNSA BCE
6onbliee BHUMaHWE AETCKUX peabuanToNoroB npuBieKaeT
3K30peabunMTaums — MeTOoAMKa, coyeTalolwas npumeHe-
HWEe 3K30CKEeNeToB C APYrMMU peabunnTtaumoHHbIMKU METO-
AaMu, KoTopas NpMBOAMT K YacTUYHOMY WMAM MOSIHOMY BOC-
CT@HOB/IEHUIO ABUraTeNbHbIX QYHKLMUNA BEPXHUX U HUMKHMX
KoHe4yHocTeM [2].

[na KoppeKuumn ABuratenbHbiX GyHKUMM pyK geten ¢ LN
pas3paboTaH Lenblv psg poboTU3NPOBaHHbIX yCTPONCTB [38].
Hanbonee pacnpocTpaHEHHbIMU CPEeAN HUX ABASIOTCA TPU
pPOo6OTU3NPOBAHHbIX YycTponcTBa: In Motion 2, kommepyecKkas
Bepcus MIT-MANUS (Interactive Motion Technologies USA,
CLWA), NJIT-RAVR (The New Jersey Institute of Technology
Robot-Assisted Virtual Rehabilitation, CLUA) n CosmoBot
(AnthroTronix, CLLA) [38].

MIT-MANUS — nepBbiit po60T AN TPEHUPOBKK Nape-
TUYHOM PYKM, NPeaoeHHbI B cepeanHe 1990-x rr. [38].
Mcrnonb3yembln B AETCKOM peabunutaumm TpeHaxep In
Motion 2 ¢ nomouibldo Po60TU3MPOBAHHOIO OpTE3a PYKM
obecneynBaeT TPEHUPOBKY ABUMKEHWUW, 3ajadvert KOToO-
pbiX ABASETCA «4OTAHYTbCA A0 MNpeameTa», nepemecTuTb-
C U3 UEeHTpanbHOM MO3WULMK K MULIEHM M obBpaTHO [38].
Mo peaynbTataM HECKONbKMX MPOBEAEHHbIX UCCNeLoBaHUN
oTMeYanacb NONOXKUTENbHasA AMHAMUKa B BUAE YNy4lLEeHUS
KMHEMATUKN ABUKEHWUM — CKOPOCTK M NnaBHOCTM [39-41].

Cuctema NIJIT-RAVR npeactaBnsetr coboil apanTuB-
HYl0 POGOTOTEXHWKY CO C/IOXKHbIMW MOAENSAMM BUPTyasb-
HOM peanbHOCTU ONS peabunutaumm HapylweHUn GyHKLKUA
BEPXHUX KOHEYHOCTEN y AeTen ¢ reMmnapeTnuyeckon dop-
mown AU [42]. Nogo6Ho In Motion 2, cuctema NJIT-RAVR
MOXET OKa3blBaTb NOMOLLb WK COMPOTUBAEHNE ABUKEHM-

AM pebeHKa [42]. NMpoBoanMbI B dopmaTe Urpbl TPEHUHT
HanpaB/ieH Ha yny4ylweHWe BPEeMEHU [LOCTUKEHMSA Lenu,
yBennyeHne nokasaTenst TOHHOCTU ABMKEHUIN W ynydlleHne
TpaeKkTopumn ABUKEHUA [32, 42].

Cuctema CosmoBot (AnthroTronix, CLUA) paspa6oTtaHa
ana obecrneyeHns HeEMeL/IEHHON BU3yallbHOW W CIyXOBOW
0o6paTHOM CBSA3KM C NaLMEHTOM MPU BbINOAHEHUU 3adaHHbIX
nBuratenbHblx 3agay [42]. JaHHas cucTema aHanuaupyet
M3MEHEeHUs MoKa3zaTtenen ABUMKEHUS npeansieybs B CynuHa-
LMW M NPOHALMK U NPK crubaHumn 1 pasrnbaHmnm 3ansactbs [42].

HoBenwWwmMM HMHCTPYMEHTOM PO6GOTU3MPOBAHHOW Mexa-
HoTepanuu B LETCKOM peabunutauuu B HacTosillee Bpems
ABNSAOTCS CUCTEMbI 3K30cKeneToB [43]. Ana popMupoBaHua
npaBuAbHOro NaTTepHa Xxo4bbbl, HA4MHas C paHHero Bo3pac-
Ta [26] n npoBeaeHUa aKTMBHON BepTUKanusaumun pebeHKka
[26], pa3paboTaH uenbi psij 9K30CKENeToB, OJHAKO BKJIO-
4yaTb UX B peabuanTaLMmio, Ha OCHOBaHMK OMbiTa aBTOPOB,
uenecoobpasHen U apPeKTUBHEN (PYKOBOACTBYSICb WUHAMU-
BUAYyanbHbIM NOAG0POM Nporpammbl peabununtalmm) nocne
npoBefeHns Kypca MexaHoTepanuu Ha cucteme Lokomat.
B cooTBeTCcTBMM C 3afaHHbIMM BHEWHWMW MNapaMeTpamu
3K30cKeneT obecneymBaeT Xo4bOYy C HWU3KUM, CPEeAHUM
WK BbICOKUM LWIAroMm (3agaetcs yrnamu B Ta306eApeHHbIX
M KOJIEHHbIX CycTaBax) M pa3HOW AJIMHOM lWara (KOPOTKUHM,
CpefHUn WA OnAuHHbIM war) [44]. Xogbb6a B 3K30cKeneTte
OCyLLeCcTBNAETCSA 3a CYeT nocaefoBaTeNlbHOro nepeHoca
Maccbl Tefna nauuneHTa (NaoTa 3K30CKeneTa) C O4HOM HOMM
Ha apyryo [44]. OencTteyolmne obpaslbl 3K30CKENETOB
co3faHbl B HacTtosuwee Bpems B Poccun, CLIA, AnoHum
n Uzpaune [45].

Pa3paboTKON POCCUMCKMUX 3K30CKENeToB «IKIO0ATIET
(ExoAtlet) 3aHnMMaeTca KOMaH4a y4eHblx, cGopMUpoBaHHas
Ha 6a3e HcTuTyTa MexaHunkm npn MINY um. M.B. JlomoHocoBa
M paboTatouas no 3akalzy MYC Poccun. MeauumHCKKM
9K30CKeNleT HOBOro nokosneHus ExoAtlet Albert pekomeHpo-
BaH 415 UCNONb30BaHMS Nt0AbMU C MNOMHOW MM YaCcTUYHOM
yTpaTon ABUXKEHUN HUKHUX KOHeYHocTen [45].

ExoAtlet Bambini — peTcKas Bepcus annapata ExoAtlet
(Poccus), cneymanbHo paspaboTaHHas ang aeTen ¢ Hapyle-
HUSIMW OMOPHO-ABUraTeNlbHOW CUCTEMbI, OCHalleHa 6onee
MAFKMMU MaTepUanamm u ynpyrumMmun anemMeHTaMu ans YyMeHb-
LUEeHMS Harpy3ku Ha Teno pebeHka [44]. CoyeTaHne xoabbbl
B 9K30CKeneTe C pasfiMyHbiMW BUAamMKU HenpodM3nono-
FTMYECKUX CTUMYNSALMIA NO3BONSET CYLWECTBEHHO YCKOPWUTb
npouecc obyyeHns geten xoabbe, co3gaBas CUHEPTUYECKUI
peabunuTaunoHHbli adpdeKT [44].

McnaHckasa KomnaHusa Marsi Bionics, 3aHuMmatowasacs
pa3paboTKoM 3K3ockenetoB ¢ 2013 r., BbiNycTMaa neau-
aTpuyeckuin aksockenet ATLAS 2030 (Marsi Bionics S.L.,
Mappuna, WcnaHus), ONTUMU3WPOBAHHBLIM ANA AETER
C CEepbe3HbIMU HEPBHO-MbIWEYHbIMW 3ab0NeBaHUAMM,
Takumu Kak AU, pacuenneHne no3BOHOYHWKA U Ap. [46].
[laHHOe yCTPOMCTBO CMOCOGHO CaMOCTOATENbHO noanep-
¥uBaTb 6GanaHc xoAbbbl 6€3 Heo6XoAMMOCTU MCMOJIb30-
BaHWS BTOPOCTEMNEHHbIX CPEeACTB MOALEPIKKM (Hanpumep,
KOCTbINIM UK XOAYHKK) [46]. SK30CKENET pacCcymTaH Ha Npu-
MeHeHue y aeten B Bo3pacte oT 3 go 14 net [46] v npo-
TECTUMPOBAH y MaUMEHTOB C LepebpanbHbiM napanuyom,
nofly4YnB Xopolure pesynbTaTbl B OTHOWEHWM Auanal3oHa
LBUKEHWUI: HapacTaHWe CUIbl BCEX FPYMM MblLL, U CHUXKEHUE
CNaCTUYHOCTK (YyNyywmnocb pasrmbaHue B Ta3o6eipeHHOM
M KOJIEHHOM CycTaBax M TblfibHOE CrnbaHne roneHoCToONHOro
cyctaBa) nocne 10 ceaHCOB MCNONb30BaHMA 3K30CKeneTa
No CPaBHEHUIO C UCXOAHbBIM cOoCTOSIHUEM [47].

Mo3rKe KNMHWYECKNE NpenMyLLECTBA 3TOro IK30cKeneTa
OblNIN JOKa3aHbl U y ieTeN CO CMUHANbHON MbILLEYHOW aTpo-
duen [48].



Mo pesynbrataM HECKONbKMX MUIOTHBLIX Clly4aeB 3ape-
TMCTPUPOBAH POCT NoKasaTenen U3oMeTpPU4eCcKom cuibl —
yBENMYUICSA AMana3oH ABWUKeHW Ha 12,6% B TazobeapeH-
HOM M Ha 34,1% B rofleHOCTONMHOM CycTaBax, B TO Bpems
KaK MoKa3aTeNln KOJeHHOro cycTaBa ocTaBaliCb CTabuib-
HbIMUW Nnocne uccnenosaHus [48].

OCOBEHHOCTU NPUMEHEHUA METO[JOB

MEXAHOTEPANWMU Y AETEMN C ALN

B 3ABUCUMOCTU OT BO3PACTA U YPOBHA

ABUIATE/IbHOW AKTUBHOCTH

[oBOPSA O AeTsAX, BaXKHO y4uTbiBaTb BO3pacT pebeHKa,
TAXECTb ABUraTesibHbIX HapyweHun (Hanpumep, npu LN
3TO ypoBHM nopaxenus LHC, cornacHo KnaccuduKaumm
Gross Motor Function Classification System (GMFCS), 1-V
[49]), a TaKk)Ke HanuyMe Tex WKW MHbIX OPTOMNeanMYECKMUX
OCJIOXXHEHUN.

Y neten paHHero Bo3pacTa (0—3 neT) OCHOBHbIMU Liensi-
MU peabununtaumm aBaSOTCH 06y4eHNe MOTOPHBLIM HaBblKam
(NoBOPOTLI, CUAEHME, NON3aHKE, CTOSIHWE) B 3aBUCUMOCTH
OT CTEMNeHM WX yTpaTbl UAM HEAOPa3BUTUA U MHAMBUAYASb-
Has Mcuxonoro-negarornyeckas nomouwb. MMeHHO B 3TOT
nepuvog y AeTer ¢ He3HayuTenbHbIMM nopaxeHusamu LIHC
Ha4YyMHalTCA caMOCTosATENIbHAs BepTMKanM3aumus 1 xoanba,
a HenpaBuibHO CHOPMUPOBAHHbIE ABWUraTe/bHbIE HaBbIKK
MOrYT CKa3aTbCs Ha JasbHeNWeM pa3BUTUM ABUraTENbHOIO
ctepeotuna [50, 51].

B paHHOM rpynne npuvMeEHeHWe MexaHoTepanuu 3Ha-
YUTENbHO OrpaHMYeHO M3-3a Manoro Bo3pacTa AeTew,
OTCYTCTBUS 060PYAOBaHMS, NOAXOASALEro Mo napamerpam,
M HeJOCTaTOYHO Pa3BUTOM KOFHUTUBHOM cdepbl A5 UCNONb-
30BaHMA CNOXHbIX KOMMbIOTEPHbIX 3a4ay UKW Urp, OJHAKO
AN9 NauMeHTOB C YCTaHOBAEHHbIM AnarHo3om AN v ypos-
HAMM |-V no wkane GMFCS mMoryT npuMeHATbCS 3K30CKe-
netol, Bubponaatdopmel, annapatbl KOpBWT, TpeHaxKepbl
[pocca, nosBonsiolWwmMe yxe C paHHEro Bo3pacTa MNoaro-
TOBUTb pebeHKa K nocnegoBaTeNbHOW BepTUKanu3auuu
1 HavyaTb GOopMUPOBaHME NPaABUIbHOIO NaTTepHa Xoab0bl.

B mnaawen Bo3pacTtHon rpynne (3—5 neT) u ¢ OLEeHKoM
no wkane GMFCS |-V 6onee akTUBHO NMOJKJ/t04aloTCA 3aHs-
TS Ha MEXaHM3MPOBaHHbIX annapaTax, OAHAKO OHW HOCHAT
NPeMMyLEeCTBEHHO XapaKTep MacCUBHOW TPEHUPOBKMH,
NOCKO/IbKY B 3TOM BO3pacTe y AeTen HegocTaTo4yHO chopMu-
poBaHbl MPOCTPAHCTBEHHbIE NPEACTABNEHMUS, UMEIOTCH OCO-
6EHHOCTU KOMMYHWKaATMBHOM M 3MOLMOHaNbHO-BONEBOM
cohepbl. TPeHUHI ¢ UcnoNb30BaHWEM POBOTU3UPOBAHHOM
CUCTEMbI BbI3blBAET MOLLHbLIN MOMOXKUTENbHBIA NCUXOIMO-
LlMOHaNbHbIA BCMIECK, YTO CYLLECTBEHHO NOBbLIWAET MOTH-
BaLIMIO K CAaMOCTOATENbHbLIM ABMXKeHUAM [52]. Y aeten aTon
BO3pacTHOM rpynnbl 3GPEKTUBHOCTb ABUraTelbHON peabu-
NIMTauumn BO MHOrOM 3aBUCHT OT CMOCOBHOCTU MHCTPYKTOPA,
NPOBOAALLEro 3aHATHA, 3aMHTEpecoBaTh pebeHKa, a TaKKe
nocpeacTBOM Urpbl cGOPMUPOBAThL NPaBUibHbIE ABUraTeNb-
Hble cTepeoTunsbl [53].

B aTOM BO3pacTe BO3MOXHO MCMoAb30BaTbh BUGponaaT-
dopMmbl, IK30CKeNET, 6eroBble AJOPOXKKKU, BENOTPEHAXKEPDI,
Lokomat, Hand Tutor.

Y peten cpegHen Bo3pacTtHom rpynnbl (6—10 neT) U ¢ oLeH-
Kov no wkane GMFCS I-Ill ¢ 6onblwent apdHEKTUBHOCTbIO
MOXHO MPUMEHSATb aKTUBHO-NACCUBHbIE U MOHOCTbIO aKTUB-
Hble PeXKMMbl TPEHUPOBOK, OCOBEHHO Y MaLMEHTOB, Y KOTO-
pbiXx paHee 6blM cHOPMUPOBaHbLI NPaBUbHbIE CTEPEOTHUNMbI
OBUXKEHWN. AKTyaNbHbIM CTAHOBMUTCA BU3YyaslbHbI KOHTPOSb
pebeHKa 3a MnoKasaTensiMu, OTpaxKaemblMW Ha aucnnee
TpeHaxkepa B npouecce TPEHUPOBOK. [eTn ¢ coxXxpaHHbIM
WMHTENNEKTOM CNeasT 3a CUMMETPUYHOCTBIO PaboTbl NPaBoK
M NEeBOW HUMKHEN KOHEYHOCTW, NMPOU3BOSIbHO MEHSIOT CUy

MbllWL,. PYHKLMOHANbHbIE LENEOPUEHTUPOBAHHbIE TPEHM-
POBKM NOApa3ymMeBalOT aKTMBHOE BKJOYEHWE WM MOTUBA-
LMo camoro pebeHka, CnoCO6HOCTb MOHMMATb U BbIMONHATD
3ajaHns, AOCTATOYHYKD COXPAHHOCTb CEHCOPHbIX CUCTEM
(B nepByto o4yepeab 3pUTENBHON U cyxoBon) [54].

[eTtu cTaplien Bo3pacTHoM rpynnbl (11-17 neT) u c oueH-
Kon no wkane GMFCS |-Ill ¢ coxpaHHbIM WMHTENNEKTOM
CTAHOBSATCA aKTUBHbIMMW YHacTHUKaMK peabunnuTaumoHHOro
npouecca. Y HMX AOCTAaTOYHO BbiCOKA MOTMBALMA K OCBO-
E€HWIO MW YNYYLWEHUI0 HaBblKa X0AbObl, YTO 3HAYUTENbHO
ynpoLwaeT u ycKopsieT NpoLecc ABUraTenbHON peabunuTta-
LMK C UCNOJSIb30OBAHMEM POBOTU3UPOBAHHbIX CUCTEM.

B rpynnax pgeten 6-10 net u 11-17 neT Cc OuEH-
Kol no wkane GMFCS I-1ll uenecoo6pa3Ho NpumMeHeHUe
BMbponnatbopm, aK3ocKkeneta, 6eroBbIX AJOPOXKEK, BENO-
TpeHaxepoB, TpeHaxepa Lokomat, annaparta Hand Tutor,
pPasfiMyHbIX TPEHaXKEpPOB [/ BOCCTAHOBNEHUSA GYHKLUMN
BEPXHUX U HUKHUX KOHEYHOCTEN, Hanpumep nnHmnn Kinetek
Pablo v Luna.

OTAeNbHO CTOUT yaeNUTb BHUMaHWe nauneHTam V ypoBHS
no wkane GMFCS. Takum naumeHtam po6oTU3NpoBaHHas
MexaHoTepanusa (Bubponnatbopma, BenoTpeHaxep) 4OK-
Ha NPOBOANTBLCH O4EHb OrPaHUYEHHO 1 C 6ONbLIOM OCTOPOXK-
HOCTbIO BBMAY HanMyma 60NbLIOro KoanyecTsa COMyTCTBY-
lolWen optoneanyeckom NaTonorMm M ABHbIX KOMHUTUMBHbIX
HapyweHnn. Hanuyne e BblpaXKEHHOro cnacTUYyecKoro
CMHAPOM@ W HapyweHue NponpuoLenLmMm, CBOWCTBEHHbIE
He TONbKO nauneHTam ¢V ypoBHeM no wrkane GMFCS, BeayT
K 4ednUNTY KOOpAMHALMU U PaBHOBECHS, YTO 3HAYUTENBHO
3aTPYAHSET BbINOMHEHUE YIPaXXHEHUIN Ha TpeHarkepax [19].

3AK/TIOYEHUE

CoBpemeHHass MexaHoTepanusa B HacTosllee Bpems
npeacTaBfeHa A0BOJIbHO LUIMPOKMUM CMEKTPOM METOAMK U Tpe-
HaepoB, KOTopble MOryT 6biTb NoAo6paHbl MHAMBUAYANbHO
NS KaXKA0ro naumeHTa ¢ y4etoMm ocobeHHocTen 3aboneBa-
HWS, NMOCTaB/IEHHbIX PEeabUNNTALMOHHbIX Lienen, BO3pacTa,
ABuratenbHoro aeduuuTa, MHAMBUAYaAbHbIX OCOGEHHOCTEWM
M CONYTCTBYIOLMX OPTOMNEANYECKUX OCNIOKHEHUN.

llepcoHanu3anMpoBaHHas TEXHONOrMA MNPUMEHEHUS
pO6OTU3UPOBAHHOM MexaHoTepanuM MOXET 3HayuTeNlbHO
pacliMpuTb BO3MOXHOCTM BOCCTAHOB/IEHMS ABUraTefb-
HbIX HaBbIKOB W 06eCneyvYnMTb Hauayylylo couuanndauuio
[JeTen paHHero Bo3pacTa, B TOM yucne nayueHtos ¢ LM,
19 KOTOPbIX BepTuKanu3auma 6bina AOCTynHa A0 HacTos-
Lero BpeEMeHM TOJIbKO C MOMOLLbIO B3POCIOro Unu crauu-
OHapHbIX annapaToB M BepTUKaNM3aTtopoB 6e3 KoppeKuuu
CTepeoTUna ABUKEHMUS.

Heo6xoaAMmMOCTb 0693aTeNbHOr0 BK/OYEHUS MexaHo-
Tepanuu B KOMMIEKC peabuIUTaLMOHHbIX MeEPONnpUATUR
B HaACTOSILIMA MOMEHT He Bbl3blIBA€T COMHEHMUS, MOCKO/b-
Ky C ee MOMOLLbl0 MOXeT OblTb 3HA4YUTENIbHO MOBbIWEH
peabunnMTauMOHHbIA NOoTEHLMAN NaUUMEHTOB U 3HAYUTENbHO
paclmnpeHbl BO3MOXHOCTU AeTer C ABUraTenbHbIMU Hapy-
LIEHMAMM.
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HOW fAe3ajanTauun BO B3POCAOM BoO3pacTe. [lucnekcus
BXOAMT B 061aCTb MEXANCLUMIMHAPHBIX U MEXOTpacneBbIX
MHTEPECOB (MEAMUMHbI, MCUXONOrnK, noroneguu, negaro-
FMKK), 4TO HaxOAMT OTPaKeHWe B OnpeAeneHHon nyTaHuue
TEPMUHOB U A€PUHULMN.

B KayecTBe camMOCTOSATENIbHbLIX HO30M0MMIM 3TU COCTOS-
HWMS paccMmaTpMBalOTCS B CllyYae OTCYTCTBUSA APYruX TOTab-
HblIX KOFHWTMBHbBIX WM MOBEAEHYECKMX PacCTPOWMCTB, TaKuX
KaK yMCTBEHHas OTCTaNoCTb, ayTU3M U MyTU3M, HapPYLIEHWI
3peHus n cnyxa [1].

CornacHo MKB-10, OCHOBHOW 4epTOn AUCNEKCUU ABNS-
eTcs cneunbdunyecKas, 3HaYUTENbHO BbiparkeHHas HefocTa-
TOYHOCTb Pa3BUTUS HABbIKOB YTEHWS, YTO HE MOXKET ObITb
06BACHEHO UCKOYUTENIBHO YPOBHEM WHTENNEKTA, HaINYK-
eM npobnem, cBA3aHHbIX C OCTPOTON 3PEHUS, UK Headek-
BaTHbIM 06y4YeHWEM B LWKoNe [2]. 3aTPOHYTbIMU MOTYT GbITb
HaBblKM YTEHUS M y3HaBaHWUS YMTAaeMOro ClioBa, pevyeBon
HaBblK YTEHWSA W BbIMNOJHEHMS 3a4a4, TPEOYIOLMXCA NpU YTe-
HUKU. TaKKe Npu 3TOM HapylleH HaBblK NucbMa [2]. BaxHo
NPOBOAMTb YETKOE pasfinyne Mexay 4eKoAnpoBaHUEM (TOY-
HOCTbIO MW B6ErNOCTbIO YTEHUSA BCAYX) U MOHUMaAHUEM (afeK-
BATHOCTbIO MOHMMaHUA TeKcTa). MexayHapofHble uccne-
LoBaTeNn B KayecTBe AMCNEKCUM paccMaTpuBatoT UMEHHO
HapyleHne 4eKOANPOBaHUS, @ HealeKBaTHOCTb MOHWMaHWS
TEeKCTa OTHOCUTCSH K APYroMy pacctponcTBy [3—5]. MNMpu atom
HaJo MMETb B BUAY, YTO B OTE4YECTBEHHOM IOroneann Hemo-
HMMaHWE MNPOYMTAHHOrO TEKCTa MPUHATO CYUTaATb OAHWMM
N3 NPOSIBNEHUR JUCNEKCUM, YTO MPOTUBOPEUUT BblWeobo-
3HA4YeHHOW No3uuUMK 3apybexHbix aBTopoB. B Knaccuye-
CKOM onpefeneHuu, NpeacTaBfieHHOM B NOroneanyeckomn
nuTepatype, AUCNEKCUS onpefensietcs Kak YacTuyHoe
HapyweHue npoLuecca 4YTeHus, NposiBhsioleecs B CTOW-
KUX WM MOBTOPSIOWMXCSH OWMOKax YTeHUs, 06YCNOBAEHHbIX
HeCHOPMUPOBAHHOCTLIO BbICLWIMX MCUXMYECKUX GYHKLMH,
yyacTBYIOLWMX B NpoLecce YTeHus [6].

Mo MexayHapoAHbIM AaHHbIM, gucrpadus — 31O pac-
CTPOMCTBO, XapaKTepuaytolieecs TPYAHOCTAMU B OBNaAEHNHN
HaBblKamMW NUCbMa, KOTOPOE MPUBOAMUT K CHUMKEHMIO ycne-
BaemMoCTU [7]. BarKHbIM yC/IOBMEM MOCTAHOBKW AnarHosa
avcrpaduun aBnseTcs OTCYTCTBME HE TONbKO BbiWenpuBe-
LEHHbIX MCUMXOHEBPOIOMMYECKMX HapyLIEHWA, HO U Hapylue-
HWS HaBblKa YTEHUSA (MPU AUCNEKCUM HapylleHue nucbma
CYMTaeTCsq CONYTCTBYIOLWMM SBNEHUEM, U AMArHO3 gucrpa-
duun He BbicTaBnaetcs) [2]. CornacHo NO3ULMKM POCCUINCKUX
noronepnos, aucrpadua onpegenseTcs Kak 4acTuyHoe Hapy-
WeHne npouecca NucbMa, xapakTepuayloLleecs Haandnem
CTOMKMX cneundunyecknx owmnbok [6]. M3 npuBeaeHHbIX
TEPMUHOMIOTMYECKNX Pa3/IMynii BbITEKAIOT MOHATUIHbIE pac-
XOXAEHWSA, 3@ KOTOPbIMK CAefyloT MeTOA0N0OMMYeCKMe pas-
HOYTEHUS M HecoBMajalowas pe3ynbTaTUBHOCTb UCCneno-
BaHWN.

Knaccuyeckue BpoXKAEHHbIe BapuaHTbl AUCNEKCUK/LUC-
rpadun B 3apybexHoW nuTepaTtype 4acto ob6o3Ha4vatoTcs
KaK AUCNneKcua pasBuTus u aucrpacdus passutua [3, 4, 7].
TeMm cambiM 0603HavyaeTcs, YT0 MOryT 6biTb U ApYyrue Auc-
nekcun/gucrpadun, Hanpumep, pasBmBaloLLMECS BTOPUYHO
BCNEeACTBME OCTPbIX HEBPONOrMYEeCKUX 3a60NeBaHNM, HO 3TU
BapuaHTbl B MEXAYHAPOLHOM N OTeYeCTBEHHOM NuTepaType
NpPaKTUYEeCKU HEe OMMUCLIBAIOTCH U HE paccmaTpuBatoTcs.

Kak aucnekeuns, Tak u gucrpadus TeCHO CBA3aHbl C Hapy-
LUEHMEM YCTHOW peyn, B 4aCTHOCTHU, C Aucdhasunen pas-
BUTUS (CneunudPpUYEeCcKMM pPacCTPOMCTBOM I3KCMPEeCcCUBHOM
unu peuentuBHoW peun) [4, 8, 9], Npu 3TOM MNOKa3aHo,
4YTO HapyweHus peyn MOryT npealecTBoBaTb AUCIEKCUU
n aucrpadun [10, 11]. TakKe BaXKHO NOHUMATb, YTO COCef-
CTBYIOLLEE C ANCNIEKCHMEN HapyLIEeHWE MOHUMAaHMSA MPOYUTaH-
HOrO TEKCTa SBNSETCS HEMOCPeACTBEHHbIM NPOSIBNEHUEM

HapyLeHWs NOHUMaHWSA YCTHOM peyun — ancdasnm pa3suTms
[5, 12, 13]. NMoka3aHo, 4TO HapyleHue poHeMaTUiecKon
06paboTKM (pacrno3HaBaHne U 06paboTKa peyeBbiX GOHEM)
ABNSETCA OCHOBHbIM O6GWMM HENPObOU3NONOrMYECKUM
MeXaHW3MOM, CBS3blBaOWMM AUchasnm pasBUTUSA U LUC-
nexkcun passutng [9, 14]. OTHOCUTENBbHO HAPYLIEHWUH peyn
HEKOTOpble UCCNefoBaTENN YTOYHSIOT, YTO TOIbKO B Cliyyae,
€C/IN OHU COXPaHATCA K MOMEHTY MOCTYN/JEHUS B LWIKONY,
BO3HMKaIOT Npo6siembl ¢ YTeHuem [11, 15].

JTnonorua aucnekcun u gucrpacdum MHorobakTopHa,
LOMWHUPYET nNpeacTaBieHne O B3aMMOAENCTBUM MHOXKe-
CTBa reHOB M MHOXecTBa GaKTOPOB pUCKa OKpyxKatouewn
cpeabl B peanu3aumn 3Tux cocTosiHui [3, 4, 7]. Mpu atom
MMeeTcs 3TMONONMYECKOE CXOACTBO MeXAy 3TMMM COCTO-
AHUAMU U OPYTUMU peYeBbIMU PacCTPOWCTBaMM — [UC-
dasznammn pasBuUTUS U AUCNaNMAMKU (HapylleHne pevyeBoro
3BYKONPOUSHOLIEHUS MPW HOPMaibHOM YpPOBHE Pa3BUTUSA
A3bIKOBbIX HaBbIKOB). Hanpumep, BblAENEHO KaK MUHUMYM
4 reHa-KaHguaaTta, onocpenyloLmx pa3BuTne BCex AaHHbIX
paccTPOMCTB OAHOBPEMEHHO, XOTSH UMEIOTCH U FeHbl-KaHan-
[nathbl, cneumMduryHble A8 KarKaoro 3 aTux paccTponcTs [8].
Heo6xo0aMM0 OTMETUTb M OMNpefeNeHHoe 3TUOorM4yecKoe
POACTBO HapyLWeEHMS YTEHNUS C TAKUM KOTHUTUMBHO-MOBEAEH-
4YeCKMM PacCTPOMCTBOM, KaK CUHAPOM AedUuumnTa BHUMaHUS
C runepakTuBHocTbto (CABIN): 6onee 7 reHoB CBS3biBalOT
¢ Komop6uaHocTbio CABI 1 aucnekcum [16].

[ns gucnexkcun xapakTepHa BblCOKasi KOMOPOGUAHOCTb
C APYTUMU KOTHUTUBHBLIMM HapyLUEHUSIMWU LIKOSIbHOIO BO3-
pacta. Tak, npu cneundUYecKmnx paccTponcTBax y4ebHbIX
HaBbIKOB, KOTOpble OObEAMHAIOT AUCNEKCUM, Ancrpaduun
M OUCKaNbKynuKM (pacCcTponCcTBO apuPMETUHECKUX HaBbl-
KoB), 33% aeten nmetot CABI, 17,8% — paccTponcTBa Npakx-
cuca (MOTOpHOro pa3BuTus) U 11% — peyveBble HapyLeHUs
[17]. Mpn cneundUYeCcKUX HapyweHusx peyu (aucdasus
pa3BUTUS) OKONO TPETU AeTen cTpafjaloT U MOTOPHO-KOOp-
IWHATOPHbIMWU HapyleHuamu [18, 19]; npu AMCKaNnbKynusax
oT 20 po 60% neten nmetloT Apyrue TPYAHOCTH B 0By4vatoLLen
[eaTeNbHOCTH, TakMe KaKk aucnekcun n CABI [20]. B cBoto
oyepenb, npu CABI gucdasun pal3BuTUS BCTpeYalOTCs
B 45-90% cnyyaeB [21]: AMCNpaKCUMM COCTaABAAOT MNPU-
MEpPHO TPeTb [22], ANCNEKCUM U AUCKANBKYINN — CYMMapHO
20-25% [23, 24]. Mo aucrpadumam aaHHble 60nee CKyaHble.
CornacHo MM, OKOJSIO MONOBWHbI AeTer C AWCNPaKCUaMHU
(MM KOOpPAMHALMOHHOE PacCTPOWCTBO Pa3BUTUS B OPUMK-
Hane) UCnbITbiBAlOT TPYAHOCTU C 0b6y4yeHMeM nucbMmy [25],
a npu CABI 6onee 90% aetert MmetloT Npo6GnemMbl ¢ NUCh-
MOM [26, 27], 4To TpebyeT AanbHENWUX NOATBEPKAEHWUN.
BbicOKasi KOMOPOGUAHOCTb, ONpPeAeneHHoe 3TUONOrM4YecKoe
CPOACTBO, HapyweHus y4yebHOM AeATeNbHOCTU B KayecTBe
BeJyLlero nposiBAeHus, CONoCTaBMMbIe CTEMEHb TAXECTH,
TEYEeHUS U MPOrHO3bl NO3BONSAT 0OBEANHATL AUCIEKCHIO,
avcrpaduio n aucdasunio pasBUTUSA Hapsay ¢ APYrMMKU Npu-
BeAEHHbIMW KOTHUTUBHbLIMW PacCTpPOMCTBaMu B rpynny ner-
KMX KOFHUTUBHbIX HapyweHun y aeten [28, 29]. 310 paet
NOHWMaHWe TOro, YTO CUCTEMHOE pelleHne y4yebHbIX Npo-
671eM NA0X0 YUTAKOLWMX U/WUAK MAOXO NUWYLLNX AETEN HEBO3-
MOXHO 6€e3 y4yeTa APYrnX KOrHUTUBHbLIX HapyLeHWn, Haun-
Has, B NepBylo o4yepeb, ¢ anchasnit pasBuTUS.

ANMAEMHUONIONUA  aCCOLMMPOBAHHbBIX C HapyleHUeEM
pevyeBoro pPasBUTUS COCTOSHUWA M3y4YeHa HeAoCTaTO4YHO
noapo6Ho, U npeobnagaeTr 60MbWoON pPa3dbpoc AaHHbIX —
Hanpumep, ANa AMCNEeKCUK oH cocTaBaseT oT 5 go 20% [30,
31]. No aaHHbIM MexayHapoaHOM accoumnaLmm AUCIEKCUN
(International Dyslexia Association (IDA), 2016), 15-20%
BCEro HaceneHns 3eman umeeT OTAeNIbHble CUMMATOMbI AUC-
JIEKCUM W CBSA3aHHbIX ¢ Hew TpyaHocTen [32]. Mo AaHHbIM
EBponeiickon accounaumm aucnekcun, 9-12% HaceneHus



cTpajaeT AgucneKkcuen u cneundUyecKUMU HapyleHnsaMu
obyyaemocTu [33]. EAMHMYHbIE 3acNy)KuBalollMe A0Bepus
3apyb6exHble UccnefoBaHMa MOKa3blBaldT MeHee BbICOo-
Kue nokasartenu: gnsa aucdasui pasBuTus — B npegenax
3,7-7,6% [30, 34, 35], ansa aucnekemn — 5,3-7% [36, 37],
ans aucrpadumn 4oCTaTovHO WKMPOKo — oT 3 40 14,7% [7, 38].
Mcxoas M3 NnpuBeLEHHbIX AaHHbIX, NO HAWEMY MHEHMIO, CYyM-
MapHasi YacTtoTa 3TOM rpynnbl NaTONOrMYECKUX COCTOSHUM
MOXKeT cocTaBnaTb nopsaka 10% v Bbiwe, AaXke HECMOTPS
Ha KOMOPOWAHOCTb, XOTH TOYHAs OLEHKa 3aTpyAHuTenbHa
M He NPMBOAMTCH HWM O4HUM M3 UccnegoBaTenen. Pasépoc
HEMHOMOYUCNIEHHbIX AaHHbIX AETEPMUHMPOBAH METOA0J0-
TMYECKMMU Pas3nnumamMn B ycnoBusax, koraa HM B MKB-10,
HM B DSM-5 (Diagnostic and Statistical Manual of mental
disorders, fifth edition, AMepuKkaHcKkaa ncuxuaTpuyeckas
accoumaums) He yKa3aHa KOHKpeTHas MeTo4o10rMs anarHo-
CTMKM 3TUX cOCTOsHMM [2, 39]. CunTaeTcs, 4TO B MUPOBOM
MacwTtabe cuTyauus C YTEHMEM MOCTEMEHHO yXyAlWaeTcs.
Mo gaHHbIM MeXAyHapOAHOro UCCIeA0BaHNS YNTaTENbCKOM
rpamoTHocTu (PIRLS 2021), cpeaHue 4OCTUKEHNS B YTEHUU
B 2021 r. ymeHblIMANCb NO cpaBHeHWio ¢ 2016 r. ¢ 581
no 567 6annos, YTo UccnegoBaTeNIn 0O bACHAIOT BO3MOXKHOWM
cBsA3bto ¢ NaHaemuen COVID-19 [40].

[aHHbIX 0 MEeAWLMHCKUX MUCCNefoBaHUsAX pacnpocTpa-
HEHHOCTM 3TUX COCTOSIHMM B Poccuu nocnegHux gecsatune-
TUI B AOCTYMNHOW aBTOpam nutepatype 06HapyKuTb He yaa-
nocb. B negarornyeckomn nurepaType ceoliatoTcs Ha JaHHble
0 25-30% pacnpocTpaHeHHOCTU PACcCTPOMCTB YTeHus [41],
HO @aBTOpPaM He y4anocb OTbICKaTb MEPBOUCTOYHUK, K TOMY XKe
yKa3aHHble umMdpbl NpeacTaBasoTCs Ha NOPSAOK 3aBbllEH-
HbIMW MO CPaBHEHMIO C 3apy6eEKHbIMU AaHHBIMU, BO3MOXHO,
BCNeacTBME 0603Ha4YeHHbIX METOAO0NIOMMYECKUX pa3HoYTe-
HWI. HegaBHO ony6MKOBaHHbIE pe3ynbTaTbl NPOBELEHHOIO
HamMK nccnefoBaHUs NoKasann BEPOSTHOCTb pacnpocTpa-
HEHHOCTU COYETAHHbIX NErkUX KOMHWUTWUBHBLIX PacCTPOMCTB
y 11-neTHWX POCCHUWCKUX LKONIbHWMKOB B npeaenax 7,5%,
HO B 3TOM WCCNefOBaHUU M30MPOBAHHbLIE peyveBble pac-
cTpowvicTBa He ndyyanuchb [28].

Poccua B cnucke PIRLS 2021 no ypoBHIO pa3BUTUSA
yTeHma 3aHumaeT 3-4-e mecto M3 56 cTpaH [40]. XoTa
no AaHHbIM MeXAyHapoAHOM nporpaMmbl MO OLEHKe
o6pas3oBatefibHblX JOCTMXKEHMIN ydawmuxcsa (Programme for
International Student Assessment (PISA)) no cocTtosiHuio
Ha 2018 ., Poccusa 3aHana 28—-34-e mecTa cpeaun 78 cTpaH,
y4acTBOBaBLLUMX B 3TON oLeHKe [42].

Taknm o6pas3om, B yCNOBMAX, KOraa CBEAEHWUs O pac-
NPOCTPAHEHHOCTU AWUCNEKCUU, Aucrpadum U Apyrux acco-
LIMMPOBAHHbIX C pPeyblo PAcCTPOMCTB LWKOMbHOrO BO3pacTa
B pasHblX CTpaHax HEMHOrOYMUCNEHHbl M HEOAHO3HAa4HbI,
€CNN He cKaldaTb MPOTUBOPEYMBLI, MPUXOAUTCS KOHCTATU-
poBaTb M NOIHOE OTCYTCTBME aKTyaslbHbIX OTEYECTBEHHbIX
JaHHbIX. Mexay Tem 06LWen3BeCTHO, HTO HOPMaTUBbI HaBbl-
KOB YTEHWS M NUCbMa, a crefoBaTeNbHO, U OLLEHKa UX naTo-
I0rMK 3aBUCAT OT 06pas3oBaTeNibHblX TPeGOBaHWUIA U COLUO-
KYNbTYPHbIX HOPM, KOTOPble BeCbMa BapuaTuMBHbI. B cBA3K
C 3TMM 0COBYyl0 aKTyanbHOCTb NpuobpeTaeT opraHuv3auuns
nccnegoBaHuin pacnpoCTPaHEHHOCTHU AaHHbIX PacCTpOMCTB
B Poccun. MNonyynTtb TO4HbIE CBEAEHUSA N3 MEAMLMHCKOWM CTa-
TUCTMYECKOM OTHETHOCTM HEBO3MOXKHO, TaK KaK, MO HaWwum
OLEeHKaM, Ans 3TUX COCTOSIHUM BbICOKa FMMNOAMArHOCTUKa,
T€ HEMHOrOYUCNEHHbIE Cy4yaun, KOTOpble AMArHOCTUPYIOT-
cs, B GONbWMHCTBE CBOEM PErUCTPUPYIOTCA HeBposora-
MW NoJ HEKOHKPEeTU3WPOBaHHbIM KoaoM G96.8: «[lpyrue
YTOYHEHHbIE MOPaXKEHUS LLEeHTPaNbHOW HEPBHOM CUCTEMBI».
MoaTomy OLEHWTb PacNpPOCTPaHEHHOCTb AAaHHbIX COCTOAHUM
npeacTaBASeTCqd BO3MOXHbIM TOMbKO MyTEM OpraHu3dauuu
NONYNSLMOHHBIX UCCIEA0BAHNM.

B paHHOM cTaTbe Hamu NPUMBOAMTCS 0630pP MCMONb3Y-
emMbIx B Poccun cnocob6oB AMArHOCTUKKU OUCNEKCUU U AWC-
rpadumn Ha npegmeT MX MOTeHuManbHOM MPUMEHUMOCTHU
B MOMyNALMOHHOM MCCNeLOBaHUMN BbISBNEHUS pacnpocTpa-
HEHHOCTM 3TUX NATONOrMYEeCKUX COCTOSHMI. [Ana ynob¢eTea
CpaBHeHUs B TabnnyHoM dopmate NpuMBedeHbl AaHHble
0 HaMMEHOBaHWW, OCHOBHOM MpejHa3Ha4YeHUU METOAUKM,
ee npeumyuiectBax M Hegoctatkax (cMm. Tabnuuy). Uexoas
M3 Hawero onbiTa paboTbl, Haubonee BOCTPebGOBaHHbLIM
ycnoBuem opraHusaumm 3dGbEeKTUBHOIO MUcciefoBaHus
nonynsunoHHoro dopmara fBASETCS MUHUMM3aALMA ANW-
TeNbHOCTU OHOM NpoLIeAYyPbl — €e CKOPOTEeYHOCTb [28, 43].
Yem 6osnblue NPOLOMKUTENBHOCTb Npoueaypbl 06¢cneaoBa-
HUS, TEM CNOXHEE MOBMAN3aLMSA YEN0BEYECKMX U BPEMEH-
HbIX PECYPCOB A/ oxBaTa 60/blIOro KoanyecTsa y4acTHuU-
KOB, COOTBETCTBEHHO AaHHbIA MYHKT HAMWU AOMOSHUTENBHO
BblgeneH B Tabnuue.

Heo6xogMMO OTMETUTb, 4TO GOJIbLIMHCTBO BOCTPebO-
BaHHbIX METOA0B AMArHOCTUKM pa3paboTaHbl 419 NpUMeHe-
HUS B y4peXAEeHMAX NCUXON0ro-negarornyeckoro npoduns,
NO3TOMY OHU MOFYT GblTb HEONTUMaNbHbIMU ANS MEAULMH-
CKMX UccnefoBaHWM, B YAaCTHOCTU HE MMETb KIMHUYECKMX
HOPMaTMBOB WM He cofepxaTb KONMYECTBEHHOro Bbipa-
eHus pesynbrata. [penmywecTBoOM KOMOWMHUMPOBAHHBIX
METOAMK, MNpPeAcTaBieHHbIX B KOHLE Tabnuubl, fBnsetcs
CMOCOBHOCTb OLLEHUTb LUMPOKKIA CNIEKTP KOTHUTUBHbIX HaBbl-
KOB WJIM YTOYHUTb COCTOSIHME PeYu, YTO NO3BOASET MNONYYUTb
6onee NOMHYD KapTUHY NaToNOrMM M MNPOBECTU aHanua
BKNlaZa B paCCTPONCTBO YTEHUS/MUCbMa HapYLIEHWI APpYTrX
KOFHWTMBHbIX NpoLeccoB. Ho 3TM MeToAbl 3aTpaTHbl NO Bpe-
MEHU B WCMONHEHWW, MO3ITOMY BPSA /M MOTYT ObiTb Mpw-
MEHEHbl B NONYASLMOHHOM MCCNefoBaHUKU, OHWU Hanbonee
BOCTpe6oBaHHbl B paboTe cneunanm3npoBaHHbIX LEHTPOB
AMArHOCTUKM U KOPPEKLUH.

KoM6UHMPOBaHHbIE METOAbl OLLEHKM YTEHUS M NUCbMa
NepcrneKTUBHbl B OLHOBPEMEHHOM M3YYEHUU ITUX ABYX
HaBbIKOB, XOTS MPONOHTMPOBAHHOE BpPeMs UCCNefoBaHMUs
He fBAseTca onTMMabHbiM GaKTOPOM Aas MONYASALMOHHbIX
nccnegoBaHuii, K TOMY e OHM He npegnonaratT Konuye-
CTBEHHOW OLLEHKM, YTO CHUXKAET UX LLEHHOCTb A/t Hay4YHbIX
ncenegoBaHum.

YTo KacaeTcs y3KonpoPpUANPOBaHHbIX METOAMK OLEHKHU
YTEeHWS, KOTOPble AOCTAaTOYHO KPaTKOCPOYHbI B UCMONHEHUM
M Mo 3TOW NPUYMHE NPMBIEKATENbHbI AN MPUMEHEHUS
B MacwTabHbiX MCCNefoBaHMaX, KarKgas M3 HUX MMeeT
onpeaeneHHble OrpaHM4yeHus: HEeMoNHOLLEHHOCTb OxBaTta
BCEX COCTaBMSAOWMX YTEHUs, anpobaunst UCKIOYUTENbHO
Ha MOCKOBCKOWM BbI6OpKe feTel, OTCYTCTBMUE KOMYECTBEH-
HOM OLLEHKM MKW OTCYTCTBUE KIIMHUYECKUX HOPM.

Takum 06pa3oM, Ha HacCTOALMM MOMEHT OTCYTCTBY-
€T OJHO3HayHO 6ecrnpobNeMHbIi BbIOOP METOLO0NOMMU.
Hanbonee npeanoyTUTENbHBIMU ANS KPYNHOKOrOPTHOMO
nccnefoBaHusa NpeacTaBasioTca CcTaH4apTM3MpoBaHHas
MeToAMKa uccnefoBaHWs HaBblka yTteHua (CMWHY), pas-
pa6oTtaHHaa A.H. KopHeBbiM, 1 MeToauKa o6cneaoBaHus
YTEHUsT BCAyX U Npo cebs y MAaAWMX LIKOJbHMKOB, pas-
pa6oTtaHHaa O.b. UHwakoBon 1 T.B. AXyTuHOW, XoTa 06e
M3 HWUX TPeOylT LOMOMHWUTENbHbIX Mpouefyp Banuvaauuu
[44, 45]. O6uwenpuHaTaa cneunann3MpoBaHHas MeToauKa
o6cnepoBaHna HaBblika nucbma O.b. MHWaKkoBon aBnseTcs
daKTU4eCcKkn 6e3anbTepHaTMBHLIM BapMaHTOM AMArHOCTUKMU
ancrpadun, Ho TakKe TpebyeT Banngauuv 4ns yCnoBum npu-
MEHEHUS B MEAULMHCKUX UCCNef0BaHUSAX.

MoHWMasi NPUOPUTETHOCTb PacCMOTPEHUSA OTeYeCTBEH-
HOM MeTofoNorM4yeckon 6asbl, NPUBEAEM OTAE/bHbIE MPHU-
Mepbl pelweHns nNpobaembl MNOMYNSLUMOHHOTO CKPUHWHIa
B HEKOTOPbIX 3apyOeXKHbIX CTPaHax.
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REVIEW

OB30P JINTEPATYPbI

B CLWUA, KaHage v HEKOTOpbIX APYrMx cTpaHax npwu-
HATa MHoroypoBHeBas cuctema nogaepxku (Multi-Tiered
System of Supports; MTSS) o6y4yatouimxcs, npeacraB-
NeHHas WUPOKUM GYHKLMOHANOM, B TOM YMcne NoaAepK-
Kon peTen c aucnexkcuen. MHoroypoBHeBasi cucTtema
noadepKKM BKIOYaeT B cebsi paHHeEe BbIIBiEHWE AMUC-
NEeKCUM NOoCpeacTBOM MPOBELEHUA YHUMBEPCAIbHOro
CKPUHMHra Ha o6pasoBartenbHon nnatdpopme Branching
Minds. YHuBepcCaNbHbIH CKPUHUHI O6bIYHO MPOBOAMTCS
TpM pasa B rog nyTem KOMMNblOTEPMU3UMPOBaAHHOIo obcene-
[OBaHUA YeTblpex HaBbIKOB YTeHWUsA: doHeMaTUYeCcKowm
0CBEAOM/IEHHOCTK, BGbICTPOr0 aBTOMATUYECKOro MPUCBO-
€HUSA UMEH, MOHUMaHUsA andaBUTHbIX NPUHLMMAOB, YTEHUS
cnoB. Ha ocHoBaHMK aHanu3a TpyaHOCTEN onpeaensercs
CNEeKTP HeOoO6XOAMMbIX MOAAEPHKMBAKOWMX MEpP U NaaHu-
pyetca pa6oTta. Ewe 0gHUM MHCTPYMEHTOM LaHHOMO Npo-
€eKTa ABndeTca AHalUTUYEeCKU onpoc Ang 4yteHus (Insight
Survey for Reading), KOTOpbIM NoOMOraeT NOHATb, NOYEMY
06yyYatoLnnCs UCMbITbIBaAeT TPYAHOCTU C YTeHuem [51].

B HwugepnaHpax paspaboTaH M NpuUMeHsieTcs TecT —
KpaTKasa LWKana OUEHKM AeTCKoro novepka (the Concise
Assessment Scale for Children’s Handwriting, nnu Brave
Handwriting Kinde — tect BHK). Bannaauua faHHOW WKanbl
npowna B Utanun n psaae apyrux ctpad. Tect BHK, HanpaB-
NEeHHbIN Ha HaBbIKW NUCbMa, o6ecneynBaeT ObICTPYIO OLIEH-
Ky KayecTBa M CKOPOCTM No4vepKka NOCPEeACTBOM KOMWMPO-
BaHWsA TekcTa. Heob6x0AMMO CKOMMpoBaTb PYKOMUCHLIN
TEeKCT 3a 5 MUH. [JaHHblM MeToa MOXET OblTb UCNONb30BaH
KaK MHCTPYMEHT CKPUHWHIA M B Ka4yecTBe ANarHOCTUYECKO-
ro tecta [52, 53].

Tak)e nony4valoT pa3BuTUE OTAESNbHbIE Cneuuannsn-
pOBaHHble OHNaWH-CepBUCbI M NaaTPopMbl, KOTOpble
ynpouwatT M aBTOMaTU3WUPYIOT MNPoLeaypy perucrTpauuu
M 06pabOTKM [aHHbIX, YTO MOXET OblTb O4eHb BOCTpPe6O-
BaHHbIM B MONYNSLMOHHbLIX MCCneaoBaHuaX. Tak, yyeHble
CtaHdopackoro yHuBepcuTeta B CLUA ycnewHo ucnbitanu
nnatdopmMy GbICTPOM OHNANH-oLEeHKK 4YTeHus (Rapid Online
Assessment of Reading; ROAR), B KOTOpOW A€THU BbINOAHSAOT
nBa cybtecta (MaeHTUdMKaUMSa cnoB/OYKB M aTaka CJiOB)
B UrpoBon ¢popmMe B Be6-6pay3epe 6e3 NpUcyTCTBUS B3POC-
nbix [54].

PaHee Bo ®PpaHumMK Oblla NpoBeAeHa ycnewHas anpo-
6auna METOAMKM BbiBNEHUS ancrpadum ¢ NOMOLLbIO NNaH-
wetoB [53, 55].

TakMM 06pa3oM, HECMOTPS Ha BbICOKYI0 aKTyanbHOCTb
Bonpoca aucrpadun U gUCNEKCUU, INMAEMUONOrMYECKNE
AaHHble 06 MX pacnpoCTPaHEHHOCTM OrpaHWyeHbl mMate-
puanamv eAuHUYHbIX UCCNefOoBaHWM B OTAENbHbIX CTpa-
Hax. NUx peanbHasg pacnpocTpaHeHHOCTb B POCCUMCKOM
depepaumm B MEAULMHCKOM MOHUMMaHWKW OCTaeTC HEeus3-
BECTHOW, @ UCNoNb3yloWwmnecs B OT€4EeCTBEHHOW Mneparo-
rMYEeCKOW nuTepaType AaHHble Bbl3blBAOT MNOLO3PEHUE
B HECOMOCTaBUMOCTH C pe3ynbTatamu 3apybeKHblX uccne-
LOBaHW BBMAY METOAONOMMYECKMX pasnunyumin. B aTmx
yCNoBUSAX BCTaAeT BOMNPOC 06 aKTya/lbHOCTU OTe4YeCTBEH-
HbIX NOMNYNSLMOHHbLIX UCCNEAOBaHMIA, U XOTS UMetowasncs
meTogonornyeckas 6asa HecoBepleHHa ANa peanndaumnu
3TUX Lenen, No Halew oLeHKe, OHa MOXeT OblTb afdanTupo-
BaHa. Bonpoc MOHMTOpPMHIa COCTOAHUSA HABbLIKOB YTEHMUS
“ nucbMa Tem 6osiee akTyaseH, YTO B 3NOXY AMHAMUYECKUX
TpaHcdopmaLmnin YenoseyecTBa OHM BeCbMa ObICTPO npe-
TepneBatoT n3MeHeHUs. B cBA3K ¢ 3TUM 0cobyto aKTyanb-
HOCTb MOTYT NMPUOBPECTU U OTEYECTBEHHbIE Pa3paboTKu
OHNanH-nnatbopm 3anucu, perucrtpauum u o6paboTKu
LaHHbIX YTEHUS U NMUCbMa, KOTOPble NO3BONAT 6osiee one-
PaTUBHO M MHTEHCUBHO M3yyaTb 0603HAYEHHYIO B cTaTbe
npo6nemy.
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'.) Check for updates

FDA opo6puno nepBylo BaKLLIMHY OT BUPyCa YUKYHI'YHbU

npaBfeHMe N0 CaHUTApHOMY HaA30py 3a KavyeCTBOM

nULEeBbIX NPOAYKTOB U MmeankameHTos CLUA (FDA) opo-
6puno IXCHIQ — nepByto BaKLUMHY OT BMpPYCa YMKYHTYHbMU
Ons nvy, B Bo3pacTte 18 neT u ctapuwe. BakunHa coaepxuT
YKMBYIO 0CnlabneHHyto BeEpCUio BUpyca.

YUKYHTYHbA — 3TO BUpPYCcHoe 3abosieBaHue, nepepato-
Leecs 4Ye/I0BEKY 3apaxeHHbIMM KOMapaMu 1 Bbi3blBatolee
iMxopagky, a Tak»e 60/b B MbllLLax 1 cyctaBax. B HacTos-
Lee BpemMs NpoTUB 3TOr0 BMpYCa HET BaKUMHbI UK Cneum-
drYEeCcKoro nekapcTaa.

YUKYHTyHbA npeacTaBnsgeTr co60on HOBYIO robanbHyto
yrpo3y 340pOBblo: 3a nocnegHue 15 net 6bl10 3aperu-

CTPUPOBAHO He MeHee 5 MJIH cilyvyaeB 3aparkeHus. Cambli
BbICOKMI PUCK OTMeYaeTcs B TPOMMYECKUX M cyBTponunye-
CKUX pernoHax Adpukn, KOro-BoctouyHon A3uK M HEKOTO-
pbiX YacTax AMEpUKM, rae KomMapsbl, NepeHocsuine BUpyc
YUKYHTYHbW, SABAAKOTCA 3HAEMWYHbIMW. OOHAKO BUpPYC
YMKYHIYHbS pacnpocTpaHuICca Ha HOBble reorpaduyeckme
TEPPUTOPUU, 4YTO NPUBENO K rNo6GasbHOMY POCTY 4acToThl
3TOro 3aboneBaHus.
McTouHuK: https.//www.fda.gov/news-events/press-
announcements/fda-approves-first-vaccine-prevent-
disease-caused-chikungunya-virus

UccnepoBaHMe BaKLMUHbI OT BUpYCca NanuiiomMbl

ye/iOBEKa cpeau aeten

occurcKasa 6nodapmalieBTMYECKasa KOMMNaHUs «<HaHonek»

roTOBWUTCS K MUCCNEAOBaHUIO CBOEW BaKLMHbI OT BUpyca
nanunnomMbl YenoBeKa y AeTel M NOoAPOCTKOB B BO3pacTe
oT 9 no 17 net. UccnegoBaHusg 3annaHMpoBaHbl Ha 2024 T.
K HacTosilemy MOMEHTY AeNCTBME Npenaparta yxe U3y4yeHo
Ha B3POC/bIX NaLMeHTax.

CTtapT npoekTa no pas3paboTKe BaKLMWHbI NOA4 TOPro-
BblM HaumMeHoBaHWeM Llerapaekc 6bin 06bsiBneH B 2020 T.
B 2021 r. 3aBepwunacb dasa | KIMHUYECKUX UCccnedoBa-
HWUIW, B X04€ KOTOPOM U3yy4anucb 6€30MacHOCTb U UMMYHO-
reHHOoCTb Npenaparta. lNNoKka3aTenn oTe4ecTBEHHOM BaKLUMHbI
OKa3anucb COMOCTaBMMbl C TaKOBbIMWU Yy aMepPUKaHCKOro
npenaparta npoussoactea MSD.

B xope dasbl Il KNnMHUYECKUX MccneaoBaHui, 3aBep-
weHHon B 2023 r., paspaboTKa NpoAeMOHCTpMpoBana
BbICOKMIA Npoduib NEepeHOCMMOCTM U 6e30MacHOCTH,
a oTMevyaeMble Nob6o4Hble 3PdeKTbl 6blIN NpeacTaBlieHbl
B OCHOBHOM MECTHbIMU peaKkLMsiMU B 061aCTU MHBEKLMMN.
9TU nccneaoBaHWsa NMPOBOAWMAUCH C y4YacTMEM B3POC/bIX
nauuneHToB. llocne wvccnegoBaHus npenapaTa Ha AeTax
M NOAPOCTKax KOMMaHWs MnnaHupyeT BbIBECTM BaKLUMWHY
Ha pbIHOK*.

UcTouHuK: https://gxpnews.net/2023/11/v-
2024-godu-pervuyu-rossijskuyu-vakczinu-ot-vpch-
ispytayut-na-detyah/

HoBas BaKLMHA OT MEHUHITOKOKKOBOU UHDEKLUU

npaBneHne No CaHUTapHOMY HaA30py 3a KayeCTBOM

NuLLEBbLIX NPOAYKTOB U MeaukameHToB CLUA (FDA) ogo-
6pnN0 HOBYID MEHWHTOKOKKOBYK BaKLMHY MPOTUB MNATU
Hanbosiee pacnpocCTpaHEHHbIX CEPOrpynn, Bbi3biBaoLWNX
3aboneBaHue y eTen n Monoabix Ntoaen.

HoBas ¢opmyna nof Ha3BaHueM Penbraya npon3soauT-
cs KomnaHuen Pfizer u 06beamMHAET KOMNOHEHTbLI ABYX CyLle-
CTBYIOLMX MEHUHITOKOKKOBbIX BaKLMH: Trumenba (BaKUMHbI
rpynnel B) u KOHbOrMpoBaHHOM BaKkLmMHbI Nimenrix rpynn A,
C,W-135mnY.

MeHWHIOKOKKOBasa MHMEKUMUS — 3TO peakas 6aktepwu-
anbHasg MHPEeKUMsa, KoTopas 0OblYHO MOopa)KaeT roN0BHOW,
CMUHHOW MO3I U KPOBOTOK M MOXET NPUBECTU K NieTaslbHO-
My ucxoay. MaTuBaneHTHas BaKuWHa Penbraya 3awuuwaer

OT NATU rPynn MEHUHIOKOKKOBbLIX 6aKkTepun — A, B, C, W 1Y,
KOTOopble 06bI4HO BbI3bIBAIOT 3ab0/ieBaHMe.

3T0 nepBasl NaTUBaNEHTHas BaKLWHA MNPOTUB MEHWH-
FOKOKKOBOW WHbEKUMKU, 0ao06peHHas ANS MNpUMEHeHUs
y ntoaen B Bospacte ot 10 go 25 net. OHa BBOAMTCS cepuen
13 ABYX 403 C MHTEPBAJioOM B 6 Mec.

PeweHne FDA ocHOBaAHO Ha MONOXUTENbHbIX pPe3yib-
TaTax uccnegoBaHun Gasbl Il n Ill, B xoge KoTopbix
Penbraya nokasana crnoco6HoOCTb o6ecne4ynBaTb UMMY-
HWUTET Ha YPOBHE, CPAaBHMMOM C KOMOGUHaLMEN BaKLMUHbI
Trumenba komnaHun Pfizer n BakumHbl Menveo oT GSK.

UctouHuK: https://www.fda.gov/vaccines-blood-
biologics/vaccines/penbraya

C Havyana roaa 960 Tbici4 HOBOPOXAEHHbIX
NMPOLUIU pacLUMPEHHDbIA CKPUHUHI

anyleHHbln ¢ Havana 2023 r. paclMpeHHbIM HeoHa-
TalbHbIM CKPUHWHI oxBaTun 960 TbiC. HOBOPOXKAEH-
Hbix B Poccun. C ero nomouwbto y 411 manbiwen yaanocb
BbISIBUTb HacneacTBeHHoe 3aboneBaHne. 06 3TOM MUHUCTP
34paBooxpaHeHua Poccuiickon dPegepaunn  Mwuxaun

MypallKko paccKkasan }ypHanuctam B xoge paboyen noesa-
Kn B KabapamHo-bankapckyo Pecny6nuky.

«[lonHOCTbIO peann3oBaHO Ha CEroAaHs Hanpase-
HWE MO CKPWMHWHIY BPOMAEHHbIX 3ab0neBaHWn y AeTew.
CKpuHUHrom B Poccuu yxe oxBavyeHO 6onee 960 Tbicay

* 3auHTepecoBaHHbIM B y4yaCcTMM B AAHHOM K/IMHUYECKOM MUccliefoBaHUK npocbba obpalwaTtbea 3a 6onee nogpobHow nHbopmauumen

no 3NeKTPoHHOMY agpecy info@pediatr-russia.ru.



HOBOPOMXKAEHHbIX. N BbiiBNeHO 60nee 411 HacneaCTBEHHbIX
3aboneBaHnin», — 3as8BU YUHOBHMUK.

OH po6GaBua, 4TO A€TU C PEeaKMMMU TEHETUHECKUMMU
3a60/ieBaHUAMU aBTOMATUMYECKM CTAHOBATCA Moaoneuy-
HbIMW rocyaapcTBeHHoro ¢oHga «Kpyr gobpa», ux obe-
crne4vyvMBaloT NeKapcTBaMU U MEAWLMHCKUMU U3AENUAMMU.
Take MypalKo HanmoMHWA, 4TO B pamKax nporpamMmbl
«JlecaTunetve aeTcTBa» B cTpaHe chopmMMpoBaHa nepw-
HaTaNbHada cnyx6a u3 175 nepuHaTaibHbIX LLEHTPOB.

PacluMpeHHbI HeOoHaTallbHbl CKPWHUHI MPOBOAAT
Ha 6a3e 10 pOCCUNCKMX LIEHTPOB. Ecnn aHan13 KpoBM NoKa-

3a/l Hann4yme 3aboneBaHus, obpaseL, HanpaBaaloT Ha AOMNO0-
HUTENbHOE UccnegoBaHMe B MeauMKO-reHEeTUYEeCKUM Hayu-
HbIM UeHTp uM. akag. H.l. boykoBa. Cpean 3aboneBaHuK,
KOTOpble yaanocb BbiABMTb 6narofapsi yCOBEPLUIEHCTBO-
BaHHOW MporpamMe AMarHOCTUKMK, MpeBanupyloT Hacneg-
CTBEHHble 60/IE3HN 0O6MeHa, NEPBUYHBbIN MMMYHOAEDULMT,

CMWHanbHas MblleYvyHas aTpodus.
UcToyHuK: https.//gxpnews.net/2023/10/s-
pomoshhyu-rasshirennogo-skrininga-960-tysyach-
novorozhdennyh-proverili-na-geneticheskie-
zabolevaniya/

FDA ofo06puio TpOMHOE KOMOMHUPOBaHHOE

MeCTHOe CpeaACTBO OT aKHe

epMaTonorMyecKkoe nogpasaeneHune kaHagckom Bausch

Health — Ortho Dermatologics — B okTa6pe 2023 1.
06bsABUNO O noflydyeHHOM ofobpeHun FDA Ha npenapat
B dopme rens And neyveHus yrpeBow cbinu (acne vulgaris)
y NauneHToB B Bo3pacTte oT 12 neT u ctapuwe. Cabtreo cove-
TaeT B cebe 1,2% knuHgamuumHa dpocdat, 0,15% agananeH
n 3,1% 6eH30u1a NEPOKCHUL,.

lenb Cabtreo o6nagaeT TpeMsi MeEXaHU3MaMKU AENCTBUS,
coyetad B ce6e aHTUOMOTWK, PETUHOMA W aHTUGaKTepu-
anbHoOe CPeAcTBO, U SABASETCA NepBbiM 0406peHHbIM FDA
JleKapCTBEHHbIM CPEACTBOM B TAKON KOMOUHALUW.

Opo6peHne npenapata FDA 6bi10 NOATBEPKAEHO
AaHHbIMW [OBYX 12-He[eNbHblX MHOrOLEHTPOBbIX paHAo-
MW3NPOBaHHbIX MNaaLebo-KOHTPOAMPYyEMbIX UCcliefoBa-

HWUIW, B KOTOPbIX NPUHANKN y4acTne 363 naumeHTa ¢ aKHe.
Y NoNoBWHbI y4aCTHUKOB 3a 3TOT MNEepUoj KOIMYEeCTBO
HeBOCNaUTENbHbIX U BOCMa/IUTENbHbIX 3N1IEMEHTOB CHU-
3KU0Cb 10 2-W CTeneHu (B COOTBETCTBUM C rnobanbHOM
OLLEHKOW TAXeCTH).

Hanb6onee pacnpocTpaHeHHbIMU HexenaTtenbHbIMU
ABJIEHUAMU OblIK IpUTEMA, PeaKkLMM B MeCTe HaHeCeHUs,
60/b, pa3gpaxeHue, WenyweHue u gjepmaTut, npuyem Bce
3TW ABNEHUS Yalle BCTpevanucb B rpynnax NevyeHus, 4em
B rpynnax nnaue6o.

UcTouHuK: https.//gxpnews.net/2023/11/v-ssha-
odobren-gel-s-trojnoj-kombinacziej-veshhestv-protiv-
akne-ot-bausch-health/
https;//www.medscape.com/s/viewarticle/997714

FDA oaoGpuao nepBbiK Npenapar
OT BPOXXAEeHHOU POpPMbl TPOMOOTUYECKOM
TPOMOOLUTONEHUYECKOM Nypnypbl

npasfeHWe Mo CcaHWTapHOMY HaA30py 3a KayeCcTBOM

nuiLeBbIX NPoayKToB 1 meankameHToB CLUA (FDA) ono-
6puno npenapat Adzynma ans ne4yeHus BpOXXAeHHON TPOM-
60TH4ecKom TpoMmboLuTONEHU4Yeckom nypnypsl (TTM) — pea-
KOro HapyLleHWs CBePTbIBAEMOCTU KPOBM.

TpoM6GOLMTONEHUA XapaKTepu3yeTcs HEKOHTponupye-
MbIMWU KPOBOTEYEHUSMU U KPOBOUBNIUSAHUSMU BO BHYTPEH-
HWe opraHbl U NOA KOXKY.

Adzynma coaepUT pPeKoMOWHaHTHYlO ¢opMy reHa
ADAMTS13, KoTopbii BbipabaTbiBaeT GepMeHT, OTBETCTBEH-
HbIM 3a perynMpoBaHue CBepTbIBAEMOCTHU KpoBu. Jednunt
depmeHTa NPUBOAWUT K CKOMJEHUIO HEOOGLIYHO KPYMHbIX
MynibTUMEpPOB daKkTopa ¢oH BunnebpaHga. N3-3a nx cKo-
nneHus no BceMmy Teny ob6pasytotca Hebonblme TpoMbbl
B MENKMUX KPOBEHOCHbIX cocygax. PopmupoBaHue Noao6HbIX
CryCTKOB KPOBW BefeT K 60MbloMy pacxoay TpoM60ounTOoB
B KPOBW, KOTOPbIX BMOCNEACTBMM HE XBaTaeT Ha OCTaHOB-
Ky KpPOBOTEYEHWW NpU WX BO3HUKHOBEHMU. B pesynbrate
BO3HWKaET COCTOSIHWE, U3BECTHOE KaK TPOMOOLMTOMEHUS,
YTO NPUBOAMUT K HEKOHTPOSIMPYEMbBIM KPOBOTEYEHUSAM, KPO-
BOUBNUAHUAM BO BHYTPEHHUX OpraHax 1 noj KOXew.

Opo6perHne FDA 6bI10 OCHOBAHO Ha MCCNefOBaHWUM
c ydyactuem 46 naumeHtoB ¢ TTM. Nx pasgennnun Ha aBe
rpynnbl, KOTOpbIM GblNa NponucaHa nonyrogosas Tepanus
nm6o Adzynma, nm6o nnas3mon. IPdeKTUBHOCTL npena-
paTa oueHWBanacb Ha OCHOBE 4acToTbl NposiBfeHnn TTI1
M HEeo6XOAMMOCTU BBELEHUA AOMONHUTENbHbIX MHbEKLUMUN
NleKapCTBEHHOro cpeacTBa. Ha nocnefgHen ctagun KAUHU-
yecKoro uccnegosaHuss Adzynma cnoco6CcTBOBana CHM-
KEHUIO KoMn4YecTBa cnyvyaeB TpombouuToneHun Ha 60%
No CpaBHEHWIO C fle4eHHeM Ha ocHoBe nna3mbl. Kpome
TOro, npenapart umeeT xopownin npodunb 6e30MacHOCTH:
no6o4Hble apdeKTbl OGblIM OTMEYEHBI Y MeHee 9% nauuneH-
TOB, NOJy4aBLUWX leKapCTBEHHOE CPEeACTBO.
McTouHuK: https.//gxpnews.net/2023/11/v-
ssha-odobren-pervyj-Ip-ot-redkogo-zabolevaniya-s-
narusheniem-svertyvaemosti-krovi/?amp=1
https.//pharmvestnik.ru/content/news/FDA-
odobrilo-pervyi-preparat-ot-vrojdennoi-formy-
tromboticheskoi-trombocitopenicheskoi-purpury.
html?utm_source=main
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

UHdopmauusa Colo3a neguaTpo

https://doi.org/10.15690/pf.v20i6.2661

C.A. Wep

'.) Check for updates

MexXayHapoaHbIX AeHb nejguaTtpa

20 HoA6ps exeroaHo B Poccun v Apyrux cTtpaHax oTMeya-
eTcst MexxayHapoaHebli AeHb negnatpa. 3ToT feHb HecnyYyanHo
coBnagaet co BcemupHbiM fHEM pebeHKa. [1leNCTBUTENbHO, 3TH
[Ba npa3sH1Ka Hepa3pbiBHO CBSA3aHbl APYr C APYroM, MOCKO/b-
KY MMEHHO MeauaTtpbl CTOAT Ha CTpa)ke AETCKOro 340pOoBbS,
BCE MOMbIC/IbI W AESHUS WMMEHHO NeauMaTpPOB MOJSIOXKEHDI
Ha anTapb CAyXXeHWUs AeTAM.

KaKoBbl e KOPHMW 3TUX NPa3fHWKOB, nNpexie Bcero Bee-
MUPHOrO LHS pe6GeHKa? Bonpockl couuanbHOW 3aluTbl AeTen
6eCcnoKonnM UMBUIN30BAHHOE OOLWECTBO C AABHUX BPEMEH,
0flHaKo gopora K obuuManbHO 3ajeKnapvpoBaHHbIM NpaBam
[eTen nony4nnacb JOArOM U Henerkow. B cpene nepefnosoi
€BPONencKon obLeCcTBEHHOCTM XX CTONETHE MONYYUIO0 Ha3Ba-
Hue «BeK pebeHKa». ABTOPOM AaHHOro TepMuHa BbICTynuna
lBeACKasa nucaTenbHuUa, negaror M 06LEeCTBEHHbIN gesTeNb
AnneH Ken (1849-1926). B cBoen KHure «Bek pebeHKa»
OHa yTBep}aana, 4To «MNO3UTUBHbIE U3MEHEHUS B MUpe Mpo-
M30MOYyT TONbKO TOrAa, Koraa pebeHoK MoayyuT CBOM npaBa»
N «<HPaBCTBEHHOCTb CTaHET 6oJsiee coBeplUeHHOW». Ee no3unuus
3aK/lo4anacb B ryMaHHOM OTHOLWEHWK K AETCTBY, 3alluTe npas
fneten, He0O6X0AMMOCTU CO3[aHNsa YCIOBMIM AN MOSIHOLEHHOIO
Pa3BUTUS MHAMBWMAYANbHOCTU KaXKAoro pebeHka.

B nepBoe aecsatunetne XX ctonetus uaen dnnen Ken nony-
YUK LUMPOKOE pacnpocTpaHeHne M cnoco6CTBOBaNM Havany
CTaHOBJ/IEHWUS [ETCKOro npasa, CoLManbHO-NPaBOBOM OXpaHbl
netctBa. B 1913 r. B bptoccene coctosincs | MexayHapoaHbii
KOHrpecc no oxpaHe [eTCTBa, B KOTOPOM y4acTBOBaNu aenera-
LUMKN 13 28 cTpaH. KoHrpecc npuHaI NpoeKT CO3aHns MeXay-
HapoAHoro 6t0po No oxpaHe AeTCTBa, OAHAKO OH He 6bln peanu-
30BaH B CBA3M C Ha4yanom epBoi MMPOBOW BOMHDI.

B 1921 r. B bptoccene npowen |l MexayHapoaHbIK KOH-
rpecc, Ha KoTopom 6onee 1200 generatoB M3 31 cTpaHbl
NPUHAAKU pelleHne 0 co3aaHmn MexayHapoaHoW accoumnaLmm
no oxpaHe fetctBa. B npuHaTom YctaBe Accoumaums yKkasa-
na Ha HeobXxoAMMOCTb NOAAEPKMBATb KOHTAKT ¢ Komuccuen
no oxpaHe aeTcTBa, 06pa3oBaHHOM Npu Jlure Haumn. B 1922 .
B bptoccene coctosnack nepeas ceccusi AccoumaLmm, Ha KOTo-
poK 06Cyxaanucb BONPOCh! «OpraHn3aLMn OAHOPOLHOM CTaTh-
CTMKM AETCKOM CMEPTHOCTW», Ha BTOPOW ceccun Accoumauumu
B 1923 r. B HeHeBe Wwna AucKyccus no npobneme «penatpua-
LMK 6ecnpu3opHbIX LeTer n3 O4HWUX CTpaH B Apyrue, o Bbipa-
60TKE MEeX/AyHapOAHOro cornaweHus ansg 6onee AnUTENbHOro
B3bICKaHUS a/IMMEHTOB C OTLLOB, NMOKMUHYBLUMX 6€3 MOLAEPKKHM
CBOW CEMbM U BbleXaBLUKX B Apyrue CTpaHbli».

Nms ele ogHOM AETCKOM NPaBO3alMTHULbI HaYana XX B. —
ArnaHTuH xe66 (Eglantyne Jebb). B 1919 r. B JloH4OHE OHa
ocHoBana «®doHa cnacexnus aeten» (The Save the Children
Fund), a 4yepes rog B XeHeBe — «MexAyHapoaHbIM COO3
crnaceHvs aeTen» B NOALAEPIKKY AETeW-CUMPOT, NOCTpadaBLUMX
0T ronioga W Huuletbl. B 1921 r. 3rnaHTuH [1e66 HanpaBuna
NPOAYKTbI MUTaHUS, BEWM U MEANKAMEHTbI Fof04atloWmM AeTam
Mosomkbs CoBeTckon Poccuun. OHa pa3paboTana HeHeBCKyo
AeKknapauuio npaB pebeHka, Kotopylo B 1924 r. ytBepauna
MNatas Accam6nes lurn Hauuin.

OcHOBHble MpUHUMMBLI MEeHEBCKOW AeKnapauuu 3aKlda-
NUCb B 06ECNeYeHnn «NPUIOTOM CUPOTbI U 6€340MHOr0 pebeH-
Ka», MULEeN — ronogHoro pebeHka, B oKa3aHun nomMoLm 60nb-
HOMy pe6eHKy, B MepBYyto 04epeab B TAKENOE BPEMS UCTbITaHWHN,
B NpefocTaBNeHnn pebeHKy «CpefcTB AN ero HopmasbHOro
OU3MYECKOrO M AYXOBHOIO Pa3BUTUS», «3alluTbl OT BCEX GOpM
3KCNayaTauuu», B CO3[4aHWK YCNOBUW «4ia pocTa B atMocde-
pe n6Bu», «BOCNUTaHNUA pebeHKa B 0CO3HaHWW TOro, YTO ero
Nydlne KavyecTBa A0MKHbI CYXWUTb Ha NOAb3y APYrUM OASMy.
HecmoTpsi Ha cBOM Heao4eThI (MPOBO3rNALIEHHbIN aKT He SBAS-
cq o6sa3aTeNbHbIM AN NOANMCABLUMX ero rocygapcTs, npeg-
cTaBnan B 60Mbluer cTeneHn 0693aHHOCTM B3POC/bIX MO OTHO-
LEHMIO K AETSAM, YEM WX NpaBa), eHeBCKas AeKnapauuns umena

OrPOMHOE 3HaYEHME, MOCKOMbKY ABASNACL NEPBLIM AOKYMEHTOM
no OXpaHe npaB AeTen B MEXAYHAPOAHO-NPaBOBbLIX aKTax.

N Tonbko 20 Hosbpsa 1959 r. pesontounen 1386 (XIV)
[eHepanbHoOW Accamb6nen OOH 6bina npuHaTa [deknapauus
npaB pebeHKa, cTaBlwas NorMYHbIM NpoLoSKeHWeM Beeobluen
[leKnapauunM npaB YeNoBeKa, MPUHATON pe3ontouunen
217A () TenepanbHon Accam6nen OOH 10 pekabps 1948 r.
B [leknapauuu npaB pebeHKa BrepBble 0duLMaNbLHO ObliK
3anucaHbl couuasnbHble UM MpaBOBble HOPMbl 61aronoay4us
neTten nobs3aHHOCTM B3pOCbIX. «[TpuHMMas BO BHUMaHKe QakKT,
4yTO pebeHoK, BBUAY ero GU3n4ecKon U yMCTBEHHOM He3peno-
CTW, HYXJaeTca B cneuuanbHOM oxpaHe M 3aboTe, BKIO4Yas
HaANexallylo NPaBoOBYO 3allMTy, Kak A0, TaK M Nocne poxie-
Hus», TeHepanbHas Accambnes npoBo3rnacuna [eknapauuio
npaB pebeHKa C Leblo NPeaoCcTaBNeHns AeTIM «CHaCTAUBOro
[IeTCTBa Ha Ux cobCcTBEHHOE 6n1aro M Ha 6naro obuiecTsa, obe-
crneyeHns ux npasamu U cBo6oJamu, KOTOpble 3[4eCb Npeay-
CMOTpEeHbI». [leknapauuns npuabiBana «poauTeNien n oTaenbHbIX
UL, a TakXe J06POBOJIbHbIE OpraHW3aLunM, MECTHbIE BlAcTU
¥ HaUMOHaNbHble NPaBUTENLCTBA K TOMY, YTOObI OHW MPU3HaNK
W cTapanucb cobnofaTb 3TM NpaBa NyTeM 3aKOHOAATENbHbIX
n opyrux mep». Tak, FeHepanbHaa accam6nes OOH npoBo3-
rnacuna 20 Hos6psa BcemupHbIM gHem pe6GeHKa. Kpome
TOro, ObI1I0 PEKOMEHAOBAHO BBECTU B MPaKTUKYy npasf-
HOBaHUe B TOT e AeHb MexayHapoaHoOro AHA neauar-
pa, 4To6bl NpUB/IEYb BHUMaHME O6LECTBEHHOCTU K npodec-
CWKM, K NIOASM, KOTOpble MOCBSATUAM CBOIO XW3Hb 3[0POBbIO
neten. Ans 60nblIMHCTBA NeaMaTpoOB UX CNEeLManbHOCTb cTana
He TONbKO nNpodeccuoHanbHOM CyabO60K, HO U CMbICIIOM XKUSHMU.

3HayeHne neguaTpa B XMU3HWU CEMEN C AETbMU TPYAHO nepe-
OLleHUTb. He KTO MHOM, Kak neaunaTtp, 3ab6oTUTCS O 3[40POBbE
pebeHKa C camoro poxaeHus u no 18 net. Xopoluni AeTCKUR
Bpay 4N poanTenen CTaHOBUTCS Ha4EeXHOW ONOPON Ha fonrue
rogbl. B rno6anbHoM MacwTabe cneunduKy Tpyaa neauatpos
MOXHO OXapaKTepu3oBaTb KaK 3ab0Ty 0 6yayLiemM NOKONEHWM
ceMby, 0bLiecTBa U rocygapcTaa.

TepMUH «neguaTtpusi» MNpUILEN WU3 TPEYECKOro $a3bl-
Ka: paidos — pebeHOK, iatreia — BpayeBaHue, neyveHue.
Meanatpus, UK y4eHne o AETCKUX BONE3HSAX, — OTHOCUTENb-
HO mMonodasl MeAMLUMHCKas HayKka, Kotopas go XIX cronetus
KaK camocCTosiTeNlbHas OUCUMMAMHA He cyllecTBoBana, XoTs
Ha OCOOEHHOCTM Nle4yeHus AeTen yKasblBaNu elle ApPeBHUE
Bpayu. Benukuin aHTM4HbIM Bpay lunnokpaT (460-372 rr.
[0 H.9.) B cBoen KHure «O npupoge pebeHKa» BbiCKa3blBan
MbICNb, YTO [eTei He cneayeT Ne4yuTb TaK e, KaK B3poc-
nbix. CpeaHEBEKOBbIN MEPCUACKUIA yYeHbIM U Bpad ABULIEHHA
(980-1037) B cBoeM «KaHoHe BpavyebHOM HayKW» yKasbiBasn
Ha TO, YTO HEBbINOJIHEHNE TUTMEHNYECKNUX TPEBOBaHMI CNOCO6-
CTBYET POCTY 3a60/1€BaHWI cpean AETEN U AETCKON CMEPTHOCTM.
[eHWanbHbIA PYCCKUI y4yeHbit M.B. JlTomoHocoB (1711-1765)
B Tpyae «O pa3aMHOXEHUU 1 COXPaHEHUU POCCUMMCKOro Hapoaa»
3a0CTPU/T BHUMaHWE Ha OYEHb BbICOKOW AETCKOW CMEPTHO-
cTv B Poccuu v nNpeanoxun psa Mep Ans ycTpaHeHus 3Toro
3na. OCHOBOMONOXHMK pycckon neguatpumn C.O. XOTOBULIKUM
(1796-1885) B 1847 r. B NepBOM OTE4YECTBEHHOM PYKOBOA-
ctBe «[legusatpuKka» chopmynmpoBan onpefeneHne neguaTpuu
KaK «HayKu 06 OTIMYMTENIbHbIX OCOOEHHOCTSX, OTNpPaBAEHUNAX
1 60N1e3HAX JeTCKOro opraHn3ma u OCHOBaHHOM Ha Tex 0COOeH-
HOCTSIX COXPaHEHWW 340POBbS U Ne4YeHnUs 6onesHen y getemnr.

BaXXHbiM MeauKo-couManbHbiIM COOLITUEM B MCTOPUM
Poccun ctan noanucaHHbin 1 ceHTabpa 1763 r. umnepaTpu-
uen ExkatepuHon Il MaHudect 06 ydypexgeHun B MockBe
MmnepaTopcKoro BocnuTaTebHOro Aoma € rocrnuTanem, UHuU-
LUMaToOpPOM CO3[aHWs KOTOPOro BbLICTYMWA KPYMHbIA rocyaap-
CTBEHHbIN fedAtenb U.U. beukon. MaHubecT ctan BaxHenWnum
[IOKYMEHTOM, 006bABAABWKMM WmnepaTtopckuin MOCKOBCKUM
BOCNUTATENbHbIA AOM rOCYAaPCTBEHHbIM YYpEXAEHWEM, Npea-



Ha3Ha4YeHHbIM «1/19 COXPaHEHUS XXU3HWU U BOCMUTaHUS B NOSIb3Y
o6lecTBa B 6€JHOCTM POXKAEHHbIX MAaAeHLEeB», 60JbLIMHCTBO
M3 KOTOPbIX OblIM THKEN060AbHbBIMA WAN HEAOHOLIEHHbIMK
1 TpeboBann CPOYHOM MEOULIMHCKON NOMOLLM, YTO MOCAYKUNO
NPWYMHOM cOo3aaHns rocnuTans B BUAe CTalMOHapoB-na3ape-
TOB AN19 60/IbHbIX MNAAEHUEB FPYAHbIX OTAENEHUN U OTKPbLITUS
B 1799 r. OKpyXHOW 60MbHMLbI AN M30ASUMU U NleYeHus
NMUTOMLEB C MHMEKLMOHHbIMKU 3a60NeBaHUAMU, GaKTUYECKM
CTaBLWIMX MEepBbIMX B CTPaHe AETCKMMMU CTalMoHapamu, XoTs
1 BEAOMCTBEHHOro MacluTaba.

B XIX B. nosBunucb nepsble AETCKUE ropofcKue 60NbHU-
ubl. B Mapmke B 1802 r. 6bina OTKpbITa nepBas 601bHULA
ONs [eTen, cTaBlwas B NepBOW MOJOBUHE CTONETUS BeyliuM
€BPONEeNCKUM LEHTPOM MOArOTOBKM CrneuuanuctoB B obna-
CTu aeTckux 6onesHen. Btopon B EBpone v nepsow B Poccum
CcTana pgeTckas 60/bHULA, ocHOBaHHas B CaHKT-leTepbypre
B 1834 . (HbiHe — [leTcKasa MHbEeKUWOoHHasa 6onbHMLa N2 18
num. H.®. dunatosa). B 1842 r. oTKpbinacb nepsas MockoBcKas
ropoacKkas getckasi 60/7bHMLA M nepBas B MUpe GONbHULA
ONS feTen rpygHoro Bospacta (HblHe — [leTcKas K/IMHM4YecKas
60nbHMLa N2 13 um. H.®. dunatosa).

MepByto B Poccun camocTosATeNbHY0 Kadeapy AEeTCKMX
6onesHei ocHoBan B [leTepOyprcKon MeauKo-xupypruye-
CKoM akagemun B 1870-1876 rr. npodeccop H.U. bricTpoB
(1841-1906). OpraHuzaTtopoM W pyKoBOAUTENEM NEepPBOMH
camocToATeNbHON Kadepbl AeTCKUX 60ne3Hen MOCKOBCKOro
yHuBepcuTeTa (1891) aBnanCS BENMKUIK POCCUMCKUI neanaTp
npodeccop H.®. dunatos (1847-1902).

Poccuiickne feTcKkuMe Bpayv M yYeHble BHEC/UM OrPOMHbIW
BK/Maj B pa3BuTue neguatpun. Ha pybexe XIX—XX BB. ocoboe
BHUMaHMe 1 6eCNOKOMCTBO Bbl3blBasl BbICOKUI YPOBEHb AETCKOM
CMEepPTHOCTW. PyKOBOAMTENWU MEPBbLIX POCCUMCKMX NeanaTpuye-
CKMX KJIMHUK SIBNISSINCb HE TOMbKO BbICOKOKIACCHbIMU Bpadyamu,
M3BECTHbIMW YYEHbIMU, HO W BblAaOWUMUCH O6LLECTBEHHBLIMU
AeaTensiMu, yaensiBlMMKU MHOrO BHUMaHuWsa npobneme coxpa-
HEHWS 3[0POBbS AETCKOr0 HaceNeHNs KaK BaXKHEMLWen cocTaB-
nsaouen obulecTBeHHON MeauumHbl. Tak, B 1901 . B pa3HbixX
ropogax Poccun no uHuumatuee neguatpos W.B. Tpowmukoro,
B.O. ly6epta, A.O. leplweH30Ha OpraHM3yloTCs KOHCYAbTaLMK
«Kannun monokar. B 1910-1912 rr. BENMKUIK POCCUNCKUI Nean-
atp [LH. CnepaHckum (1873-1969) co3nan B MoCKBE KOMMNNEKC
«JJoM rpygHoro pebeHKa», BKAoYaBLUUIA AETCKYIO KOHCY/bTaLMIO,
MOJIOHYHYIO KYXHIO, CTalMOHap ANA PyAHbIX AETEW, BbICTaBKY
1o OXpaHe MaTepuHCTBa U MnafeH4ecTBa. Bolgatowmica neau-
atp K.A. Payxdyc (1835-1915) ocHoBan B [lletepbypre get-
CKyto 60/IbHULLY, MPOEKT KOTOPOW pa3paboTan OH caM C y4eTom
naTonorMn AeTcKoro soapacta. B 1913 r. y4eHblt opraHu3o-
Ban «BcepoccuincKkoe noneyvnTenbcTBo 06 oxpaHe MaTepuHCTBa
1 MNafieH4yecTBar». Bce HaunHaHWs neguaTpoB OblIM Hanpasie-
Hbl Ha COXPaHEHWe XN3HW 1 300POBbS AETEW.

Cnefyet OTMETUTb, 4YTO B POCCMUCKON UMNEPUN AETCKUEe
60NbHULbI COoAep¥anncb B OCHOBHOM Ha 61aroTBOpUTENb-
Hble CpeAcTBa M 4YacCTHble MOXXEPTBOBaAHWSA, rocyaapCcTBEH-
Hble cybcuanm 6binn He3HauyuTenbHbIMU. [locne OKTAGPbCKON
counanuctTuyeckon pesonoumn 1917 r. B8 Cosetckon Poccum
co3aaeTca rocyaapcTBeHHas cCUCTEMa OXpPaHbl MaTepwuH-
CTBa W MfafeH4yecTBa, OCHOBATENSAMWU KOTOPOMW SABASAIOTCA
B.M. Jle6epesa u IH. CnepaHckuin. B 1920-e rr. opraHusy-
eTca MpoKas ceTb Jle4eBGHO-NPODUNAKTUYECKUX Yyypexae-
HWUW: SCNEN, EHCKUX U AETCKUX KOHCYNbTauui C MOIOYHbIMM
KYXHAMW, AETCKUX NOJMKIUHUK U 60NbHUL,. Co3aaHne coBeT-
CKOW CMCTEMbl OXPaHbl MATEPUHCTBA U MAaeHYecTBa «BHECNO
CYLLECTBEHHYIO NeNnTy B peleHne OJHOM M3 caMblX OCTPbIX
counanbHbix nNpobnem Poccum», cnoco6CTBOBAN0 CHUMEHWUIO
BbICOKOI0 YPOBHS MJIaA€HYECKON CMEPTHOCTM.

BbICTpble TEMMbI pocTa yucna neyebHo-NPodUNaKTUIECKUX
YYPEXKAEHMUN MO OXpaHe 340pOBbs AeTer TpeboBanu pelle-
HMA npobnembl aeduumMTa neagmaTpmyeckmx Kagpos. B 1930 r.
B0 Il MOCKOBCKOM MeAULMHCKOM MHCTUTYTE (HbiHE — Poccui-
CKMIM Hay4HO-UCCNefoBaTeNbCKMM MEAULMHCKUIA YHUBEPCUTET
um. H.N. MuporoBa) OTKpbINCA daKynbTeET OXpaHbl MaTepUH-
CTBa, MJaJleHYecTBa U AETCTBA, PEOpPraHn30BaHHbIM B 1934 1.

B neanaTpuyecKkuin GakynbTeT, cTaBluMin 06pa3LoM A4Na co3aa-
HWUS @HaNorMyHbIX GaKynbTeTOB MEeOMUMHCKMX BY30B MO BCEN
cTpaHe. CaMblM M3BECTHbIM, €AUHCTBEHHBIM B Poccun 1 mupe
BY30M, e BeleTcs MOAroTOBKa [EeTCKWUX Bpayeu, cuHuTaeT-
ca CaHKT-lleTepbyprckMi rocyfapCTBEHHbIN MeaMaTpuyeckun
MeOULUMHCKUI yHuBepcuTeT. Co3aaHne dakynbTeToB C MNpo-
dunnbHbIM 06pa30BaHMEM AETCKUX Bpayer CnocobeTBoBasio
fanbHeWleMY Pas3BUTUIO MeauaTpuu U pelleHuto npobnembl
aeduumnTa neguaTpuyeckux Kagpos. OpraHu3daumns BO MHOMMX
ropofax cTpaHbl Hay4YHO-UCCNe0BaTeIbCKUX UHCTUTYTOB Neau-
aTpuyeckoro npoduna No3Boauaa NOBbICUTb YPOBEHb Hay4HbIX
uccnefoBaHuii B 061actv neavaTpun, YypoBeHb KBanupuKaLumm
[eTcKunx Bpadven. CoBeTcKas cMCTeMa OXpaHbl 340pOBbS AET-
CKOro HaceneHusi, 6yay4ynm no cOAepaHUo rocyaapCTBEHHOW,
o6ecneynna 3OPEeKTUBHOCTb U ycnex B chepe COoXpaHeHus
W YKpenneHus 3a0poBbs aeten B CoseTckom Cotose.

CoBpeMmeHHas negnMaTpmua n3y4aeT 3aKOHOMEPHOCTH pocTa
1 pa3BuTUa pebeHKa, BONpOCbl OXpaHbl 340POBbS AETEN, NPU-
YUHbI U MexaHW3Mbl 3ab60neBaHuit, crnocobbl pacno3HaBaHus,
nevyeHns u peabunutaumm. OCHOBHOWM 3ajayen neanaTpuu
ABNSAOTCS COXPaHEHWE MU BOCCTAHOBIEHME COCTOSHUSA 340P0-
Bbsl pebeHKa, No3BoJIAoLLME EMY MaKCUMasbHO MOJIHO peasnu-
30BaTb NOTEHLMAN CBOEN XM3HU. B HacToswee Bpems Bblaens-
0T HECKO/IbKO HanpaBieHun neguMatTpun: NpoduUnakTU4eCKyto,
KJIMHUYECKYIO, Hay4HYIO, COLLIMANbHYIO 1 3KONOMMYECKYIO.

K coxaneHuto, B COBpeMEHHOM MUPE, KaK U Koraa-To, Npo-
MCXOAWT HapylleHne NpaB AeTen v NOAPOCTKOB. [leTh ocTatoTes
CaMbIMK YA3BUMbIMU YneHamu no6oro obuiectTsa, HaumeHee
3allMLLEHHON KaTeropuen rpaxaaH, npuyem He TonbKo B 6ea-
HbIX ¥ pa3BMBalOLLMXCSH CTPaHax, HO U B CTPaHax C Ppa3BUTbIMU
3KOHOMMKamu. N ato TpebyeT 0co60ro BHUMaHUSA K HUM CO
CTOPOHbI FOCYAAPCTBEHHbIX M 06LECTBEHHbIX CTPYKTYP.

B HacTosillee Bpemsi Haubonee pacnpocTpaHeHHbIMU
HapyleHWAMU MpaB AeTen CYMTalTCsH HeyaoBNeTBOPUTENb-
Hble YCNOBMSI XM3HU C HapyLlEHWEM COLMaNbHO-MPaABOBbLIX
HOpM, OTCYTCTBME 6E30MACHOI0 XWJIbS U MecTa ANa Urp, Heco-
6n0eHNEe CaHUTAPHO-TUTMEHUYECKOW WU KWUULLHO-ObITOBOM
06CTaHOBKM, 6€3 4ero HEBO3MOXHO HOpPManbHOE pas3BuTHE
pebeHKa M noaaepaHue ero Kpemnkoro 30poBbs. Hecmotps
Ha MOCTOSIHHOE pa3BUTUE Pa3/IMYHbIX Pa3fefioB NnejuaTpuu,
Ha Halel nnaHeTe ocTaeTcs elle AOCTaTO4HO MHOro pervo-
HOB C BbICOKMM YPOBHEM [ETCKOW CMEPTHOCTU, BblI3BAHHOM
MHOEKLMOHHBIMK 3a60/1€BAHUSMU, HU3KUM YPOBHEM KY/bTYPbI
poauTenen, HeaoedaHWEM WM HEMOSIHOUEHHbIM MUTaHWEM,
AHTUCAHUTapPHbLIMKU YCNOBUAMW, HEAOCTATOYHbIM Pa3BUTUEM
npoduNaKTUYECKOro 1 CoLMnanbHOro HanpasneHun neguaTpum.

BcemupHas opraHvsauua 34paBoOXpaHeHusi, QOH-
Abl 3allMTbl AeTein, a TaKKe y4yperkaeHus 34paBOOXpaHeHus
npu3bIBaloT BIaCTM 06paTtuTb BHUMaHWE Ha JOCTOMHOE OKa-
3aHMe MeAWLIMHCKOM MOMOLM AEeTaIM U NoApOCTKam C Npwu-
MEHEHMEM BbICOKOTEXHONOMMYHOrO labopaTopHO-AUArHOCTH-
4YeCcKoro 060pyJoBaHUs, COBPEMEHHbIX TepaneBTUYECKUX
METOZ0B C MOJIHbIM CMEKTPOM HEOBXOAUMbIX MeAWKaMEHTOB,
a TaKXXe Ha BbICOKOKa4YeCcTBEHHOE 0Opa3oBaHue JEeTCKMX Bpa-
Yyen, NoBblleHNe UX KBaMbUKaALMK C MONYYEHUEM [LOMKHOIO
YPOBHS HE TONbKO NPOPECCHMOHANbHbIX MEAULIMHCKMUX 3HAHWUN,
HO M 0CO6GbIX MCUXONOrMYECKUX HaBbLIKOB, KOTOPblE Hapsay
C JMYHOCTHBIMK KayecTBaMu MO3BONSIOT YCMewHo paboTaTb
¢ aetbmu. Meanatpom MoxeT paboTaTb TOSIbKO TOT Bpay, KOTO-
pbit 06nagaeT 0cobbiM TalaHTOM, JIO60BbLIO K IETAM U MOXKET
HaMTWU UHOMBUAYANbHbBIN MOXOA K KaXA0My pebeHKYy.

Hawy ny6nukaumio xotenocb 6bl 3aKOHYMTb CTPOYKaMM
13 rumHa Coto3a neavaTpoB Poccuu, HamMCcaHHOro BpavyoM-
neauMaTpom u yyeHbim M.KO. lanakTMoHoBOM:

Mbi ¢ Bamu npu3BaHbl CTOSATb

Ha cTpae AeTcKoro 34000BbS.
W Hale Kpeno — mucyenstb
CBouMm Teniom, cBoes 1to60BbI0.
MycTb 6esibii ro1y6b NpoHeceT
Bnaryto BecTb o Bcei Poccun —
3emnsi cnaceHbe obpeTeT

B nnue tBOEM — negunatpus!
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Bnaaumupy NeTtpoBuuy NoasonkoBy —

85 ner

15 HoA6pa 2023 1. ucnonHunockb 85 neT Bblhalolwemycs
Y4EHOMY — POCCUMCKOMY AETCKOMY KapAMOXMpypry, naypea-
Ty TocygapctBeHHon npemun CCCP, 3acnyeHHomy pesTte-
no Hayku P®, akagemuky PAH, npodeccopy Bnaaumupy
MeTpoBunyy MNoa30/1KOBY.

Poauncsa B.M. Nogzonkos B BopoHeXe B ceMbe Bpayen,
OKOHYMN B 1961 . KpaCcHOAPCKUIA MEAULIMHCKUI UHCTUTYT,
ocHoBaTenem Kotoporo B 1945 r. 6bin ero otey, npodec-
cop Metp Teoprnesuny Moaszonkos. lMNponaa KIMHUYECKYIO
opauHatypy B UHcTtutyTe pagnonornm AMH CCCP, B 1963 r.
Bnagnmup MeTpoBKY Havyan cBoOto NPopecCcMoHanbHyto aes-
TenbHOCTb B MHCTUTYTE cepaeyHO-COCYAUCTON XUPYpPrum
um. A.H. BakyneBa (HbiHe — HLICCX um. A.H. BakyneBa),
B KOTOPOM, 3alUMUTMB KaHAMAATCKy (1966) U JOKTOPCKYHO
(1974) puccepTtauum, oH B 1978 r. BO3rnaBun otaeneHue
XUPYPrumM BPOXKAEHHbBIX NMOPOKOB cepiua y AeTen craplue-
ro Bospacta, a B 2001 r. ctan 3aMmecTtuTenem AuMpeKTopa
no Hay4Hou pabore.

B.M. MNoa301KOB — OAMH M3 Hanbonee U3BECTHbIX cre-
uManmMcTtoB B 06/1aCTU CepAeyYHO-COCYAUCTON XWUPYPTUu.
B 1997 r. n3bpaH 4neHom-KoppecnoHaeHTom, B 2000 r. —

nencteutenbHbiM YyneHom PAMH, ¢ 2013 r. — akagemuk PAH,
¢ 2017 r. — uneH MNpe3nanyma PAH. OH aBTOp 6onee Thica4un
Hay4HbIX PaboT (M3 HUX 27 MOHOrpaduit), onyeaMKOBaHHbIX
B OTEYECTBEHHbIX U 3apyOeXKHbIX U3aaHNaX. AKTUBHA MeXay-
HapogHas AesTenbHOCTb Bnagmmupa leTtpoBuya. byayym
yneHoM EBponenckon accouunauum cepaevHo-COCYAUCTbIX
XMPYProB, OH NOCTOSIHHO BbICTYNaeT 3a Py6eXoM Ha Hay4HbIX
dopymax c foKnajaMu, BKIOYaaA TeEMaTUKY XMPYpPruyecKoro
Jle4eHMs CNOXHbIX MOPOKOB cep/La Yy AeTew.

Beayuien obnactbto gesstensHoctv B.I1. MNoa3onkoBa sB-
NieTca AeTcKas TopakanbHas XMpyprus, B KOTOpoW ocoboe
BHMMaHWe obpalleHO Ha KOPPEKLIMKU Y BONbHbIX CO CNOMXHbI-
MU, KOMIIEKCHbIMW BPOXAEHHBIMX MOPOKaMK cepaua, KoTo-
pble paHee cyuTanucb HeornepabenbHbIMU. [TepBbIM HE TOJb-
KO B HalleW cTpaHe OH BbLIMNOMHWA Lenblin paj onepauun
Ha cepaue v cocyaax. Tak, BNepBble B MUPOBOM MpaKTUKe
pa3paboTtan u yCrnewHo OCyWeCcTBU B KIMHUKE MPUHLMMKU-
aNbHO HOBbIN NOAXOA K XMPYPrUYECKOMY JIEYEHMIO CIOMHbIX
NMOPOKOB NMpPU KPUCC-KPOCC cepALe. YH4eHbIn U PYKOBOAUMbIN
UM KOJIEKTUB HaKOMWIU HEOL,EHUMbIW OMbIT NO NPOTE3NPO-
BaHMIO KNanaHoB cepaua y AeTen, a TakkKe onbIT No noBTop-
HbIM onepauusmM nocne KOpPpPeKLMU BPOXKAEHHbIX MOPOKOB
cepaua. lMpoBefeHHble No4 ero pykoBoACTBOM byHAaMeEH-
TalbHble MCCNefOBaHUsA 3HAYUTENIbHO PACLUMPUIN KOHTUH-
reHT onepupyemblx LeTen 3a CYET BHeAPEHUA B XUpypruye-
CKYIO NMPaKTUKY roMoaopTalibHbIX U TOMONEroYHblX NpoTe30B.,
cofiepyKallmx KnanaHbl.

[eatenbHocTb B.[1. [log3onkoBa AOCTOMHO oOTMeye-
Ha: OH HarpaxaeH opaeHamu «3HaK [loyeTta» u [ApyxKoObl,
«3a 3acnyru nepepn otedectBom» IV cTeneHun, AneKkcaHapa
HeBcKoro, MefansiMun u ApyruMun 3Hakamum oTn4ums.

[ny6okoyBaxaemblt Bnagumup MNetposuy! Coto3 neagunart-
poB Poccumn OT UMEHM BCex AETCKMX Bpayen cTpaHbl cepaey-
HO nosgpaBnseT Bac ¢ 85-netmem v enaet 340p0BbS, 611a-
ronosnyynst poAaHbIM 1 6JIM3KUM, HOBbIX JOCTUXEHWI B Baluen
npodeccrMoHanbHON AeATENbHOCTM — B [AeNe COXPaHEeHUs
YWU3HM M 340POBbS POCCUMMCKOrO HacesieHwusi, B TOM 4ucie
W nNpexje Bcero — nogpacratoLlero nokoneHus!

Coto3 negmnatpoB Poccun
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7 nexkabpsa 2023 r. uc-
nonHunoce 85 neT Bblaa-
lollemMycsl  y4eHoMy-neau-
aTtpy, NMaepy POCCUMCKMUX
[ETCKMX MHODEKLMOHUCTOB
KoHua XX Havana XXI B.,
ABax/bl naypeaty npemuu
MpaButensctBa PP, akKa-

nemunky PAH, npodecco-
py Bacunuio denoposuyy
YyanKuHy.

Poguncs B.®. YyankuH
B nocenke Keapay Xaba-
POBCKOro Kpas. B 1962 r.
nony4yMn aunaom Bpasa,
a 3aTeM OKOHYWUI KIUHUYe-
CKyt0 opauHaTypy B Xaba-
POBCKOM MEAMLMHCKOM WH-
ctutyte. C 1964 r. cBoto npodeccuoHanbHyto cyabby Bacu-
nun defopoBuMY HaBcerga cBf3an ¢ ogHMM M3 dopnoc-
TOB POCCUMWCKOro neauaTtpuyeckoro ob6pal3oBaHWsa M Hay-
KM — BTopbiM MOCKOBCKMM MEAWLMHCKOM WHCTUTYTOM
um. H.N. MuporoBa, B KoTopoM B 1964-1967 rr. 6bin
acnupaHToM Kadeapbl AETCKMUX MHDEKLMIW, 3aTeM — accuc-
TeHToM, ¢ 1975 r. — goueHTtoMm, ¢ 1980 r. — npodeccopom,
ac 1988 no 2015 r. — 3aBeayloOLNM.

B.®. YyalknuH — aBTop 60nee 500 Hay4HbIX paboT, B TOM
yucne 19 moHorpadui, y4ebHUKOB, PYKOBOACTB ANS Bpa-
yen, nmeet 14 aBTOPCKUX CBUAETENLCTB M 11 nateHToB
Ha nsobpeTteHune. OH nogrotoBun 24 goktopa u 38 KaHaMaAa-
TOB MEAMLIMHCKMX HayK, cpeau ero y4eHnKos 6onee 20 3aBe-
aylowmnx Kabegpamu B Poccun m ctpaHax CHIL B 1996 r.
n3bpaH 4neHoM-koppecnoHgeHtom PAMH, B 2000 r. —
akagemukoMm PAMH, ¢ 2013 r. — akageMuk Poccuickon
aKaleMuu Hayk.

B.®. YyalikuH yke B Hayane CBOEW HayyHoOW AesTesb-
HOCTM B KaHAMAaTCKOM («AHrMHa Npu OCTPbIX pecnupa-
TOPHbIX 3a6ofieBaHunsax y aeten», 1967) n OOKTOPCKOWM
(«Tsxenble 1 3n0KavyecTBEHHbIE GOPMbl BUPYCHOIO renatuTa
y neten», 1977) aucceptaumsax 3asaBun o cebe KaK TanaHT-
NIMBbIK U NEPCNEeKTUBHbIN yyeHbin. Bacunuin depoposBumy
M PYKOBOAWMbI MM KOJIJIEKTUB BHECIM BECOMbIM BKAaj
B MCCNefoBaHWs cieaylwmnx akTyalabHbIX nNpobrem AeT-
CKOM MHOEKLUMOHHON naTonoruu: paspaboTKa aTuosornye-
CKOW CTPYKTYpPbl, U3y4eHUe KIMHUKKU, UMMYyHOMNaToreHes3a
N NEeYEHUS OCTPbIX U XPOHUYECKMX BUPYCHbIX renaTtuToB A, B,
C, D, Gu TTV y pneten B BO3pPacTHOM acreKTe; nayyeHue
NOpa*KeHWM nevyeHn y geten ¢ coMaTU4eCcKon naTtonornen;
COBepLEHCTBOBaHNE KaneHaaps NpoduNakTUY4eCcKMX npu-
BMBOK Poccuu; M3y4yeHne MMMYHHOro OTBETa Ha BaKLUMHa-
LMo fetTen ¢ UMMYHOAEPULIMTHBIMU COCTOSTHUSIMM.

He 6yner npeyBenuyeHnem ckasaTb, 4To B.P. YyalKkuH
W KONNEKTMB BO3IMaBASEMON UM Kadeapbl Cbirpanu Bblaa-

IOLLYIOCS PO/ib B Pa3BWUTUM MPenofaBaHus AETCKUMX MHOEK-
LIMOHHbIX 3aboneBaHWMM B MeAMUMHCKMX By3ax Poccuu,
N5 KOTOPbIX MM HamnucaHbl OCHOBHblE MPOrpaMmbl No AeT-
CKMM WHOEKUMOHHbIM 60ne3HsaM. log ero pyKOBOACTBOM
pa3paboTaHbl M M34aHbl METoAMYECKME Mocobus no npe-
noAaBaHUIoO Kypca MHPEKLMOHHbIX 60NIe3HEN Yy AeTen CTy-
[eHTaM, WHTepHaM, opauHaTtopam. B 2000 r. Bacunui
defopoBMY y4acTBOBaN B MNOArOTOBKE MporpamMmmbl Mo AeT-
CKMM MHGMEKLMOHHBbIM 60M1e3HAM AN MEAMLIMHCKUX BY30B
cTpaHbl. OH aBTop 8 y4e6HbIX GUNLMOB MO OCHOBHbLIM HO30-
NIOrMYECKMM dOpMaM AETCKUX MHPEKLMOHHbIX 3ab60NeBaHNN,
KOMMMIEKTOB y4e6HbIX Tabnuu, LBETHbIX CNanaoB, 3aaHHbIX
yepe3 MuH3gpaB Poccun: OHWM UrpatoT BaxKHYO posb B Noa-
roTOBKe neguaTpos.

Asnascb 6onee 20 neT rnaBHbIM AETCKUM UHOEKLMOHU-
ctoM MuH3gpaBa Poccuu, akagemuk B.®. YyalkuH aHep-
TMYHO CNoco6CTBOBaAN Pa3BUTUIO MPODUNAKTUKU OETCKUX
MHOEKUMI B CTpaHe, NOAroTOBKE KaApoB AETCKUX MHODEK-
unoHmcToB. loa ero pykoBoACTBOM co3AaHbl GOpMynapbl
no MHOEKLUMOHHbIM 6one3Ham y aeten (2000). byayuu npe-
3naeHTom Accoumaunn AeTCKMX MHbEKLMOHUCTOB Poccuu,
OH opraHu3oBan B 2002 r. u cTtan conpeacenartesieM exe-
rogHoro KoHrpecca negnaTpoB-MHOEKLIMOHUCTOB C MeXay-
HapoAHbIM ydacTMem. Takxe Bacunuin depopoBuy npw-
HUMan aKTUBHOE yyacTue B MOArOTOBKE WM MNpoBeAeHMMU
€XerogHoro KoHrpecca «4enoBeK 1 ekapcTBo» B KayecTBe
BbICTyMNaloLLEr0 NO aKTyaslbHbIM BONPOCaM MHPEKLMOHHON
naTofiornun y aeTen.

B.®. YyailknHa Bcerga otnMyana akTuBHas 06LLIECTBEH-
Has aesaTenbHOoCTb. OH B TEHEHUE MHOMUX NET ABNSSCS rMaB-
HbIM neguMaTpoM [pe3naeHTCKOro MeAMLMHCKOro LeHTpa,
npeacenartenemMm BcepoccMicKOM NpPo6GAEMHON KOMUCCUMU
«AHPEKUNOHHbIe 60Ne3Hn y aeTer» HayyHoro coseTa Mo
neavatpun PAMH, rnaBHbIM AETCKUM WMHOEKLMOHUCTOM
MuH3gpaBa Poccuu, npesugeHTom Accouuauun neguart-
POB-MHPEKLUMOHUCTOB, NaBHbIM pPEAAKTOPOM KypHana
«[deTckrue MHEeKUNU».

Bknag B.®. YyailknHa B pasBUTME OTEYECTBEHHOM
neguaTpMYecKom HayKu MNOAy4yMn OOCTOMHOE MpPU3HaHKe.
OH aBaxpabl naypeat npemuu lNpasutensctsa Poccuinckomn
depepaunn, ABaxkabl NlaypeaT aKafeMUYeCKOW MNpemMuu
uM. H.d. dunatosa, naypeaT MexAyHapoOAHOW nNpemuu
«Mpodeccnss — KM3Hb» B HOMMUHAUMKM «3a AOCTUKEHUSA
B 06nacTi oxpaHbl MaTtepuMHCTBa M aeTcTBar». M36paH MHO-
CTPaHHbLIM 4YeHOM AKaLeMWW HayK KIIMHWYecKon u dyHaa-
MeHTaNbHON MeanumMHbl Pecnybnnkm KasaxcraH.

3n0poBbA Bam 1 6Gnarononyyuns, rny6oKoyBaxaembli
Bacunuin ®egoposuny! Bawwn HayyHble, OpraHM3aLMOHHbIe
W npenogaBaTeibCKME AOCTUXKEHUS B o6nactv AEeTCKoMn
MHOEKLMOHHON NaToNOrMK BOLWIIM U COXPAHATCA KpacHOM
CTPaHWYKOM B UCTOPUKN OTEYECTBEHHOM NeanuaTpun.

Coto3 negnatpos Poccumn
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