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XXl KOHIPECC NEANATPOB POCCUN
C MeXAYHapOAHbIM y4acTUEM

«AKTYAJIbHbIE NPOBJIEMbI NMEANATPUN»

COBMEeCTHO

¢ | KOH®EPEHLUMVEN

Poccun

MO COLMAJIbHOW NEQNATPUN

5-7 mapta 2021 ropa | www.congress-pediatr-russia.ru

YBaxaemble Konneru!

Coto3 negnatpoB Poccun npurnalwlaeT Bac NpuHaTb ydyactve B pa6ote XXIII KoHrpecca neguatpoB Poccum ¢ mexXayHapoAHbIM y4ya-
cTueM «AKTyasnbHble Npo6nemMsbl neguaTtpun» coemecTtHo ¢ | KoHdpepeHuuen no coumanbHON neguaTpum.
B pamKax KoHrpecca coctosatcs Take Il Bcepoccuinckasa KoHdepeHUuUsa feTCKUX gepmaTtonoros, Il CaMmmMmuT MeaULUHCKUX cneLm-
ajucToB U opraHM3aTopoB 3ApaBooxpaHeHUs «HyTPpUTUBHbIe KOMMOHEHTbl NporpamMmmupoBaHus 3a0poBbs», Il Bcepoccuickuin
®dopym «BonoHtepbl — pgetam Poccum», lll Bcepoccuinckum cemumHap «CtpaxoBas MeauMLMHa B OXpaHe 3A0poBbA AeTtenr», V
HauuoHanbHaa Accamb6nesn «3aluuieHHOe NoKoseHue», IX Bcepoccuinckaa Hay4yHO-NpaKTUYecKaa KoHpepeHUUs ¢ MexayHapoa-
HbIM y4yacTuem «HeoTnoxkHasa geTckasa XxMpyprusa u Tpasmaronorus», X EBpa3uiickuit popym no pegkum 6onesnam, Xl dopym get-
CKUX MeguuuHcKux cectep u XIV MexxayHapoaHbin GopyM AeTCKUX XMPYProB U TPaBMaTo/IoOroB-OpTOoNefoB.
[porpamMma KoHrpecca BK/to4aeT BOMPOCH! OpraHn3aumn MeanLnHCKON NOMOLM AeTSM, B TOM YUCe NEPBUYHOM, OXpaHbl PENPOAYKTUB-
HOro 340pOBbA AeTel U NOAPOCTKOB, NMUTaHUSA 3[40POBOro U 60/LHOTO pebeHKa, BaKLUMHOMNPODUNAKTUKN, BbICOKOTEXHONIOMMYHbLIX METOA0B
[MarHoCTUKM U neveHns 60ne3Hein AEeTCKOro BO3pacTa, LWKONbHON MeAULMHbI U APYr1e akTyalbHble NPo6ieMbl Neanatpun, B TOM YUCIe Kaca-
ol mMecs HOBOM KOPOHABUPYCHON MHDEKLMN.
Mpu ycnewHoM NpoxoxaeHun akkpeanTauun KoopanHaunoHHbIM COBETOM MO Pa3BUTUIO HENPEPbLIBHONO MEAULMHCKOro 1 papmaueBTy-
4ecKoro o6pa3oBaHMsa y4aCTHUKK KOHrpecca 6yayT o6ecneyeHbl 12 o6pa3oBaTesibHbIMU KpeauTamMu.
Ha uepemoHumn oTKpbITUA KOHrpecca — 5 mapta 2021 roga — 6yayT NOABELEHbI UTOMM KOHKYPCOB:
«[deTckun Bpay 2020 roga»
«JleTckasa meauumHcKas cectpa 2020 roga»
«MepaunumHcKas opraHusaumns neguatpuyeckoro npoouna 2020 roga»
«O6pasoBaTenbHOE yYpexaeHune Bbiclero o6pa3oBaHnsa negnarpuyeckoro npodpung 2020 roga»
«TpodeccrmoHanbHoe o6pasoBaTe/ibHOE yuYpexaeHne negmatpudeckoro npoouna 2020 roga»
JIYYLWKUIN Xy[OKECTBEHHO-UCTOPUYECKUI OYEPK MO UCTOPUU POCCUMCKON NeanaTpum»
Ha uepemMoHuu 3aKpbIiTUsl KOHrpecca — 7 mapta 2021 roga — 6yayT nogBefeHbl UTorn KoHKypca Hay4yHbIX pa6oT Moa0AbIX y4ye-
HbIX.
K yyacTuio B KOHKypcax npurnawatoTtes Bce xenatoume. MogpobHas nHbopmauma 06 y4acTum B KOHKypcax pasmellleHa Ha canTe Www.
congress-pediatr-russia.ru.
3afaBKU NPUHUMAIOTCA:
B  Ha ny6aunKauuio Teancos — o 7 ¢peBpansa 2021 r. B 31eKTPOHHON dopMe Ha cainTe www.congress-pediatr-russia.ru
B Ha goknagbl u cumnosnyMbl — Ao 7 peBpansa 2021 r. Ha 3EKTPOHHbIN agpec congress2021@pediatr-russia.ru
B Ha yyacTue B KOHKypcax «[leTckui Bpad 2020 roga», «[leTcKkaa meauMumuHckas cectpa 2020 roga», <MeauLMHCKaa opraHu3aums
neguarpuyeckoro npopuna 2020 roga», «O6pasoBaTesibHOE yUpeKgeHue BbiCcLlLero o6pa3oBaHua neguaTtpuiyeckoro npopunsa
2020 ropa», «lMpodeccuoHanbHOe o6pa3oBaTe/ibHOE yupeXaeHue neguaTtpuiyeckoro npodpunsa 2020 roga» — pao 15 peBpansa
2021 r. Ha 3NeKTPOHHbI aagpec konkurs@pediatr-russia.ru

H HayyacTue B KOHKypce «JIy4Lni Xy 0XKeCTBEHHO-UCTOPUUYECKUI OYEPK MO UCTOPUU POCCUMCKON NneanaTpumn» — Ao 15 dpespans
2021 r. Ha 3N1eKTPOHHbIN afapec konkurs@pediatr-russia.ru

H Ha KOHKypc Hay4HbiX pa6oT Mon0oAblX Yy4eHbix — Ao 15 ¢deBpana 2021 r. B 3/7eKTpOHHOM GoOpMe Ha cante

www.congress-pediatr-russia.ru
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PEAAKLIMOHHASA CTATbA

PT. Canrutos
PEOAKUWOHHAA AEATE/IbHOCTb KAK OHA ECTb: KOMMEHTAPUU HAYYHOIO PEAAKTOPA

COLUMANBbHAA NEAWUATPUA U OPTAHUSALUA 3SAPABOOXPAHEHUSA

.M. YnuepwuH, B.HO. Anb6uukui, B.O. LennH, A.A. 3aropyin4yeHko
CTAHOBJIEHUE U PA3BUTUE B CCCP COLIMAJIbHO-MPABOBOW PAEOTbI B MEPBUYHOM 3BEHE
MEAWLMHCKOM NMOMOLLU AETAM

OB30P JINTEPATYPhI

J1.C. 3onotapeBa, A.A. 3anyHnau, A.B. Aanep, C.M. CtenaHeHko, O.H. MNanoHoB
OUATHOCTUKA NOCNEOMNEPALIMOHHOM KOTHUTUBHOW AUCOYHKLIUW Y AETEN

M.W. Kanepa, W.IN. HuknwmnHa, C.P. PoanoHoBcKas, E.B. Hukonaesa
MOPAXXEHUE NErKUX NnPU OBEHUJ1IbHOM APTPUTE C CUCTEMHbIM HAYAJIOM:
COBPEMEHHOE COCTOSAAHUE NMPOBJIEMbI

CUCTEMATUYECKHUWN OG30P

E.H. KynakoBa, T.Jl. HactayweBa, W1.B. KoHapaTtbeBa, T.I. 3BArvHa, M.I1. KontakoBa
MEPEXO/ NOAPOCTKOB C XPOHUYECKOW EOJIE3HbIO MOYEK BO B3POC/YIO CNYKBY
31PABOOXPAHEHUA: CHCTEMATUYECKOE O630PHOE UCCJZIEAOBAHUE TUTEPATYPbI

OPUIrNMHAJIbHA{A CTATbA

A.B. MawaHckas, A.B. lNMoroanHa, A.B. AtansH, J1.B. PbiykoBa, 0.B. ByryH, A.B. BnaceHko, T.B. MaHa3sK,
E.E. XpamoBa, 0.B. KpasuoBa, T.A. ActaxoBa

UHTEPBAJIbHbIE TMNOKCUYECKUE TPEHUPOBKHU B NPOrPAMME PEABUJIUTALIMU NOAPOCTKOB
C U3BbITOYHON MACCOM TENA / OXXKMPEHUEM U KOMOPBEUAHOW APTEPUAJ/IbLHOW
FMNEPTEH3UEN: OTKPbITOE PAHAOMW3UPOBAHHOE UCC/IEAOBAHUE

[.B. CytoBckas, A.B. bypnyukas, J1.B. y6osa, [.P. KpbinoBa
MUMMYHOJIOMMYECKAS 3ALUMLLEHHOCTDb JIUL, B BO3PACTE OT 3 10 25 JIET MPOTUB KOKJ/TIOLLHOM
WHOEKUUU: PETUOHAJIBHOE OAHOMOMEHTHOE UCC/TEAOBAHUE

KNTMHUYECKOE HABJIIOAEHUE

A.A. be6GeHunHa, M.A. YyHpaokoBa, A.H. CmupHoB, M.A. TonoBaHéB, A.A. [IOKLIYKUHa
KID-CUHAPOM, OCJ1I0}KHEHHbI MHOXXECTBEHHbIMU ABCLIECCAMMU KO}XWU TEMEHHOW OBJIACTU:
KJTIMHUYECKUI CNYYAN

H.[. Bawakmaase, H.B. }Xypkoga, J/1.C. Hama3oBa-bapaHoBa, H.B. ®enopoBa, M.A. babalkunHa
HEHEWPOMNATUYECKAS ®OPMA MYKOMOJIUCAXAPUAO3A Il TUMA: KITUHUYECKUE CNTYYAU

E.A. HukonaeBa, C.4. Bonruna, Y.[. XanuynnuHa, C.B. boyeHkos, M.A. [laHueBa
MUTOXOHAPUANTbHAA AHUEDA/TOMUONATUA, OBYC/TIOBJIEHHAA HEQOCTATOYHOCTbLIO
NMUPYBATAET'MAPOIrEHA3HOINO KOMIVJIEKCA: BOCEMb KJIMHUYECKUX C/TYYAEB

NUCbMO B PEAAKLUIO

M.M. Koctuk
K BOMPOCY O PEAAKTUPOBAHUU CTATEM, NI KAK HANNAAUTb KOMMYHUKALMIO ABTOPA
U PEAAKTOPA: B3rnid4 ABTOPA

MH®OPMALIUA COIO3A NMEAUATPOB POCCUU

3HAMEHATEJIbHBIE U IOBUENHBIE JATbl UCTOPUM NEAUATPUU POCCUM 2021 FOJA
NAMATU KOJIJIETU

NMAMSATA HAMA30BOM AJU/IN ABA3 KblI3bl

MAMATU HOBUKOBOW EJIEHbI YEC/IABOBHbI
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OT NHEBMOKOKKOBOW MHpeKLNK

I peserap

BakuyuHa nHeBMOKOKK0BaA NONUCAXaDYAHAA KOHbIOTUPOBaKHAA afCOPOVPOBAHHAS, TPMHAKUATYBANEHTHaA

CpoenavTe war K 3awuTe

EQVHCTBEHHast MHEBMOKOKKOBast KOHbIOrMpoBaHHasa BakLHa
019 aeTer oT 2 MecsLeB 1 B3POCTbIX BCEX BO3PacTOB™

*KpaTtkaa MHCTPYKLIA no npumeHeHuio nekapcTBeHHoro npenapara NMPEBEHAP® 13

JIEKAPCTBEHHASA ®OPMA: cycneH3ns Ansi BHYTPUMbILLEYHOTO BBEAGHNA.

BakuuHa MpeseHap® 13 coboit 13 cep
nHeBMOKoKKa: 1, 3, 4, 5, 6A, 6B, 7F, 9V, 14, 18C, 19A, 19F u 23F, nHAMBNAYaNbHO KOHbIO-
i c i 6enkom CRM‘97 " Ha coccpare.
OMUCAHUE

TomoreHHas cycneHaus 6enoro ugera.
MOKA3AHUS ANfl NPUMEHEHUSA

He BBouTs Mpesenap® 13 " B o6nacts!
Ecnmn Hayata MpeseHap® 13, ee TaKkKe BaKLUUHON
Mpesenap® 13. Mpu Bbl mexay ni6oro u3

BbILLE KypCOB BBE/JEHME 03 MpeseHap® 13 He
Tpebyetcs.

Cxema BakynHaymm

VCrOBUS XPAHEHUS W TPAHCNOPTUPOBAHNA

Mpu Temnepatype ot 2 Ao 8° C. He 3amopaxwBarts.

XpaHuTb B HEAOCTYMHOM [ns feTei MecTe.

TpaxcnopTuposaTb npy Temneparype ot 2 °C — 25 °C. He 3amopaxusarb.

JlonyckaeTcs TPaHCNOPTMPOBaHWe Npy Temnepatype Bbilue 2-8 °C He 6onee NATA AHeN.

CPOK rofHocT!
3ropa. He ucnons3osars Nocne UCTE4eHIS CPOKA FOAHOCTM, YKA3aHHOTO Ha YNaKOBKe.

THKa i, BKNI04R (B TOM 4UCNE MEHUHIUT, Bo3pact Havana Cxema WiTepBansi u 03upoBKa
GaKTepUEMUIO, CENCHC, THKENble )n 6 BaKLNHAUNH BaKUHHaUUU NPEANPUSATMUE-NPON3BOAUTEND
W cpepHue oTUThI) hopMbl i, BbI3bIBAEMbIX cepoTy- 370361 C 1. Ncpaitsep  Avpnana  ®apmacbioTukans, Wpnawaua Tpeinpx  Kactn  BuaHec-napk,
nos 1, 3, 4, 5, 6A, 68, 7F, 9V, 14, 18C, 19A, 19F n 23F ¢ 2-x MecAues Xu3Hu n fanee 6e3 ad MeHee 4 Hejl MeXAy BBEJHNSIMM. TepByio 03y MOXHO BBOAUTL Knotgankwh, By6nuk 22, pnangns.
0rpaHuyeHus no BO3pacty. 2.6 mec w;M ¢ 2-x Mec. PesakunHauwa oHokparHo B 11-15 mec. 2.000 «HMO Merposakc ®apm», F P 142143, 06nactb,
- B pamkax 0 4ECKNX MPUBMBOK; 241 Maccosast MMMyHU3AUNS AETel: 2 036l C MHTEPBANOM HE. r. Moponbck, c. Mokpos, yn. CocHosas, A. 1
- Y WLy FPYNN NOBBILLEHHOTO PUCKA Pa3BUTUS MHEBMOKOKKOBOM MHCDEKLMM. MeHee 8 Heal Mexay F
P B pamkax o ECKNX TIPUEABOK pliS e 000 «HMO Metposakc Gapw», F 142143, o6nacts,
COMNACHO YTBEPIAEHHbIM CPOKAM, & TAIOKe MM YN PACKa 110 P3BHUTUI0 THEBMOKOKKOBO/ P S — . MoAoMbGK, ¢. MokpoB, yn. Cocrosas, o, 1
¢ 814, BUY OHKONOTH4ECKAMI 711 mee 24 PeBaKuMHaLWsi OHOKATHO Ha BTOPOM FOAY KU3HM ! T |
lyHaroLLy Tepanuio; ¢ /) NPETEH3WM NOTPEBUTENEN HANPABNATD MO AAPECY:
OHAMbHOM i ¢ win Ha 12-23 mec 1+ 2 [103bl C MHTEPBANOM He MeHee 8 He MexX/y BBeAeHUAMM 1. 000 «Mdpaitaep NHHoBawmm», 123112, Mockea, MpecHeHckas Hab., a. 10,
aty c 0BOI XKMAKOCTH; C XP 3a- 2 roga w crapue 1 OpokpatHo BL| «bawus Ha Ha6epexHoit» (bnok C). Tenedon: (495) 287-5000, chaxc: (495) 287-5300.
Nerkux, Cepaf il CUCTEMbI, NEYEHN, NoYeK 1 pi [AnabeTom; 2.000 «HMO Merposakc ®apm», Poccuiickas denepauns, 142143,
60NbHbIM it acTMO; JAETAM; NMUAM, HAXOAALMMCSA B OPraHu3o- Jletw. panee pesenap® MockoBckas 06nacTb, r. Mogonbek, c. Mokpos, yn. CocHoas, 4. 1.
BaHHbIX KONNEKTUBAX (AETCKMEe [OMA, UHTepHATbI, apMeiiCK1e KONNEKTBbI); npoTHs M HavaTan 7-BaneHTHOi BaKLMHOM MpeseHap®, Ten./takc: (495) 926-2107, e-mail: info@petrovax.ru

Tam 0CTPOTO CPEJHero OTUTa, MEHUHTUTa,

U 4acto AeTAM;
BCEM NMuam crapwe 50 ner;

TaBaKOKyYpUbLLIMKAM.

NPOTUBOMOKA3AHUA

Bl Ha BBegeHue MpeseHap® 13 unu Mpe-
BeHap® (B TOM uucne, i WOK, TAXENbIE T anneprideckme
peakuun);

- K i WM BCNOMOraTenbHbIM Be-
LecTBam;

—0CTpble [0 il 3a60-

neBaHwiA. BakUMHaUWIo NPOBOAAT NOCNE BbI3A0POBAIEHHA WA B NEPUOA PEMACCHN.

Cnocob NPUMEHEHWA 1 A03bl

Cnocob6 Bsegerns

BﬂKL\"Hy BBOAAT B DaSUBDVI nose 0,5 MN BHYTPUMBILLEYHO. ﬂETRM NEPBbIX NIET XXM3HU NPUBUBKN
NPOBOAST B BEPXHE-HAPYXHYIO NOBEPXHOCTH CPEAHEN TPETU Ge/pa, MLam cTapuie 2-X net - 8
AENbTOBUAHYIO MbILLLY NneYa.

Mepes npumeHeHUeM WNPUL ¢ BakUUHON MpeBeHap® 13 HEO6XOAMMO XOPOLLO BCTPSXHYTH
10 nony TOMOreHHO He €CTIM MPU OCMOTPE COABPXMMOTO
wnpuya acTULbI, WK BIFAAUT MHAYE, YeM B pasgene

«OnucaHne» HacTORLLEN MHCTPYKLMN.

MOXeT ObITb NpoA0KeHa MpeseHap® 13 Ha NlOGOM 3Tane CXembl UMMYHU3ALUK.

Mpesenap® 13 BBOAUTCS ; MpeseHap® 13 He ycTa-

HoBfeHa. Peluexne 06 uHTepBane Mexay BeeAeHUeM BakuuH MpeseHap® 13 u MNB23 cneaye
B COOTBETCTBUM C OChi A

v nocne Tauwm re KNeToK

Ccepua MMMyHU3aLK, cocToAlLas U3 4 Ao3 npenapara MpeseHap® 13 no 0,5 mn. Mepsas cepus
MMMYHU3ALWY COCTONT W3 BBEAIGHWA TPeX 03 npenapara: nepeas 703a BBOANTCA C TPETbEro
N0 WeECTO! MecAL, Nocne TpaHennaHTauuy. ViHTepsan mexay BBeAeHUAMI JOMKeH COCTaBAATL
1 mecsu, F nosy BBOAMTb 4epe3 6 MecALieB nocne seefeHNs
TpeTbet 03bl.
; LeTAM MepBas cepus UMMyHU-
3auUum cocTouT U3 3-x 103. Mepsyio 403y CefyeT BBOAUTL B BO3PACTE 2 MECALEB HE3ABUCUMO
0T Macch Tena pedenka, NocneayioLne 403b! — ¢ MHTepBaom 1 Mecsitl. Beeaenue JeTseptoi
(GycTepHoit) A03bl peKoMeHAyeTcs B BospacTe 12-15 mecsues.

[oxunbie nayuents!

IMMyHOTEHHOCTb 11 6630MaCHOCTb BaKUHbI MpeBeHap® 13 NOATBEPXKAEHbI ANS NOXKUbIX Na-
LWEHTOB.

3. ®epepansHan cnyx6a no Haf3opy B cepe 3ApaBooXpaHeHns (Poc3apaBHaa3op):
109074, Mocksa, Cnasstckas nn., 4. 4, cTp. 1. Ten.: (495) 698-4538; (499) 578-0230.

=]t [m]
»
»
00O «IMdaiizep MHHoBaLmmn», Poccusi, 123112, Mockea,

MpecHeHckas Hab., A. 10, BL| «baluns Ha HaGepexHoit» (Bnok C).
Ten.: +7 (495) 287 50 00. ®akc: +7 (495) 287 53 00.
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JAynukceHT® — 6ronornyeckmi
npenapaT, UHIMOUPYIOLLI
®YHKUMN OLHOBPEMEHHO
[BYX K/IKOYEBbIX LUTOKUHOB
UN-4 n UN-13, nrpatoLumx
JAynuKceHT® — TapreTHbI 6UONOrNYECKMIA NPENapaT PO/b B NaTOreHese acTMbi2
NS Tepanum HEKOHTPOIMPYEMOTrO aTOMUYECKOTO

LlepMaTUTa CPEOHETIKENOTO U TSHKENOro TeveHus

CO CPEAHETAXEbIM U TAXEJIbIM
aTOMNYECKNM OEPMATUTOM C 6 nett

Ono6peH K NMpUMEHEHMIO Y feTen ' AIIJIEPT““EKAE‘ GTMR

T2-ACTMA?
bonbWKMHCTBO NauneHTOB nynMKceHT®>»

OOCTUMN BbICTPOrO (aynunyma6)
N YCTOMYMBOro 3ddeKTa
C yNy4llEHNEM CMMMATOMOB,

KNNMHNYECKUX I'IpOﬂB)'IeHV]lZ HYTb K

eecTea [I0NrOCPOYHOMY KOHTPONH) ACTMbl:

B kavecTBe LONOMHUTENBHOWN NOAAEPXKMBAOLLEN
Tepanuun ANs NauUeHTOB CT e 12 ner co

CHWXEHWUE YACTOTDI
TFAXE/IbIX OBOCTPEHUN

81

Y NaLMEHTOB C UCXOAHbIM YPOBHEM naLlMeHTOB, NONYyYaBLINX K 52 Hepene no cpaBHeHMIO
303>300 kn/MKJ, NONyHABLUNX Aynunymaé B nose 300 Mr k2H C UCXOAHbIM YPOBHEM Y NaLMEHTOB,
Aynunymab B pose 300 Mr k2H B COYeTaHWM C 6a3ncHoOM € 303>300 kn/mKA, NoyyaBLINX

B COYETaHUK C 6asnCHOM E Tepanuen*® Aynunyma6 B pose 300 Mr K2H
Tepanuen*? 3 f B COYeTaHUM € 6a3nicHOMN
Tepanuen**

303 - 3031HOGUIbI; KN/MKN — KNETOK B MAKPONNTPE; K2H — kaxable 2 Heaenu; MIFKC — nepopanbHble riokokopTukocTepouasi; O®B, — 06bem GOpCHpOBaHHOIO BbIAOXa 33 MEPBYIO CeKyHAY

* BasucHas Tepanus BKloYana B ce65 NPUMEHEHNE CPEAHMX UK BbICOKMX [03 MHIaNsALMOHHBIX MIOKOKOPTUKOCTEPWAOB B COYETaHUM C 6eTa-2 aroHncTamm v MIKC y naLmeHToB ¢ ropMOHO3aBUCUMOMN aCTMOMN

Cnucok nutepatypsl:

1. VIHCTpYKUWMS NO MeAULIMHCKOMY MPUMEHEHUIO lekapCcTBeHHOro npenapata [ynukceHT® PY Ne JIM-005440 ot 04.04.2019 ¢ nameHeHuamm o1 12.08.2020. 2. Wenzel S, et al. Dupilumab efficacy and safety in adults with
uncontrolled persistent asthma despite use of medium-to-high-dose inhaled corticosteroids plus a long-acting 2 agonist: a randomised double-blind placebo-controlled pivotal phase 2b dose-ranging trial. Lancet. 2016;
388: 31-44. 3. Global Strategy for Asthma Management and Prevention. 2020 GINA update Main Report, [SnekTpoHHbIt pecypc] https://ginasthma.org/wp-content/uploads/2020/04/GINA-2020-full-report_
-final-_wms.pdf [lata nocTtyna 17.02.2021. 4. Castro M, et al. Dupilumab Efficacy and Safety in Moderate-to-Severe Uncontrolled Asthma. N Engl J Med.2018; 378: 2486-2496. 5. Rabe KF, et al. Efficacy and Safety of Dupilumab
in Glucocorticoid-Dependent Severe Asthma. N EnglJ Med. 2018; 378: 2475-2485. 6. Blauvelt A. et al. Lancet 2017; 389: 2287-2303. 7. Beck LA, Thagi D., Deleuran M. et al. Am J Clin Dermatol, 2020/. 21, 567-577. 8. Simpson
E.L. etal. JAMA Dermatol 2020; 156(1): 44-56.9. Cork M.J. et al. Br J Dermatol 2020; 182(1): 85-96. 10. Paller A. S, Siegfried E. C., Thagi D., et al. Efficacy and safety of dupilumab with concomitant topical corticosteroids
in children 6 to 11 years old with severe atopic dermatitis: A randomized, double-blinded, placebo-controlled phase 3 trial. J Am Acad Dermatol. 2020 Nov;83(5): 1282-1293.

Martepuan ans b C NO/HO¥ MHCTPYKLMEN MO NpUMeHeHmIo. KpaTkas MHCTPYKUMS MO MeANLMHCKOMY NPUMEHEHMIO leKapCTBeHHOTo npenapaTa [ynukceHT® (aynunymaé).
PerncrpaumoHHbIii Homep: ﬂl‘l 005440 or 04 04. 2019 r. I'Iexapcmennan ¢opma: pacTBOp /151 NOAKOXHOTO BBeAeHU:. PapMaKonornieckue CBOMCTBA: AynuiymMab — PeKOMGUHAHTHOE YeNoBeYeCckoe MOHOKIOHaNbHOe aHTUTeno (noatun IgG4)
K a-cy6beanHuLe peLenTtopa uH MyecKas rpynna: HrméuTopsl HTepneikuHa. Kog ATX: D11AHOS. MokasaHus K NPUMEHEHMIO: aTONUYeCKNit AePMATUT CPEAHETSKENOrO 1 TSHXKENOrO TEYEHNs Y NaLNeHTOB OT 6
NeT W CTaplue Npy HeJOCTAaTOYHOM OTBETE Ha Tepanmo TonmdeckAMn NeKaPCTBEHHBIMM NPenapaTamMy UM B Clly4ae, KOrAa Takue MpenapaTbl He PEKOMEHAO0BaHbI K MPUMeHeHHIo. Mpenapat [lynuKceHT® MOXET NPUMEHATLCS B MOHOTEPanuA Ui
OHOBPEMEHHO C TOMMYECKMMY NEKAPCTBEHHbIMY Npenapatamy; B KayecTse JAOMONHUTENbHOIM NOA et Tepanum 6pol O/ aCTMbl CPEHETSKENIOTO U TAXENOTO TEYEHMS Y NaUMEHTOB 12 NIeT U CTapuwe C 303MHOGUALHBIM
EHOTUMOM MNW Y NaLMEHTOB C TOPMOHa/IbHO3aBUCHMOIA 6! O acTMO¥A, Moy nepo ble [IIOKOKOPTUKOCTEPONALI. B KauecTse A0NONHNTE IbHO NOAAEPKUBAIOLLEV TEPaN M BIPOC/ILIX NALMEHTOB C M/IOXO KOHTPONNPYeMbIM
TSKENbIM XPOHNYECKUM NOMMO3HBIM PUHOCUHYCUTOM. MpoT : ol 4YBCTBUTENLHOCTb K Aynunymaby uan lo6OoMy 13 BCOMOTaTenbHbIX BELLECTB Npenapata; AETCKMiA BO3PacT A0 6 IET y NAaLMEHTOB C aTONN4eCKnM
[ACPMATUTOM CPEAHETAKENIOTO U TAKENOTO TeUeHNS, ACTCKWiA BO3PACT A0 12 NET A9 MAUMEHTOB C 6POHXMANLHO ACTMOI CPEAHETAKENIONO U TSHKENOFO TEUEHHS! B CBA3M C HEYCTaHOBACHHBIMM SGEKTUBHOCTbIO U 6€30NaCHOCTLIO MPUMEHEHNUS
C OCTOPOXHOCTBIO: NPY 6EPEMEHHOCTH (TONbKO ecnn nonb3sa T NOTEHL| puck ans nnoga). Cnoco6 npumMeHeHuUs U A03bl: npenapaT [ynukceHT® BBOANTCS NOAKOXHO. ATONMYECKMI IePMaTUT: peKOMeH/yemas Ao3a
npenapata [lynukceHT® y B3pOC/ibIX MaLMEHTOB COCTOUT M3 HavanbHoM Ao3bl 600 Mr (2 nHbekummn no 300 mr) u BBeaeHWs aanee 300 Mr Kaxable ABe HeAeN; B 3aBUCUMOCTM OT MHAWBUAYANbHOTO TePaneBTUHECKOro OTBETa A03a MOXET 6biTh
y A0 300 mr A 0. Pekol \% Ao3a npenapata [ynvkceHT® y nauueHToB C aTONMYECKMM lepMaTUTOM B Bo3pacTe 6-17 neT: ANns NaUMEHTOB C Maccoit Tena oT 15 ao 30 kr HavanbHas Ao3a — 600 Mr (2 Hbekumm no 300 mr),
Aanee no 300 Mr kaxable 4 HeAenw, ANs NauMeHToB C Maccoi Tena oT 30 ao 60 kr HavanbHas ao3a — 400 mr (2 nHbekumm no 200 mr), sanee no 200 Mr kaxable 2 HefeNu; ANs NaLMEHTOB C Maccol Tena 60 kr u 6onee HavanbHas aosa — 600 mr
(2 uHbekunn no 300 mr), aanee no 300 Mr kaxable 2 Hefenn. bpoHxuanbHas acTMma: pekoMeHlyemas 103a npenapata [ynukceHT® y B3pOC/IbIX MaLUMEHTOB U feTelt (12 neT n cTapuie): HayanbHas Ao3a — 400 Mr (2 uHbekunm no 200 mr), aanee no
200 Mr Kaxable 2 Heflenu, B 3aBUCUMOCTMN OT VHAVBMAYaNbHOTO TEPANesTUHeCKoro oTeeTa A03a MOXeT 6bITb yBenMueHa A0 300 Mr Kax/able 2 HefleNn UK HavanbHas Ao3a — 600 Mr (2 uHbekummn no 300 mr), aanee no 300 Mr Kaxable 2 Heaenu Ans

NaUMEeHTOB C T TUKOCT 6pol Ot aCTMO WM C COMYTCTBYIOWNM CPEAHETHKENbIM MW THXKE/bIM aTOMUYECKUM AEPMATUTOM, NpU KOTOPOM MOKa3aHO NpuMeHeHue npenapata [ynukceHT®. XpoHnyeckui
NONMNO3HBI PUHOCKUHYCUT: HavanbHasi PeKOMeHlyeMas A03a ANs B3POC/bIX NauneHTos — 300 mr, aanee 300 Mr kaxable 2 Heaenu. B cnyyae nponycka A03bl NaLMEHT A0KEH MONYYMTb MHBEKLIMIO KaK MOXHO CKOPEe U 3aTeM NPOAOIKUTL IedeHne
B COOTBETCTBUM C Ha3HaUEHHbIM eMy PEeXMMOM npenapara. I BeicTBMe: H HaCTbIMU HeXeNaTe/bHbIMI PeaKLMsAMM, KOTOpble HabioAANNCH B KIMHUYECKNX NCCNIEA0BaHMAX Y NaLUMEHTOB C aTOMMYeCcKUM AepMaTUTOM,

6b1/1M KOHBIOHKTVBIT, 6aKTEPUaNbHbINA KOHBIOHKTUBUT, aNIepruyecknil KOHBIOHKTVBNT, PeakUuMM B MeCTe MHbeKUMM, repriec POTOBOM NOOCTU, 303MHOGUANS, MPOCTON repriec, 6n1edapuT, 3yA B rasax, CUHAPOM CyXOro a3a; Haubonee YacTbiMu
HEXeNaTesIbHbIMN PeaKUMAMM, KOTOPbIe HAGIIOAANNCh B KIMHWYECKNX NCCNIeA0BAHMNSAX Y NaLMEHTOB C 6POHXMANbHON acTMOM, GbIv SpUTeMa, OTeK U 3yA B MeCTe MHbeKunn. Mpodunb HexenaTenbHbIX peakunil y nauMeHTos B BospacTe 6 net
1 CTaplue CO CPeAHETSKENbIM U TSKEbIM aTOMUYECKMM AEPMATUTOM U Y NaLMEHTOB 12 fIeT W CTapuie ¢ BPOHXMANbHOM aCTMOII 6biJi COMOCTAaBUM C TaKOBbIM Y B3POC/bIX. YaCTbIMIA HEXENATEbHbIMM PEaKLMAMM, KOTOPbIE HabI0AaNNCh
B KIMHWYECKMX UCCNIEAI0BAHMSAX Y MALMEHTOB C XPOHUYECKWM MONMO3HbIM PUHOCUHYCUTOM, 6bI/IM KOHBIOHKTUBMT, PEaKLIMM 1 OTEK B MeCTe MHbeKLMUU.

Jins pabOTHUKOB 3APaBOOXPAHEHUS.
L Mpeacrasutenbcteo AO «CaHodu-aBeHTUC rpyn» (PpaHuums)
SA N O F I GE NZYM E u 1250009, r. Mocksa, yn. Teepckas, 4. 22. Ten.: (495) 721-14-00, dakc: (495) 721-14-11, www.sanofi.ru nyn "KceHT
MAT-RU-2100577-1.0-02/2021 (aynnunymaé)
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PepakuyuoHHas ctaTbs
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PepakuMoHHana AeATe/IbHOCTb KaK OHa
€CTb. KOMMEeHTapUn HAY4YHOIo peaaKTopa

HesHaHwue TOro, 4to ABnseTcs J'Iy‘-ILUGVI NPaKTUKOW, NPU3HAK HEKOMMNETEHTHOCTH.
3HaHue nqueﬁl NMPaKTUKN, HO HE3HaHWE TOro, Kak ee NPUMEHNTb, — NMPU3HAK HEOMNbITHOCTU.
Oco3HaHHO He cnegoBatb NyHWnM NpaKTUKam, Korga 3Haellb, KaK 3Toro oCtn4b, HESTUYHO.

KoHTaKTHas nHopmauus:

N.L. Smith, 2002 [1]

CavirntoB PycnaH TeMupcynTaHoBMY, AOKTOP MEAULIMHCKMX HayK, Hay4HbIA peaaKTop ypHana «Bonpockl COBpeMEHHOW NeanaTpum», 3aMecTuTENb

rNaBHOro pefakTopa XypHana «[leguatpuyeckas dapmaxonorus»

Appec: 117335, Mocksa, yn. Basunosa, a. 81, kopn. 1, od. 2-8, Ten.: +7 (499) 132-02-07, e-mail: saygitov@yandex.ru

Cratbsl noctynuna: 18.02.2021, npuHaTta K neyatu: 24.02.2021

Ansa umtupoBaHusi: Cainrutos PT. PefakunoHHaa [eATENbHOCTb KaK OHa €eCTb: KOMMEHTapuu Hay4yHOro pepakrtopa.
Bonpocsl coBpemeHHo neamnatpmmn. 2021;20(1):10-18. doi: 10.15690/vsp.v20i1.2244

BoT ye HecKonbKO neT B ypHane «Bonpocbl coBpe-
MEHHOM neavaTpun» BBEAEHa MNpaKTUKa onpoca aBTOpPOB
ony6/IMKOBaHHbIX paboT. Mbl MPOCMM OUEHWUTb Mpenmylle-
CTBa W HELOCTATKM PeAaKLMOHHOM paboTbl, CPaBHUTb CBOM
BMevyaTeHnss ¢ OMbiTOM My6nvKauuu B APYrMX MeAMLMH-
CKMX YXypHanax, OLEeHUTb KayecTBO pefaKLMOHHOW paboThbl.
3a nocnegHve OBa roga B peAakuuio noctynuino 25 nucem
OT aBTOPOB M aBTOPCKMX KOMNEKTUBOB (CM. [Mpunoxenue).
Bo Bcex 6bila AaHa BbICOKas OLEHKa AeATeNbHOCTU pedaK-
LMW, B HEKOTOPbIX BbiCKa3aHbl MOXeNaHUs Mo ee ycoBep-
LUEHCTBOBAHMUIO, B €AMHUYHBIX COAEPXKANUCb KPUTUYECKME
3ameyaHus. OHO U3 TaKMX MMCeM OKa3anoCb HAaCTONbKO Nof-
pPO6GHbIM B M3N0XeHWM aBTOPCcKOM no3uuun (M.M. KocTuk),
4TO GbIIO MPUHATO pelleHne ero onybnunkosaTb [2]. Bmecte
C 3TUM Mbl NOCYUTANM HEOOXOAMMbIM MPOKOMMEHTUPOBATb
OCHOBHble Te3UCbl 3TOro nucbMa. llocne HOBOBBEAEHWUN,
WMHWLMMPOBAHHBLIX BO BTOpoW nonoBuHe 2014 r., nogo6Hble
BOMPOCHI Ham yxe 3agaBanu. [puwno Bpems cucteMaTuan-
poBaTb HallX OTBETbl Ha HUX, 0603HAYMB HEe TOMbKO Lene-
C006pPa3HOCTb HOBLWECTB, HO U OCOBEHHOCTU peaKLMOHHOM
NPaKTUKK B HalLeM XypHarne.

PEAAKLIUOHHDLIE WABJIOHbI

M3MeHeHns pedakunMoHHOM nonutukm B 2015 r. Hava-
NIMCb € Ny6IMKaLMW HOBBIX MPaBWi M pekoMeHzaumn [3],
KOTOpbI€ Y4UTbIBaNN aKTyasbHble Ha TOT MOMEHT PYKOBOA-
ctBa (B 4acTHocT, CONSORT [4]) n peKoMeHAaLnmn accoum-

Ruslan T. Saygitov

LLC «Publishing House “Pediatr”», Moscow, Russian Federation

auum meauumnHCKKX pegaktopoB ICMJE 1 WAME no onuca-
HUIO UccnegoBaHni. Toraa e Kak obsi3atenbHoe ycnosue
noAayun pyKonucu ¢ pesynbraTamu uccrnegoBaHni Hamm 6bin
BHEAPEH NepBbIY PefaKLMOHHbIM WabMoH. YKe 40BOMbHO
CKOPO Mbl C COXaNleHNEM KOHCTaTUPOBasM, YTO U3MEHEHUSA
pefakuMOHHOW MOMAUTUKM W CTaHdapTu3auua odopmne-
HUS PYKOMUCEW C pe3ynbTaTaMu UCCNEeA0BaHUM HE Halau
BCceobWero nNoHMMaHusg u ogobpeHus. OBTOPIO CMbICH,
KOTOPbIA B pasHbIX CI0BECHbIX pOpMax NpsiMo Wan yepes
KOJJler Ao Hac NblTaaucb AOHECTM HallW aBTOpbl: «<YPOBEHb
TpeboBaHWM He COOTBETCTBYET YPOBHIO XypHana» [5]. Tem
He MeHee Mbl MPOAOIKMAN B3STbIM Kypc U B 2017 . BBENU
B MPaKTUKY psj crneunasnbHblX WabnoHoB, NpeaHa3HayeH-
HbIX A1 ONWCcaHus HabnoaaTeNlbHbIX (B OCHOBE — pPEeKo-
MeHaaumm STROBE [6]) n aMarHoCTUYECKUX MccneaoBaHUm
(B ocHoBe — peKoMeHpauun STARD [7]), a TakXKe KIUHU-
YeCKUx cnyy4aeB (B ocHoBe — peKoMeHpauun CARE [8]
1 SCARE B Bepcun 2016 r. [9]).

Tenepb HEO6XOAMMO MOSICHUTb, YTO COOOW MpeacTaB-
NS0T NEePEYUCNEHHbIe 34eCb, PABHO KaK U AECATKU OAPYrnx
ny6AMKaLMOHHbBIX PYKOBOACTB, NPeACTaBNEHHbIX Ha pecyp-
ce EQUATOR Network — B 311EKTPOHHOM GMOGAMOTEKE NOA06-
HbIX JOKYMEHTOB. He 6yaeT npeyBenMYeHnemM cKasaTb, YTO
Kno4yeBble NyGANKaLMOHHbIE PYKOBOACTBA NPU3BaHbl 06ec-
neYynTb peanusaumio NPUHLMNOB XeNbCUHKCKOW AeKnapa-
ummn [10], Hagnexauwen nyénankaunoHHon [11, 12] u ku-
HUYecKoM npaKTuku [13]. B cocTaBneHumn 3Tux pyKOBOACTB

Editorial Activity as It is: Scientific Editor Commentaries

Not knowing what constitutes best practice is incompetence.

Knowing what best practice is, but not knowing how to achieve it, may be inexperience.
Knowingly not following best practices, when one knows how to achieve it, is unethical.

N.L. Smith, 2002 [1]

For citation: Saygitov Ruslan T. Editorial Activity as It is: Scientific Editor Commentaries. Voprosy sovremennoi pediatrii — Current

Pediatrics. 2021;20(1):10-18. doi: 10.15690/vsp.v20i1.2244



NPUHUManNK y4actve (M NPOAOCMKAIOT 3TO AeNnaTb, MOCKONbKY
PYKOBOACTBa MEPUOANYECKM OBHOBASAIOTCHA) AECHATKU Bce-
MMWPHO M3BECTHbIX METOA0NOMOB, UCCIeA0BaTENEN U HaYYHbIX
peaakTopoB. My6nMKaLMoHHbIe PYKOBOACTBA — 3TO pe3y/b-
TaT MHOroaTanHoro npotlecca o6CyKAEHUN U COrnacoBaHmm
M B KOHEYHOM WTOre — KOHCeHcyca. Llenecoobpa3HoCcTb
MX BHEAPEHUS B PEAaKLMOHHYIO AeATENbHOCTb OTMeYyeHa
B pekoMeHgaumnsax ICMJE [14], a camy nHuumnatBy EQUATOR
Network nopgep»anu Bce MexayHapoaHble npodeccuo-
HaNbHble accoluMauun pefakTopoB U U3aatenen MeauumH-
CKMX XypHanos [15].

MNy6nanKaumoHHbIe PYKOBOACTBA CTa/v CTaHAapTamMu pefaK-
LIMOHHOM MpaKTUKKM B Beaywux obwemeanumHceKknx (NEJM,
The BMJ, Lancet, JAMA) n cneuuanM3MpoBaHHbIX (B T.u4.
negnaTpuyeckux, kak To JAMA Pediatrics, Pediatrics v gp.)
KYPHanax, paBHO KaK M B COTHSIX MEAMLMHCKKX XKypHanoB
no BceMy Mupy, B T.4. 1 B Poccuun (CM. KypHan «BecTHUK
Poccuickon akagemMumm MeauMUMHCKKUX Hayk» — N2 1 cpeau
POCCUMCKUX MEAMLIMHCKUX KypHanoB, COMMacHO PEUTUHTY
PUHL, — HaunoHanbHoW 6Gubnunorpadpuyeckor 6a3bl AaH-
HbIX HAY4HOrO LMTUPOBaHMS). B CBA3K C 9TUM yTBEPIKAEHME
M.M. KocTturka [2]: «<H1 B 0AHOM POCCUMNCKOM MW MHOCTPaH-
HOM >XypHane s TaKoro He Buaen. <...> Bce noaunHsiercs
npasuny IMRDC», — npeactaBnseTrcs He BnosiHe 060CHO-
BaHHbIM. bonee TOro, B XypHanax, B KoTopbix M.M. KocTuk
ny6nvKoBasncs paHee, TakKue «lWabfiOHbl» TaKXe SBNASoT-
ca ob6s3artenbHbiMK (CM., Hanpumep, XKypHan Pediatric
Rheumatology, MHCTpYKLMK AN aBTOPOB, pa3aen “Standards
of reporting”: «<ABTOPbI AO/IXKHbI NPUAEPKUBATLCA ITUX PEKO-
MeHAaumn [AoOKyMeHTbl n3 6mnbnnotekn EQUATOR Network;
MpMUM. aBTopa] NMpu HanuMcaHun CBOMX pyKonucen»t). Moyemy
penakTopbl Pediatric Rheumatology He Tpe6GoBanu 3T0Oro
oT M.M. KoCcThKa — ocTaeTcst HEACHbIM.

Pe3oHHO 3agaTbCsi BOMPOCOM: @ HACKONbKO Mones-
Hbl YNOMSIHYTble Bbie MNy6AMKaLMOHHbIE PYKOBOACTBA?
M.M. KOCTUK BbICKa3blBae€T COMHEHWUSI OTHOCUTESIbHO 3TOrO,
YyTBEPXKAas, YTO «MOMbITKa 3arHaTb CTaTblo B 0OXE WabioHa,
KaK MHe KaxeTcs, yxydwaeT KadecTtBo ctatbm» [2]. CoBep-
WWEHHO OYEeBWMAHO, M 3TO MOATBEPIKAEHO B Ka4eCTBEHHbIX
nccnefoBaHmax, — NpUMeEHeHUe MNy6AMKaLMOHHbIX PYKO-
BOACTB B KayecTBe 00653aTeflbHOr0 YCNOBMS AN MOAAYM
PYKOMWUCKU B KypHan Mpu AOAKHOM KOHTPOSiE CO CTOPOHbI
pPefaKTOpPOB M BbICOKOW MPUBEPIKEHHOCTU PEKOMEHAALMAM
CO CTOPOHbl aBTOPOB BeAET K MOBLILEHNIO KavyecTBa PyKo-
nucen [16-18]. B cBS3M C 3TUM HE MOry He NpoLUMTUMPOBaTh
OAHOro U3 coaBTOpOB pekomMeHaaumn STROBE, KoTopbiv gan
CNeayloLyo XapaKTePUCTUKY MNy6AMKALMOHHBIM PYKOBOA-
ctBaM: «..to be a life-jacket rather than a straight-jacket»
(«IBNSAOTCH cnacaTenbHbIM YKWIETOM, @ HE CMUPUTENbHOMN
py6awkKon») [19]. N aTO He eAMHCTBEHHOE MPENMYLLECTBO.
lMoKa3aHo, B 4YacCTHOCTM, YTO MPUBEPIKEHHOCTb aBTOPOB
K MCNOMIb30BaHMUO Ny6GAMKaALMOHHbLIX PYKOBOACTB aCcCOLMK-
poBaHa Cc 60/iee BbICOKOW LIMUTUPYEMOCTbIO COOTBETCTBYIO-
wmx pa6ort [20].

M ewe ogHO BarKHOe 3ameyvyaHue. YeTbipe pedakuuoH-
HbIX WabsioHa AN OpUrMHasbHbIX UCCNefoBaHWM U Habno-
[EHWN, C KOTOPbIMWU Mbl paboTaeM B HacTosiliee Bpems
(pasymeeTcsl, BMECTE C HalWWMMKW aBTOpaMu), He OXBaTbiBalOT
BCEro CrneKktpa TMNoB uccnegoBaHWin. N0 HEKOTOPbLIM AaH-
HbIM, Aaxke 11 ny6auMKauMOHHbIX PYKOBOACTB M3 6GUONU-
otekn EQUATOR Network He xBatwuio ans obopMaeHus
BCEX BApMaHTOB UCCEA0BaHUN; Kaxabli YETBEPTbIN aBTOP
3asBW/1, YTO HE Hallen B YMCe NPEeAOKEHHbIX PYKOBOACTB
noaxoasawmn [21]. BeBuay 3Toro BaxKHO ynoMsHyTb MHULMA-

1

TUBY, KOTOpasi cenvyac peanusyetcss OAHWM M3 POCCUMUCKUX
nsnatenen (HeonybaMKOBaHHbIE JaHHbIE; aBTOP HACTOSLLEN
CcTaTbM SIBASETCA YYaCTHUMKOM 3TOM WMHULMATUBDLI), Haue-
NIEHHYI0O Ha ajanTauuio aHrMosA3blYHbIX MYGAMKALMOHHBIX
pykoBoAcTB. OcTaeTcs HageaTbCs, YTO MepeyvyeHb COOTBET-
CTBYIOLLMX PEJAKLMOHHbIX LWAGMIOHOB CO BPEMEHEM CPaBHS-
eTca ¢ TakoBbiM B 6ubnnoteke EQUATOR Network. B uucne
Hanboniee aKTyalbHbIX ANS HAWeEro *ypHana — wWaboHbl
AN uccneaoBaHui CTaTUCTUYECKUX (arpermpoBaHHbIX) AaH-
HbIX, COBMPAEMbIX Ha Pa3HbIX YPOBHSAX (OT MyHULMMNAAbHOIO
[0 defepanbHOro), 3KOHOMUYECKNX UccneaoBaHu B chepe
3[1paBOOXPaHEHHS, FTEHETUYECKUX UCCNEefOBaHNM.

BHegpeHue ny6nMKauMOHHbIX PYKOBOACTB B pedaKuu-
OHHYIO MpaKTUKy — elle 6onee CNOXHaa 3ajadva. Tak,
0onpoc pefakTopoB BMOMEAMLIMHCKKX KYpHanoB [22], B xoae
KOTOPOr0 BbISICHANM UX OTHOLIEHME K 3DPEKTUBHOCTU U NPO-
CTOTE BHEAPEHMUS pPefdaKLMOHHbIX HOBLUECTB A8 NOBbILe-
HUSI MPUBEPKEHHOCTM aBTOPOB M PELEH3EHTOB K nybnnKa-
LIMOHHbIM PYKOBOACTBaM, MOKa3an, 4YTo BMeLWaTenbCTBa,
KOTOpble fierye BCEro BHeApWTb (Hampumep, AeKnapauus
HamMepeHus cnefoBaTb COBPEMEHHbIM My6AMKALMOHHbLIM
CTaHAapTam, COBETbl aBTOpaM M peueH3eHTam W np.), Hau-
MeHee 3dPeKTMBHbI. [1pOCUTb aBTOPOB cnefoBaTb Ny6/MKa-
LLMOHHbIM PYKOBOACTBAM, @ PELIEH3EHTOB — OTCNEXMBaTb
NPUBEPKEHHOCTb K MX MCMONb30BaHUIO PeaaKTopbl COYMM
nenom 6ecrnepcrnexkTMBHbIM. [10 MHEHMIO peJaKTopoB, caMoe
3ddEKTUBHOE BMeELWIATENLCTBO — 3TO KOHTPOAb MOSHOThI
N KOPPEKTHOCTU PENOpPTUPOBaHUS 06 MCCNefoBaHUMU C yya-
CTMEM 0B6YYEeHHbIX peaKTopoB. Hall onbIT NoATBEPKAAET 3TO
KonnervanbHoe MHeHue. bonee T0ro, HaMM OTMEYEHO, YTO
BHeApeHWe nybMKaLMOHHOIO CTaHJapTa Kak obsa3artesb-
HOMO YCNOBMS NPUHATUA OPUTMHAbHbLIX PAaboT K paccmoTpe-
HUWIO HE MPUBENO K 3aMETHOMY U3MEHEHMIO YMCNa OTKA30B,
HO M3MEHUNIO CTPYKTYPY NPUYMH OTKa30B. lNocne ykadaHHbIX
HOBOBBEAEHMI B 60/bLUIMHCTBE CNy4YaeB Mbl ObIIN BbIHYXKaE-
Hbl CHUMaTb PYKOMMUCK C PaCCMOTPEHMS MO NPUYUHE TOTFO, YTO
aBTOpbI «Mponaganu», T.e. He BbIXOAWN Ha CBSA3b C peAaKLuu-
en (puc. 1). lMpeanonoxKy, YTo 3TO KaK pa3 Te cay4au, Koraa
aBTOpbl YBMAEAM B HOBOM CTaHapTe He «crnacaTefbHbli
HUNET», @ «CMUPUTENBHYIO py6aLlKy».

PELLEH3UPOBAHME

Mperkae Bcero HE06X0AMMO MOSACHUTb, YTO €CTb «pPeLEeH-
3MpOBaHMeE» B HalleM U3daHuK. Ye 6osblue 5 NeT B XKyp-
Hane «Bonpocbl COBpPEMEHHOW neavatpum» TpaauLMOHHas
MOAENb PeLeH3MpPoBaHnUa C y4aCcTMEM BHELHMX (MO OTHO-
WEHMIO K KOMNEKTUBY pedaKunun) peueH3eHTOB AOMosHeHa
y4acTueM TaK Ha3dbiBaemoro Reviewing Editor, nan Hay4yHoro
pefaktopa ¢ GYHKUMSMU peueH3eHTa (Takum obpasom,
yrBepaeHne M.M. KoctuKa [2]: «PeueH3€eHT B BallMX XypHa-
nax, Kak npaBuno, OAuH, HET BTOPOro B3rasga», — oWn604YHO
B NpUHLKUNE). ITa MOAENb IKCNyaTUpyeTcs B psae XKypHa-
I0B, B 4YMCNe KOTOPbIX TakKne U3BeCTHble, Kak JAMA [23],
eLife [24], Nature Methods [25]. B HeCcKOnbKMX uccneno-
BaHUsAX Oblla NoATBEpKAEHa LenecoobpasHocTb (B 4acT-
HOCTM, CYLLECTBEHHOE COKpalleHWe BPEMEHU Ha NPUHATUE
pefaKUMOHHBIX pPELUEHUI) y4acTUa Hay4yHOro pefakrtopa
Ha aTane KaK CKpUHWHIa pyKonucewn [26], Tak U peueH3unpo-
BaHWUSA TEX U3 HUX, YTO OblNIM MPUHATBI K pacCcMOTpeHuio [24].
Monb3a aKTMBHOW POSIN Hay4HbIX PEAaKTOPOB MOoATBEPKAE-
Ha ¥ B CUMYNSALUMOHHOM UccneaoBaHuun [27]. B cBa3K € 3TUM
onncaHne M.M. KocTMKOM [2] pOonu HayyHbIX pPeaaKkTopoB
YYpHana «CTOMT NOo CyTW B CTOPOHE, Habnwogas U He BMe-
LIMBASACb B NPOLLECC» MOXHO OTHECTU NULWb K OMbITY OTAENb-

3[ech v Be3e B TEKCTe NepeBOj OPUTMHANBHOMO TEKCTa LUTUPYEMbIX UCTOYHUKOB BbINO/IHEH aBTOPOM HaCTOSALWEN peJaKLIMOHHON CTaTby.
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PepaKuMoHHan cTatba H Editorial

Puc. 1. BnusHue HOBbIX NpaBui U pEKOMEHAALMM Mo NpeAcTaBNeHUIO PYKONUCEN ¢ pedynbTaTaMu OpUrMHanbHbIX nccneaoBaHmi [3]
Ha YaCTOTy NONOXMTENbHbIX PELIEHU 0 NyGAMKaL MK (CneBa) u CTPYKTYPY NPUYMH OTKa30B (CnpaBsa)

Fig. 1. The effect of new rules and guidelines for preparation of manuscripts with original studies results [3] on frequency of positive
decisions on publication (on the left) and structure of failure reasons (on the right)
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NcTo4HuK: CanrutoB PT., 2021.
Source: Saygitov R. T., 2021.

HOro aBTopa, @ He K HOpMe peAaKUMOHHON AeaTeNbHOCTU.
CerofHsl ¢ yBepeHHOCTbIO MOXKHO KOHCTATUPOBaTb YCUEHUe
PONM Hay4HbIX PELAKTOPOB KaK K/10YeBbIX YHaCTHUKOB Mpo-
uecca GunbTpauuun, UCNpaBAeHUs U cepTUdUKaLMKM Hayy-
HOM WHdopMaunn. B nepByo ovyepeab 3TO 0OBYCIOBSIEHO
OTBETCTBEHHOCTLIO Hay4HbIX PejaKTopoB (06Was No3uuus
no 3TOMY BOMPOCY 3BYYUT CieaytoLiMm o6pa3om: «PegaKkTopbl
OTBETCTBEHHbl 3a BCE, 4YTO OHW Ny6AMKyloT» [28]). 3TOT
6a30Bbl MPUHLMN MOMPOCTY HEe MO3BONSET OocTaBaTbCA
OTCTPaHEHHbIM HabngaTenem npowecca peLeH3npoBaHuUs.
M rnaBHbIM 06pa3om Mo NpPUYMHE HECOBEpPLLUEHCTBa nocnea-
Hero (Kak npumep cMm. [29]).

OTaenbHO cnegyetT OCT@aHOBWTbCH Ha BO3parKeHUsX
M.M. KocTnKa [2] OTHOCHUTENbHO BMelaTenbCTB peaak-
TOPOB B AM3alH uccnefoBaHus. BeposiTHO, aBTop MMeeT
B BMAY GOPMYNIMPOBKY M ONUCaHWe An3aiHa uccnegoBaHus,
60 NOBAMATbL Ha CaM AM3alH peAakTopam He Mo cunam,
Kak M NnoBepHyTb Bpems BCNATb. Bo-nepBblX, Heobxoau-
MO OTMETUTb, 4YTO B 6OSbLWIOM 4Yucne nybavKauun ansamnH
nccnenoBaHua dopmynupyercsa HesepHo [30, 31]. Mo npea-
BapUTENbHbIM JaHHbIM, 3TO TUMUYHO U AN POCCUNCKMX XKyp-
HanoB [32]. HeraTuBHble NOCNEACTBUS TaKMUX OLMOOK MOTryT
ObITb MHOFOYUCNEHHBbIMWU. ITO M OLWMOKKU B MHTEpRpeTaLmm
pe3ynbTaToB, M CI0XKHOCTM B MOWUCKE M 06paboTKe ony6aMKo-
BaHHbIX AaHHbIX, U OWKWOGKM B NAaHUPOBAHUM NOCNEAYIOLLMX
nccnenosaHui. Cnegyet oTMETUTb, YTO OLWIMGOYHbIE HOpPMY-
IMPOBKM [M3aliHa WMccnegoBaHM CBOWCTBEHHbLI M HaWWM
aBTopaM. Tak, Hanpumep, 3a nocnegHue 3 roga Mbl Ony-
6nMKkoBanu pesynbtatbl 33 OpUrMHasbHbIX UCCNEeAOBaHWUNM,
13 HUx B 19 (58%) dopmMynmpoBKa agnM3anHa 1Mbo He coaep-
ana yKasaHui Ha TUN UcCnefoBaHusa (KIMHUMYEeCKoe Wau
HabnoaaTenbHoe, a cpean NoCnefHUX — KOropTHOE, «Ciy-
Yal-KOHTPOSb» UM O4HOMOMEHTHOE), KpOMEe HeonpeaeneH-
HbIX BbIPaXKEHWUW («PETPOCMEKTUBHBIN aHann3 AaHHbIX» UK
«AMHaMMYeCKOoe pPeTPOo-NPOCNEKTUBHOE UCCNEef0oBaHKe»),
nM6o coaeprana ownMbo4Hoe onpeaeneHve Tuna uccnepo-
BaHWsA. Hanpumep, nepBoHayanbHO YKas3blBancs AuM3anH
nccneaoBaHus «Cny4am-KOHTPOSb», KOTOPOe Mo GaKTy OKa-
3blBaNoCb OAHOMOMEHTHbLIM WCCNEeAOBaHWEM, WKW aBTOPbI
yKasblBann, 4TO uccneaoBaHWe 6bi10 KOropTHbIM, @ OHO
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B [OENCTBWUTENbHOCTU ObiN0 OAHOMOMEHTHbIM. Crneayet nu
HaM 3aKpblTb [Ma3a Ha NoJo6Hble OWKOKKU? He aymato.

Kateropuyeckru HecnpaBenMBbIM SBASETCA YTBEPK-
feHne M.M. KocTMKa O TOM, 4TO Mbl BHOCUM W3MEHEHUSs
B TEKCT, «Ja/leKo He Bceraa cnpawuneas aBtopa 06 atom» [2].
Kakabln aBTOp, C KOTOPbIM Mbl COTPYAHUYAINU, 3HAET, YTO
BCE M3MEHEHWS B TEKCT B XOAe PeAaKkTUpoBaHWa W/Wau
peLeH3UPOBaHNS BHOCATCS C UCMONb30BaAHUEM UHCTPYMEH-
Ta TEKCTOBOro pefaKkropa «McnpaBneHus». MNpu Takom noa-
XO4€e aBTOpbl He TONbKO BMAAT Bce (!) BHECEHHble B TEKCT
M3MeHeHus, HO 1 Bceraa (!) MoryT «0TKaTUTb» UCMpaBieHUS
(peoko, Ho 6biBaeT U TaKoe), pasyMeeTcs, AOMKHbIM 06pa-
30M 060CHOBaB HeO06XOAMMOCTb 3TOro lwara. bonee Toro,
B CBOMX NUCbMax Mbl Bcerga (!) npocum aBTopoB obpallatb
BHMMaHWE Ha BHECEHHblE U3BMEHEHUS U B Cilly4ae corfiacus
C HUMM COXPaHATb UX. Halim aBTOPbI MOTYT CPaBHUTb TEXHUKY
pefaKTUPOBaHUS U BHECEHWS UIBMEHEHUI B TEKCT PYKOMUCH
(p1c. 2) ¢ aHaNOrMyHbIMKM NPUMEPamMU NOArOTOBKKU PYKOMU-
cer B cneunannM3vpoBaHHbIX KOMMaHWUSAX, aCCOLMMPOBAH-
HbIX C Beaywumu uspatensctBamu [33]. OHU MAEHTUYHbI!
Taknm o6pas3om, BOMPOC He B TOM, cnpawvBaeM v Mbl
aBTOPOB WMAK HET. Bonpoc B TOM, 3aaaeM v Mbl NPaBuibHbIE
BOMPOCHI, MPOMU3BOAMM /1M Mbl KOPPEKTHblE WU3MEHEHMUS,
nencTeyem nu npeaenbHo Hactonymso (y M.M. KocTnuka —
«B OMPEKTUBHOM TOHE» [2]) U MpW 3TOM TaKTUYHO, Tpebys
OT aBTOPOB IM60 BHECTU UBMEHEHUS CaMOCTOATENbHO, TG0
COrNacuTbCs C U3MEHEHUSMMU, BHECEHHbIMWU pejaKTopamMu
U peLeH3eHTaMu? A BOT 06 3TOM MOXKHO FOBOPUTb, TONbKO
NPMBOAS KOHKPETHbIE MPUMEPDI.

MofYepKHY, Mbl, KaK U paHee, OTKPbITbl K KOHCTPYKTUB-
HOM KPUTUKe cBoen paboThbl U ee pe3ynbratoB. bonee Toro,
«Bonpocbl coBpemMeHHoW neguaTpun» — OAMH U3 HEMHOIMX
JKYpHanoB, B KOTOpPOM 6blfa NpoBefeHa cucTeMaTnyecKas
OLleHKa KayecTBa pefaKUMOHHOM [OefATenbHOCTM B paMKax
pPaHAOMU3UPOBAHHOIO UCCefoBaHus, NpUYemM C y4yacTuem
6onee yem 150 npodunbHbIX cneunannctos [34]. Kak npo-
[ONXKEeHNe 3TOro B HEKOTOPOM CMbICNE BHELWHEro «ayautar
Mbl MPOBOAMM U perynsgpHbole (2—3 pasa B rof) onpocol
Halwwux aBTopoB. BBuay atoro yrBepxaeHue M.M. KocTuKa
«pefaKkuua He nbiTaetca cobpaTb MHEHUS aBTOPOB WM



no KpanHen mepe BCTyNUTb B Auanor» [2] He coOTBETCTBYET
aencTBuTenbHoctTU. Mbl genaem u 10, n gpyroe. BetpeyHoe
OABUWXEHMEe CO CTOPOHbI aBTOPOB GyAET NOME3HO B T.4. U AN
NpPeofoNeHns aKTUBHOIO HENPUATUS aBTOPaMMU KPUTUKM
B agpec cBOMX paboT, paBHO KaK M COOBCTBEHHO KPWUTU-
KoB [35]. bonee BHMMaTENbHOE OTHOLIEHWE K pasbsiCHe-
HUSIM, AaHHbIM B PEefaKUMOHHbIX WabnoHax Wan B crneuu-
ann3npoBaHHbIX MYyGAMKALMOHHBIX PYKOBOACTBAX, Ha TEKCT
KOTOPbIX Mbl NEPUOANYECKM OBpallaemM BHUMaHWE aBTOPOB,
No3BOMMAO 6bl COKPaTUTb YMCNIO KPUTUYECKUX KOMMEHTa-
pUEB U, COOTBETCTBEHHO, CPOKM PAaCCMOTPEHMUS PYKOMUCEN.
[MoKa ke, no gaHHbiM 3a 2018-2019 rr., noytn ana 45%
BCEX OMy6/IMKOBaHHbIX PaboT ¢ pe3ynbrataMy OpUrMHanb-
HbIX MccnegoBaHui notpeboBanocb 6onee 4 (MakKcuMasb-
HO — 10) payHAOB peueH3uMpoBaHMs (B T.Y. C y4acTUeEM
Hay4yHOro pefaKkropa), a MefuaHa 4uMcna KOMMEHTapueB
(paKkTM4eCKn — BOMPOCOB) OAHOIO TOMBLKO HAy4YHOro peaak-
TOpa Ha OfHY PYKOMUCb 3a BCe Bpems ee MNOArOTOBKM
K neyaTtn coctaBuna 125. O4eBMAHO, ECTb KyAa CHUMKATbCS.
Tem 6o5ee 4TO B cpaBHEHWUK € AaHHbIMKU 3a 2017 . (puc. 3)
AMHAMUWKa AaneKko He NONoXKUTeNbHas.

Y M.M. KocTuKa [2] BO3paKeHMe Bbi3blBaeT HE TOJIbKO
aKTMBHOE y4yacTMe HayyHOro pefaKkropa B pa6oTe Mo noa-
rOTOBKE PYKOMUCEW, HO W CTUAb, B T.Y. peAakLMOHHOro
peueH3npoBaHus. ABTop, Hanpumep, oLeHnBas CBOM OMbIT
B3aMMOAENCTBUS C peLeH3eHTaMun B 3apybexKHbIX XKypHa-
nax, OTMeYaeT cneaylouee: «...9T0 UMEHHO PEKOMEeHAaLmHK,
HanncaHHble B 04EHb KOPPEKTHOM, HUKaK HE AMPEKTUBHOM
TOHe». MOXXHO TO/IbKO N03aBUAOBaTb OMNbITy aBTopa. Apyrum
Be3eT MeHblue. CornacHo peaynbrataM HegaBHO Ony6/MKo-
BaHHOro 3apybexHoro uccnegoBaHus, 6onee 40% peueH-
31K BKIIOYAOT KaK MUHUMYM OOWH HenpopeccuoHasbHbIn
KOMMEHTapui, B T.4. HEOOOCHOBAHHYK KPWUTWMKY aBTopa
n/vnn ero pab6otbl [36]. Mpu onpoce aBTOPOB OMy6/MKO-
BaHHbIX pa6oT (> 1,1 TbiC. ONPOLEHHbIX) HaNU4Yne NOAOBHbIX
KOMMEHTapMeB CO CTOPOHbl PELIEH3EHTOB OTMETUIM MOYTU
60% pecnoHaeHToB [37]. UMeEHHO TaKas nNpaKTMKa aBasieTcs
NPUYMHOWM TOrO, 4TO BONBLIMHCTBO PEAAKTOPOB BbIHYKAEHHO
peaaKTUPYIOT TEKCTbI PELLEH3UI UK HE OTMPAaBASIOT UX aBTO-
pam BoBce [38]. Tak e noctynaem 1 Mbl. OgHako B 60/b-
WMHCTBE cfyYaeB aBTOPbl MOFYT He MONy4YUTb PeLeH3uio
(NepBUYHYIO MKW MOBTOPHYIO) MO MPUYMHE WCKIOYUTENBHO
MOJIOXXUTENbHOIO OT3biBa. B KOHLE KOHLIOB, AEWCTBUTENb-
HYIO OLIEHKY WCccnefoBaHUs aBTOpbl NosydaT He CTOSbKO
OT PELLEH3EHTOB, CKOIbKO OT 3auHTEPECOBAHHbIX YATaTENEN.
YK€ HU Y KOro He Bbl3bIBAET COMHEHWI, YTO Hanbonee Bax-
HbIM 3Tan peueH3npoBaHnsa — NOCTNYONMKALNMOHHbIN.

M.M. KocTHK, KaK U HeKoTopble ApyrMe aBTopbl, OTMe-
YyaeT, YTO «He MOMHI0O HWM OAHOro pasa, 4ToObl PeLeH3EeHTbI
MCNPaBASAM 3@ MEHS TEKCT, UIK BMeLWBaIUCb B AU3aMH
nceneaoBaHus, AW yKkasbiBanan Ha HEOB6XOAMMOCTb CCbINIOK
Ha KOHKpETHble cTaTbu» [2]. PasdymeeTcsl, TaKkOe BO3MOMXHO
TONBbKO MpW paboTe pPeaaKTopoB M PELLEH3EHTOB C WMCKIIO-
YUTENIbHO KayecTBEHHOM paboTon. B 0OblYHbIX YCNOBUSAX
BHECEHME W3MEHEHWUN B PYKOMUCM — pacnpocTpaHeHHas
pefaKLMOHHasa NpaKTUKa, PeaaKkTopbl/peLeH3eHTbl «<BMeLn-
BaloTCs» B AM3aliH UCCNef0BaHUs, a PeLEeH3EeHTbl yKa3blBatloT
Ha Heo6X0AMMOCTb AO/MKHOr0O 060CHOBAHMSA MPWBOAUMBIX
TE3MCOB NyTEM NPUBEAEHUS CCbISIOK HA KOHKPETHbIE CTaTbM,
B T.4. M cBoM [39] (nocnegHee, KCTaTH, SBASETCH CMOPHOM
NPaKTUKON PEeLLEH3UPOBAHUSA U KOHTPOAMPYETCS B Hallen
pefakuMoHHOM paboTe). Kacasicb BHECEHWS W3MEHEHUMH
B TEKCT pykonucu, M.M. KocTMK nogyepkuBaeT: «Y MeHs
BCerga octaetcs CTOMKOE OlylleHWe, YTO 9 NPOCTO 0653aH
BK/IOYUTb PELIEH3EHTa B aBTOPCKUI CMUCOK, NOCKOJbKY OH
COOTBETCTBYET BCEM KPUTEPMUAM aBTOPCTBA COIIacHO PEKO-
MeHgaumam ICMJE» [2]. BblHy»KaeH OTMETUTb, 4YTO KpuTe-

Puc. 2. TunMyHbIN NpUMep peaakTMpoBaHUS pyKonucen B npoLiecce
WX NOArOTOBKM K nevyaTu

Fig. 2. Typical example of editing manuscripts during their
preparation for publishing
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Puc. 3. MHTeHCMBHOCTb NpeanybiMKauMOHHOM NOArOTOBKHM
pykonucen (n = 14) ¢ pe3dynbrataMn OpUrnHanbHbIX
nccnegoBaHuii, ony6aMKOBaHHbIX B XypHase «Bonpochl
coBpeMeHHOM neguatpumn» B 2017 1.

Fig. 3. The intensity of pre-publication manuscript preparation
(n = 14) with the original studies results published in “Current
Pediatrics” journal in 2017
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Papr,bl peLeH3npoBaHns

lpumevaHue. Y4TeHbl KOMMEHTapuK TONIbKO Hay4HOro pefakTopa.
OLEHKM Yncna KOMMEHTapUeB U 06LLEN NPOJONKUTENBHOCTH
NOArOTOBKM PYKOMWUCEN K NevaTh NpeacTaBeHbl C yKa3aHWeMm
MeanaHbl (25-1; 75-1 nepueHTUn).

McToyHuk: Cainrutos PT., 2021.

Note. Only scientific (reviewing) editor comments were taken into
account. Estimates of commentaries amount and total duration

of manuscripts preparation for printing are presented including the
median (25th; 75th percentiles).

Source: Saygitov R. T., 2021.

pun ICMJE [14] npegnonaraloT He TONbKO y4acTue B Hanuca-
HUK pyKonucu (Kputepuit N2 2), HO M y4acTie B NpOoBeAEeHUN
camoro uccnegosaHus (Kputepuin N2 1), a TaKkxe B3dATME
Ha cebs OTBETCTBEHHOCTM 3a BCE acneKTbl Ny6auKyemon
pab6oTbl (Kputepun N2 4; puc. 4). O4eBMAHO, HaWMM aBTO-
pam He cneflyeT 6€CNOKOUTLCS Ha 3TOT CYeT, M60 3TO ABHas
Hefo6poCcoBeCTHan Ny6MKaLMOHHasA (34eCb 0THaCTH pefakK-
LIMOHHas) NpaKTuKa, 0 KOTOPOM ocBefOoMAeH Nl060N Mano-
ManbCKW KOMMETEHTHbIW pefaKTop.

M elle: MOXHO TOJIbKO MPUBETCTBOBAaTL MPENJIOKEHME
M.M. KocTuKa [2] yKa3biBaTb, «KTO 6blN peLEeH3EHTOM CTaTbM,
C YKa3aHueM ero KoHGAUKTa UHTepecoB». O6CyxaeHne Nob-
3bl OT BHELAPEHUA B PelaKLMOHHYIO AeATEeNbHOCTb Halle-
ro U3gaHusg MOAENU OTKPLITOrO PeELLeH3MpPoBaHWA BeaeTcH
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Editorial

PepakuMoHHas cTaTbs

Puc. 4. ICMJE: o6a3aTenbHble KpUTEPUM aBTOPCTBa (afanTMupoBaHoO
13 [14])
Fig. 4. ICMJE: mandatory criteria for authorship (adapted from [14])

O CywecTRERHEIH BRAa B paspaboTKy KOHUENUMH HIH VIaHHpoBaHHe
Hay4HOH paboTsl AMG0 Noay4eHHe, AHATH3 HIH HHTEPNPETALHID
JAHHOH paGoThl;

O CocrapiieHue YepHOBHKA PYKOITMCH HlH €ro0 KPUTHYECKHil nepecMoTp
C BHECEHHEM LIeHHOT0 HHTEIEKTYadbHOrO CoAepKaHHs; i

0 OkonuarenbHoe yTBepikAeHHE My6AHKyeMoil BEpCHH PYKONHCH; K

0 CornacHe NpHHATE Ha cebA OTBETCTEEHHOCTE 3a BCE acCNeKThl paboThl
M rapaHTHA TOTO, 4TO BCE BONPOCH], CBAIAHHBIE C TOYHOCTLIO M
A06poCcoBeCTHOCTEIO JH0BOH HacTH paboThl, MOTYT BEITh
Haj/lemaldM o6pasom HCCe]0BaHbl H YPEry/IMpoBaHsl.

Puc. 5. TuTynbHbIW cnang npeseHTaumm coobLeHns

0 Lenecoobpa3HoCTh nepexoaa xypHanos Coto3a negnaTpos
Poccuun Ha Mofienb OTKPLITOro peLleH3UPoBaHUs

Fig. 5. The title slide of presentation on advisability

of journals of Union of pediatricians of Russia transfer

to open peer review model
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CAWTHUTOB Pycaan TeMHpCYNTAaHOBHY, LM.H.
Hay4HBI# pejaKTop XKypHANOB
«Bonpocel coBpeMeHHOR negHaTpHU» U
«llegnarpuieckan GpapMakoaorus»

XXI Konrpece neguarpos Poccuu
«AKTya/IbHbIe Npo6/eMbl NegHATPHH»
Mocksa, 2019

UcToyHuK: Canrutos PT., 2021.
Source: Saygitov R. T., 2021.

y)Xe He nepBbii rog. locnegHsas npeanonaraet, KcTatw,
He TONbKO PaCKPbITUE UMEHM PeLeH3EeHTa (TaKoe BO3MOKHO
TO/IbKO C €ro paspelleHunsi, KOTopoe MOXKET 6biTb Mmony4ye-
HO JaNeKo He Bcerga), HO U pPacKpbITUE CaMUX PeLIEH3UN,
ny6AnKaLMIO BEPCUI PYKOMUCH, OTKPbITME JOCTYNa K peLeH-
3UPOBAHUIO JENCTBUTENbHO HE3aBUCMMbIM CreuuannucTam.
3T10T BONpoc 6bin 3aTPOHYT Ha 3acefaHun peaakLUMOHHOM
KOJINEerunun }ypHana, nposegeHHoM B pamKax XXI KoHrpecca
negnaTtpoB Poccun B peBpane 2019 r. (puc. 5). M xota naes
OTKPBITOrO PeLEH3NPoBaHMs B ypHanax Coto3a negmatpos
Poccun 6bina npuHATa ¢ MHTEPECOM, Mbl ObIIN BbIHYXOEHbI
KOHCTaTMpOBaTb, Y4TO €e peanu3aums UMEET TeXHWYEecKue
1 GUHAHCOBbIE OrPaHUYEHNs, MPEOAOTEHNE KOTOPbIX NOTPE-
OyeT BPEMEHMU.

KOH®JIUKT UHTEPECOB

OTHOCHTENBHO AeKNapaLmm aBTopaMmn KOHOAMKTa UHTe-
pecoB. Bo-nepBbiX, peaakTopbl TpebyoT AeKnapaunn KOoH-
$AMKTa MHTEPECOB OT BCEX aBTOPOB, CTaTbM KOTOPbIX Mbl
NPUHUMAaEM K paccmoTpeHuto. bes ncknodeHui! Bo-BTopbIX,
Yy PpPeaaKTopOoB OTCYTCTBYIOT [EWCTBEHHbIE WHCTPYMEHThI
KOHTPOJI KOPPEKTHOCTU TOW MHOPMAaLMK, KOTOPYH aBTo-
pbl YKa3blBalOT B COOTBETCTBYIOWEM pa3fgene PyKomnucw.
OnaTb Xe, C CoXaleHUEM KOHCTaTUpyto, 4To B Poccumn 3aKo-
HoJaTeNbHO He 3aKpenjeHa 0653aHHOCTb KOMMEPYECKMX
KOMMNaHWI JeKknapupoBaTb GMHAHCOBbLIE BbIMaaTbl Meau-
LUMHCKMM paboTHMKam. [nsa cpaBHeHusa: B CLUA, B coort-
BETCTBUMU C defepanbHbiM 3aKOHOM, Takasl HopMa AeNCTBY-

€T, U KaAbl MHTEPECYIOWNICSH MOXKET BbISCHWUTb Hanuyune
PMHAHCOBOr0 KOHONMKTa MHTEpPecoB Yy Bpayva (M He TOMb-
K0), MCroNnb3ys BO3MOXHOCTM pecypca Open Payments
(www.cms.gov/OpenPayments). ®aKkTuyeckn pedb wuaet
O MPUHYXAEHUN K OTKpbITOCTM! 3TO NpeactaBnseTca Bax-
HbIM, MOCKOJIbKY OTKPbITUE [aHHbIX MOA0GHBLIM 06pa3oM
nokasano, 4To JONs aBTOPOB, AEKNapupyloWmMX KOHOAWKT
MHTEpPecoB, cunbHO HegooLeHeHa [40]. [oKa e Bce, Ha 4YTo
Mbl MO}EM paccyuTblBaTb, — 3TO YECTHOCTb aBTOPOB, BHU-
MaTeNbHOCTb PELEH3EHTOB M YMUTaTeNen Hallero ypHa-
na. Co cBoen CTOPOHbI MPU HaNMUYUKU MaNENLLUX COMHEHUM
OTHOCUTENBbHO KOHGAMKTa WMHTEPECOB aBTOPOB, PYKOMUCHU
KOTOPbIX HanNpaBeHbl B NevaTb, Mbl B35/1M 3@ MpaBuUIo npea-
ynpexaaTb UX 0 BbICOKOM pPUCKe peTpaKLum (0T3blBa) CTaTbn
B C/ly4ae, ecnv Hannyme KOHbNMKTa MHTepecoB 6yaeT noa-
TBEPKAEHO Nocne ee ony6nKoBaHuMS.

KacatenbHo penaunku M.M. KocTuka: «OCO6EHHO He MOHM-
Mato, Ans Yyero TpeboBaTb Hann4yme KOHGNUKTa UHTepecoB
B OTHOLUEHWUW CTaTEN, IAe HET YKa3aHWs Ha JIeKapCTBEHHble
npenapatbl», — OTCbIJlatd BCEX HALUMX YMTaTeNen K peKo-
MeHaauuam [14] n o6HoBneHHOW dopMe AeKnapalnn OTHO-
LUEHWN, AEeATENbHOCTU U/UIN UHTEPECOB (He TONbKO GUHaH-
COBbIX) OT accouunauunun pegaktopoB ICMIE [41]. Kak Hamu
6bIN0 3asBNEHO paHee [D], xKypHan «Bonpocbl cCOBpeMEHHON
neauMaTpumn» NPUCOEAUHWUACSH K YMCY MEAULIMHCKKMX Mnepu-
O[IMYECKMX M3OaHUW, NPUHABLUMX Ha cebs o6si3aTenbCTBa
npuaepmeatbcsa pekomeHgauun ICMIE. Mo aton npuymHe
Mbl NpoAoMKaem TpeboBaTb AeKnapaumio KOHGAUKTa UHTe-
pecoB B 60/iee WNPOKOKN TpaKToBKe [42], a He TO/IbKO B Chy-
Yyasx, Koraa B CTaTbe MMEITCS YKa3aHUs Ha NeKapCTBEHHbIE
npenaparbl UK Apyrue KoOMMepYeCcKne NPOAYKTbI, MPUMEHS -
eMble B 34paBOOXPaHEHUMN.

UCTOYHUKN ®UHAHCUPOBAHHUA

HayHy ¢ umtatbl. M.M. KocTuk nuwet: «PegaKktop Tpe-
OyeT 0ObSCHEHMS, NOYEMY CTaTbs MOAAEPKaHa rpaHTOM.
Moe MHeHWe Ha 3TOT CYET: JaHHas Tema ANla AUCKYCCUM
MeXay rpaHTononyyaTefneMm M opraHu3daluen, BblaaBlUeEWN
rpaHT, HO HMKaK He BOMPOC KOMMETeHUMK peaakTopa» [2].
CnpaBeannMBoOCTK paau 3amedy, YTo B YNOMWUHAEMOM Chy-
Yyae peAaKkTop CnpocuSl He «Mo4vyeMy», a OGYKBalbHO «4TO
KOHKPETHO (pUHaHCMPOBaNoOCb M3 CPEACTB rpaHTa» (pedb
wna o6 ynOMMHAHWKW rpaHTa B PYKOMWUCKU C OMUCaHWEM
KMHUYECKOro cy4asi, TeMa KOTOPOro, Mo MHEHUIO peaak-
TOpa, He COOTBETCTBOBaNa Teme rpaHTa). B cBoem oTBeTe
pefakTopy aBTop aneniupyeT K OnblTy B3auMMOAENCTBUSA
C 3apybexKHbiMK KypHanamu («<HW B OAHOM MWHOCTPaH-
HOM }KypHasie Noao6HbIX BOMPOCOB HaM HUKTO He 3ajaBan
HUKOrga»), a TakKXe O0O6BUHAET pefaKTOpPOB B HapyleHuu
peaaKLUMOHHOM 3TUKKU. B CBA3K € 3TUM MHDOPMUPYIO HaLLKUX
noTeHUManbHbIX aBTOPOB, YTO [eKnapauus MCTOYHUKOB
PUHaHCUMpPOBaHUSA (paBHO KaK M UX OTCYTCTBUS) ABASETCS
ob6s3aTeNlbHbIM YCIOBMEM MNyb6AnKauuu noboro Hay4yHoro
coobuieHuns. B yactHocth, ICMIJE B uncne obuwmx tTpeboBa-
HWM K OTYETHOCTH, HE3ABUCUMO OT An3aMHa uccnegoBaHus
n dopmaTta pyKOnucH, yKasbiBaeT: «MCTOYHUK(-1) NnoaaepK-
Kn. OHM BKAKOYALOT rpaHThl, <...> KOTOpble CNOCO6CTBOBAMN
npoBeAeHMIo ONMCaHHON B cTaTbe PaboTbl UM HAaNUCaHUIO
camou ctatbu» [14]. NOoACHIO TaKKe, YTO coaepKaHune pas-
nena «MCTOYHUK PUHAHCMPOBAHUS» B PYKOMUCHK HE SBNSET-
csi NPOM3BONbHLIM. CyLLeCTBYIOT HOPMbl MO €ro 3anojHe-
HUWIO M pedaKLMOHHble CaHKLMK 3a UX HapyweHue. Pasgen
«MICTOYHMK UHaAHCMPOBaAHUS», OY4EBWUOHO, MOXET 3anoJ-
HATbCS aBTOpPaMM C HapylleHWeM MPUHATLIX HOPM (Cambli
NPUMUTUBHbIA NPUMEP — YKa3blBAETCA UCTOYHMK, KOTOPbIN
TAKOBbIM He 6blf, C LEeNblo UCKIOYUTENIbHO OTYETHOCTH;
daKTMyYecKn pedb naet 06 obmaHe). A 3HAYUT, TEKCT 3TOro



pasgena He AOMKEH ocTaBaTbCsl 6€3 BHUMaHWS HKU aBTO-
pOB, HM pPELLEeH3EeHTOB, HW peaakTopoB. locnegHue Kak
MWHUMYM He AOMXKHbl AOMNycKaTb ny6auMKauuu UHbopma-
LMK O HEMOATBEPKAEHHbIX UCTOYHMKax GUHAHCUPOBAHMS.
OTHOLWEHUS MeXay «rpaHTonosyYaTeneM U opraHusauuen,
BblJaBLUEW rPaHT» HAC KacaloTCs yKe B MEHbLUEN CTENEHM.
Kak BbICKazanacb rno atomy nosoay paboyas rpynna COPE
(Committee on Publication Ethics): «*KypHan HeceT oTBeT-
CTBEHHOCTb 3a COAep}KaHne CTaTbM, HO He ynpaBnseT Tem,
4yTO YynuTaTenb [aBTOP] AenaeT 3a ero npegenamm» [43].

HOBW3HA UCCJIEAOBAHMM

OOHa M3 KIYeBbIX Npobnem Hallero, a B AEUCTBMU-
TENbHOCTU BCEX POCCUMCKMX MEAMLMHCKUX }KYpHanoB —
3TO0 Ny6AMKauMsa HEKOTOpbIX paboT, He OoTAMYatoLLMxcs
HOBWM3HOM W 3HAYMMOCTbIO AN HaAyKM W/WAKM NpaKkTu-
K. M.M. KoCcTMK oTmevaeT 3Ty npobnemy Ha npumepe
nyénnKauuMm ¢ ONMMCaHUEM «KIMHUYECKM MPOCTbIX Ciyya-
€B W3BECTHbIX 3aboneBaHui»: «MHorga HeobblYHO BUAETb
<...> OMuCaHWe TUMUYHOro nauMeHTa, KOTOpbIM nonyya-
€T CTaHgapTHoe ne4yeHue» [2]. 3aecb BaXKHO 3aMeETUTb,
4TO NpaBuia NyéanMKauuMu KIMHUYECKMX CNyvyaeB ropasgo
6o5ilee MHOroobpasHbl U He CBOAATCA MWCKIIIOYUTENBHO
K «HEOObIYHOMY Te4yeHUIo 3aboneBaHns, HeEOObIYHbIM NOA-
xoaam K Tepanuu». Hanpumep, ypHan BMJ Case Reports
(www.casereports.bmj.com) B ynucne KputepueB nHTepeca
onpeaenun cnegyrolme:
® HamnoMMWHaHWE O BaXKHOM KIIMHUYECKOM YPOKE;

e peaynbraTbl, NPonvBalolWMe CBET Ha naTtoreHes 3ab6o-
NeBaHUS WAM MEeXaHU3Mbl BO3HWKHOBEHMS MOGOYHbIX
3ddEKTOB;

e pasbop OWKBOK;

® Heobbl4HOE NPOSIBAEHME pacnpocTpaHeHHOro 3abose-
BaHWS/TpaBMbl;

° paspyleHne muda;

® peaKkoe 3aboneBaHuE;

°* HOBOe 3abofeBaHue;

® HOBas AMarHoCcTUyeckas npoueaypa;

® HOBOE J/leyeHMe (HOBbIM npenapaTt/BMellaTenbCTBO;
W3BECTHbIM NMpenapaT/npoueaypa B HOBOW cUTyaLMN);

e HeobblyHas accounaums 601e3Hen /CMMNTOMOB;

® HEOXMAaHHbIM pe3ynbTaT Tepanuu (NOJIOKUTENbHbIN
WX oTpuuaTeNbHbIf), BKIOYaAs NOOGOYHbIE peakLnn Ha
NeKapcTBa;

®  K/IMHUMYECKN BaXKHble N306parkeHums.

B KypHanax, cneuuanusupylolinmxcs Ha nyénaukaumu
KNMHUYECKUX C/y4aeB, B YMC/Ee KPUTEPUEB 4aCTO Yynomu-
HaeTcs LenecoobpasHOCTb OMUCaHUSA «OBbIYHbIX» KIUHK-
YEeCKUX NpMmepoB ¢ ob6pal3oBaTesibHOM Lenbto. MNocnegHee
npeacTaBAseTcs aKkTyanbHbIM M ANS HecneunanusnpoBaH-
HbIX MEAULMHCKMX KYPHaNoB, KAKOBbIM SBASETCA M Halle
nsgaHue. OgHaKo 34eCb BaXKHO HANMOMHUTb, YTO B XKypHane
ny6aMKyeTCsl, Kak NpaBuno, TONbKO TO, YTO OH MojayyaeT
OT aBTOpoB. A Bbi6Op, HaJoO CKal3aTb, HEBENUK (puUc. 6).
o aTOW NpUYMHE yXKe TPETUN rof KypHan NpPoBOAMUT Mpo-
AKTUBHYIO MOMUTUKY, 0OBABASASA MPUOPUTETHbIE TEMbl ANs
nyéanKaummn, rapaHTMpys aBTopaMm TaKuxX paboT BHeove-
pegHoe paccmoTpeHne B pexmme fast track. K 3Hauu-
Te/lbHbIM M3MEHEHUSM pa3Ho0o6pasus noptdens KypHana
3TO MOKa He NpuBeno. TeM He MeHee Mbl NPOAOCIKUM Aes-
TeNbHOCTb B 3TOM HanpaBfiEHWU, B T.Y. C NPUBIEYEHNEM
BHeLWWHKUX aKcnepToB. OTAeNbHO 3aMeyy, YTO A1 HEKOTOPbIX
Hay4HbIX }ypHanoB (Hanpumep, PLOS ONE) HoB13Ha nccne-
4OBaHWsa BOOGLLE He ABASETCSH YCNOBUEM NMPUHATUS PYKOMK-
CY K PacCMOTPEHMIO B CUSTY HEOAHO3HAYHOCTU 3TOM XapakK-
TEPUCTUKM Hay4yHOM paboThl. [pUHUMNMANbHOE 3HaYeHne
ONS PEAaKTOPOB M PEeLEeH3EHTOB TaKWUX XypHanoB MMeeT

Puc. 6. KayecTBO pyKOnNucem, NPUHATbIX K PACCMOTPEHUIO B XKypHan
«Bonpocbl coBpeMeHHOM neguaTpum»

Fig. 6. Quality of manuscripts accepted for review in “Current
Pediatrics” journal

KnuHnyeckne
npumepsl
4,7(3,3;6,9)

*

ggngnnnnn fol

OpurvHanbHble
4,0(3,5;5,0)

L 2
oggggggoeo o

2 0630pbI
6,7 (5,8; 8,1)

oo o088 o 88 o

4,0(3,0; 4,8)

L 2 Apyrue
g

1 2 3 4 5 6 7 8 9 10
Ouetka, 6annbl (1-10)

lMpumeyvaHme. OueHKa KayecTBa pPyKonucen, nocneaoBaTenbHO
MOCTYMUBLLMX B PEAAKLMIO XKypHasia BO BTOPOH NOS0BUHE

2015 — Havane 2016 r., BbiNO/IHEHA Hay4YHbIM PEaKTOpPOM
XypHana «Bonpocbl coBpeMeHHoM neauatpun» (PT. Canrutos).
Bcero oueHKy npownun 74 paboTbl MOcne nx NPOBEPKU

Ha coOoTBETCTBME DOopManbHbIM TpeGOBAHUAM XKypHana
(cooTBETCTBME TEME XKYypHana, Halu4yne 3aMMCTBOBaHUN,
odpopMIIeHNE C UCNONb30BaHMEM pPeaaKLMOHHbIX WabioHOoB),

HO 10 Ha4Yana npoLeaypbl Hay4HOro peaakTMpoBaHUsa

1 peueH3upoBarus. OueHka npoBoagunack no 10-6annbHON WKane
(1 — xyawas oueHKa, 10 — MaKcMManbHO BbICOKas OLlEHKa
KayecTBa pyKonucu). Kpy»KKK Ha pUCYHKE — MeAMaHHble 3HaYeHns
OLLEHKM KayecTBa 19 Kax 0N PyKONUCH, KpacHble MapKepbl
(pOM6bI) — Me[MaHHble 3Ha4YeHUs OLLEHKN KavyecTBa pyKonucen
pa3HbIx TMNOB. CnpaBa npeacTaBneHbl AENCTBUTENbHbIE 3HAYEHUS
OLIeHKM KayecTBa — MeauaHa (25-1; 75-1 nepueHTunu).
WcToyHuK: CanrutoB PT., 2021.

Note. Estimation of manuscripts (received by editors in the second
half of 2015 — early 2016) quality was performed by the scientific
editor of “Current Pediatrics” journal (R.T. Saygitov). In total

74 manuscripts undergone estimation after their verification on
compliance with the formal requirements of the journal (relevance
to the journal topic, presence of plagiarism, usage of editorial
templates) but before the scientific editing and review procedure.
The estimation was carried out on 10-point scale (1 — the worst
result, 10 — the highest possible result for manuscript quality).
The circles on the figure are median values of the quality for each
manuscript, red markers (rhombs) are median values of the quality
for manuscripts of different types. On the right you can see actual
values of the quality estimation — median (25th; 75th percentiles).
Source: Saygitov R.T., 2021.

Hay4YHas WM NMpaKTUYecKass KOPPEKTHOCTb BbIMOJHEHHOWM
paboTbl. M xoTa Nojo6Has KOHLUENLWUA He SBASeTCa ANia Hac
onpeaensiollen, B psae cay4aes Mbl MPOCTO BbIHYX/EHbl ee
aKCnyaTMpoBaTh.

HULLETA UMNAKT-®AKTOPA

MHorne ydyeHble NO He Bcerga MOHATHbIM MpUYMHAM
CYMTalOT, YTO CEPbLE3HOCTb Hay4HOro XypHana onpeje-
ngeTca ero MMnakT-GakTopoM WAW APYroh HayKoMeTpu-
YECKON XapaKTEPWUCTUKOW, OCHOBAHHOW Ha LMTUPOBAHWUU
cTaten, onyb/MKOBaAHHbIX B 3TOM XYypHane. BbiHyxaeH
pa3oyapoBaTb. B psge uccnegoBaHuMi noKasaHO, 4TO
LUMTMPYEMOCTb HayyHbIX paboT He Koppenupyet wau cna-
60 Koppenupyet C KayecTBOM MyOGIMKYEMOro B XypHane
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Editorial

PepakuMoHHas cTaTbs

Matepuana (npumepbl Taknx paboT [44—-46]). Apyrumu cno-
BaMM, Ka4ecTBO C/ly4amHbIX paboT U3 }KYpPHanNoB C UMMaKT-
daktopom 1 n 5 He 6ygeT 3aMeTHO OTn4aTbesa (o6pasHo,
HO O4YeHb BepHO: «<He cyauTe O XypHane no ero o6/0XKe
(vnn no ero umnakt-dakTopy)» [47]). bonee Toro, B psae
nccnefoBaHUi NoKasaHo U TO, YTO KOHTEHT BbICOKOPENTUH-
rOBbIX }YpHanoB M306unyeT owWnbKamMn, 3a4acTyo TPUBMU-
anbHbiMuK [48-50]. To ecTb cam no cebe GaKT nybanKauum
B TaKMX XKypHanax He ABASEeTCS CBMAETENbCTBOM KayecTBa
HW camoro MccnefoBaHus, HU oT4eTa 06 9TOM UccnefoBa-
HUK (COBCTBEHHO cTaTbM). bonee Toro, B nocnegHue rofpl
BCe HacToM4yMBeEE 3BYYUT NPU3bIB K HAy4YHOMY COOOBLLECTBY
M Hay4HbIM XypHanam B YaCTHOCTM OTKa3aTbCs OT «06MU/b-
HOro» MCMONb30BaHUS A5 OLLEHKM KadecTBa CBOEN Aes-
TEIbHOCTU HayKOMeTpUYecKux nokasaTtenen. 06 aTOM
roBOPUTCSH M B LIMPOKO MpuU3HaHHOM AeKknapauuu DORA:
«...He06X0AMMO OTKazaTbCH OT WMCMOSb30BaHUSA XKypHaib-
HbIX MOKa3aTenen, Taknx Kak UMNakT-GpaKTopbl KYpHanos,
npu PaccMOTPEHWN BOMPOCOB GMHAHCMPOBAHWSA, Ha3Ha-
YeHUs U NpoABUIKEHUS No cnyx6e» [51]. He cneayeT Takxe
3a6blBaTb, YTO AaXKe «XOPOLUMEe» CTaTbM HE ABASIOTCH IKBU-
Ba/leHTOM Ka4yecTBa uccnepoBaHuin. Kak TOYHO Bbipasu-
nncb no atomy nosoay D.G. Altman un D. Moher: «...xopoluunm
OTYeT [cTaTbsl] — 3TO He TO e camMoe, YTO KayeCTBEHHOe
nccnegoBaHue» [52]. Kak, Bnpoyem, BepHO M ob6paTHoe:
«...Naoxas PyKONMcb — 3TO HE TO e caMoe, YTO UCcheaoBa-
HME HU3KOro KavecTtBa» (Www.sci-pub.ru).

3AKJ/IIOMEHUE

KomMmeHT1pysa B3rns 0HOro 3 aBTOPOB Ha pefaKLMOH-
HYlO OEATENbHOCTb XypHana «Bonpocbl coBpeMeHHOM neau-
aTpuK», HaM XOTENOCb PAa30M OTBETUTb Ha BCE BOMPOChHI, BO3-
HUKatowme y uccnegoBaTtenen U NPakTMKOB, C KOTOPbIMU Mbl
B3auMMoaenctsyeM. TaKKe X0Tenochb AaTtb BCE HEOOX0AUMbIE
Pa3bSCHEHUSS OTHOCUTENbHO «y3KUX» MECT peaaKLMOHHOWM
pa6oTbl. OgHaKO Mbl MOHUMAEM, YTO 3TO HEBO3MOXHO cae-
naTb 0JJHOMOMEHTHO. MIMeHHO NMO3TOMYy B MepByl0 ovyepedb
Mbl paccyMTbiBaeM Ha TOT [AManor, KOTOPbIA CKnaabiBaeTcs
(MHOrAa C HEeKOTOpbIM HanpsKeHueM) B xoae paboTbl Hafd
KaXOoWn pyKonucblo. BmecTe ¢ TeM nepmoamyeckm BO3HMKa-
€T Heo6X0ANMOCTb NYBANYHOIrO 06CYKAEHUS HAKOMMUBLUMXCS
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Editorial

PepakuMoHHas cTaTbs

NMPUNOXEHUE

MprMMepbl KOMMEHTapMeB aBTOPOB cTaTen, ony6/MKo-
BaHHbIX B XypHane «Bonpocbl COBPEMEHHOM neauaTpum»
B 2019 . (NnpvBeaeHbl NepBble NOCTYNUBLINE KOMMEHTaPUK).

T.B. KynnyeHkKo (A.M.H., npod. PAH,

Mopo3oBckaa ArKbB)

Mniocbl. MHOrOKpaTHO NMOBbLICKUCSA YPOBEHb Ny6GNMKaLMK;
HOBblE W, CamMO€e rMaBHOE, CTPOro U MPUHLMNUANBHO BbIMNON-
HAeMble peaakunen TpeboBaHWA K O0DOPMIIEHUIO cTaTewn
3acTaBWIM aBTOPOB 60s1ee OTBETCTBEHHO OTHOCUTLCS K CBO-
UM TEKCTaM / NJaHMPOBaHUIO UCCeAoBaHUi / npeacrasne-
HUWIO MONYYEHHbIX PEe3YNbTaToB M K UX KPUTUYHECKOW OLIEHKE.
[McKyccus ¢ pefaktopamu M peLeH3eHTamu — Mo CyTw,
HedopManbHa, 06bI4HO KOHCTPYKTUBHA. MHeHWe aBTopa yyu-
TbiBaeTCH, yBarkaemo. [1p1 cnoco6HOCTM aBTOpa K KPUTUYHO-
My B354y Ha CBOE [JETULLE U KOHCTPYKTUBHOMY COTPYAHUYE-
CTBY pefjlakTopcKas paboTa OKa3blBaeTCs O4EHb MOIE3HOMN.

MuHycbl. Y4uTbiBas BbllECKA3aHHOE, «MUHYCbl» — 3TO
Henoaxosllas KaTeropusi, Befb XypHan CTan MHTepecHee,
cTaTbl — YecTHee, UccnefoBaHuUs — rpaMoTHee (Kaib, KOHeY-
HO, YTO 3TOMY y4aT peAaKTopbl, a He HacTaBHMKM). B KavyecTBe
CMOPHbIX MOMEHTOB CTOUT 06CYXKAAaTb KParHe XeCTKUEe paMKu
OonuncaHus METOOB M Pe3ynbLTaToB UccneaoBaHui. Mory npes-
MONOXMKWTb, YTO 3TO 6OJbLLE BCErO Bbi3bIBAET aBTOPCKOE HELO-
BOJIbCTBO. TaKoW AeTanbHbIW WabNoH He TpebyeTcs BO MHOMMX
3apybeHbIX BbICOKOPEWTUHIOBLIX XypHanax. BmecTte ¢ Tem
crneayeT OroBOpUTLCS: NMpY ajeKBaTHOM Nojavye CO6CTBEHHOIO
maTepuana Ha Aaene Bcerga yaaBanocb «PeCTPYKTYPU3NpPOBaThb»
3TY }KECTKYIO CXeMy NoJ; 0CO6EHHOCTM CBOEro UCCeJoBaHMs.

CpaBHeHHe ¢ onbITOM MNyG/JMKayMn B APYrux Meau-
LMHCKHNX XypHanax. B »ypHane «Bonpocbl coBpemeHHON
neguaTpun» CnoxkHee onybiMKoBaThbCs, YEM B APYrux oTeye-
CTBEHHbIX M3aHMAX. TOIbKO MX YATaTb HEBO3MOMKHO.

H.B. MuHaeBa (a.M.H., npod. Kadpeapbl neguaTpum

C KYpPCOM NMOJIMK/IMHUYECKON NeguarTpum,

Mepmckuin TMY um. akap. E.A. Barnepa)

Mniockbl. ONepaTMBHO M B KOPPEKTHOW dopme nosnyyana
BCE [laHHble MO PeLEH3MPOBaHNUIO, HEOBXOANMMOCTU Aopabo-
TOK, MPaBOK U T.M.; paboTa No 3ameyaHusiM peLeH3eHTOB TakK-
YXe NpoTecTa He Bbl3blBana, X0Tb ¥ NOTPE60OBaNOCh YCTPaHUTb
psiA 3aMeyvyaHui; Co CTOPOHbI pedakumu Bce Obl1o ObICTPO,
NMOHATHO, MNpodeccuoHanbHo. 10 OKOHYaHUKM PaboTbl Mbl
C pefaKTopoM B3avMHO nobnarofapuiv Apyr apyra 3a npu-
ATHYIO COBMECTHYIO PaboTy M NMONIE3HbIN OMNbIT A/15 MEHS.

MunHycoB MHe «He JOCTanoChb».

CpaBHeHHe C onbITOM NyGNIMKayun B APYrux Megu-
LMHCKHUX XXYpHanax. B opyrnx MeanumHCKUX n3gaHusx poc-
CUMCKOro YpPOBHSI Mepuoabl OXWAaHWs OTBETaA WM CpPOKa
ny6vKaLmMmM HepeaKo OblTv 3HAYUTENBHO JJIMHHEE.

A.B. CanmuHa (4.M.H., npod., 3aB. Kadegpon
OMOXUMHUU C KYPCOM MEULIUHCKOM,
dapmaLeBTMHECKON U CyeOHON XUMUH,

3aM. peKTopa No MHHOBALMOHHOMY pa3BUTUIO

U MeXXayHapoaHou AeATeNbHOCTU, KpacHospcKum

MY um. npod. B.®. BoitHo-ficeHeLKoro)

IMocsl. NocTosHHas M YyacTaa obpaTHas CcBA3b C aBTO-
pamu. bBbicTpoe NpuHATME pelleHust O cyab6e PyKOMUCH.
KayecTBeHHOEe pa3bsiCHEHWE M OOBSACHEHME TpeboBaHWM,
3aMeYyaHui U peKoMeHaaumn, KoTopble NpeasaratoTcs aBTo-
pam. BO3MOXHOCTb Noga4vn pyKonucu B 3NEKTPOHHOM BUAe,
yepes cauT )ypHana. O6HOBNEHME M cOo3aaHne NoAPOBHON
MHCTPYKLMK A5 aBTOPOB.

MuHycbl. [10 NOSIBNEHWS HOBOrO MOMIOXEHUS M MpaBui
NS aBTOPOB OblIN Pa3HOYTEHUSA TPEOBOBAHMI K OPOPMIIEHMIO
pykonucu. Ho B HacTosilee BpeMs aTa npobsiemMa ycTpaHeHa.

CpaBHeHHe C onbITOM MyG/IMKayMn B APYrux MegMu-
LMHCKHNX XXypHaaax. B uenom onbiT paboThbl M BrieyatneHums
OT paboTbl C pefaKuuen no3uTUBHblE. XKenaHue coTpya-
HMYaTb C KypHanom umeeTcs. Mpeumywectsa (yao6cTBo,
ObicTpas obpaTHas cBA3b, NOAPOOHAA MHCTPYKLMUSA MO Noa-
roTOBKE cTaTei, BO3MOXHOCTb MOJa4yM PYKOMUCKM B I/EK-
TPOHHOM BWAE) BbIBOAAT XypHan «Bonpocbl COBPEMEHHOM
neavaTpun» B IMAEPbI B COOTBETCTBYIOLLEN 061aCTU 3HAHWUN.

B.b5. 1eHUCEHKO (K.M.H., AOLeHT Kadeapbl AETCKUX

UHPEKLUOHHbIX 6one3Hen, PoctoBcKun FMY)

IMnocbl. TpeboBaHMa K OPOPMIIEHUID CTaTeW COOTBET-
CTBYIOT COBPEMEHHbIM CTaHAapTaM, He OT/IMYaloTCs OT Nyy-
WKX 3apybexHbIX XypHanoB. YeTKas CTPYKTypuMpOBaH-
HOCTb NpefcTaBneHus matepuana. [oCTaTO4HO MOHATHble
pa3bsiCHEHMS N0 ODOPMNEHUIO KaXAOro pasgena craTbM.
HenocpeacrtBeHHoe yyacTMe aBTopa B peAaKTUMPOBaHWUM
cTaTbM, MOCTOSIHHAs CBSA3b C pegakTopamu. Bbicokas Komne-
TEHTHOCTb PEaKTOPOB, B YaCTHOCTU B BOMPOCAaX CTAaTUCTUKMW.
BeicTpas ny6nMKkaumsa ctaTtbi.

MuHycbl. He MoxXeMm Ha3Bartb.

CpaBHeHHe C OMNMbITOM My6/IMKauuu B APYrux mMepu-
LMHCKUX XYypHanax. MOXHO KOHCTaTMpoBaTb OTCYTCTBUE
B pa6oTe MHOMMX KYPHAI0B MePEUYNCIEHHbIX BblLLE MHOCOB.

0.A. Bazemunnep (Bpay-HeoHaTOsNOr, acnUpaHT

kadeapbl neguatpumn UNO, KpacHosipckuin TMY

uMm. npod. B.®. BoiHo-AceHeluKoro)

Iaocobl. GonbWKWM NAKCOM B MpoLLecce nogayun ctatbu Ang
nyénuKaumm 6blna aKTMBHasa NOMOLLb peJaKTopa B AOrMosHe-
HUW U UCNpPaBEHNM HELOYETOB B CTaTbe. PelaKkTop akTMBHO
paboTana c aBTOPCKUM KONNEKTMBOM, Bceraa 6bina Ha CBA3M,
oTBeYana Ha BOnpockbl, nomorana. Pa6orta nonyyunacb cna-
YEHHOM 1 NPOAYKTMBHOW. bonbluoe cnacnbo 3a NoMoLLb.

MwuHycbl. Her.

CpaBHeHHe ¢ onbITOM NyGNIMKayMnu B APYrux Megu-
LMHCKUX XKypHanax. [lpnem ny6avMKaumm K neyatu Ha BbICO-
KOM YpPOBHe.

C.N. MenbHUK (accucteHT Kadeapbl

neanaTpumn M AEeTCKON KapAnoIorum,

C3IrMy um. U.U. MeuyHukoBa)

Mntockbl. [pyxenobHoe OTHOWEHWE W FOTOBHOCTb MO-
MOYb B KOPPEKTMPOBKE paboTbl. ITO Obia MOsA nepsas
ny6anKaLms B CTONb BECOMOM M3AaHWW, U BONHEHUI GbINo
MHOro. bnarogapto OTBETCTBEHHOrO CeKpeTaps KypHana,
OTBEYaBLYIO Ha MUAIMOH MOMX BOMPOCOB M BCAYECKM OKa-
3bIBaBLLYO MHE NMOMOLLb.

MuHycbl (ckopee Bonpoc). MNpuxoanMnocb HEOAHOKPATHO
nepeaenbiBaTb HyMepPaLMio CCbISIOK MO NOPSAKY, YTO NOBbILIA-
710 PUCK OWNBOK. BO3MOXKHO N1 paccTaBnaTb CCbIKK nocne
TOrO, Kak caM TEKCT yTBEPKAEH B KOHEYHOM BapuaHTe?

CpaBHeHHe C ONbITOM MY6G/IMKauUKU B APYrux mMepu-
LUMHCKHX XYpHasnax. TakoW OnblT OTCYTCTBYET, TaK KaK
ny6avKkauma nepsas.

A.H. lemaHeHKoO (acnupaHT Kadepapbl

rocnuTasabHOW NeauaTpum ¢ Kypcom

HeoHaTonoruu, CmoneHckumn rMy)

IMnocbl. CKOPOCTb M Ka4eCcTBO pabOoThbl PeAaKTOPOB oLle-
HMBAlO Ha 5, cTaTba CcTana fyylwle WMCXOAHOro BapwuaHTa,
6onee afanTMPOBaHHOM ANS LWIMPOKOr0 Kpyra 4uTaTtenem.
Mpn paboTe pefaKToOpOB HyBCTBYETCH 3aMHTEPECOBAHHOCTb
B YCMEWHOM MCXoAe peAakTMpoBaHus. [1aloTcsi KOHCTPYK-
TMBHble PEKOMEHAAUMK MO MPEeACTaBNEeHUIO MOMYYEHHbIX
pe3ynbTaToB U UX 06CYXKAEHUIO. B LLenoM ocTanuncb nosioxKu-
TenbHble BNe4vaTneHnsa o pabote pegkonnerun. bnarogapum
3a COTPyAHNYECTBO.
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Cratbsl noctynuna: 14.01.2021, npuHaTa K neyatu: 24.02.2021

PaccMoTpeH B AMHaMUKe U CUMCTEMaTM3UPOBAaH OrbIT CTaHOBAEHUS 1 popmupoBaHuss B CCCP rnpaBoBOro obecrie4yeHuns
maTepuHcTBa m fetcTBa. [loka3aHo MECTO B MPOBOAMMBIX Mepax CoLMabHO-NPaBoOBOro KabMHeTa, a TakKe coynaabHoOro
rnaTpoHaKa KaK MeTofa aKTMBHOIO Npo@UIaKTMYeCKOro BbisSIBIEHUSI CEMEN C JE€TbMU, OKa3aBLUMXCS B TPYAHOMN KN3HEHHOM
cutyaumn. [MpeactaBaeHo aBTOPCKOE BUAEHUE 3HAYUMOCTH HAKOMAEHHOIO OMbiTa B PeLIEHNM COBPEMEHHbIX MPob6ieM oxpa-
Hbl 3J0P0OBbS U NpaB PebeHKa.

Knio4eBbie cnoBa: pebeHOK, ceMbsl, oXpaHa 30pPO0BbS, 3aKOHOAAaTE/IbCTBO, OXpaHa npaB AeTeH, JeTCKas KOHCy/ibTauus/
MOSIMKIMHUKA

Ana yntnpoBanus: Yvyepwun J1.M., Anb6uukun B.1O., LWenwuH B.O., 3aropyinyeHko A.A. CtaHoBneHne 1 pa3sutne B CCCP
coumnanbHO-NPaBoBOM PaboTbl B NEPBUYHOM 3BEHE MEAMLIMHCKOM NMOMOLIM AeTsaM. Bonpockl COBPEMEHHOM rneanaTpun.
2021;20(1):19-22. doi: 10.15690/vsp.v20i1.2232

BBEJEHME C TEPMMHOM «OXpaHa npaBa Ha 3740poBbe». CornacHo

Ba)KHOCTb 0C060M 3allnTbl pebeHKa BnepBble NoaYepK-
HyTa }XeHeBCcKon aeKknapaumen npas pebeHka 1924 r., ctaB-
lwen npeaBecTHUKOM npuHaToro B 1959 r. [eHepanbHOM
Accam6neein OOH ogHOMMEHHOro JoKyMeHTa. B 06oux 6binn
chopmynMpoBaHbl MPUHLMMLI, ONPeaensiolMe AeNCTBUA TeX,
KTO OTBEYaEeT 3a OCYLLECTB/IEHWE BCEMN MOMHOTLI NMpaB AeTew
B Lie1sx 06ecnevyeHns UM cHacTIMBOro AETCTBa U NoJ/b30Ba-
HWS NpaBamMu U cBO6OAAaMM Ha UX COBCTBEHHOE 6/1aro 1 6na-
ro obuwectsa. bbino NPoBO3rNawWeHo, YTO 4enoBEeYeCTBO
0653aH0 faBaTb pebeHKyY ny4llee, HTO OHO UMEET.

lMoHsATHE «OXpaHa 340POBbS» BCErga BOCMPUHMMANOCh
crneuuannuctaMm B HEMPEMEHHOM, JIOTMYHOM COYETaAHWUM

«KoHBeHUMN O npaBax pebeHKka» (ogobpeHa leHepanb-
Hon Accambneen OpraHudaumm O6beauHeHHbIx Hauun
20.11.1989, sctynuna B cuny ang CCCP 13.06.1990,
patuémumpoBaHa PP 15.09.1990), rocygapcTBa-y4acT-
HWKKW, PYKOBOACTBYSACb MPUHLMNAMK, NPOBO3rNalleHHbIMU
YctraBom OOH, [deknapauuen npaB pebeHKka W Apyrumu
[LOKYMEHTaMu, Npu3HaloT, YTo pebeHoK, BBKUAY ero dusnye-
CKOM M YMCTBEHHOM HE3PEeNioCTU, HyXaaeTcsa B crneuuasnb-
HOM OxpaHe K 3aboTe, BK/IOYAs Hadfexallylo npaBOBYO
3almTy A0 M NOCNe POXKAEHUS.

Llenbio Hawen pa6oTbl 6blI0O NpoaHanM3npoBaTb
cTaHoB/NeHWe M pa3ButMe B CCCP counanbHO-NpaBoBoOW

Leonid P. Chicherin?, Valery Yu. Albitsky?, Vladimir 0. Shchepin?, Anna A. Zagoruychenko?

1 Semashko National Research Institute of Public Health, Moscow, Russian Federation
2 Research Institute of Pediatrics and Children’s Health in “Central Clinical Hospital of the Russian Academy of Sciences”,

Moscow, Russian Federation

Establishment and Development of Socio-Legal Work
in the Children Primary Care in USSR

Formative experience of establishment and development of legal support for maternity and childhood in USSR is considered over
time and systematized. The role of measures taken by the socio-legal cabinet, as well as social patronage as the method of dynamic
preventive identification of families with children who are in difficult circumstances. The author's vision on the accumulated experience
significance in solving modern problems of protecting the child health and rights is presented.
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CoumnanbHaf neguaTpusa U opraHusaLusa 3apaBooXpaHeHuUs

[AeSTeNbHOCTU AETCKMX YYPEXAEHU MNepBMYHOrO 3BeEHA
CUCTeMbl 34paBOOXpaHeHUs. bblnn 1Ccnonb3oBaHbl METOAbI
UCTOPUKO-MEAMLIMHCKOrO aHanu3a. lpeaMeToM MU3y4yeHus
cTana opraHu3auns npaBoBom 3awuTbl pebeHka B CCCP.

PE3YJIbTATbI AHAJIU3A

O4yeBMAHO, YTO MPOLWIOE OTEYECTBEHHOW MEAMLIMHBI Ha
BCEX 3Tanax CBOEro pas3BUTUS HYXOAETCH B OCMbICIEHUMU,
€€ OrpoMHbI ONbIT TPEBYET UCTONKOBAHKUS, 1 3Ty 6a3y HEOO-
XOAMMO NOCTaBUTb Ha Cny*6y COBPEMEHHOCTH, ONPeaenvTb
[JanbHenwne HanpaBieHUs 1 Nyt pa3BuTusa. B nonHon mepe
03Ha4YeHHOE OTHOCUTCH K OXpaHe 3[40pO0BbS W NpaB, Meau-
LMHCKOMY oO6ecnevyeHuto ¢ MPUOPUTETOM MNPOPUIAKTUKHK
3abosieBaHuMi noapacTalollero nokoneHus [1].

B KoHue XIX — Havane XX BB. B Poccuu nosasastorcs
nepBble AETCKME Y4perkaeHUs nevyebHO-npodmnaKkTUyecKo-
ro xapakTepa (SC/iM, «Kanjau MOJIoOKa» — MOJIOYHbIE KyXHM,
[IETCKME U KEHCKME KOHCYNbTalMn), CTAaHOBUTCSH OYEBUAHOM
ocTpas Heo6XxoAMMOCTb CO3[aHWUs roCyAapCTBEHHOW OXpaHbl
MaTepuHcTBa U aetcTBa [2—4]. Mocne OKTA6pbCKOM PeEBOIO-
LMW MPpOCNexmnBaeTcs nocteneHHoe Bo3BeAEHWE ieNa oxpa-
Hbl 340POBbSi MaTepU U pebeHKa B paHr rocyaapCTBEHHOWM
3a60Tbl. B gekabpe 1917 r. B Hapkomarte HapoAHOro npo-
CBELLEHMS COBETCKOro NpaBuTENbCTBa co3gaeTtcs Konnerns
no o6ecrneyeHnIo U OXxpaHe MaTepUHCTBa M MNageHyecTBa
(OMM). Ee 3apayen aBnsnucb pa3paboTKa BOMPOCOB U NPo-
BeAEHWE HEOT/IOXKHbIX MEPOMPUATUIA MO OXpaHe MaTepuH-
CTBa KaK couManbHON GYHKLMM KEHLMHbBI M MO OXpaHe mna-
[leHYecTBa KaK MnpsiMon 065s13aHHOCTU rocyaapctea. Mocne
cos3aaHusa B 1918 r. HapogHoro KomuccapuaTta 3apaBooxpa-
HeHus, KoTopbii Bo3rnasun H.A. CemalluKo, UM 1 ero copar-
HUKaMK OCyLLeCcTBNSETCS LeneHanpaBieHHas 4esTeNbHOCTb
no co34aHMI0 rocyaapCTBEHHOM CUCTEMbI OXpPaHbl 310POBbS
neten (034) [5-7].

CTpOUTENLCTBO CUCTEMbI MaTEPUHCTBA M AETCTBA Ha4u-
Haa ¢ 1920-x IT. OCNOXHSAIOCb BOEHHOW WHTEPBEHLMEN,
rpa)gaHCKOMW BOWHOW, pa3pyxown, rOI0A0OM, 3MUAEMUSMH,
HeJOCTaTKOM MeAMLIMHCKOro nepcoHana v ap. Bausowmmu
Ha 3[10pOBbE AETCKOro HaceneHus dakTopamu ctanu Takxe
KONNEKTUBMU3ALIMS, pacKynaynBaHue, penpeccuu, genopra-
umns, Bceobllas TpyaoBas MOBWMHHOCTb, 06a3aTenbHas Ans
Bcex rpaxgaH ot 16 go 50 net. B pesynbrate KeHUWMHa
6blna oTNpaBfieHa Ha NPOM3BOACTBO, a ee JeTU OCTaBannChb
6e3 npucmoTpa, 4TO MOPOAMNO MacCOBYIO AeTCKylo 6ec-
NPU30PHOCTb. Bce 310 conpoBOXAanocb BbICOKOW AETCKOM
N MaTepUHCKOM 3a60NeBaeMOCTbio U CMEPTHOCTbLIO, Npobe-
MaMM C NUTaHUEM AETEN, MOTEPSIMU POAUTENEN, UX CMEPTLIO,
3KOHOMMYECKOM paspyxon, 6exeHcTBom. OT rocygapctsa
notpeb6oBanncb KapanHaibHble ynpaBieHYeCcKUe pelleHus,
COOTBETCTBYIOLLIEE 3aKOHOAATENbCTBO, NOArOTOBKa npodec-
CUOHaSIbHbIX KaApoB, CaHWTApHOE MPOCBELEHNE W WHble
mepsbl [8-10].

[0BOPS O COBEPLIEHCTBOBAHMM NEANATPUHECKON CNYKObI
B CCCP B nepuopg ee CTaHOBNEHMSA M MepBOHaYanbHOro pas-
BUTUS, MOXHO BblAENNTb ABa BPEMEHHbIX OTPE3Ka:

e odopMaeHe MAEO0NOrMN U OpraHn3aLMOHHbIX OCHOB
CUCTEMbI OXpaHbl MaTepuHcTBa M getctBa — OM[
(1918-1922);

® Hay4yHoe 060CHOBaHWE CUCTEMbI U MHTEHCUBHOE Pa3BU-
TME CETU ee y4YpeXJeHUn Ha YpOBHE NMEePBUYHOIO 3BEHa
3apaBooxpaHeHus (1922-1930).

M nmeHHo ¢ 1920-x o 1940-x rr. XX B. 0XpaHa 310p0Bbs
feTen 4eTKo pasfenanacb Ha e BetBM: OMM M oxpaHy
3[0pOBbS AeTeN U NOAPOCTKOB, B OCHOBY Yero 6bl1 MOSIOXKEH
Bo3pacT pebeHKa [11].

Begywaa ponb Ha aTane 3apOoXAeHWst U CTaHOB/IEHWUS
rocyfapCTBEHHOW CUCTEMbI OXpaHbl 340POBbS MaTepwu
N pebeHKa npuHaanexana AeTCKUM amOynaTtopHO-MOANKIIN-
HUYECKUM Yy4YpexaeHUaM, KOTOpble HeCIn OTBETCTBEHHOCTb
3a CoxpaHeHue 340poBbs AeTEN U BOCNUTAHME CEMbEN 3[0-
pPOBOro MOKOMEHUS. B aTOT nepuoa opraHuadyloTcs AeTCKue
ambynatopun, a TaKXe chneuuanbHble KOHCyNbTauuu Ans
rpyaHbiX geTter, GyHKUMKM KOTOPbIX 3aK/toyanucb B nNpodu-
NTAKTUYECKMX OCMOTPaX KOHTUHIEeHTa, nponaraHae rpyaHoro
BCKapM/IMBaHWA U NpaBUIbHOro BocnuTaHusa peberHka. OHu
CTaM OCHOBHbIM 3BeHOM cuctembl OMM, ocyuiecTBnss
couManbHO-TMIMEHUYECKNE MEPOMNPUATUS, OKa3blBas evyeb-
HO-NPOdUNAKTUYECKYIO MOMOLLb AETCKOMY HaceneHuto [12].

[MpnoputeT B pa3paboTKe U BHELPEHUN B MPAKTUKY CaHK-
TapHO-NPOCBETUTENBHOIO MaTpoOHaXka, OLLEHMBAEMOro Kak
nporpeccuBHas dopma paboTsl, npuHagnexut 3.0. MUYHKK.
OHa eue B 1917 r. ony6nKoBana pyKoBOASALWME YKa3aHuUsA
NS NaTPOHAXHbIX CECTEP EHCKUX U AETCKUX KOHCYNbTal M
no o6cnenoBaHuIo YCNOBUM XU3HU pebeHKa, peKomMmeHaauu-
AM mMaTepaM no yxoay 3a pebeHkom [13]. MiIMeHHO oTcloaa
B JanbHeWWeM noj naTpoHaXKeM CTano MoHMMaTbCs pery-
NIApHOE OKa3aHue nevyebHOo-NPodUNAKTUYECKON MNOMOLLM
Ha gomy 6epeMeHHbIM, HOBOPOX/AEHHbIM, MO3HEE — AKTUB-
HOe MoCelleHNe TaKUX XKEHLWMNH, a TaKxKe JeTen npenmylle-
CTBEHHO paHHero (0—2 neT) Bo3pacTa ¢ npodunakTMyeckomn
uenbto. bblno nokasaHo, 4TO COBETbI Bpaverd MOryT ObiTb
NPUMEHEHbI K KaxaoMy pebeHKy Nullb B TOM Ciny4ae, ecnu
nyTem HEMOCPEACTBEHHOIO N3Y4EHUS KOHKPETHOM CUTyaLnm
CT@HYT WM3BECTHbl COLMaNbHble, 3KOHOMMWYECKUE, CeMEN-
Hble, XWIULHbIE U WHbIE YC/IOBUS €ro XW3HW, Npob6iembl
yxoja, Bocnutanusa u ap. MNonyyeHHble AaHHbIE 3aHOCUITUCH
MEAMLIMHCKON CeCcTpon B cnevuuasbHble OMNPOCHble JIUCThI
no NaTpoHaxy.

B 3TMXx yupexaeHusax oKasblBanu aKTUBHYKO Npoduniak-
TMYECKYIO MOMOLLb MaTepu U ee pebeHKy B BoO3pacTe [0
3 NeT, NpU HUX OpPraHW30BbIBaSM MOJIOYHbIE KYXHMW, COLU-
aNnbHO-NpaBoBble KabuHeTbl. [locnegHuve OCyLWeECTBAANM
CBOIO [1eATe/IbHOCTb B COOTBETCTBUMU C 3aKOHOAATENIbCTBOM,
obecneynBaloLMM NpaBa MaTepu, pebeHKa, CEMbU, OTHErO
notpeboBanacb HacToM4YnBas Nponaranaia ¢ Lenbto npusne-
YeHns MaTepewn ¢ 4eTbMU B KOHCY/IbTauMIO.

MaTpoHaxk Ha atane OMM cTan 0OCHOBOW pa3BUTUS CUCTE-
Mbl OM[, © UMEHHO M3 3Ton GOPMbl BbIKPUCTaANIM30BasCH
aKTUBHbIW coymasibHbIM NaTpoHaXK ANa paHHEro BbiSBJIEHUA
HY>X[aloLWMXCs B NOMOLWM AeTen n cemen [14]. TpypHocTm
€ero pasBuTMS B TO BpPeMS 3aKalo4vanucb Mpexae BCEro
B OTCYTCTBMW 06si3aTe/IbHOM PErncTpaLmm HOBOPOKAEHHbIX
B [ETCKMX aMbynaTopHbIX y4yperkaeHusx. lNaTtpoHak noso-
YW1 Ha4ano NPeeMCcTBEHHOCTU B AESATENbHOCTU yYpexaeHnn
POLOBCMNOMOMEHUA W AETCKUX KOHcynbTauun. llocnegHue
CTaHOBATCA Hanbonee MaccoBbIM TUNOM yupexaeHun OM/,
OHM MPOBOAAT LUMPOKYD NPODUNAKTUYECKYIO M CaHUTapPHO-
NPOCBETUTESIbHYIO PABOTY, MPU HUX OPraHU3YIOTCS MOJTIOYHbIE
KYXHM, COLManbHO-NpaBoBble KAGUHETHI.

Taknm o6pas3om, K KoHuy 1930-x rr. B CCCP 6bina cosaa-
Ha egnHas cuctema OM/. 3a 340POBbEM XKEHLMH cneannu
Bpayu XEeHCKMUX KOHCYNbTauui, AeTen paHHero so3pacra —
[EeTCKMe KOHCynbTauuu, AeTen cTapwe 3 netT — neguar-
pbl B AETCKMX MOJIMKIMHUKaxX. Pe3ynbtaTtom cTano 3amert-
HOE CHU}KEHWE MafeH4YECKOM CMEPTHOCTU. YKe K 1928 1.
ee nokasaTenb B EBponenckonm 4vactm Poccumn cHU3UNCS
¢ 25,6 Ha 100 poauBLlumMxca ¥unBbiMu o 16,4 [15].

CuTyaums ¢ oxpaHow 340pOBbs AeTel B CTpaHe B rofbl
Benvkon OTeyecTBEHHOW BOWHbI OTPa)eHa B HEMHOTMX
nyénvkaumax u dparmeHtapHo. Bmecte ¢ Tem Meponpwms-



TUS, NPOBOAMBLUMECS B 3TOM HamnpaBfieHUW LEHTPasbHbI-
MW MU MECTHbIMW OpraHamu 34paBOOXPaHEHUs, HECMOTPS
Ha 4pe3BblyalHble 06CTOATENbCTBA BOEHHOIO BPEMEHM,
MO}HO MPU3HaTb YCnewHbiMU. TaK, 6blM pelleHbl 3aJayu
no 6opb6e C AETCKUMU MHDEKLMAMM KaK BeayLen NpuinHom
[IETCKOM CMEPTHOCTHU, 06ECMNEYEHMNIO paLMOHaNbHbIM MWTa-
HMEM B YCNOBMSAX HEXBATKM WM AayKe OTCYTCTBMSA MPOAYKTOB,
opraHv3aumMmM MeaULMHCKOW MOMOLWM 3BaKyMpOBaHHOMY
[IETCKOMY KOHTUHIEHTY, BOCCTAHOBNEHUIO NeanaTtpuyeckomn
CNyObl, AETCKMX MONUKIMHUK Ha OCBOOOXAEHHbIX OT OKKY-
NaHTOB TEPPUTOPUSX CTPaHbI U UHble [16].

Mocne Bennkon OTeyecTtBeHHOM BOWHbI, B 1949 1., net-
CKME MOMUKIMHUKM 06beAUHUNINUCE C AETCKMMM KOHCYybTa-
LMAMMU, U BO3HWUKIO HOBOE YYpPEXKAEHUE — KOHCYyNbTaLus-
NONMK/INHUKA, OOCNYyXUBaBLIAsA BCEX AETEN OT POXKAEHUS
[0 14 net v nony4yMBLlas B JajibHENLIEM HbIHEWHEE HauMe-
HOBaHWe «eTcKasn NOMUKINHMUKaY.

XapaKTepHo, 4YTO B MOC/EBOEHHbLIN MEPMOa B CTpaHe
ONUTENbHOE BPEMS MPaKTUYECKU He Oblo UccnegoBaHum
NpPaBOBOW OXpaHbl 340POBbS pebeHKa. McKntoveHrem ctanu
KpynHble HapaboTKM B 06/1aCTU COLManbHO-NPaBoOBOro pas-
aena [eaTenbHOCTUM [AETCKMX KOHCynbTauuih, 0606LWEeHHbIe
B YHWKa/IbHOM METOM4ECKOM NOCO6MM MO coLManbHO-NPaBo-
BOW MNOMOLLM MaTepu U pebeHky, u3gaHHom B 1950 r. npodec-
copom C.E. KonensiHckon [17]. 3Ha4YMmocTb ee TpyaoB Ans
peweHns B CCCP BaxKHOW Anst oxpaHbl 300POBbS AeTen CoLn-
aNbHO-NPaABOBOW COCTaBASAOLWEN TPYAHO NepeoLeHnTb [18].

Ha atane nosgHero CCCP 3HayuTeNbHbIM Warom B CO-
BEPLIEHCTBOBAHWM MPaBOBOro 06ecneyeHnss B cuUcTeEME
oTpacnu crtan npukas MuHWCTEPCTBa 3[paBOOXPaHEHMS
CCCP ot 22.08.1972 N° 685, yrBEepavBLUMIA cpeau Mpo-
yux [MonoXKeHne o opuandyeckom otgesne (610po), rmaBHOM
(cTaplwem) PUCKOHCYNIbTE, OPUCKOHCYNLTE Y4YpeXaeHus,
opraHu3dauumM 1 npeanpumatnsa cuctembl MuWH3apaBa cTpa-
Hbl. [IOKYMEHT MOCAYXM/ TONYKOM K aKTMBM3aLMW COLMU-
aNbHO-NPaBOBOM AEATENbHOCTU YUYPEXAEHUIN MaTepUHCTBaA
n getctea. Yepes 10 neT npu y4actum coTpyaHmkos HUU
uMm. H.A. CemallKko 6bi1 paspabotaH npukas MuH3apasa
CCCP 01 19.01.1983 N2 60 «O gancHewLweM COBEPLIEHCTBO-
BaHWM amOynaTOpPHO-MONUKIMHMYECKON MOMOLWM [OETCKO-
My HacefeHuio B ropogax». 310 Gbl1 OCHOBOMOAratoLLmMi
OVPEKTUBHbLI U OAHOBPEMEHHO OpPraHW3alLMOHHO-METOaM-
YEeCKUM OOKYMEHT B 06/1aCTh pa3BuUTUS NEPBUYHOW MEeONKO-
CaHUTapHOM NOMOLM AETAM, HE 3HaBLUWIK B Mocnegyoume
fecaTuneTus npeueneHTa, 4o CUMX Nop ABASIOWMIACS 06pas-
LLOM YETKOro pasrpaHuyeHns GyHKLUM paboTHUKOB NepBMY-
HOro 3BeHa [19].

B Tpex pecsATKax noapo6HbIX [MONOXEeHUN K NpuKasy
npueefeHbl OYHKUMWM MOAMKIAMHUK, MX CTPYKTYPHbIX Noa-
pasgeneHui, rMaBHOro Bpaya U ero 3amectutenen, 3ase-
JyIOLLMX OTAENEHUAMM, BPaYen-NeaMaTpoB y4acTKOBbIX, ApY-
rMX CheunannucToB (BKAOYas IOPUCKOHCYNbTa), CPeaHero
MeAMLMHCKOro nepcoHana. B utore aToT cogepraTenbHbil,
06bEMHbIN TPy CTa/l HACTONIbHON KHUIOW AN1F NPaKTUYECKUX
Bpayen-neguaTpoB amMobynaTtopHOro 3BeHa, PyKOBOAUTENEN
neguMaTpuyeckom Cny»Kobl, CTYAEHTOB MEAMLMHCKUX BY30B.
Moao6HbIM NOAXOA K KOHLIEHTPAL MK B OAHOM obuLMaNbHOM
[IOKYMEHTE BaXXHbIX ANS MPaKTUKKW pa3aenos, no cyTn aena,
anropuTMOB [AENCTBMI COTPYAHWKOB Ha 3Tanax OKa3aHWus
NepBUYHON MEAMKO-CaHUTAPHOW NOMOLLM AETAM, 40 CUX NOP
ABNAETCH YHUKANbHbBIM.

B 1980-€e rr. npoluioro BeKka To/IbKO B ABYX NyGAMKaLMAX
HalLW OTpayKeHwe BOMPOChbl OpraHM3aluu NpaBoOBOW Aes-

TENbHOCTU B yupexaeHusax nepsuyHoro 3aseHa 03/ [20, 21],
TO eCTb MOXHO 3asiBUTb, 4TO B MocnegHee pecsAtunerve
COBETCKOW BNacTh OTMEYaeTcsl SIBHbI AebUUMT HayYHbIX
paboT no o6cyKaaemon npobneme.

3AK/TIOMEHUE
Ha Ka)XgoM M3 WCTOPUYECKWUX ITanoB CTAHOBNEHWS

W pasBuUTUA gesTeNbHOCTH cnyx6bl OM/[ B CCCP B TOM mau

WHOW cTeneHun obpallanocb BHUMaHMe Ha 3aKoHoaaTeNbHoe

obecrneyeHne oxpaHbl aetcTBa. Peanu3yemble TEXHONOMMM

coUManbHO-NPaBoOBOW PaboTbl AETCKUX MOJIUKAUHUK MpPK
3TOM 3aBMCENM OT COLMaNbHO-9KOHOMMUYECKON CUTyaLMK

B CTpaHe, HacylLHbIX MeANKO-COLManbHbIX NpobnemM pebeH-

Ka 1 cemen ¢ AeTbMu, MeToaoB 1 GopM fevebHo-npodunakx-

TUYECKOW MOMOLLM AETAM.

Mbl y6exaeHsbl, 4To, ry6xe NoHnmas npaBoBble Npobne-

Mbl O3/], B NpowiomM, MOXHO 605ee OTYHETIMBO ONpeaennTb

Kpyr COBpPEMEHHbIX 3aay B 3TOM 061acTu U, 4TO OCOGEHHO

BaHO, BbICTPOWUTb HAay4HO OGOCHOBAHHYK CTpaTeruio pas-

BUTKSA NpaBa B AaHHOM chepe 06LLECTBEHHbIX OTHOWEHUN.
MpencrtaBnseTcsl, 4TO NPUOPUTETAMU HA COBPEMEHHOM

3Tane o6LeCcTBEHHOro Pa3BUTUS CTPaHbI JO/MKHbI CTaTb:

° npeumyllecTBeHHOE GMHAHCMPOBAHME CUCTEMbI 3PaBO-
oxpaHeHus u ee cny>k6ol OM/[;

® couManbHO-NpaBoBas NOAAEPKKa ceMew ¢ AeTbMMU (BCEX,
a He TO/IbKO paHHero 1 A0LWKOIbHOrO BO3pacTa), Haxoas-
LMXCA 3a YepTon 6eaHOCTH;

® CO3[aHWe MHOroypoBHEBOMW CUCTEMbl aKTUBHOIO BbISAB-
NEeHNa aeTen, HaXoaALWMXCS B TPYAHON UIHEHHOM CUTYa-
LMK, Y OKa3aHUa UM U UX ceMbAM 3ODEKTUBHOM MeANKO-
COLManbHOW MOMOLLM;

e obecnevyeHne rocyaapcTBoMm rnosIHOLLEHHOro 1 onepaTmBs-
HOrO NIeYeHns aeTen ¢ peaKkuMmn 601e3HIMM.
HecoMHeHHO, 4TO TpebyeT OTAENbHOr0 PacCMOTPEHUS

cneundurKa MNOCTCOBETCKOro nepuoja B 061acTv OXpaHbl

310pOBbS M NpaB AeTeil, 3aKoHOoAaTeNbCTBA, HOPMATUBHO-

NpaBOBOro o6ecneyeHns, yaoBNETBOPEHUSA BO3pacTatomnx

MeMKO-COoLManbHbIX MNOTpebHOCTEN AeTer, MNOoAPOCTKOB,

CEMbM C aKLLEHTOM Ha YPOBEHb NEPBUYHOrO 3BEHA 3[paBo-

OXpaHeHwus.
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Ansi aMarHoCTUKKM nocieonepaynoHHON KOrHUTUBHOM ANCOYHKUMK Y AeTen MOryT GbiTb MCMOIb30BaHbl HEMPONCUX0I0rn4e-
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AKTYAJIbHOCTb

KOrHMTMBHbIE QYHKLIMN — BbICWIKE MCUXNYECKME DYHK-
LMK TOJIOBHOrO MO3ra 4enoBeKa no o6paboTKe, xpaHe-
HUIO U BOCMNpou3BeaeHnto MHGopMauuun. K KOrHUTUBHbBIM
GYHKLUMAM OTHOCAT FHO3MUC, MPaAKCUC, BHUMAHUE, NaMsTb,
MbilWwneHre n peyb [1]. locneonepaunoHHas KOrHUTUBHas
ancoyHkuma (MOKA) — cuHAPOM, BbI3BAHHbIM CHUXKeE-
HMEM YyKa3aHHbIX QYHKUMIK nocne onepatMBHOro BMe-
lwaTenbCcTBa OTHOCUTENbHO NpeaonepaLmMoHHOro YPOBHS,
onpegensieMblt No pesynbrataM HEeMPONCUXONOrMYEeCKOro
TectupoBaHus [2]. Mpu 3TOM Noa onepatuBHbIM BMeLla-
TEeNbCTBOM CNeAyeT NoHMMaTb MEXaHUYeCcKoe BO3aeNCcTBue
Ha TKaHW W OpraHbl C Ne4ebHOW WA AMArHOCTUYECKOM
LleNbto B YCNIOBUSX OOLLEN NI MECTHOW aHECTE3UM.

B 60nbluMHCTBE paboT Cc y4acTUEM AeTeun, NpoBeaeH-
HbIX [0 HacTOSILLEro BPEMEHM, OLLEHWBANOCb BAWSIHWUE
aTnonorumyeckoro dakxtopa MNOKI — obuien aHecTe3nun
Ha [ONTrOCPOYHblE UCXOAbl ONEpaTMBHbLIX BMeLlATENbCTB
[3, 4]. Hanpumep, mexayHapoaHOe MHOIOLLEHTPOBOE paH-
[OMMW3NPOBAHHOE KOHTPOIMPYEMOE UCCNeJOBaHNE IKBU-
Ba/leHTHOCTU GAS c yyacTnem 722 pgeten, nepeHecLlnx
naxoBoe rpbixecevyerHne o 60 Hea NOCTMEHCTPYaNbHOIO
BO3pacTa, NoKasano OTCYTCTBME Pa3/IMiUN B MHTENNEK-
Te B Bo3pacTe 5 NneT y AeTen, KOTOpbIM BMeLWaTenbCTBO
BbIMO/IHANOCH B YCI0BUSAX OOLLEN aHEeCcTe3nn B cpaBHe-
HWUM C KOHTPO/MbHOM rpynnon (onepauus nNpoBoAMNIach
noa MecTHou aHectedunen) [5]. TakKe NpOCMeKTUBHOE
KoropTtHoe uccnegoBaHue PANDA, BkntoyaBliee 105 nap
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neten (bpatbeB/cecTep), NEepPeHeCWNX U He NepeHecLLnx
NnaxoBOE [rpbi}KeceyeHne B YCNoBUAX 06LLeNM aHecTe3uu
B Bo3pacTe A0 36 Mec, nokasano OTCYTCTBME pas3finyumu
B YPOBHE UHTENNEKTA, NamMaTh, 06y4eHMH, MOTOPUKE, CKO-
pPOCTU peaKuWK, 3pUTESIbHO-NPOCTPAHCTBEHHON (YHKLMK,
BHUMaHWKU, UCNONHUTENBHON YHKLMK, A3blKe WAM NoBe-
OeHun B Bo3pacTte oT 8 go 15 net [6]. MHoroueHTpoBOE
peTpocneKkTuBHoe wuccnegoBaHne MASK ¢ y4dacTuem
997 peTten, NoABEPrwMXCss MHOTOKPaTHOMY BO34ENCTBUIO
obuien aHecTe3nun B Bo3pacTe 40 3 NeT, NPOAEMOHCTPUPO-
Bafl0 CHUXXEHWE peaKLMU M HapyLLeHMS TOHKOW MOTOPUKHM
B Bo3pacTte 8—12 n 15-20 neT [7]. PeTpocneKTMBHOE nony-
NAUMOHHOE ncenegoBaHue 6onee 210 ThiC. AeTen, U3 KOTO-
pbiX y oKono 38 ThiC. BbiNOAHANAch o6uLaa aHecTe3us,
nokasano, 4tTo oblas aHecTe3nsa B Bo3pacTte Ao 48 mec
NPUBOAMT K XyAWWM pesynbTataM cyeTa WM YTeHWus npwu
nocTynieHnn B wKony [8]. B peTpocneKTMBHOM KOropTHOM
nccnegosanun C. Ing n coasT. ¢ y4actuem 6onee 38 TbiC.
neten 6bI10 NOKa3aHo, YTO Manble XMpPYypruyeckne Bme-
lwatenbcTBa B ycnoBusax o06LLEN aHecTe3nn B BoO3pacTe
oT O go 5 neT MNoBbIWAKT PUCK Pa3BUTUA MCUXUYECKMX
3ab6o0/1eBaHNI, a TaKKe 3afepPrKKKU MCUXMYECKOro pa3BuTUS
W cMHapoMa geduumnTa BHUMaAHMS € TMNEPaKTUBHOCTbIO —
B YaCcTHoOCTH [9].

B HeKoTOpbIX MccnegoBaHUsx ObliM M3YyYEHbl KpaTKo-
CPOYHble MOCNEeACTBUS O6LWEN aHeCTE3UM U ONepaTUBHbIX
BMelLaTenbCTB y AeTen. Hanpumep, No AaHHbIM HEKOTOPbIX
aBTOpPOB, B MepBble AHWU Noc/e onepauuu y aeten B BO3-
pacte oT 5 go 14 net HabnwogalTcs npexoadaume Hapy-
LEHUS 3pPUTENBHON NaMATU U BpeEMEHU peaKkumu [10, 11].
Mo ApyrMM [daHHbIM, 4Yepe3 CyTKW Mnocjie onepaTtuBHOro
BMellaTeNbCTBa B YCNOBUAX OOLLEN aHECTe3nu y aAeTewn
B Bo3pacte oT 5 g0 8 neT He HabnwgaeTcs Hapyuwe-
HUW MbIWIEHUS, NaMATU U ABUraTeNbHbIX GyHKUMA [12].
Mo paHHbIM A.M. OBe3oBa M COaBT., OLEHWBABLUNX KOT-
HUTMBHbIE HapyweHusa y 40 geten B Bo3pacTte 7—-16 net
nocsne onepauui No NOBOAY BapuKoLene, KpMnTopxmama
M NaxoBblX TPbIXX B YCNOBUSIX TOTalbHOW BHYTPWUBEHHOWM
aHecTe3un c¢ npumeHeHnem nponodona, y 63% perten
B MepBble CYyTKM Mocne BMmewartenbcTBa Habnopanmncb
HapyLleHUa NamMsaT U BHUMaHUS, U3 H1X y 80% HapyweHuns
COXpaHANMUCb Ha NPOTAXeHUM 1 mec nocne onepaumn [13].
Mo AaHHbIM APYroro MccneaoBaHUsa OTe4YeCTBEHHbIX aBTO-
poOB, MOHOaHecTe3us ceBOd/lypaHOM He Bbl3blBaeT KOr-
HUTUBHbIX HapylWweHUn, a KombuHauua ceBodnypaHa
n deHTaHuna B 27% cny4aeB NpuUBOAMT K KOFHUTUBHOMY
neduumnTy B nepsble CyTKM Mnoc/ie onepauuu, COXpaHsto-
emyca MeHee 1 mec (B UccneaoBaHUM NPUHANK y4acTue
68 neten B Bo3pacTte 3—17 neT, onepaTuBHbIE BMeLWlaTe b-
cTBa A0 60 MWH NMo NoBOAy MaxOBbIX MPbiX, Bapukouene
WUnn Kpuntopxuama) [14].

Ha pesynbtaTtbl oueHkn MNOK/[ y geten MOryt BAUATb
MCNONIb30BaHWE PasnyHbIX METOLOB aHeCTe3nu, AMTesNb-
HOCTb M TpaBMaTMYHOCTb OMepaTUBHbLIX BMELIATENbCTB,
a TakXKe NpUMeHsieMble METOAUKK. NS OLLEHKM KOrHWUTUB-
HbIX GYHKLMIA WKMPOKO MCMONb3yeTcs Henporncuxonoruvye-
cKoe TecTupoBaHue [15], npoBoguMoe HabngaTenem mnm
nauneHTamu, ¢ KOMNbOTEPHOM MOAAEPKKOM UAKN 6e3 Hee,
C NMOMOLLbIO OTAENbHbIX TECTOB WU/IM TECTOBLIX 6aTtapen [15].
MpenmyLwecTBo NOCNEAHNX — BO3MOMXHOCTb KOMMIEKCHOWM

OLLEHKM KOTHUTUBHbIX GYHKLUWA, OJHAKO CAMWKOM 60/b-
WKne 6atapen TECTOB MOMYT JaBaTb JIOXHOMONOXKUTENbHbIE
pesynbTaThl MO NPUYUHE YCTANOCTU NauueHTa. NoaTomy HeT
€AMHOr0 MHEHUS OTHOCWUTENbHO OMTUMasbHOro pasmepa
6aTtapen HEMPOMNCMUXONOrMYECKNX TeCTOoB [16].

Bonee Toro, Ha BCcTpeyax paboyunx rpynn no Bomnpocam
MOK/A (KoneHrareH, 2014 r.; fToHonyny, 2015 r.; BalwKWHIToOH,
2015 r. [17]) He 6bln AOCTUTHYT KOHCEHCYC NO ONTUMasbHbIM
TectaM ANa AMarHOCTMKM CUMHAPOMA. He cogepmTcs Takux
pekomeHaauun n B DSM-5 (aHrm. Diagnostic and Statistical
Manual of mental disorders, fifth edition) [18].

06uwenpu3HaHo, 4To Ans 06bEKTUBHOM OLEHKN COCTOSN-
HUS KOTHUTUBHOW PYHKLUMM NauneHTa U3MepeHns Heobxo-
OUMO NMPOBOAMTb HEOAHOKpaTHO [19] — 3To npuobpeTaeT
0co6yt0 BaXXHOCTb B NepuonepaLmMoHHOM nepuoge, Korga
3HaYUTENIbHbIE UBMEHEHUS MOTYT MPOU30MUTU 3a KOPOTKUM
nepuog spemeHu. MNpu atom anga anarHoctnku NMOK/ gonx-
Ha 6blTb 3adUKCUpOBaAHa onpeaesieHHas CTaTUCTUYECKU
MW KIMHUYECKU 3HAYMMas BeNIMYMHA YKa3aHHbIX M3Me-
HeHun [20]. B HEKOTOPLIX UCCNefoBaHMSAX B Ka4eCTBE KpU-
TepUs KOTHUTUBHOM ANCOYHKLMUU NPUHUMANU USMEHEHUS
pe3ynbTaToB TECTUPOBAHMSA Ha OAHO MKW Bonee cTaHAapT-
HOEe OTK/IOHEeHMWEe WU Z-OLEeHKY, KOrAa U3MEHeHWs pesysb-
TaTOB TECTUPOBAHMUS, BblpaXKeHHbIE B €AMHULIAX CTaHAapT-
HOIMO OTK/IOHEHUS, CPaABHMBAKOT CO CPEAHUM 3HA4YEeHUEM
B KOHTposbHOW rpynne [20, 21]. OtcyTtcTBME CcTaHaapT-
HbIX KpuTepues MNOK/[ aBnseTcs NpUYUHON 3HAYUTENBHOTO
BapbMpoOBaHUS pe3ynbTaToB MCCefoBaHWi pacnpocTpa-
HEHHOCTU CUHApoMa. B 4acTHOCTH, GbINO MOKasaHo, YTO
B 3aBUCMMOCTM OT BbIGPaHHbIX KpUTEpueB [ONsS nauu-
eHToB ¢ MOK/ moxeT BapbupoBatb oT 16 go 70% [22].
B MexayHapoaHbIX WccnefoBaHUAX NS onpeaeneHus
MOK/ ncnonb3ytTca 3Ha4YeHUs = 2 cTaHOapTHbIX OTKIO-
HEHWN B ABYX nUnun 6onee Tectax [21].

Onupasicb Ha COBCTBEHHbIN OMbIT MPUMEHEHUS HENPON-
CUXONOrMYECKOro MHCTPYMeHTapusa ana anarHoctuku MOK/
y AeTen ¢ 3-neTHero Bospacta [23, 24], Mbl npeacTaBasiemM
0630p MCMNONb3YEMbIX KOTHUTUBHbIX TECTOB, @ TaKXe ApYyrunx
METOAO0B [AMarHOCTUKK, NMPUMEHEHWE KOTOPbIX BO3MOXKHO
y AeTeN B OTAENEHUSAX aHECTE3MOIOMMK B YCIOBUSX OrpaHu-
YEHHOro BPEMEHU 1 PeCypcoB.

HEHPONCUXO/IOrMYECKOE TECTUPOBAHUE

MepBUYHaAA AUArHOCTUKA KOTHUTUBHbBIX PYHKLUMA

OUEHKa KOFHUTUBHbIX QYHKLMIK 0 XMPYPrMYECKOro BMe-
lwaTenbCcTBa MO3BONSET CyAuTb 06 WX M3MEHeHWW nocne
Hero [25]. 3aecb BaXKHO y4MUTbiBaTb HECKOJIbKO (aKTo-
POB, KOTOpblE MOFYT MOBAUSATL Ha pe3ynbraTbl UCCNeaoBa-
Hua. K nepBomMy daKTopy OTHOCMUTCS COCTOSIHME MNauMeHTa
BO BpeMs AMarHOCTUMYECKOW npoLleaypbl. YcTtanocTtb, 6ecno-
KOWCTBO, COMYTCTBYIOLLNE XPOHUYECKME 3ab0oeBaHUs, UXO-
pafKa, 60/1b MOTYT MOBAUSATL Ha pesynbTart, U NPU NOBTOPHOWM
[OMarHoCTMKe nocne MpUMEHEHUS aHecTe3un WM3MEHEHUS
nokasaTeNnien Moryt He O6HapyKuTbcs. OnTUMasnbHoe Bpe-
MS A0S UCXOOHOM OLEHKU KOTHUTUBHbBIX QYHKLMN MOXKET
cocTaBnaTb 1—-2 Hea Ao onepauuu, Hanpumep, npu niaHo-
BOM MpegonepauuoHHOM ocMoTpe nauuneHTa [15].

K BTOpoMy daKTopy OTHOCATCA 3PPEKTbl 0Oy4HEeHMUS.
B pesynbrate NOBTOPEHWUS MPUMEHEHHOW METOAUKMK MNpuU
NepBUYHOM M NMOBTOPHOW AMArHOCTUKE NPOUCXOAMUT yny4lle-



HME OLEeHMBaeMbIX MoKasaTenen 6Gnarogaps 3HAKOMCTBY
C npouegypon TtectupoBaHua [25]. CTeneHb YnydlleHUs
C MNPaKTUKOM 3aBWUCWUT OT TOrO, CKOMbKO pa3 TecT Obin
BbIMOJ/IHEH, M MHTEpPBana mexay tectamu. Cyutaetcs, 4To
3dpdeKT 06y4EHUS YMEHbLUAETCH B OnpedeNieHHbIX npeae-
nax, 1 MOXeT ObITb JOCTUIHYTO «M1aTo», XOTS 3TO He 6biNo
foKazaHo [15]. O6blYHbIM cnocob mamepeHus addeKToB
06Yy4eHUsT — 3TO U3MEPEHNE CPEAHErO YAYYLIEHUS MPOU3-
BOAWUTENBHOCTU ANS TPYNnbl KOHTPOAS W MCNONb30BaHWe
Z-OLEeHKM [25].

AdPeKTbl 06y4eHUss MOryT OblTb MUHUMU3UPOBaAHbI
C MOMOLWbIO MapaniefbHbiXx BEPCUA TecToB, Korga Ans
OLUEHKU OHOMN U TOW e QYHKLMW UCNONb3YEeTCH MOXOXKUK,
HO HE MWAEHTUYHbIM CTUMYNbHbIM MaTepuan. OgHako 3To
BbI3blBaET yBE/INYEHME WBMEHYMBOCTU (HEOAHOPOAHOCTH)
pe3ynbTaToB TECTUPOBAHUSA U 3aTPYAHSET BbIIBJEHWE pas-
NNYU Mexay rpynnamu [15].

CyuiecTByeT MHOXECTBO TECTOB, KOTOpPbIE MOIYT Npume-
HATLCA ANS AMArHOCTUKM KOTHUTUBHOW AMCOYHKUMK, NULb
HEKOTOpPbIE M3 HWX MOAXOAAT ANS NPUMEHEHUs B nepuone-
paunoHHOM nepuoge y aeten. Onupascb Ha CO6CTBEHHbIN
onbIT B M3ydeHun [MOK/[, HUXKe Mbl paccmaTpuBaeM Te
TeCTbl, KOTOPbIE, Ha HaLl B354, 3aCNy>KMBaOT BHUMaHMS.

BnaHKoBble TeCTbl

bnaHKoBble TecTbl (@H1. paper and pencil tests) moryt
BbINOMHATLCA MNaLMEHTAMU CaMOCTOSTENIbHO WAKW C MO-
Mollblo cneunanucta. Cuntaertcs, 4YTo 6atapeun, coaepiKa-
wme 60nbloe KOMMYECTBO HEMPOMNCUXONOTMYECKUX TECTOB,
ob6nagatoT 60MblUEN YYBCTBUTENBHOCTLIO B OornpeaeneHunu
MOKA. OgHaKo OAHWM M3 HexenaTeNbHbIX MOCNeACTBUM
yBENMYEHNS KONMYECTBa TECTOB B 6aTapee aABAsSETCH yBe-
NMYeHne BEPOATHOCTU NOXKHON AMArHOCTUKM KOTHUTUBHbBIX
U3MEHEeHUN (T.e. owmnbkn | popa) [19]. MccnegoBaHus,
B KOTOpPbIX MCMOMb3YyTCA 60JblUME HEWPOMNCUXONormye-
CKMe TecToBble 6aTapen, BEPOSTHO, Yalle NPU3HaIOT Halu-
YMe KOTFHWTUBHBLIX HapyWeEHWH, KOTOPbIX B AENCTBUTENb-
HOCTW HET.

KoMM/ieKCHOe KIMHWYEeCKoe HeWporcuxonornyeckoe
obcnegoBaHMe 3aHUMaeT NpoaoKuTenoHoe Bpems. [lpu
anarHoctuke MOK/ y neten HeoBXOAMMO Y4uTbiBaTb BO3-
pacTHble PU3NONIOTMYecKMe 0COBEHHOCTU yaeprKaHus
BHUMaHUA. Tak, pebeHOK B Bo3pacTte 3—4 fneT crnocobeH
yaepxuBaTb BHMMaHWe He 6onee 10 MWH, nocne 4ero
HeobxoanuMo cpaenaTtb nepepbiB. C getbMu B BO3pacTe
4-5 neT AMarHocTuyeckas paboTa MOXKeT MpOoAo/KaTbCs
15-20 MuH, ¢ getbmn 5-6 net — 30 MHH [26]. UHave
BO3pacTaeT PUCK JIOXKHOMONOXUTENBHOMO pe3ynbrata Auar-
HOCTUKW KOTHUTUBHbIX AUMCOYHKUMK. TecTbl, No3BonstoLne
NPOBOANTb CKPUHUHT KOTHUTUBHOM AMCOYHKLMM 3@ MEHb-
wee BpeMms, ABnstoTCca 60nee NOAXOAAMMU AN UCMNONb-
30BaHuA npu auvarHoctuke MOK/ y aeTen AOWKOSbHOMO
Bo3pacTa.

KpaTtKas wKana oyeHKH NCUXMYEeCKoro cratyca

(Mini-Mental State Examination; MMSE)

WWkana MMSE 6bina pa3paboTaHa KaK WMHCTPYMEHT
CKPUHUWHra cnyvyaeB AeMeHUMU. ITO 6bll OAUH M3 MepBbIX
TEeCTOB, MCMNOMb30BaBLUMXCA ANS BbISBNEHUS KOMHUTUBHOM
ANchOyHKUMK [21].

LLIkana BKkato4aeT Habop M3 20 TeCToB, 3a PeLlEHNE KarxK-
[I0r0 M3 KOTOPbIX MOXHO Mofy4YnTb OT 1 A0 5 6annoB, Mak-
cuManbHoe obllee KonmyectBo 6annoB paBHo 30. Bpewms
TECTUPOBAHMS COCTaBASET OKOMNO 8 MUH Y 1L, 6€3 KOrHWUTHB-
HbIX HapyLWEeHUN U MOXKET yBennymBatbecs A0 15 MUH y vy,
C TOM MAM MHOM GOPMOM KOTHWUTUBHbLIX HapyleHun [27].
N3mepsitoTcs cneaylowme KOrHUTUBHbIE QYHKLUMK: (1) OpUeH-
Tauus BO BPEMEHU U MECTe, (2) KpaTKOBPEMEHHas cyxoBast
namstb, (3) BHUMaHUe u cyeT, (4) namatb 1 (5) peuentus-
Hble M 3KCNpeccuBHble SA3blKOBble HaBblkM [28]. OueHKa
B 23 n3 30 6annoB MOMET CYUTATbCHA NMOPOroM OTCEYEHUS
ana agnddepeHuMaumm AgeEMEHLMU UKW KOTHUTUBHbLIX Hapy-
LWEHUN OT HOpManbHOro GyHKUMOHMpPOBaHKS [29]. K coxa-
JIEHUIO, AaHHbIN TECT UMEET HU3KYIO YYBCTBUTENbHOCTL (87 %)
npu anarHoctuke MNMOK/[ y B3pocnbix [30], He UMeeT napan-
NnenbHbIX BEPCHUW, W, CeaoBaTeslbHO, O4HU U Te e BOMpOoChI
3a4aloTca HEOAHOKPATHO, YTO NMpMBOAUT K addeKkTam 06y-
YEeHUS U NOBbILLAET BEPOATHOCTb HEBEPHOM MHTEpPMNpeTaLmm
pesynbtatoB [21]. WKana 6bina aganTupoBaHa AN nNpu-
MEHeHUs y aeten B Bo3pacTte oT 3 Ao 14 net n B HacTosee
BpeMs SBASETCS OAHUM M3 HEMHOIMX KOMMJIEKCHbIX TECTOB,
ncnonb3yembix ang auarHoctuku MOK/ y aeten [30].

LLikana nocneonepaynoOHHOro BOCCTaHOB/IEHUS

(Post-operative Quality Recovery Scale; PQRS)

WWkana PQRS 6bina paspaboTaHa O/ OLEHKM LIECTH
obnacten nocneonepaunmoHHOro0 BOCCTAHOB/IEHUS MauUeH-
TOB (pu3nonornyeckas, HoUMLIENTUBHASA, IMOLMOHaNbHaS,
nosceaHEBHas AeATENbHOCTb, KOFHUTUBHAS M obLlas nep-
cnektnBHocTb) [31]. TecT peKoMeHAyeTcs K WMCrosib30Ba-
HUIO y B3POC/bIX U AeTen B Bo3pacTe cTaplie 6 net [31].
CyuwectByeT moaMbouumpoBaHHaa Bepcusa wKanbl PQRS,
yYuTbIBatolWasa MNpeawecTBYOWNN KOTHUTUBHbBIM AeduuuT,
O[lHaKO OHa unccnegoBaHa ToNbKO 419 B3pocibix [32]. Lkana
PQRS wunpoko ucnonb3yercss aHecTe3nonoramm Aas OLeH-
KW nocneonepaunoHHOro BOCCTAaHOBJIEHMS, YTO, Ha Hal
B3MN94, MOXET OblTb NPEUMYLLECTBOM AN BKIOYEHUS ee
B HAaBOP MHCTPYMEHTOB AN1s AnarHocTuku MOK/I.

Tect «<MuHu-Kor» (Mini-Cog)

«MuHu-Kor» npegHa3HayvyeH ans oLEHKU NaMsaTh U BKIIO-
YaeT 3anoMWHaHWe Tpex 3NEMEHTOB, a TaKKe pucoBaHue
4acoB, KOTOpPOE CNYXWUT OTBeKalwum dakTopom. TecT
OLEeHNBaET 3PUTENbHO-MPOCTPAHCTBEHHYIO OpUEHTaLMIo
M NamMaTb M XapaKTepM3yeTcs BbICOKOW YyBCTBUTENbHOCTbIO
(91%) n cneumndmyHocTbio (86%) AN 06HAPYKEHUA AEMEH-
unn [33], 3aHuMmaeT oT 2 4o 4 MuH. O6y4yeHne TeCTUPOBaHUIO
He BbI3blBa€eT 3aTpyaHeHnn [33]. Pe3ynbrathbl Tecta «MuWHU-
Kor» oueHuBatTca no wkane ot O go 5. BeposaTHble Kor-
HUTMBHbIE HapylWeHWUS MOryT 6biTb AMArHOCTMPOBAHbI NPU
oueHke < 2 6anna [33].

TecT «MuHKU-KOr» MCNONb3YeTcs KaK MHCTPYMEHT CKpPU-
HWUHIa W, MNOCKOJIbKY €ro JIerko BHeApWTb, peKomeHayeTcs
4NS TPUMEHEHUS nNepes onepaumen y BCcex NoXKuablX nawm-
eHToB [20]. K coxaneHuto, aTOT TECT HEBO3MOXHO MpuUmMe-
HATb Y JeTeln B TOM BO3pacTe, KorAa OHM elle HEe3HaKOMbI
C onpegeneHveM BpeMeHM No 4YacaM. AHanorom AaHHOro
TecTa y AeTen B Bo3pacTe OT 6 NeT MOryT 6bITb TECT Ha 3ano-
MuHaHue 10 cnos Jlypus, npoba beHToHa, TecT [JleHMaHHa,
TecT Tennopa n Pesa-Octeppuua [34].
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Tect Jlypus

Tect Jlypua Ha 3anoMunHaHne 10 cnoB NO3BOSSET OLe-
HWUTb ClyXopeyeBylo NaMaTb. B akagemuyeckon nutepatype
UMeIoTCH [JaHHble O NMPUMEHEHUN JaHHOro Tecta npu auar-
HocTuke MNOK/A y neten B Bo3pacte = 7 net [13]. TecT BKIIO-
YyaeT 3ayyvMBaHue pebeHKOM NATU (419 LeTel B Bo3pacTe
3-4 neT), ceMu (4—6 neT) unu fecatu (> 6 N1eT) He CBA3aHHbIX
no CMbIC/Y C/IOB 3a TpU npeabsBneHus [26]. K gocTtomHcTBaMm
[laHHOW METOAMKM OTHOCATCH AOCTYMHOCTb BbINOJHEHUSA A1S
[leTei JOWKO/IbHOro Bo3pacTa, HebonbLioe BpeMs BbIMNoJHe-
HWS U BbICOKas YyBCTBUTENIbHOCTb TECTa MNpU UCCNeLOoBaHUK
Cnyxope4yeBov NamMATh y AeTen [26].

Ta6nunysi Wynbte

Ta6nuupl LynbTe npeactaBnsaoT co6omn Tabnunubl ¢ Habo-
poM 4ymcen oT 1 ao 25, pacnonoxeHHbIX B Cly4YanHOM Nopsa-
Ke. CyllecTBYIOT napaniefibHble BEPCUKN TecTa, NO3BOSIAIO-
wue yctpaHuTb addeKTbl 06ydeHuns [35]. NpeaHasHavyeHbl
NS OLLEHKM OYHKUMI BHUMaHWA U MPOU3BOJLHOM peryns-
uMm pgestenbHocTv [36]. JaHHblM BapuaHT TecTa NoaxXOoAauT
Ons geten JOWKONbHOro M Maajlwero WKOoNbHOro Bo3pacrta
[37-39], n ecTb AaHHble 06 UCMOJ/Ib30BAHUMN 3TON METOAMKM
ans auarHoctukm NMOK/ [40].

KoppektypHas npo6a (Tect BypaoHa)

TeCT Ha YMCTBEHHYO pabOTOCNOCOOHOCTb, KOHUEHTpa-
LUMIO M YCTOMYMBOCTb BHMMaHusA. MeToauKa WHTepnpeTa-
LMK CXOXa C OLEeHKoW pesynbratoB Tabnwuy, Lynete [36].
KoppeKTypHble MNpo6bl MPUMEHSIOTCA AN AMArHOCTUKM
NMOK/ B coctaBe TecToBbIx 6atapen [41, 42], B TOM 4yucne
y netew [14].

BUCKOHCUHCKMI TeCT COPTUPOBKH KapTOYeK

TeCT COPTUPOBKM KapTOYeK MO3BOSAET OLEHUTb TMb-
KOCTb WM CMOCOGHOCTb MNEPEKIIOYEHUST BHUMaHUA [43].
OH cocToMT M3 Habopa KapTO4YeK, Ha KaxKaon M3 KOTo-
pbIX M306paxeHsbl GUrypbl onpeaeneHHoro useta u Gopmbl.
NMeloTcs TakKe YeTbipe 6a30Bble KapTbl, Ha8 KOTOPbIX U30-
6paxeHbl GUrypbl pa3HoOro KonunyecTsa, LBeTa U GopMbl.
Kaptoukn 13 Habopa nocrnefoBatesibHO NpeabsaBafoTCs
UCNbITYEMOMY, 3aZ@4a KOTOPOro COnocTaBuUTb NpeabsaBse-
Mble eMYy KapTO4Ku ¢ 6a30BbIMU KOJIOAAaMM1 MO HEKOTOPOMY
KPUTEPUIO COPTUPOBKU. ITOT KPUTEPUIN UCMBITYEMbIA [0J1-
EH onpefennTb CaMoCToATENbHO. McnbiTyeMoMy cooblLua-
€TCsl, NPaBWUIbHO OH COMOCTaBWU/I KaPTOYKK MK HeT. Yepes
HEKOTOPOE BPEMS KPUTEPUIM COPTUPOBKU U3MEHHAETCH 3KC-
NnepuMeHTaToOpoM, U UCMbITyeMbIX JO/MKEH afanTMupoBaTbCs
K HOBbIM YCNOBMSAM TecTa, NpOAeMOHCTPUPOBAaB MMOKOCTb
BHUMaHUA. TeCcT Ucnonb3yeTcs y AeTen ¢ 6,5-neTHero Bo3-
pacta [43]. CywecTBYIOT No/Hag U KOPOTKasa Bepcuu TecTa.
MocnenHaa MoO3BONSET COKpaTUTb BPEMS TEeCTUPOBaHUSA
[0 10 MWH. [JOCTYrMHbI TaKXe U KOMMNbIOTEPU3UPOBAHHbIE
Bepcuu Tecta [43].

MaTtpuubl PaBeHa

MaTpuubl PaBeHa sBnsTCS TEeCTOM Ha HeBepbGaib-
HbI MHTENNEKT U QYHKUMKU nepepaboTKn 3pUTeNbHO-NpPo-
CTPaHCTBEHHOM MHGMOPMAaLIMKM, NO3BOJISIOWNM TECTUPOBATb
ntofen He3aBUCUMO OT MX S3bIKOBOM MPUHAANEKHOCTU.
TecT MMeeT 2 pa3HOBUAHOCTU — MOJNHbIA BapuaHT M ynpo-

LLEHHbIN LBETHOM BapuaHT ANa UCNoNb30BaHWUA y OeTewn
c 4-netHero Bo3pacTa [44, 45]. CywecTBYylOT KOMMblOTe-
pU3MpOBaHHbIE BEPCUM TecTa. TeCT WMPOKO MpUMeEHSEeTCs
B Hay4HbIX UCCNeAoBaHUSAX HeBepbanbHOro MHTENNEeKTa
M 3PUTENbHO-NPOCTPAHCTBEHHOIO FHO3MCA Y AETen, OTNu-
YaeTcs HenpoAO/MKUTENbHBIM BpPEMEHEM TECTUPOBaHMS,
SBNSETCA NPUBAEKATENIbHbIM M AOCTYMNHbIM MaTepuanom ans
[eTen AOWKOoNbHOro Bo3pacTa. B Hallen npakTnke nuMmeeTtcs
OnbIT MPUMEHEHUs TecTa ana auarHoctukm MNOK/ y neten
B Bo3pacTe oT 3 net [23, 24].

KomnbloTepuaupoBaHHble TECTbI

KomnbloTepu3anpoBaHHOE HENPOMNCUXOSIONMYEeCKoe Tec-
TMPOBaHWE NPUMEHSAETCS ANA OLEHKU KOMHUTUBHbIX DYHK-
UMK B NepuonepaunmoHHOM Mepuoge, Tak KaK He TpebyeT
60/bLLOr0 KONMYeCcTBa BPEMEHM 4151 BbINOSHEHUS U MO3BO-
nsaet guarHoctupoBaTb [MOKA ¢ MWHMManbHbIM Konuye-
CTBOM JIO}KHOMOJIOKMUTENbHbIX W JIOXHOOTPUUATENbHbIX
pesynbratoB [46]. B HacToswee BpemMa KOMMbOTEPUINPO-
BaHHOE TEeCTMpPOBaHWE LUMPOKO MPUMEHSETCH B AETCKOWM
npaxktuke [47-49].

KomMmnbloTepnanpoBaHHble Gatapen TecToB obnagatoT
PSAOM MPEUMYLLECTB MO CPaBHEHMUIO C 6/1aHKOBbLIMK TecTa-
MW. OHM MOTyT BbiTb KPaco4yHoO 0POpPMIIEHBI C UCNONb30Ba-
HUEM KOMMNbIOTEPHbIX 3PPEKTOB, YTO AeNaeT UX NpuBIeKa-
TeNnbHbIMK ANa geter. OHM NPOCTbl B MPOBEAEHMM U OLIEHKE,
BO3MOXHO aBTOMaTMYeCKOe reHepupoBaHWe napanfieb-
HbIX BEPCUIN (Hanpumep, B Cilyd4ae KOMMbIOTEPHbIX BEPCUM
Tabnuy WynbTe), KOTOpble YMeHblLaloT 3pdeKTbl 06y4HeHNS
[50]. KomnbloTepr3npoBaHHbIe TECTbI MOIYT 6bITb MPUMEHE-
Hbl Yy NOCTENM 60/IbHOTO C MOMOLbIO MAAHLIETHOro YCTPOR-
CTBa, C MTHOBEHHbIM NOJlyYeHUeM pe3ynbTaToB. TeCTbl MOTyT
NPUMEHSATLCS 0OLIM YENOBEKOM, YCTPaHSAT 3G PEKTbI IKC-
nepta u obecneynBatoT 605€e€e BbICOKYI HaAeXHOCTb oue-
HOK (TOYHOCTb M BOCMPOM3BOAMMOCTb Pe3ynbTaTtoB TecTu-
poBaHus) [50]. B HacTosilee BpeMs MHOrMe M3Ha4valbHO
6/1aHKOBbIE TECTbI AOCTYMHbI U B UndpoBoM popmarTe.

K HegocTaTKaM KOMMbIOTEPU3MPOBAHHBIX TECTOB OTHO-
CATCS BO3MOXHOCTb MPOBEAEHNS HEKOHTPOIMPYEMOTrO TECTU-
poBaHusa B cyb6onTUManbHOW cpeae v reHepauns 605bLInX
06bEMOB [aHHbIX, KIMHUYECKYID 3HAYMMOCTb KOTOPbIX
TPYAHO MHTEPNpPEeTUpoBaTb AOMKHbIM 06pa3om [51]. Orpa-
HUMYEHUS B CMOCOBGHOCTM MOHMMAaTb WM MaHMNyIMpoBaTb
MHOOPMALMOHHBIMWU TEXHONOTMAMK TaKKe MOryT Bbl3bl-
BaTb HeraTMBHbIE NMOCNEACTBUS, NOCKONbKY NOXWblE NIOAN
W OeTn MOryT 6bITb HE3HAKOMbI ¢ HUMK [50].

Tectbl CogState

batapes TectoB CogState 6blna paspaboTtaHa € Lesblo
MUHMMMU3ALMKU YCTHbIX WMHCTPYKLUMK M OTBETOB. Mcnosnb-
30BaHWE KOMMbIOTEPHOrO WMHTepdenca U MUHUMaNbHas
nomolb onepatopa AenalwT 3Ty 6GaTapeto TecToB nomny-
NIFIPHOV cpean npeacTaBuTenei pasnmMyHbiX KIMHUYECKMX
obnacten 1 Bo3dpacTtoB [52]. OTBeTbl BBOAATCS C MOMOLLbIO
KOMMbIOTEPHOW KNaBuaTypbl, NpeactaBlieHHON rpadunye-
CKM Ha 3KpaHe [50]. MpumeHeHne, oueHKa U OTYETHOCTb
TectoB CogState aBToMatM3npoBaHbl U CTaH4apTU3MpoBa-
Hbl 3a CcYyeT eAMHOO06pa3HOW npoueaypbl TECTUPOBaHMS,
MHTEpPNpeTaLun pesynbTaToB U onpeaeneHHblx pedepeHc-
HblX 3HayeHun [53]. BO3MOXKHO AMCTaAHLMOHHOE (4epes



WHTEPHET-COeANHEHME) TeCcTUpoBaHMe nauMeHTOB, YTO
NO3BONSET OCYLECTBAATb MOHUTOPUHI M3MEHEHMWI KOIHW-
TUBHbIX QYHKUMIK B AOMALLUHUX ycnoBusax [52].

baTtapes TectoB CogState TpebyeT npubAU3UTENBHO
10 MWH gns 3anojIHEHUS M COCTOMUT M3 YeTbipex 3ajad,
KOTOpblEe U3MEPSOT MCUXOMOTOPHYIO OYHKLIMIO, BHUMaHWe
1 namatb [53, 54]. BOoT HeKoTopble M3 3TUX 3ajay: 3ajadva
O6GHapyXeHus (BpemMs MpocTor peakuuu), 3ajadvya UAeH-
TudMKaumn (Bpems peaxkuuu Bblbopa), 3aJadvya «OAuH war
Hazapg» (1-back 3agadva, KpaTKOBpeEMeHHasa namsTb), 3aja-
ya 06y4yeHus C OJHOW KapTO4YKoM (BU3yasibHOE OBGy4eHUE),
3agadva 06yyeHua Groton Maze (McnonHUTENbHAA QYHKLMS),
3ajja4ya HenpepbIBHOrO NapHOro accoLMnpoBaHHOro obyye-
HUS (BM3yanbHOE accouMupoBaHHOE 06y4eHue) n 3agadva
MeXAyHapo4HOro CrucKa MOKYMNoK (cloBecHoe obyyvyeHune
1 namsaTb) [52].

MocnenHune ncenefoBaHus ¢ ucnosib3oBaHnemM CogState
NO3BONSIOT NPEANONOKUTb, YTO KOMMIEKCHbIE OLEHKM KOr-
HUTUBHBIX YHKLMIA, KOTOPbIE NOCTPOEHbI HA OCHOBE arperu-
pOBaHWS NMPOMU3BOAMTENLHOCTU NO 3aJadyam OBGHapyKeHus
W naoeHTMdUKaumm (T.e. KOMMNOHOBKN «BHUMaHWE / MCUXOMO-
TOpHasa GyHKLUUS») U 3agadamM 06y4eHnsa U paboyen namaTu
(T.€e. KOMMOHOBKMK «0by4yeHne / paboyas MamsaTb»), MOryT
nMeTb 60/1ee BbICOKYD YYBCTBUTENbHOCTb K KOMHUTUBHbLIM
HapPYyLWEHNAM U HU3KYID YYyBCTBUTENIbHOCTb MO CPaBHEHMIO
C OUEeHKamu o oTaeNibHbIM 3ajadvam CogState [53].

XoTta 6atapes TectoB CogState He npefHa3Ha4vyeHa 414
3aMeHbl TPaAMLMOHHbBIX 6/1aHKOBbLIX TECTOB, MO pes3yfbTa-
TaMm psiga uccnegoBaHUi oHa MOXKeT 6biTb MNOJIeE3Ha B Kave-
CTBE CKPMHMHIOBOrO TecTa Ha KOrHWUTMBHbIE HapyLleHWs
B KJMHMYECKUX ycroBusx [52-54]. YcTtaHOBNeHWe O0CTOo-
BEPHOCTU M CTAaBMIbHOCTU YNOMSHYTbIX Bbllle KOMOGUHUPO-
BaHHbIX MOKasaTefien MoXeT 06JierYntb UCMonb30BaHWe
KOMMEKCHbIX KOTHUTUBHbIX Mep A1 MOHWUTOPUHIa name-
HEHWM KOFHUTUBHOM PYHKLUMKN B TEYEHME NepuoneparmoH-
Horo nepwuoaa [53].

CamocToaTenbHOe pelleHMe 3ajady 6GaTapen TecToB
CogState nokasano 3Ha4nuMble CBA3M C haKTopamMu puUcka
pPa3BUTUS KOTHUTUBHOW AUCOYHKLMKU, HANpUmMep C HU3KOM
Maccon Tena npu poXKAEHWM (UccnegoBaHWe MNPOBEAEHO
Ha B3pociblx) [55]. CogState ncnonb3oBanu U B aHeCcTe3uno-
NIOTUN ANS OLLEHKM KOTHUTUBHBIX HapyLWeHWI nocne cegalmm
y B3pocnbix [56, 57], a TakkKe Ansa OLuEeHKM nocneonepauu-
OHHbIX KOTHUTUBHbIX HApyLWEHWUI B CPaBHEHWW C pe3y/bTa-
Tamu nNpumMeHeHus 6uomapkepos [58]. B yactHocTH, 6bina
NPOAEeMOHCTPUPOBaHa CBS3b oueHKn no CogState ¢ ypos-
Hem 6efika, CBA3bIBAIOWEro XUPHbIE KUCAOTbl FON0BHOMO
Moa3ra [58]. HakonneH onblT npuMeHeHns CogState y neten
[ONS OLLEHKW KOTHUTUBHbIX PYHKUMK Ha PoHe Tepanuu 3o-
KayecTBEHHbIX HOBOOGpasoBaHum [59, 60].

BbaTtapesi KOTHUTUBHbIX TECTOB

HaynoHanbHbIX HHCTUTYTOB 340p0Bbs1 CLUA

(NIH Toolbox Cognition Battery)

NIH Toolbox Cognition Battery (NTCB) 6bina pa3paboTtaHa
ONS OUEHKM NCUXMYECKUX GYHKUMM (MCNONHUTENbHAsA QYHK-
LMs, BHUMaHKe, ann3oanyeckas namsaTb, paboyas namsTb,
A3bIK U CKOPOCTb 06paboTKN MHPOPMALMK) Ha MPOTAKEHUN
BCEW W3HM (B Bo3pacTe oT 3 neT) [61]. [Ans nccnengoBaHum
B Nneguatpuu NpUMEHSIeTcs KpaTKas KOMMbOTEPU3UPOBaAH-

Hasi BEPCUS MHCTPYMEHTA OLLEHKM C UCMONb30BaHWEM OAHO-
ro U TOro e Habopa TecToB A5 AeTel BCEX BO3PACTHbIX
rpynn [62-64]. B akageMn4ecKon nutepatype OoTCyTCTBYIOT
JaHHble O MPUMEHEHUW TecTa Ansg AuarHocTukm TMOK.
Mo HaweMmy MHEHWIO, 3TOT MHCTPYMEHT OLL€HKM KOTHUTUBHbIX
CNOCOBHOCTEN ABNSETCH NEPCNEKTUBHbLIM Mocne nepesoja
M ajantauuuM Ha POCCUMCKOM BblGOPKE MalLMeHTOB, nepe-
HEeCLUMX onepaTMBHOE BMELIATENbCTBO.

TecTtbl <AXyTUHA-2017»

baTtapess TecToB BK/IO4YaeT B cebsd Habop METOAMK,
npeAHa3HaYeHHbIX AN OLEHKM pasiMyHbIX KOMMOHEH-
TOB BbICLWIMX MCUXMYECKUX DYHKUMK Yy OeTen AOLWKOSbHO-
ro M MAajwero WKOMAbHOMO Bo3pacta. Mcnonb3oBaHue
JaHHOW GaTapeun TectoB B auarHoctuke NMOK/ aBnaetcsa
nepcneKkTMBHbIM 6narogaps He6oNbWOMY BPEMEHWU TECTHU-
poBaHusA (M3MepSAeTcs CeKyHAaMM), AOCTYMHOCTM (TecT
6ecnnaTHbIM, caMO TeCTUpPOBaHWE He TPebyeT UHTEepHeT-
CO€[MHEHNS) 1 BOSMOXHOCTU CTaHAapPTU30BaAHHOM OLLEHKM
pesynbtatoB [65].

BUOMAPKEPDbI NOKA

M3-3a CNOXKHOCTU OLLEHKN KOTHUTUBHbBIX QYHKLMA Y MNa-
[EeHUEB M AeTen ang nccnegoBaHnMim HEMPOTOKCUYHOCTH aHe-
CTETMKOB MOTYT MCMO/b30BaTbC GMOMapKepbl U MeToAbl
BM3yanusauuun. OgHaKo Anst TOro YTo6bl CHMTATLCH Cyppo-
raTHOM KOHEYHOM TOYKON, BUOMapKEpP AOMKEH ObITb TOYHbLIM
B NPOrHO3MPOBAHUN KOHKPETHOrO pe3y/brata U UMETb Kn-
HUYECKYI 3HA4YNMMOCTb [66].

Y70 KacaeTcst HEMPOTOKCMYHOCTH, BbISBBAHHOW aHECTE3N-
€W, BaXKHO NpoBeAeHME Pa3Iniynin MeXay Ucrnonb30BaHUEM
61OMapKepPOB ANS BbIABNEHUS NOBPEKAEHNS LLEHTPaNbHOM
HEPBHOW cUCTEMDI (T. €. AN AEMOHCTPaLMN UMEBLLEN MECTO
HEWPOTOKCMYHOCTHU), MPOrHO3MPOBAHMSA Ucxoda (B TOM YMC-
Jleé KONMYECTBEHHOIO onpeaeneHns o6bema noBpeXaeHus),
OLEHKM BOCMPUUMYNBOCTH (BbISIBAEHUS NALMEHTOB U KOropT
C BbICOKMM PUCKOM Pa3BUTUSA HEMPOTOKCMYHOCTH), a TaKKe
4NS U3YHEHWUS OCHOBHbIX MEXaHW3MOB BMSAHUSA HEMPOTOK-
CUMYHOCTM Ha puck passutmus MOK/. BbizBaHHas aHecTe-
3Men rnbenb HEMPOHOB MOXET 3aTparnmBatb He6O0sblUyio
[0/ OT 06LWen NonynsaUnn KIETOK U MOXKET HE NPUBOAUTL
K U3MEPSEMOMY M3MEHEHUIO YyPOBHHA GUOMapKepos [67].
OfgHaKo HeKoTopble aBTOpbl NpeafiaratoT MCNonb30BaTb
B KayecTBe OGMOMapKepoB YpPOBEHb B KPOBW W CMMHHO-
MO3roBOW XWAKOCTM Yy4aCTHMKOB MNaTtodU3nMON0rmnyeckoro
Kackafa, Hanpumep 6enka S-100 [68].

HEWPOBU3YAJIU3ALIUA

CHMXeHre 06beMOB Tanamyca U runnokamna, onpeae-
JNIEHHbIE MPU MarHUMTHO-pe30oHaHcHoW Tomorpadum (MPT),
onucaHbl 415 B3pocibix naymeHToB ¢ NOK/, [68]. YTo Kaca-
eTcsa geten, MHOOPMaTUBHOM MOXKET OblTb PYHKLIMOHANbHASNA
MPT, KoTopas sSBASETCA METOAOM M3MEPEeHUs HEMpPOHasb-
HOM aKTMBHOCTM NyTEM PErucTpaLmnmn ConyTCTBYIOLMX U3MeE-
HEHWN KpOBOTOKa. [aHHbIi METOA MOXHO WCMOJSib30BaTb
N5 ccnegoBaHmsa akTMBalL MM MO3ra nNpy peLeHnmn onpeae-
NIEHHbIX KOTHUTUBHbIX 3aaay. PyHKuMoHanbHas MPT nokos
MOXKET 6blTb UCNOb30BaHa 415 OLLEHKM MEXpPermoHasbHbIX
B3anmogencteum B LLHC B cocTosiHUM NOKos (6€3 BbiNonHe-
HUsa 3agad) [69]. Takke MPT aBnsetcsd HaeXHbIM HEUHBA-
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3MBHbLIM METOAOM, MO3BOASAKWMM onpeaensite Mopdono-
rmio mosra (Hannyune AudPysHOM UILEMUN UK OUCTPOPUK
B MOAKOPKOBbLIX 06/51acTsX, rMnnoKamne, npedpoHTanbHOM
Kope 1 Apyrnx obnactax, BOBEYEHHbIX B npouecc GopMu-
POBaHUA KOFHUTUBHbIX QYHKLWMM) M KONMYECTBEHHO oOue-
HMBaTb HEMPOXMMMUYECKNE COEAMHEHUS in Vivo, Hanpumep,
npumeHeHne MP-CNEKTPOCKOMNUKU OMNUCaHO Y AEeTEN C CUHA-
pomom pgeduuuTa BHUMaAHWA U runepaktuBHoctn [70].
MP-cneKTpocKonus no3BOJISET HEMHBA3WBHO OLEHMBaTb
KOHLUeHTpauuto metabonmntoB B LUIHC [70]. Taknm o6pasom,
BEPOSATHO, TaKylD TEXHOSIOMMIO MOMHO MCNoNb30BaTb ANS
naeHTuduKaumnmn MOK/ Ha ocHOBe M306paxKeHWn y aetemn
nocne BO34ENCTBUA aHeCcTeTUKa 4O NPOSBNEHUS HEBPOSO-
rMYECKMX CMMNTOMOB. K coXKaneHuio, ManeHbKUM AEeTAM
yacto TpebyeTcs aHeCTeTUK ANs BbIMNOMHEHUs npoueayp
BU3yanuM3auun. 3To co3fgaeT NpensTcTBMUS, KOTopble MOryT
YCNOXHUTb MPOBEAEHME M WMHTEepnpeTaunio pesynbraToB
nccnegoBanus [70]. Takum o6pa3om, B HacTosee BpemMs
OaHHbIM MeToA MMeeT B 60/bluer CTEMEHU Hay4Hyl LieH-
HOCTb MPUMEHUTENBHO K M3Y4EHUI0O MEXaHW3MOB Pa3BUTUS
MOKA y neten.

3AK/IIOMEHUE

OnarHoctnka MNOK/[ y ageten AOWKONbHONrO BO3pacTa
CTaBWT onpejeneHHble cneunduyeckne ans Bos3pacTa 3aja-
YW, Cpeamn KOTopbiX MMHUMMU3ALIMS BPEMEHW TECTUPOBAHMS,
npuBAeKaTeNbHOCTb TECTOBOro MaTtepuana, AOCTYMHOCTb
TECTOB 4719 AeTen pa3Horo Bo3pacTta. OgHaKo Habop TecToB
0115 NTPUMEHEHMUS Y eTen ¢ 3-NeTHero Bo3pacTta MOXKET ObITb
aHanornMyeH NpUMeHsSeMoMy y B3pOCblX NPy YCNOBUK TeX-
HWYECKOW BO3MOXHOCTU €ro BbINOSIHEHUSA AeTbMW. B HacTo-
sillee BPeMs HeT TECTOB, KOTOpPbIe Gblin Obl BaMANMPOBaHbI
ons oueHkun MNOK/[ y geten. B ¢Bs3M ¢ 3aTUM NpoaosiKawT
ob6CcyXKaaTb BOMPOC MOCAEACTBUM XMPYPrMYECKOro BMeLlla-
TeNbCTBa M O6LLEN aHeCcTe3Mn AN KOTHUTUBHbIX QYHKLMM
y neten. OTCyTCTBMEM «30/10TOr0 CTaHAgapTa» AMArHOCTUKMK
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tOBEHUBHBIN apTPUT C CUCTEMHbBIM Ha4yasioM SB/ISETCS C/0XKHbIM ayTOBOCMa/IMTE/IbHbIM 3a60/1€eBaHMeM C MOJUI€HHbIM
TUMOM Hac/ie[0BaHUS, XapaKTepu3yLUMCs SPKUMU CUCTEMHBIMM MPOSIBAEHNUAMMU U MPOrHOCTUYECKU HEBIaronpUsaTHbIMA
OC/IOKHEHUAMM, B PSAY KOTOPbIX 0C060€ MECTO 3aHMMAalOT CUHAPOM aKTUBaL MK MaKpogaroB v nopaxeHue nerkux. B ctatbe
npejcTaBieHbl JaHHbIe 0 YacTOTe M OCOBEHHOCTSIX TeYeHUs 3a60/1eBaHMsl, BO3MOXKHbIX MPEAMKTOpaXx Pa3BUTUS U KIIMHUKO-
PEHTIEHO/I0MMYECKON KapTUHE IEFOYHOIO MOPaXKeHUS Mpu IBEHUIbHOM apTpuUTe C CUCTEMHBLIM HavyaioM. PaccmatpuBaloTcs
BO3MOKHble paKTopbl, B T.Y. HACIEACTBEHHbIN, BANSAOLME Ha npoLecc GopMUPOBaHUS MOPAXKEHUS IEMKMX, U POJIb FTEHHO-
WUHXXEHEePHOoM 6M1OJIOrMYECKOM Teparmu.

KntoyeBble cnoBa: 10BEHUIbHbIA apTPUT C CUCTEMHBIM Ha4yasioM, CUHAPOM aKTMBaLMU MaKpodaroB, nopaxeHue nerkux
y AeTel, MHTepCTMLUMaibHoe 3a60aeBaHne IErKuX, 1eroYHbIN aabBeOSIPHbIN MPOTENHO3, 1I€r0YHas rMNepTeH3uUs

Ansa untnpoBanus: Kanega M.W., Huknwnna W.M., PognoHosckas C.P, HukonaeBa E.B. [NoparkeHne nerknx npu tOBEHUb-
HOM apTpUTE C CUCTEMHbLIM HayasioM: COBPEMEHHOE COCTOsiHME npobnembl. Borpockl coBpemeHHon neauatpun. 2021;
20(1):31-37. doi: 10.15690/vsp.v20i1.2234

BBE[EHUE

HOBEHUBbHBIM APTPUT C CUCTEMHbLIM Hayanom (ctOA)
ABNAETCH C/IOXHbIM 3ab60/ieBaHNeM HEeYTOYHEHHOW 3Tu-
O/10TMK C MOJIMFEHHBLIM TUMOM HacnefoBaHMA M ayTOBOC-
nanuTeNbHbIM MexaHn3mMom pasButua [1, 2]. B cootBeT-
CTBUM C aewcTBylolen knaccuduraumen ILAR (International
League of Associations for Rheumatology) clOA sBns-
eTCq NOATMIMNOM OBEHWUIBHOIO MAMONATUYECKOro apTpuTa
(FOMA) n coctaBnsieT okono 10-20% Bcex cny4aeB 3ToM
60one3Hu [1]. Ony6nmkoBaHHble B 2019 r. HOBble NpeasoxKe-

HUA No Knaccudukaumm KOMA no-npexHemy BratoyaoT ctOA
B rpynny KOUA. BmecTe ¢ TeM, COrMacHO HOBbIM KPUTEPUSAM,
apTPUT He cYUTaloT 06sA3aTeNbHbIM YCI0BMEM [ONS BEpU-
duKaummn gruarHoza clOA [3]. [TOMMMO FIPKO BblparKEHHbIX
CUCTEMHbIX MPOSIBNEHUN U Bonee Taxenon byHKUuMoHasb-
HOW HEAOCTATOYHOCTM MO CPABHEHMIO C APYrMMM CyGTUNaMu
HOWA [1], ana naumeHToB ¢ clOA xapaKkTepeH BaBoe 6onee
BbICOKMI PUCK NleTaNbHOro wmcxona, rnaBHbIM 06pa3om
M3-3a TaKMX OCMIOXKHEHUI, KaK CUHAPOM aKTUBaLIMK MaKpo-
daroB (CAM) 1 nudexkumn [1, 4, B].
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Ycnexu B noHMMaHun natoreHesa clOA, OTKpbITUE KO-
4eBOW ponu nHTepnenknHos (IL) 1 n 6 [2] n noaTBEpPKAEHUE
3G PEKTUBHOCTH NpenapaToB, GIOKMUPYIOLLMX 3TN LIMTOKMHBI,
npUBENN K YNyyleHWIo NPorHosa AfI1 MHOTMMX MnalMeHTOoB
C JaHHbIM 3aboneBaHuem [6-8]. OgHaKO MO-NpexHemy
TPyAHOW 3afjavyen ocTaetcs fieyeHue nauneHTos ¢ CAM, B T. 4.
nosy4YatoumMx reHHO-UHKXEHEPHbIN BUOOrMYECKUI NpenapaT
(rMbM) [9]. B nocnegHee Bpemsi 6OMbLUYIO aKTyaSlbHOCTb
npuobpeTaeT npobsiema MopaxKeHUs Nerkux y naumeHToB
¢ clOA, 4yTo, NO HaleMy MHEHWI0, MOXEeT OblTb CBA3aHO
KaK C BbIXMBAEMOCTbIO 3TUX GONbHbIX, BO3MOXHO, paHee
He JOXXMBABLUMX 40 KIMHUYECKU 3HA4YMMOro NoparKeHus ner-
KWX, TaK U C BO3HUKaloLWNM Ha doHe 6noKaabl IL 1/IL 6 auc-
6anaHCoOM B CETU LIUTOKMHOB, KOTOPbIK MOMET NMPUBOAUTb
K HeoObl4HbIM MpPoABAEHUAM/OcnoXKHeHnaM clOA. N ecau
Takne nposieneHns ctOA, Kak Cepo3uTbl, B T.4. MNEBPUT,
XOpOLWO M3BECTHbI AETCKMM peBMaTtosioramM, T0 MHTEPCTULM-
anbHble 3ab6oneBaHus nerkux (U3J1), neroyHas runepTeH3ns
(1IN [10, 11], neroyHbIM anbBeONsAPHbIM NpoTenHO3 (JTAI)
WX NUNouaHas MHEBMOHUSA OMWUCaHbl JIMWb Ha NpuMepe
€ANHUYHBIX KITMHMYECKMX HabnoaeHun [12, 13].

ONMPEAENIEHUE U KIACCUDUKALIUA

M3JT (cuH.: audody3Hble 3aboneBaHns nerkux, audoys-
Hble NapeHXMMaTo3Hble GO0NEe3HM NEerknx) — 3T0 reTepo-
reHHas rpynna 3aboneBaHui, XxapaKkTepuaylouascs Bose-
YyeHWMem B NaTONOrMYECKMM MNpouecc B MNeEpPBYD o4vepeab
anbBeON W MepuanbBeEONIAPHOIO WMHTEPCTULMSA, YTO MNpuU-
BOAMT K HapylleHWo ra3006MeHa, PECTPUKTUBHbLIM Hapy-
WWEeHNAM BEHTUNISLMOHHON DYHKUMU NErknx U andeysHbiM
MHTEPCTULMANbHBIM U3MEHEHUSM, BbISIBASEMbIM NPU PEHT-
reHoNorM4eckomMm uccnegoBaHum [14]. lNMopaxeHns nerkux
npu clOA, cornacHo nocnegHen Knaccudukaumn WU3J,
npeasoXeHHon AMEepUKaHCKMM TopaKalbHbiM 06LLECTBOM
(American Thoracic Society) B 2013 r., oTHOCATCS K rpyn-
ne Il (3aboneBaHus, HecneuMduUyHble N9 MNageHLUEB), pas-
nen B — paccTtponctBa, accouMnMpoBaHHbIE C CUCTEMHbIMU
3aboneBaHuamu [14].

PACNPOCTPAHEHHOCTb

BonblmrHeTBO NaumneHToB ¢ ctOA 1 noparKeHNeM Nerkmx
6binn onucaHbl nocne 2000 r. [15]. B nocneaHee aecatune-
TMEe NOAOGHbIX HaGMOAEHMM CTano CylWwecTBEHHO 6osblie.
CornacHo JaHHbIM wuccnegoBaHusa G.S. Schulert n coaBT.,
npoBeAeHHOro Ha 6a3e O0AHOro MeAMLMHCKOro LeHTpa
(UnHumHHaTh, CLUA), gons Takux nauueHTOB Cpeau Beex
60nbHbIX ¢ cHOA 3a nepuoa ¢ 2010 no 2018 r. coctaBuna
6,8% [15]. AHanornyHble pesynbraTbl NOJyYeHbl MO AaH-
HbiM perucTtpa Pharmachild, ony6nanMkoBaHHbiM B 2018 .,
rae 4actoTa nopakeHuin nerkux npu clOA coctaBuna 7%
(65 13 914 naumeHToB) [16]. OgHaKo, Ha Haw B3NN, rmno-
Te3a 06 yBeNn4eHun B nocnegHee BpeMs 4ymcia naumeHToB
C nopaxkeHnem nerkumx npu ctOA npeacrtaBnseTcs HEOAHO-
3Ha4yHOW. MOXKHO cOrnacuTbCs C TOYKOW 3PEHUS MybMOHO-
/IOroB, COrNacHO KOTOPOW HaKOMIEHME ClyYaeB MopaxeHus
nerkux cpean 60sbHbIX ¢ CHOA 06yCnoBEHO NyYllen cucTe-
MaTnsaunen 60ne3Hn Npu BeeHUU PEerncTpoB y4acTHUMKOB
MHOTFOLEHTPOBLIX HaLMOHaNbHbIX U MEXAYHAPOAHbIX UCCe-
foBaHui [14].

®AKTOPbI PUCKA

M3BecTHO, 4To M3J1 pa3BuBatoTcs y AeTen B Nto60M BO3-
pacte, HO He MeHee MOMI0BUHbI Cclly4aeB 60Ne3HU B LLIENIOM
NPUXOAUTCS Ha NepBbIE roAbl Xn3Hu [14], 4To npocnexusa-
eTcs 1 Ha naumneHTax ¢ ctOA [15, 17, 18]. CornacHO AaHHbIM

J. De Groot 1 coaBT., 4N NauMeHToB C NOPaXKEHUEM JIEMKUX
npu clOA (n = 65) meanaHa Bo3pacTa aebtota clOA cocTaBu-
na 3,7 roga no cpaBHeHUto ¢ 5,3 roga B rpynne naunMeHToB
¢ clOA 6e3 nopaxkeHus nerkux (n = 849) [16]. B uccnepgo-
BaHuK V.E. Saper n coaBT. MeanaHa Bo3pacTa aebtota clOA
y NauMeHTOB C MopaXeHWem JNierkux coctaBuna 2,8 roga
(1,2; 6,4) [18]. Hanuune paHHero pebiTa YyKasbiBaeT
Ha ponb GaKToOpoB HaCNeACTBEHHOIO XxapaKTepa, KOCBEHHO
noaTBEPX/AAEMYIO BbISIBlEHUEM MYyTaLMWA Yy GOMbLIOrO YMUC-
Na 60/bHbIX [16-18]. B nccneposaHuu V.E. Saper n coasr.
Tpucomus no xpomocome 21 (cuHapom [ayHa) o6HapyeHa
y 9,8% neten B Koropte 60/bHbIX ¢ CHOA B cpaBHeHun ¢ 0,2%
B pernctpe 60nbHbIX ¢ cOA CARRA (Childhood Arthritis and
Rheumatology Research Alliance) [18]. OTHOCUTENbHO BbICO-
Kag 4Yactota passutusa JIAIN 3aduKcmpoBaHa U Mpu remo-
6nactose y feten ¢ cuHapomom [ayHa [19]. 3pecb Ba)KHO
OTMETUTb, Y4TO A4N19 cMHAPOMa [ayHa xapaKTepHbl HapylweHus
CO3peBaHusa Nerkoro U aHomannn GopmMMpoBaHUa anbBe-
on [14], NoaToMy HeNb3a UCKIYUTb, YTO B MOAOOGHbLIX CAy-
Yyasax MMeeTca MCXOLHO npeapacrnonaratowmm npemopoui-
HbIY GOH ANs pPasBUTUSA MOparKeHus nerkux. Mpu cuHagpome
[ayHa 3a cyeT aucperynsaumMm UMMYHHOM CUMCTEMbI, CBSi3aH-
HOM B T.4. C HapyweHWeM pa3BUTUSA NEro4yHon TKaHu [19],
BbISIBNAOTCA 60/1ee BbICOKME KOHLUEHTPaLuun MHOMMX Mpo-
BOCMaUTENbHbIX LUMTOKMHOB W BblpaXkeHHoe notpebrneHue
KOMMJIEMEHTA, YTO HarNnoMUHaeT U3MeHeHUs, Habnogaemble
npu nHTepdepoHonaTtnax | Tmna m apyrux aytoBocnanuTenb-
HbIX cOCTOSIHUAX [20]. B CBA3M C 3TUM MOXKHO NPEANONOKUTb
6onee Tsenoe tevyeHme ClOA y 60/bHbIX C FTEHETUYECKMMMU
nedeKtaMu U BK/IIOYEHME MEXaHU3MOB MOPaXKeHUs ner-
KUX NpW WHTepdepoHonaTusax, Hanpumep npu CUHLPOME
SAVI (STING-associated vasculopathy with onset in infancy).
Mpn NONHO3K30OMHOM CeKBeHUpoBaHuu y 12 u3 61 nauu-
eHTa BO BCex cflydasx Obiin 0o6HapyXKeHbl Mpeanoso-
YWUTENIbHO KIMHWYECKM 3Ha4vMMble MyTauuu B reHax LYST
(n = 6), STXBP2 (n = 2), UNC13D (n = 2), NLRC4 (n = 2)
B reTepo3uroTHOM COCTOSIHUM, YHacneloBaHHble OT poauTe-
nen [18]. B cepun KIMHUYECKUX HabBMOAEHUI POCCUMCKMUX
naumeHToB ¢ cOA 1 noparkeHueM Nerkux, onyeIMKoBaHHOM
M.M. KOCTMKOM U1 COaBT., TaKXe yCTaHOB/IEHa MyTaLMs reHa
UNC13D y nauMeHTKM ¢ paHHMM [OebioToM, peunaMBamu
CAM v aHadunaKTU4eCKon peakunen Ha Toumnnsymao [21].
lMopa)KeHne nerknx y 3Ton MNauMEHTKM AMarHOCTMPOBAHO
yepes 3,5 roga o1 ge6tota ctOA ¢ passutnem JIAI 1 cHUKe-
H1eM anddY3MOHHOM CNOCOBHOCTU Nerkux ao 31%.

Cpean 60MbHbIX C MOPaXKEHMEM NIEFKUX B UCCIeAOBaHUK
Y. Kimura u coaBT., ony6iMkoBaHHOM B 2013 . M1 OCHOBaH-
HOM Ha conocTaBiNeHUU aemMorpaduUyeckunx, KIMHUYECKUX
M nabopaTopHbIX MoKasaTtenen 3TOW rpynnbl NaLUMeHTOB
(n = 25) n KoropTbl 601bHbIX ¢ COA (n = 389), chopmMmpoBaH-
Hov no aaHHbIM pernctpa CARRA, 6b110 60/blIe NaLUeHTOB
eHcKoro nona [17]. B aHannaupyemon V.E. Saper u coaBr.
KOoropTe npu NopakeHuu Nerkux Takxe npeobnagany nauu-
€HTbI XXeHCKOoro nona (66%) [18].

Y. Kimura v coaBT. 06HapyKnan 60/blUYI0 YacTOTy CUCTEM-
HbIX MPOsIBNEHWI 6onesHu B rpynne naumeHtos ¢ clOA npwu
nopaxkeHuum nerkux [17], 4TO NOATBEPXKAEHO B paboTax
J. De Groot u coasT. [16], G.S. Schulert n coasT. [15].
CornacHo wuccnepgoBaHuio Y. Kimura v coaBT., yKka3aHue
Ha anu3og CAM B npownom umenn 80% nauneHTos, y 60%
CAM npucyTcTBOBas Ha MOMEHT BepUdUKaL MM NOparKeHUs
nerkux [17]. Mo paHHbIM J. De Groot u coaBT., ¥ 60/bHbIX
C neroyHow natonoruen cnydam CAM peructpupoBanu npak-
TMYECKM B 2 pa3a Yalle, YeM y OCTaNbHbIX NauneHToB ¢ ctOA
(20,0 n 11,5%) [16]. B aHann3npyemon V.E. Saper n coaBT.



KoropTte y 29% nauyueHtoB clOA gebiotuposan ¢ CAM, y 35%
oTMeYanucb NOBTOPHbIE ann3oabl CAM [18].

Mpu HanuM4ymMmM NEero4Hom NaTofiorMK Yaie PerncTpupo-
Ba/M HeGnaronpusTHole peakuuMn Ha npumeHeHue MBI
Nno cpaBHEHMIO C ocTaNbHbIMK cnydasmu ctOA: B uccneagoBa-
HuKn J. De Groot 1 coaBT. Ha TounnMaymad — B 9,2 n 2,7%
clyyaeB; Ha puTyKcumad — B 12,3 1 1,2% [16].

CPOKU PA3BUTUSA MOPAXEHUSA JIETKUX

[aHHble 0 cpoKax GOPMMPOBAHMS MOPAMKEHUS NErKUX
npu clOA npoTuBOpeYMBLI. TaK, ANUTENbHOCTb 3a60/1EBaHUS
B uccnegosaHuu J. De Groot 1 coaBT. y nauMeHTOB C Noparke-
HUEM NEerkux no cpaBHEHMUIO ¢ rpynnomn nauneHTtos ¢ ctOA 6e3
TakoBoro 6bina 6onblie (MeanaHa coctaBuna 7,6 nNpoTvB
5,1 ropa) [16]. OgHako B uccnegoBaHuu Y. Kimura 1 coaBT.
cpeaHss npoaomkuTenbHocTb clOA Ha MOMEHT BbISIB/IEHUS
NoparKeHus nerkmx 6bina MeHblle — 50,6 Mec Npu MUHU-
ManbHOW npoaomkuTenbHoctn 8 mec [17]. MeanaHa npo-
fomkutenbHoctM cOA Ha MOMEHT BbISIBEHUS MaToNornu
Nerkux, no gaHHoiM V.E. Saper n coaBrT., coctaBuna 1,6 roga
(0,8; 3,3) [18].

OCOBEHHOCTH K/IMHUYECKOMW KAPTHUHbI

U PE3YJIBTATOB JIABOPATOPHOIO

OBCJ/IEQOBAHUA

B cTpyKType nopaeHuw nerkux, no gaHHbiM Y. Kimura
W COoaBT., npeobnaganu cnydaun JII (64%), pexe AuarHo-
ctupoBanu N3J (28%) n NAMN (20%); y 6 nauneHToB 6b110
YyCTaHOB/IEHO COYeTaHHOe nopaeHune nerkux [17]. U3 ku-
HUYECKMX MPOSIBNEHUN Y 64% OTMeYeHa OfbllKa, U3 HUX
y 72% — oppllKa npu duanmyeckon Harpyske, y 44% —
Kawenb. ABTOPbI NPEeAnoiOXUIN, HTO MOParKEHUE NErkux
pa3BuBaeTCA KaK ocnoxHeHue clOA, cBfi3aHHOE C HEKOH-
TPOSIMPYEMOM a@KTUBHOCTbIO CUCTEMHOIO npouecca W/wmnu
C Aaucperynsumen LMTOKMHOBOW CUCTEMbI, O0BYC/IOBIEHHOM
npuemom MBI [17].

Y 60onblWKHCTBaA NauMeHToB B aHanuanpyemon V.E. Saper
M coaBT. KoropTe [18], Kak n B mccnenoBaHuun Y. Kimura
M coaBT. [17], Ha MOMEHT BepUdUKaL MM NOParKEHUA NIETKUX
anobbl CO CTOPOHbI PECnMPaToOpPHOro TpaKTa OTCYTCTBO-
Bann b0 Obln BblparKeHbl HE3Ha4YMTENbHO (43% nmenu
Kawenb, 38% — ofAbllKY). BMmecTe ¢ TemM rMnoKcus 3aduKcu-
poBaHa y 43%, a npusHaku JII' (Ha OCHOBaHWK 3XOKapAno-
rpammbl 1/vmnu Katetepusauum cepaua) — y 30%. TonbKo
7% NauMeHTOB UMENN XapaKTePHYIO KapTUHY NaespanbHOro
Bbinota. Y 34% oTmMeyanucb runepemMunsi, oTe4HOCTb AMC-
TanbHbIX GanaHr nanbLUeB KUCTEN U B pajge cny4aeB — CTom,
y 61% — “3MeHeHus nanbleB no Tuny «bapabaHHbIX Nano-
YeK» U U3MEHEeHWe HOITEBbIX MIacTUH MO TUMY «4acOBbIX
CTeKoN». 34eCb BaXHO OTMETUTb, YTO M3MEHEHUSA NO TUMy
«GapabaHHbIX NanovyeKk» ABAAIOTCA KNaCCUYECKUM MpuU3Ha-
KOM noagHen ctagun WU3JT [14]. ApyruMn HETUMUYHBLIMU
KJIMHWYECKMMWU MPU3HaKaMKn nopaxeHus nerkmux npu ctOA
OblN CcTOMKasa 3yasdwasa coinb (y 56%) u 60/b B KMBOTE
(y 16%). Y 27% nauneHToB 3aperMcTpmMpoBaHo pacluMpeHune
nero4yHon aptepuu. lNpu aHanuse KIMHUYECKOW KapTUHBbI
3a6oneBaHns y 18 nauMeHToB C NopaxKeHUeM Nerkux npu
clOA, onncaHHbix G.S. Schulert u coaBT., TonbKo 33% umenu
HapylleHWe AbIXxaHUa U XPOHUYECKUI Kallenb Npy HopMalb-
HOM YPOBHE caTypauuu, U3 HUX y 22% COXpaHsInCb CUCTEM-
Hble nposiBneHus ctOA B BUAE 3N1M3040B JIMXOPaLKK U CbiMNu,
y 78% Habnojanu U3MeHeHns ancTanbHbIX OTAEN0B KUCTEN
n/vnn cton [15], aHanornyHole OnucaHHbIM Bbiwe [18].
Bcero y ABOMX NaLMeHTOB UMENOCb yKa3aHue Ha nepeHe-
CEHHYO MHEBMOHMIO.

Mpn aHanu3e nabopaTopHblx nokaszaTenew V.E. Saper
W COaBT. YCTAHOBJ/IEHO, YTO CpefHss KOHLUeHTpauusa dep-
pUTUHA 3a roa A0 BbISBNEHUS MOpPaXeHUs Nerkux 6bina
conoctaBMMa C TaKoBOW y nauueHToB ¢ clOA B peructpe
CARRA, ogHaKO BHYTpM rpynnbl 3Ha4YeHWs nokasaTtens cra-
TUCTUMYECKM 3HaYUMO Bbipocnau [18]. [Apyron WHTEpecHowm
HaxoA4Kon 6blfna 3HauyuTenbHaa naumdoneHns (abconoTHoe
yucno numoountoB < 60% OT HUMKHEN rpaHuLbl BO3pacT-
HOW HOpMbI), He accouunpoBaHHas ¢ CAM, o6GHapyXKeHHas
y 42% nauuneHToB B vHTepBane oT 1 fo 6 mec f0 o6Hapy-
eHusa neroyHon natonormun. Y 37% nNauMeHTOB MMenacb
CTOMKasa 303MHOGUNMA B MHTEpBane oT 6 4o 1 mec, npea-
LecTBOBaBLUAs BbIBNEHWUIO MOPaXKeHUs nerkux. Mo mHe-
HWIO aBTOPOB MCCNefoBaHUs, OOHapPy)KEHHOE MOBbIWeEHWE
cofepxaHusa depputuHa M AMMbONeHns A0 AWArHOCTUKM
NopaXKeHns IerkMx yKasdblBatoT Ha BO3MOXKHYIO ASIUTENbHYIO
WMHKYGaUMOHHYI0 da3dy, CBA3aHHYO C BANOTEKYLWMUM Bocnane-
HUEM W/WUNK 3anas3gbiBaHMEM AnarHocTukm [18].

PE3Y/IbTATbI BU3YAJIUBUPYIOLUUX METOLOB

OBCJ/IEJOBAHUA

BbINONHEHWE PYTUHHOIO PEHTIEHOIOMMYECKOro UCCNeao-
BaHWS B 6ONbLIMHCTBE Cly4aeB NOpParKeHUs NTErKUX ManouH-
$dopMaTnBHO, MOCKOJIbKY HOPMasibHas PEeHTreHoorMyecKkas
KapTWHa He ucKao4daeT anarHosa U3J1 [14], noaTomy npwu
Hannymnm GaKTopoB puUcka y 60nbHbIX ¢ CHOA Heob6xoamMmo
BbIMOSHEHWE KOMMNbIOTEPHON TOMOrpadun (KT).

[eTanbHoe uccnefoBaHWE C OMUCaHWMEM pe3ynbLTaToB
BM3YyaM3UpYOLLMX METOAO0B 06Cnef0oBaHNs ObiNo NpeacTaB-
neHo V.E. Saper n coaBT. [18]. Mo gaHHbIM KT n3meHeHus
B IErKMX OblNN CrPyNNMPOBaHbl B MATb CYyGTUNOB, KOMOUHALMK
KOTOPbIX MOIK 6blTb O6HAPYXKEHbI Y OAHOro 60/bHOrOo. | cy6-
TMN (60% 60NbHbIX) XapaKTepu30Bacs cenTanbHbIM YToALe-
HWEM, OxBaTbIBaloWWM nepudepuio HECKONIbKUX AONEN, Yalle
B HUXHMX OTAENax NErKux, a TakKe napameanacTvHalbHOM
obnactu nMbo nepegHen BepXHEW [0SIM, KOTOpOe Yy 4acTu
60/IbHbIX COYeTaNoCb C M3MEHEHUSMWM MO TUMY «MaTOBOrO
cteknar. Il cyétnn (21%) — UM3MeHeHUsI No TUNy «BybIXKHOM
mMocToBomW», Il cy6Tnn (22%) — nepudepuyeckan KoHconuaa-
umsa, IV cyétun (16%) — nepnbpOoHXOBaCKyspHas KoHconumaa-
umsa n 'V cyétnn (12%) — M3onnpoBaHHas Knaccuyeckasa Kap-
TMHa MO TWUMYy «MaToBOE CTEK/10». M3MEHEHWS, aHaNorMyHble
cy6tuny |, 61 CXOAHbI C NOPAXKEHNEM NIEMKUX, XapaKTEPHbIM
NS ayTOMMMYHHbIX peBMaTu4yeckunx 6onesHen [22]. OgHakKo,
B OT/IM4ME OT 3TOW rpynnbl 3aboneBaHui, PEeHTreHoNorm-
YyecKkue NpusHakn dubposa (M3MEHEHUSA MO TWUMY «COTOBOE
nerkoe», 6POHX03KTa3bl) OGbIIN PEAKOCTbIO B rpynne 60/bHbIX
¢ clOA. B uenom Ha6bntogaemble pedynbtatel KT 6bl1n HETUMWY-
Hbl A1 Knaccuyeckon KapTuHbl ctOA [1, 23].

Ha ocHoBaHuK pe3ynbratoB aHanuns3a KT G.S. Schulert
W COaBT. BblAENUIN CEMb OCHOBHbLIX MPU3HAKOB Mopaxe-
HUS NErKux:
®  yTOJILLEHMWE MNEBPbI;
® YTOJNLLEHME MENKAONEBOM NEPErOPOAKM;
® yTONLLEHNE BPOHXMANBbHOM CTEHKU UM YNITOTHEHWE NEepU-

6POHXMaNbHOW MK NapaBa3alibHON 061acTy;
®  W3MEHEHUH MO TUMNY «<MaTOBOE CTEKIIOY;
®  W3MEHEHUH MO TUNY «BynbiXXHas MOCTOBas»;

° nepudepunyecKkas KoHconuaaLums;
e umdbageHonatmsa [15].

ABTOpbl OTMETW/AN, YTO 3TW MPU3HAKKM MOFYT CoYeTaTb-
c, @ BO3MOXHble KOMOMHaLMK nepeceKatloTes ¢ cybTuna-
MU NOpaKeHus Nerkux, BblaeneHHbiMu B pabote V.E. Saper
n coaBT. [18]. o cpaBHeHUIO C pedynbTaTaMu UccnefoBa-
HuA Y. Kimura 1 coaBT. [17] B nccnegoBaHuun G.S. Schulert
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M coaBT. [15] pexe BbIABNAIM pacClUMpPEHNE NEero4Hon apre-
pun (B 16,7 1 27% cny4aeB COOTBETCTBEHHO).

OAHHBIE MNATOFUMCTOJIOUYECKOIO

UCCNEQOBAHUA

CornacHo [JaHHbIM NaTOrMCTOIONMYECKOrO WUccneno-
BaHWA NIErOYHOM TKaHW, MOJIyYEHHOW Mpu OGUOMNCUKU UK
aytorncuu, Kotopoe npoBoavnn 36 nauueHTam (59%)
B uccnegosaHuu V.E. Saper n coaBT. [18], BO Bcex cnyyasx
MMeNno MEeCTO COYeTaHHOE MopaXKeHWe anbBeos, [bixaTeslb-
HbIX NyTEN, NAEeBPbl U COCYAOB. bbinn BblAeneHbl U3MEHeHUS,
xapakTtepHble ang J1AI (64%), Backynonatuu (44%), dnbpo-
3a (43%), nopaxkeHusa nnespbl (17%). B 60/AbWIMHCTBE CAy-
YyaeB (61%) BocnaneHue 6bI10 NpeacTaBieHo numdonnas-
MOUMTapHON WHOUNbTpaunen. MIHTEPECHO OTMETUTb, YTO
naMmeHenus Ha KT, xapakTtepHble ang cyétuna |, B paMKkax
ayTOMMMYHHOM NaToNOrMn 06bIYHO COOTBETCTBYIOT MMCTONO-
TMYECKON KapTWUHE HecneumMPpuyecKom WHTEepPCTULManbHOM
nHeBMOHMWKU. OgHaKo B rpynne nauneHToB ¢ ctOA nogo6Hble
MopdOSIornyeckne n3ameHeHns 6blan 3adpUKCMpoBaHbl TOSb-
KO y 1 nauuneHTta ¢ cy6TMnOM | Npu AOCTOBEPHOM KapTUHe
J1AT1, penKko BbIABNSIEMOM MpU ayTOMMMYHHbIX 3aboneBa-
Huax. Mpu atom ana JIAI 6onee xapaKTepHbl U3MEHEHUSA
no TUNy «6yNblXXHOM MOCTOBOWM», OGHaPYKEHHbIE Y MEHbLLErO
yucna 605bHbIX ¢ CHOA.

POJib LUTOKWUHOB B ®OPMUPOBAHUU

NMOPAXKEHUSA NEFKUX

Mpn aHanu3e UWTOKMHOBOrO nNpoduns y nauuMeHToB
B uccnepoBaHmn V.E. Saper n coaBT. 6blla 0GHapyxe-
Ha 6ofiee BbICOKas KoOHUeHTpauus IL 18 no cpaBHeHUIo
C TakoBOM Yy nauueHToB ¢ CHOA 6e3 nopaxeHus Nerkux
(27,6 n 5,4 nr/mn cooTBeTCTBEHHO) [18]. MHTEpEecHO oTMe-
TUTb, YTO paHee yxe 0O6CyKAanncb CXOAHble pe3yabTaThl,
noslydyeHHble B WCCNEedOBaHUAX LMTOKMHOBOro npodu-
na y 6onbHbix ¢ ctOA n CAM. Tak, B pa6ote M. Shimizu
M COaBT. Ha ocHoBe cooTHoweHua IL 18 u IL 6 6bin Bblae-
neH IL 18-3aBucumMbi cy6TMn CclOA C BbICOKMM PUCKOM
passutua CAM [24], a B uccnepoBaHun K. Put u coaBT.
NPOAEMOHCTPMPOBAHO WM3MeHeHWe 6anaHca LWTOKMHOB
npu clOA No cpaBHEHUIO C NePBUYHLIM reModaroLnTo30M:
KOHLeHTpauun uHtepdepoHa (IFN) vy, IL 6 u IL 18 6binu
NoBbILEHbI B aKTUBHYIO dasy KaK clOA, Tak n remodarouu-
TO3a, HO cofepxaHue IFN vy 6bino CyWecTBEHHO Bblle npu
remModarountose, Toraa Kak cBo6oaHbin IL 18 1 cooTHoLe-
Hue IL 18/IFN vy 6binm Bbiwe npu clOA [25]. Ha ocHoBe cpas-
HEHWs pe3ybTaToB 3TUX UCCNEeA0BaHUM C Y4ETOM BarKHOCTH
ponu IL 18 KaKk ans nepcuctupoBaHms akTuBHoCTH CtOA, Tak
n ang GopMUpPOBaHUS NOPaKEHUS NIETKUX MOXKHO NPeanosio-
¥WTb, 4TO Ha npouecc GopMUPOBaAHMS NErOYHOW NaToNOrMK
npu ctOA B 60/blLEN CTENEHN MOXET BAUATL COXpaHstoLLas-
cs1 akTMBHOCTb camoro ctOA, a He CAM Kak TakoBow. B cBs3u
C 3TMM MHTEPECHO conocTaBneHne ¢ paboton M. Humbert
M COaBT. (NauneHTbl ¢ nepBuyHon JIIN), B KOTOPON OTMEYEHO
3HauyuTeNbHOE MOBbIWeEHWe cofepraHus IL 1 no cpaBHe-
HUto ¢ IL 6 [26], KOTopoe xapaKTepHo ANna da3bl aKTUBHbIX
CUCTEMHbIX NposiBAeHn npu ctOA [1], 4To, N0 MHEHWIO aBTO-
pOB, KOCBEHHO CBWAETENLCTBYET O POJSIM aKTMBHOM dasbl
BOCnaneHns B GOpMMUPOBaAHMM MOPAXKEHUS NErKuX.

JIEFTOYHASl TMNEPTEH3USA NMPHU clOA

OTAeNbHOro BHUMaHWA 3acnyxusaeT npobnema op-
mupoBanua JII npu ctOA, KoTopas, no MHeHuto J.E. Weiss
W COaBT., IBNSETCH OCHOBHOM NPUYMHON NIeTanbHOro ucxoaa
npu ctOA ¢ nopaxeHnem nerkux [27]. MccnegosaHue cnyya-

eB nepBuyHon JII, XapaKTepusytolencs naTtonormyecKknum
pa3pacTaHMeM rNagKOMbllLeYHbIX KIeToK, Gubpobnactos
M 3HAOTENMANbHbIX KIETOK B CTEHKaX MESIKMX NeroyHblX
apTepun, NOATBEPKAAET HaNMMYME BUAHUS MOBbILWEHNUS KOH-
LEeHTpaLMn NpoBOCMaNUTENbHbIX LIUTOKMHOB Ha GpopmMHUpO-
BaHWe fleroyHon natonoruu. Tak, Hanpumep, M. Humbert
M COaBT. CpaBHWIM 29 NaUMEHTOB C TSAXKENOM NEepPBUYHOM
T ¢ rpynnamu n3 15 310p0BbIX NALUMEHTOB M 9 NaLMEHTOB
¢ JIl Ha GoHEe XPOHUYECKOM OBCTPYKTUBHOM BONE3HM NIETKUX.
BbIno NokasaHo, YTO CbIBOPOTOYHbIN ypoBeHb IL 1 v IL 6 npu
TSXKENOM TeYeHUn nepBuyHOmM JII' CyleCcTBEHHO Bhille, YEM
B rpynnax cpaBHeHus (IL 1: 118 + 36 nr/mn B cCpaBHEHWUH
¢ 3 = 1 nr/mMn B KOHTPOJIbHBIX rpynnax; IL 6: 66 £ 20 nr/mn
n 14 + 6 nr/mn cooTBEeTCTBEHHO) [26]. B 2017 r. 6bl1K 0ny6-
NIMKOBaHbl pe3ynbTatbl UccnepoBanus JII y aeten, npose-
neHHoro B CLLUA M.S. Ong 1 coaBrT. [28]. M3 6943263 pgeten
Kputepusam JII' yaosnetBopsinu 1583 (0,02%), y KOTOpbIX
6bIN0 BbIABNEHO 186 HO30/10rMMK, accouumpoBaHHbiX ¢ JII.
Mpn atom 18 geten U3 nepBUMYHOM KOropTbl cTpaganu clOA,
ocnoxHuBLWwMMes CAM, 1 4eTBEPO U3 HUX (22%) nMenu npu-
3HaKu J1I[, 4TO 3HaYMTENbHO Bbile YacToTbl JIT B nonynsumu.
B cooTtBeTCcTBMM € [NlaHAMCKOM KNMHWYECKOM KnaccuduKaLm-
en JIly 6051bHbIX ¢ CHOA OTHOCHKTCSA K rpynne NeroYyHblX runep-
TEH3WW, BO3HUKWKX Ha dOHE MOparKeHWUsi COCYAOB NErKux,
CBSI3@aHHOr0 C APYrMMK CUCTEMHbIMUK paccTponcTBamu [28].
Tem He MeHee nmaTonorua nerkux, Habnwgaemas npu cltOA,
Ha Hall B3rnsf, oTinM4aeTcs oT Apyrux ¢dopm 3aboneBaHum
JIErKKX, KOTOPbIE MOTYT pa3BMBaTbCS MPW BOCNANMUTENbHbIX
WX ayTOMMMYHHbIX 3a60N1eBaHKAX, a TaKKe OT NePBUYHbIX
cny4yaes JIT.

JNIEFOYHbIA AIbBEO/IAPHbIN

NMPOTEUHO3 MNMPH clOA

MpMHMMasi BO BHMMaHWE OaHHble O BbICOKOW 4acToTe
NAN npun clOA, G.S. Schulert 1 coaBT. NpoBenu cpaBHe-
HME TaKWMX MaUMEHTOB C rpynnoin GOMbHbIX C MEPBUYHBLIM
NAM [15]. NAIN xapakTepusyeTcsa aHoOMaibHbIM HaKOMIEHK-
eM cypdaKTaHTa B anbBeonax U TepMUHanbHbIX 6pOHX1OoNax
3a CYET HapylleHWs ero KAMpeHca WM BbIpabOTKM, 4TO
NPUBOANUT K Pas3IM4YHOM CTEMEHU TUMOKCEMWUYECKOWN Ablxa-
TeNbHOW HEAOCTaToO4HOCTH [29]. ITM MexaHU3Mbl NaToreHesa
npu nepsuyHom JIAM o6ycnoBneHbl HapyleHuem nepe-
[ayu CUrHaNoB rpaHynouMTapHO-MakpodaranbHOro Koso-
HuecTumynupyoulero daxktopa (GM-CSF) 1, Kak pesynbrar,
HapyleHWEM CeKpeLnn LIUTOKMHOB U CHUXeHueM Gapbep-
HOM GYHKUMKW anbBeONsipHbIX Makpodaros u Hentpobdu-
noB. AucoyHKkuna GM-CSF npu nepsuyHom JIAM moxer
ObiTb Bbl3BaHa /MGO HapylweHWeM MPOAYKLUMU LIMTOKMHA
(HacneacTBEHHbIM BapuaHT), 1M60 ero 6/70Kafon aHTUTeNa-
MW (@ayTOMMMYHHbIRM BapuaHT) [29]. BropuyHbii JIAMN vaule
BCEro pa3BMBaETCH NpW reMaTonorMyeckmnx 3aboneBaHusx,
OCOBGEHHO MpU MWENOAUCNIAaCTUHECKOM CUHAPOME, Cylle-
CTBEHHO pee — Npu MHOEKLMOHHON NaTonorun uim MMmy-
HOBOCMNanUTENbHbIX 3a6ofieBaHUsAX. OnucaHbl eauWHUYHbIE
HabnoaeHuns JIAI nocne TpaHcnaaHTaUuM U NpuU Heremaro-
JIOTUYECKUX OHKONornyeckux saboneBanusax [30]. Y peten
C BTOpWYHbIM JIAIT Ha $dOHEe MMenongHOro nenmKkosa onuca-
Hbl HapylweHus BbipaboTkM GM-CSF n dyHKUMKM MaKpoda-
roB [31]. Kpome Toro, Ha KoHueHTpauutio GM-CSF u ¢yHK-
LMOHaNbHOE COCTOSIHME MaKpodaroB BMMSET MOBbIWLEHUE
coaepxaHus IL 1 B TKaHW NIErKMX, NPUBOASILLLEE K HaKone-
HUI0 cypdaKkTaHTa u passutuio JIAM [32], 4To HabnoaaeTcs
n npu clOA [25]. B uccnegosanuun G.S. Schulert n coaBsr. [15]
y nauuneHToB ¢ ctOA 1 JIAT1 (n = 8) 6bina BbiNoaHeHa 1 6uorn-
cus nerkoro. YctaHoBneHa mopdosnorndyeckas KaptuHa J1AI,



KoTopas co4yeTanacb C COCyAUCTbIMM aHOManuamMu. OgHaKo
reHeTUYeCKUM aHanmM3 He NnoKasas CBA3W C reHamu, oTBeT-
CTBEHHbIMU 3a pa3BuTHe nepsuyHoro JIAMN (ABCA3, CSF2RB,
SFTPB, MARS). Kpome Toro, y 3TMx nauueHTOB He Oblo
BbISIBJIEHO CHUXEHUS KOHLUeHTpauun GM-CSF nnun noBbilieH-
HOIO YPOBHS @yTOaHTUTEN K HeUTpanuaylowmm aHTn-GM-CSF,
XapaKTePHbIX ANA HacNeACTBEHHOro WM ayTOMMMYHHOIO
JIAN. CMbIBbI, MONy4€HHbIE NPU GPOHX0A/IbBEOSIAIPHOM NlaBa-
e y 6011bHbIX ¢ BTOPMYHbIM JTAT, coaeprKanu NoBbIEHHbIE
KoHLUeHTpauun IL 18 n nHayumpoBaHHbiX IFN vy XeMOKMHOB
CXCL9 n CXCL10, yero He Habnoganu y nauMeHToB € nep-
BuYHbIM JIAI [15]. Takum o6pa3omM, UMEKTCS OCHOBaHUS
CcYMTaTh, YTO AMCOYHKLMS anbBEONAPHbIX MaKpodaros npu
BTOpMYHOM JIAI He Bbi3BaHa AedbeKTaMu 3TUX KNETOK, HYTO
cBOWCTBEHHO nepsuyHomy J1Al. BeposiTHee Bcero, GyHKLMA
anbBeonspHbIx Makpodaros npu BTopuyHom JIAM (4, B 4acT-
HocTW, npu clOA) n3ameHseTca nog AencTBMEM NpoBOCHanu-
TeNbHbIX LMTOKMHOB, M 3TW HapyleHWs ycyrybnsaioTcs npu
CAM, 0COBG€EHHO B C/ly4ae ero NoBTOPHbIX 3NM3040B.

BUOJIOTMYECKAS TEPANUSA NPU NOPAXXEHUAX

JIEFTKUX Y BOJIbHBIX clOA

B wuccnepoBaHuax, pesynbTaTbl KOTOPbIX OMMUCaHbI
BbllIE, NOPaXKEHUS NErKnx GUKCMpPoBanu y AeTer ¢ UCXOLHO
BbICOKOW aKTMBHOCTbio CHOA, Kak cneacreBue, TpebyroLimnx
HasHayeHuss TUBI. CornacHo ony6AMKOBaHHbLIM AaHHbIM,
1015 NauUMeHTOB C NaTo/IorMen nerkux yBenuyunacb 3a
nepuog ¢ 2008 no 2018 r. NPONOPLMOHANBHO YMUCAY NaLu-
eHToB C¢ clOA, Hyxaatowmxca B 6GUMOMOrMYECKOM Tepanuu
[15, 17, 18]. B uccnenosanuu J. De Groot u coaBT. Nnogo6-
Hble NauMeHTbl Yalle nonyvyanu tounnmndymad (55,4 npotms
40,6% B 06uen Koropte nauneHToB ¢ cOA) U/Unn pUTYKCH-
mab (30,8 npotus 5,8%) [16].

Mpn aToM npeacTaBnsgeTcsd COMHUTENbHOW Mpsmas
CBSI3b MeX[y pPa3BUTUEM TMOPAXKEHWUS NIETKMX M MNpuUMme-
HeHnem TUBIl. Y nmauueHToB, BK/OYEHHbIX B uMccneno-
BaHuA [15, 18], KpanHe 4vacto (33—-38%) pasBuBanacb
aHabunaKTMyecKas peakuus Ha Toumnu3ymab, Torga Kak
B LlenoM cpeau naumeHTtoB ¢ clOA, nonyyaBlumx TOLMANIY-
Mab, aHadunakTMyeckas peakumsa adpukcuposaHa B 0,9—
12,2% cny4aeB [8, 16, 33]. OgHaKo cneayet OTMETUTb, YTO,
no AaHHbIM S. Yokota v coaBT., y nauMeHToB ¢ 60/1ee paHHUM
ne6iotoM clOA, Kak 1 B Koroptax 6onbHbIx ¢ ctOA 1 nopa-
EHMEM NErkux, Yalle PerncTpupoBanv HexkenatesbHble
peaKkuuu Ha Toumnmaymab [34]. B cBA3K C 3TUM Yy TaKux
nauMeHToB 3aKOHOMEPHbIM MpeacTaBnseTcs NpuMeHeHue
6nokatopoB IL 1. M 310 npuTOM, YTO @aHaKMHPY Yale npu-
MEHSIIOT B cTpaHax EBponenckoro coto3a, B CLUA n KaHage
B Ka4yecTBe CTapToBOM Tepanuu 60/bHbIXx ¢ ClOA mn npwu
pa3BuTnn CAM [7]. C apyrov CTOpPOHbI, C YHETOM 3HaYUMOW
poNn anbBeONSPHbIX MaKpodaroB KaK KIOYEBbIX KIETOK
BOCMANIEHNS U TMNepnpoayKLMKM NPOBOCNaNUTENbHbIX LIUTO-
KMHOB, HENb3Sl UCKIIIOYMTb BEPOSTHOCTb TOro, YTOo 6/10Kaaa
IL 1/IL 6 MOXeT BbI3blBaTb AncOGanaHc APYrnux LUTOKUHOB,
YTO, Ha Hall, B3rNs4, MOXET NPUBECTU K HaAPYLIEHUIO Frome-
oCTaza B JIerKux, KOTopble SBASIOTCH OAHUM U3 KIOYEBbIX
6apbepHbIx opraHos [14]. Kpome TOro, ¢ y4eTOM BbICOKOI0O
pucka passutug CAM y [eTen B uccnefyeMblX Koroprax
¢ ctOA HeobXx0aMMO y4YUTbIBaTb BEPOSITHOCTb CYOKIMHUYE-
cKoro TeyeHnss CAM Ha doHe Tepanuun TMBI [35], He Bceraa
CBOEBPEMEHHO AMAarHOCTUPYEMOro, YTO TaKKe MOXKET pac-
cmaTpuBaTbCs B Ka4ecTBe JOMOAHUTENbHOrO paKkTopa pas-
BUTUS MOPAXKEHWS NIETKMX.

Y 4acTv nauMeHTOB HeNb3s WUCKIIO4YWUTb BEPOATHOCTb
pa3Butusa cuHapoma DReSS (drug reaction with eosinophilia

and systemic symptoms) Ha ¢oHe npumeHeHus GnoKaTo-
poB IL 1/IL 6. B KopoTKOM c006LIEHNUN, ONYBINKOBAHHOM
B deBpane 2020 r., 66710 NOKa3aHO, 4TO M3 63 nNaumMeHToB
¢ clOA v nopaxeHuem nerkux y 48 peten 3aduKCMpoBaHoO
HacTynneHne netanbHOro mcxoda, B 23 (37%) cnyvasx —
cnuHapoma DReSS co cTtovkon so3uHodunmen (15 — onpe-
neneHHbln DReSS, 8 — BepoaTHbIN) [36]. YrMcno 303uHO-
dunoB npu poctoBepHoM DReSS cocTtaBnsino B cpeaHeM
1725 Knetok/mMKn (B AMana3oHe oT 754 go 13,2 Tbic.; 6-45%
oT obLero yucna nevkouutos). Hapsgy ¢ so3uHobunnen
[10 BepUdMKaLmMn NoparkeHns Nerknx otMevanacb o6WnpHas
3yasawas cbinb, Y 12 n3 15 — cbiNb Ha N1LE B COYETAHUU
C @aHMMOHEBPOTUYECKMM OTEKOM, NMpuyeM Ha GoHe NpumMeHe-
HUA nepopasbHbIX MIOKOKOPTUKOCTEPOMA0B. Bce naunenThl
¢ poctoBepHbiM DReSS nonydanu uHruéutopsl IL 1/IL 6.
JletanbHbi ucxon 3aduKkeupoBaH y 9 3 15 nauneHToB; BCe
nauMeHTbl C NeTanbHbIM UCXOA0M 60/1IE3HU NGO NPOAOSIKA-
nun Tepanuio N'MBIT, nn6o BO306HOBUAK €€, TorAa Kak B OTHO-
WEHMN BBIKMBLIKWX MaLMeHTOB O6uosiorMyeckas Tepanus
Oblna npekpalleHa.

BmecTte ¢ Tem pesynbrathl uccnegosaHusa G.S. Schulert
WU COaBT. AEMOHCTPMPYIOT MPaKTUYECKU MPOTUBOMOJSIOMKHbIN
pesynbtaT npumeHenunsa M'MBI [15]. Bce nauueHTbl, onucax-
Hble B 3TOM UCCNefoBaHuK, Npofomkanu nonydate MBI
nocne BbiSIBAEHUSA NopaxkeHus nerkux [15]. B TedyeHue roga
nocne BepuduKauun neroyHon natonormm y 50% nauueH-
TOB COCTOSIHME OCTaBanocb CTabuibHbIM, y 28% OTMeYeHa
NoNOXUTENbHAs AMHaMKKa, ¥ 22% — nporpeccrpoBaHune
U3MEHEeHUN B NerkuMx. ABTOpaM He yaanocb OGHapYXWTb
YETKUX pasnnynuin mexkay Bospactom aebtota ctOA, KuHU-
YECKUMU, PEHTTEHONOMMYECKUMMU U TUCTOMNATONOMMYECKUMHU
[JaHHbIMW MaLWEHTOB, COCTOSHUE KOTOPbLIX YIYYLWIOCh UK
YXyAWKWNOChb / OCTaBanocb CTabuibHbIM. TeM HE MeHee Bce
nauMeHTbl C NONOXKUTENIbHON AMHAMUKOW AOCTUIIM HEaKTUB-
HOro craTyca 6one3Hn Ha ¢oHe MBI [15]. B ny6aunkauum
M.M. KocTMKa 1 CcOaBT. y NauUWUEHTKM C paHHUM Ae6loTOM,
peunansamu CAM n aHadUNaKTMYECKOM peaKLnen Ha Toum-
nm3ymab yganocb 4OOUTLCA YNydlEeHUs COCTOAHMUA Ha GOoHe
KOMMNEKCHOW Tepanuu, BKIOYaBLUEN KaHaKWHyMab, ¢ yBe-
nnmyeHnem gndbody3MoHHOM CNoCOBHOCTU NErKnx 4o 69% [21].
B koropte n3s 42 nauneHtoB ¢ ctOA, nccnegosaHHomn N.M. Ter
Haar v coaBT.,, KOTOpble MoJjy4anu aHaKWHpPY B KayecTBe
npenaparta NnepBon JIMHWUU, TONIbKO Y OAHOrO NauneHTa pas-
BW/I0Cb MOpaXKeHue JIerkmux, KoTopoe Npou3oLIo BO Bpems
dartanbHoro anun3oga CAM [37]. B cuny oTHocUTeNbHO cTap-
Lero Bo3pacTa nauMeHToB 3TOM KOropTbl (CpefHui Bo3pacT
7,1 roga) BEpPOATHOCTb HaNMUYUSA TEHETUHECKUX HapyLUEHWUN
Oblna HUXKe.

B/IMAHUE AKTUBHOCTHU clOA HA POPMUPOBAHUE

MOPAXKEHMUSA NNIEFTKUX

MpeanonoxeHue 06 onpesensiowen poam HEKOHTPOSU-
pyemown aktuBHOCTM CHOA B maTtoreHe3e nopaxKeHus IerKnx
TaKe He BNosiHe onpaBAaHHo. Y 55% nauneHToB B uccne-
poBaHuu V.E. Saper n coaBT. NeroyHble U3MEHEHUs Oblnun
3aperucTpmMpoBaHbl BHE aKTUBHOro craTtyca 60Jie3HHU, 4TO
He MNO3BONISET pacUeHWBaATb AJIMTENIbHO COXPaHSIOLLYIO-
Csl aKTMBHOCTb CHOA KaK eAWMHCTBEHHbIM MOTEHUMabHbIN
TpUrrep pa3BuTUS nerovyHon natonoruu [18]. Xota ¢paKkrop
ANUTENbHO NEPCUCTUPYIOLLEN aKTUBHOCTM 6ONE3HMU C Mpe-
obnajaHMEM CUCTEMHbIX MPOSABIEHUA OTMEYEH MpPaKTu-
YeCKM BCeEMU UccrnefoBaTeNiiMU, crefyeT UMETb B BUAY,
4TO TepaneBTU4yeckuni oteeT Ha MBIl pa3BuBaeTca men-
NleHHee y JeTen C MaKCUMalbHbIM YUC/IOM CUCTEMHbIX
nposiBiieHunn [8].
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PEKOMEHAALIMM NO AUCNAHCEPHOMY

HABJIIOAEHUIO NALIUEHTOB

C y4yeTom TOro 4TO MOPaXKEHUE NIErKMX HEe WMMEET, KaK
npaBwuno, MaHnbecTHOro gebtoTa, NPU HaaMyMmn ONUCaHHbIX
Bblle $HaKToOpoB pUCKa HEOBX0ANMO perynspHoe obcneso-
BaHMEe TaKUX MaLMEHTOB, BK/OYalollee noapobHbi c6op
aHaMHe3a C OLLEHKOM NepeHOCUMOCTU GUIUYECKOW Harpys-
KW, HanM4yusi KOHCTUTYLIMOHANbHbIX HapyleHUn, GUsnKanb-
Hoe o6cneaoBaHWe ANS BbISIBAEHWUS OAblWKKW, MPU3HAKOB
TMNOKCKU, BbINOSHEHWE GYHKLIMOHANbHbBIX TECTOB (OLEHKY
caTypauuu n GopcCUpPoBaHHON KU3HEHHOW EMKOCTU NIErKKX)
B AMHamMuKe [14]. [pn NoJ03pEHUN Ha MOpaxeHne Nerkux
TpebyeTca npoBeaeHne BbicoKopa3speluatoulen KT.

NMPOrHO3

CylwecTBEeHHbIN PUCK HEGNAronpuaTHOrO ucxoga Mnoa-
YEepKHYT B O4HOM M3 NepBbIX NYGAMKaALMM, NOCBALLEHHbIX
faHHoM npobneme, J.E. Weiss n coasT. B 2008 r. [27].
CMepTHOCTb NaumeHToB ¢ clOA B cnydyae nopaeHus ner-
KWX, MO Aa@HHbIM GPUTAHCKMX aBTOPOB, OMYGIMKOBAHHbLIM
B 2017 r., coctaBuna 159 Ha 1000 nauMeHTo-I1€ET NO cpaBs-
HEHWIO ¢ KoropTon nauneHToB ¢ clOA, nonydaswux MBI,
rae aToT nokasartenb coctaBun 3,9 Ha 1000 naumeHTo-
net [23]. B uccnegoBanmn Y. Kimura u coaBT. neTanbHbll
ncxof 3adpukenpoBaH y 68% nauneHtos cnycts 10,2 (ana-
na3oH 0-44) mec nocne BepudUKaLMUKN MOParKEHUs ner-
Kux [17]. CornacHo V.E. Saper n coaBT.,, 36% nauneHToB
13 61 ymepnau cnycta 1,0 (0,4-2,9) roq oT MOMEHTa BEpPU-
GUKaLMM NaTONOIMK NIETKMUX; B Ka4eCTBE NPUYUH SeTanbHO-
ro ucxogay 36% 6bi1 CAM, y 55% — U3J1,y 32% — JII [18].
Mpw 3TOM peructpupoBanu cnydyam coyetanmns CAM u U3/,
HO He CAM w JI.

3AK/TIIOYEHUE

MoparkeHne nerkux npu clOA pasBuBaeTcs, Kak npasu-
N0, 6€3 KaKUX-TM60 KIMHUYECKMX NPEeABECTHUKOB, B CBA3M
C 4em TpebyeTcs HACTOPOXKEHHOCTb MNeanaTpoB-peBMaTo-
JIOTOB B OTHOLUEHWW PUCKA Pa3BUTUS MOPAXKEHUS JNIErKUX
npu clOA ¢ npoBeaeHMEM PErynsipHOro CKPUHWHIa AeTewn
M3 rpynn pUcKa ¢ OLEHKOM O6LLEKOHCTUTYLIMOHANbHBIX Hapy-
WeHWN, BbINOAHEHWEM GYHKLMOHANbHBIX NPO6 M BbICOKO-
paspewatowen KT nerkumx. Cpean ¢daKTopoB MNOBbIWEH-
HOro pUCKa crnefyeT BblAENUTb paHHWIA Bo3pacT AebioTa
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CucremartuyecKum o63op
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NMepexoa NOAPOCTKOB C XPOHUYECKOM
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O6ocHoBaHMe. [lepnog nepexoga MoJPOCTKOB C XPOHMYECKUMK 3ab60/1eBaHNAMMU N3 AETCKOM BO B3POCIYIO CNyKOYy 34pa-
BOOXPaHEHUS1 HEPEAKO COMPOBOIKAAETCS CHMMKEHNEM MPUBEPIKEHHOCTU K BbIMOJIHEHUIO PEKOMEHAALMNH, HeperyispHOCTbIO
M71aHOBbIX 06paLleHMit 3a MEANLMHCKOMN MOMOLLbIO, HapyLUEHUEM MOHUTOPUHIa Te4eHms 3ab0/ieBaHnsl, YTO MOXKET MpPUBO-
ANTb K 060CTPEHUSIM, POrPecCcUpoBaHUIO XPOHUYECKOHM NaTOIOMMU U CHUMKEHMIO Ka4yeCTBa XU3HN. [10 MHEHUIO MEXAYHapOoa-
HbIX 9KCNEePTOB, NPOorpamMmbl, ONTUMU3UPYIOLIME MPOLECcC rnepexoda Bo B3POC/YyI0 C/yKOBy naymeHToB ¢ HepPOoI0rniecKkumm
3a60s1eBaHMAMMU, MOTYT YAy4dlUTb TEYEHME XPOHMYECKOM 607e3HU noyeK. Llenb mcenegoBaHuss — cuctemMaTu3mpoBaThb
AaHHble ory6/IMKOBaHHOM IMTepaTypbl N0 TeMe nepexosa noApOoCTKOB C XPOHUYECKOH 60/1€3HbIO MOYEK BO B3POCIIYIO CAYKOY
3/paBOOXpaHeHUS, MAEHTUOMLMPOBATL MPO6Esbl B CUCTEME HaY4YHOro 3HaHUS 1 ONPEAENUTb HanpaBaeHNs A5 AalbHENLUNX
ncenegoBaHui. Metogbl. CuctemaTudeckoe 0630pHOE UCCefoBaHMe nTepaTypbl BbIMNOAHEHO MyTeM NoucKa ny6auKaLluni
B 6a3ax PubMed, eLIBRARY.RU, The Cochrane Library, nocpeactsom Google Scholar n B cnuckax nntepatypbl 0TO6PaHHbIX
ctaten. OT6Upaaun ctatbM, Ony6IMKOBaHHbIE Ha PYCCKOM MW aHIIMICKOM si3biKax 6€3 orpaHun4yeHus no gate nybeaukauum
B COOTBETCTBUM C KPUTEPUSIMU BKIKOYEHUS. Pesynbtatbl. U3 2184 uaeHTMdUUMPOBaHHbIX TMTePaTypHbIX UCTOYHUKOB
B uccnegoBaHue BKOYeHbl 185 (8,5%). Pesynbtathl 25 paboTt Bown B aHanu3 3pOEKTUBHOCTM MPorpamMmM nepexoja.
Cratent Ha pYyCCKOM $I3blKe, COOTBETCTBYIOLUMX KPUTEPUAM BKIIOYEHUS, HE BbisiBIEHO. OCHOBHbIMWU TuNamu ny6amKauymi
Obl/IN Pe3y/bTaTbl OPUTMHATbHBIX HaY4YHbIX UCCAEA0BaHUI (DETPOCMNEKTUBHbIE HabaogaTe/lbHble Uccae0BaHuUs, aHKeTHbIEe
0rpoChbl, KAYECTBEHHbIE U KOMIMIEKCHbIE UCCEA0BaHNS C MHTEPBbLIOMPOBAHUEM) M onucaTesibHble 0630pbl. [loKa3aHo, 4To
/151 COBEpPLUEHCTBOBaHMSA npoLjecca rnepexosa 6bliv BHEAPEHbI KaK KOMIIEKCHbIE MPOrpaMMbl, TaK U BMellaTebCTBa y3KoM
HanpaB/ieHHOCTU. OTMEYEHO, YTO 3(PPEKTUBHOCTb ITUX MHULMATUB OCTAeTCs HEeAOCTaTOYHO M3YYEHHOM, B T.Y. B IKCMepu-
MeHTa/IbHbIX UCCAef0BaHMAX. 3aKmodeHune. 15 GopMUpoBaHns CUCTEMbI Hay4YHbIX 3HaHMI No TeMme rnepexosa naymeHTon
C XPOHMYECKOM 60/1E3HbIO MOYEK BO B3POCAYIO CAYKOY 3[paBooxpaHeHms TpebyloTca JoKa3aTesbCTBa BbICOKOr0 ypPOBHSI.
Heobxoamnmbl ucciaeqoBaHUsl B 3TOM HanpaB/ieHnn B CTPYKTYPE M POCCUICKON CUCTEMbI 34PaBOOXPaHEHMS.

Knro4deBble cioBa: MojpoCTKH, Nepexod, 34paBooxpaHeHne, XpoHndecKas 60/1€3Hb MoYeK, CUCTEMaTHMYECKMI 06300

Ansa yntupoBaHus: Kynakosa E.H., Hactaywesa T.J1., KoHapatbeBa W.B., 3BaruHa T.I., Kontakosa M.I1. [epexoa nogpocT-
KOB C XpOHMYECKOW 60N1e3HbI0 NOYEK BO B3POC/YIO CNyXKOY 34paBOOXpaHEeHUs: cucteMatmyeckoe 0630pHOe uccnegoBaHne
nutepatypbl. Bonpockl coBpemeHHoun negmnatpun. 2021;20(1):38-50. doi: 10.15690/vsp.v20i1.2235

OBOCHOBAHME

MoapOCTKOBbLIM NEpUoA SBASETCH NEPEXOAHbIM 3Tanom
MeXay AETCTBOM M B3POCIOW XU3HbIO U XapaKTepuayeTcs
3HaYUTENbHBIMU GUINONOTUYECKUMU, MNCUXONOMMYECKUMMU
W coumnanbHbIMU U3MEHEHUAMU. N MMEHHO B 3TOT nepuon
naunMeHTbl C XPOHMYECKUMK 3ab0oNeBaHUAMMU LOMMKHbI OCY-
LLECTBUTbL MEPEXOA M3 AETCKOW BO B3POC/y0 Cy6y 3apa-
BOOXPaHEHWUs, MOMEHATb Jlevallero Bpada, MeauLMHCKoe
yypexaeHve. 3T U3MEHEHUS HEPEAKO COMPOBOXAAKOTCH
CHUXXEHMEM MPUBEPKEHHOCTU K BbINONHEHUIO PEKOMEHAA-
unn [1, 2], B T.4. N0 NpUeMy NeKapCTBEHHbIX NpenapaTos [2],
HeperynspHoCTbO NAaHOBbLIX 06paLLEHN 3a MEeAULIUHCKOM
nomolbto [2, 3], HapyleHNEM MOHUTOPUHIa TedeHns 3abo-
neBaHus [3]. Bce aTO MOXET NPUBOAWUTL K 0BOCTPEHUSAM,
NPOrpeccMpoBaHUI0 XPOHUYECKON NaTONOMMU U CHUMKEHWUIO
KayecTBa *M3HKU [1-3]. Kpome TOro, B3pocneHne ¢ XpoHu-

YeCcKMM 3abofieBaHMeM MOXKET BNMATb Ha obliee 6Gnarono-
Jly4ne naumeHTa, ypoBeHb ero o6pasoBaHus U GopMmnpoBa-
HUE NIMYHbIX B3aMMOOTHOLWEHNUN [4].

MHTepec K npobremam nepexoga NOAPOCTKOB C XPO-
HWYECKON naTtosiorert u3 AeTCKOM BO B3POCNYI CIYyHK-
6y 3apaBoOOXpaHeHuns ctan ¢opmupoBaTbes B 1980-e rr.
W 3HA4YUTENIbHO BO3POC B nocneaHee aecatunetve [5, 6].
CyuTaeTcs, 4TO NePBOW CTaTbeW, COAEPKALLEN KONJTIEKTUB-
HOe MHeHMWe npodeccroHanbHOro coobLlecTBa No gaHHOM
Teme, 6bl1 KOHceHcyc ObuiecTBa NOAPOCTKOBOM MeaunLUu-
Hbl, onNy6AnKoBaHHbIN B 1993 1. [5]. B 3TOM [JOKyMeHTe
BNepBble 6Gbl10 [JaHO onpeaeneHne TepmuHa transition
KaK LueneHanpaBfieHHOro rjaHUpyemMoro npouecca
nepexofa MNOAPOCTKOB C XPOHWYECKMMW 3aboneBaHus-
MW M3 [I€TCKON BO B3POCAYI0 CNy»KOYy 3[paBOOXpPaHEHKs.
Takum 06pa3om, COCTOSSIOCh pa3rpaHUYeHMe MNOHATUM



nepexoaa, KOTOPbIV ABASETCA NaLMEHTOOPUEHTUPOBAHHbBIM
npoueccoMm, BKOYaeT MOArOTOBKY M MOXET 3aHMMaTb
HECKOIbKMX NET, U HEMOCPEACTBEHHOMO NepeBoaa, KOTOPbIN
npeactaBnseT cob0oM OrpaHUYEHHYD BO BPEMEHU CEpUto
OTAENbHbIX COObITUN, CBSA3AHHbIX CO CMEHON MeAULIMHCKON
opraHusaumm.

B nocnepytollem 6bi10 NPpOBEAEHO 3HAYUTENIbHOE KOMU-
4eCcTBO MCCNeAoBaHWMM NO AaHHOM Teme, B T.Y. MO OLEHKe
3PGEKTUBHOCTU BHEAPEHUS HOBbIX OPraHU3aLMOHHbIX TeX-
HOMOMMKW, MMEIOLWMX LEeNbio yaydlleHWe npoLlecca nepexo-
[a [6]. 3T1 Hay4Hble 3HaHUs Oblan 06006 EHbl B onucaTesb-
HbIX M CUCTEMATMYECKMX 0630pax, B T.4. B KOKpPEMHOBCKOM
0630pe [7], a TaKKe B KOHCEHCYCHbIX JOKYMEHTaxX MexayHa-
POAHbIX U HALMOHaNbHbIX COOBLLECTB NeanaTpoB, CEMENHbIX
Bpayen u cneunannctos B 06aacTv NOAPOCTKOBOM MeanLm-
Hbl [2—4]. B COOTBETCTBMUM C OCHOBHbBIMU MOSIOKEHUAMU ITHUX
OOKYMEHTOB MEAMLMHCKMM pabOoTHMKaM peKoMeHAayeTcs
noaaepXuBaTb NOAPOCTKOB B Nepuoj nepexoda BO B3pPOC-
NIYIO XU3Hb. [pU 3TOM OCHOBHAas LENb TaKOW MOAAEPHKKMU
[O/MKHa 3aKnyaTbcs B obecnevyeHur nauuMeHToB Heoo6-
XOAMMbBIMW 3HAHWUAMMU, YMEHUSMU U KOMMETEHUMAMMU ANS
ajantaumMm K HOBOW cuUCTEMe 3[paBOOXpPaHEeHUs, COBMECT-
HOMO MPUHATUS PELEHMI C HOBbIM BPayoM W ynpasieHus
CBOWM 3[0POBbEM B AOCTATOYHOM CTEMEHM HE3AaBUCUMOCTH
OT poauTenen.

B Poccun B 1999 . MuHUCTEPCTBOM 3ApaBOOXpa-
HeHua Poccuiickon depepaumn m3gaH npukad N 154
«O coBeplUIEeHCTBOBAHMU MEeANLMHCKON MOMOLM AeTaM noa-
pOCTKOBOro Bo3pacTar» [8]. B npunoxeHun K 3ToOMy OOKY-
MEHTy Oblfla npeactaBneHa «MHCTPYKUMSA O nopsiike nepe-
fayn pebeHKa No AOCTUXKEHWM UM Bo3pacTa 18 net noa
HabnogeHve ambynaTtopHO-NOMUMKIMHUYECKOTO Yy4Ypexae-
HUS obllen ceTu». Ha ocHOBaHMM 3TOro NMpuKasa, a TaKxe
C y4eTOM pe3ynbTaToB HayyHbIX uccnegoBaHun B 2000 T.
Hay4Ho-nccnegoBaTelbCKUM  MHCTUTYTOM  COLMANbHOWM

TUIUEHbl, 9KOHOMUKW W YNpaBAeHUs 3APaBOOXPaHEHUEM
uMm. H.A. Cemawko PAMH, Komwutetom 3apaBooXxpaHeHus
r. MOCKBbl M [ETCKOW FOpPOACKOM MOMMKAMHUKOM N° 21
(r. MockBa) paspaboTaHbl METOAMYECKME pPeEKOMeHAaLmu
«ObecneyeHne NPeeMcTBEHHOCTU MEAULMHCKOro Habnae-
HWS NMOAPOCTKOB amMOynaToOpPHO-MOMNKIMHUYECKUMU YHPEXK-
JEHUSAMU neanaTpu4yeckon K TepaneBTUHECKOW ceTu» [9].
B aTOM OOKymeHTe ob6pallanocb BHUMaHue Ha TPYAHOCTH
B3aMMOAENCTBUS YYPEKAEHUN OETCKOM U B3POCION CNyKO
3[paBooxpaHeHus, NPob6eMbl NPEEMCTBEHHOCTU OKa3aHMs
MEeAMLMHCKON NOMOLM NOAPOCTKaM M BMeCTe ¢ TeM npea-
naranucb HanpasneHus 4Na ux peweHuns. OL4HaKo B COOTBET-
CcTBMM ¢ NpuKaszom N2 476 MuHuUcTEPCTBa 34paBOOXpaHeHUs
Poccuiickon depepaummn ot 27 uiong 2018 r. [10] Bbiwe-
ynoOMaHYTbIM nNpuka3d N2 154 6bi1 NpU3HaH yTpaTUBLLUM
cuny. TakuM 06pa3oM, B HacTosllee BpeMs HeobxoLuMma
pa3paboTka OGHOBMEHHONO0 HOPMATMBHOIO O6GecrnevYeHus
B KOHTEKCTE AaHHOW TEMbI.

Ocob6oe BHMMaHWe cnenyeT yaenuTb nepexoay Bo B3poc-
Nyto cnyxo6y 34paBOOXpPaHeHUs NeanaTpuyecKux naumeHToB
C XpOHMW4Yeckon 6onesHblo novek (XbBIM). OctaBasicb rno-
6anbHoM npo6nemon, XBI NpUMBOAUT K COKpaLLEeHWo npo-
LOMKMTENbHOCTU XKU3HU U 3HAYUTENbHBIM 9KOHOMWUYECKUM
3atpatam, B T.4. B pe3ynbrare NnporpeccupoBaHus BMIOTb
[0 pa3BUTUA MOYEYHOM HEeAOCTaTOYHOCTM, MOTPEeBGHOCTU
B AVManuU3HOM Tepanuu uaun TpaHcnaaHTauumn noyxku [11]. Mpu
3TOM JarKe He3HauyuTesbHble BPOXAEHHbIE aHOMaNUKU MoYveK
M MOYEBLIBOAALLMX MyTEN, @ TaKXKe NepPeHeCeHHble B AeT-
CKOM BO3pacTe ocTpble 60/7e3HM MOYEK aCCOLMMPOBaHDI
C BbICOKUM PWUCKOM pa3BuTUA TepmuHanbHoi XBI1 ¢ notpe6-
HOCTbIO B 3aMeCTUTENIbHOW Mo4veyHon Tepanuu [12, 13].
Mo MHeHuIO psafa aKcnepTtoB, abdeEKTUBHAS opraHn3auus
nepexoaa noapocTkoB ¢ XbI1 3 eTCKOM BO B3POCAYIO CIYK-
Oy 34paBOOXPaHEHUA MOXET YNy4ylWuTb UCXOoAbl 60Ne3HU
3a CYeT 3aMeA/leHns ee MPOorpeccMpoBaHuns, a TakKe cTa-

Elena N. Kulakova?, Tatjana L. Nastausheval, Inna V. Kondratjeva?l, Tatjana G. Zvyagina' 2, Maria P. Koltakova?

1 Voronezh State Medical University n.a. N.N. Burdenko, Voronezh, Russian Federation
2 Voronezh Regional Children’s Clinical Hospital N2 1, Voronezh, Russian Federation

Transition of Adolescents with Chronic Kidney Disease to Adult
Health Service: Scoping Review

Background. The transition of adolescents with chronic diseases from pediatric to adult health service is often accompanied by a
decrease in adherence to the recommendations, non-regular scheduled medical consultations, disease course monitoring violation.
All together it can lead to exacerbation and progression of the chronic disease and a decrease in quality of life. Programs for patients
with nephrological diseases that optimize the process of their transition to adult service can improve the course of chronic kidney
disease (according to international experts). Objective. The aim of the study was to systematize data from the published literature on
the transition of adolescents with chronic kidney disease to adult health service; identify gaps in scientific knowledge; and determine
areas for future research. Methods. Scoping review was performed by searching for articles in the databases: PubMed, eLIBRARY.RU,
The Cochrane Library, via Google Scholar and in reference lists of selected articles. We have selected articles published in Russian or
English with no publication date limitation and corresponding to inclusion criteria. Results. 185 (8.5%) out of 2,184 identified literature
sources were included in the study. The results of 25 works were included in the analysis of transition programs efficacy. There
were no Russian-language articles matching the inclusion criteria. The majority of publications types were original scientific studies
(retrospective observational studies, questionnaire surveys, qualitative and mixed methods studies with interviewing) and narrative
reviews. It was shown that both complex programs and narrow-focus interventions have been implemented to improve the transition
process. It has been noted that the efficacy of such initiatives still remains insufficiently studied, including among experimental studies.
Conclusion. Formation of the scientific knowledge system on the transition of patients with chronic kidney disease to adult health
service requires high-level evidence. Further researches are needed in this field in the Russian health system as well.
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E Systematic Review

CuctemaTu4yecKum o63op

GMNM3aLUmn COCTOSHUA NaLMEHTOB C TPaHCMIaHTUPOBAHHOM
noyxkown [14, 15].

[0 HacToslero BpeMeHn He 6bi10 BbIMOSHEHO BCECTO-
POHHEro 0630PHOr0 MCCNeaoBaHUs NuTepaTypbl ¢ 0606lLe-
HWEM pe3ynbTaToB BCEW [AOCTYNMHOM Hay4yHO-uUccnenoBa-
TENbCKOW M NMy6/IMKaLMOHHOW aKTUBHOCTKU MO AaHHOW TeMe.
B AByx paHee NpoBeAEeHHbIX CUCTEMATUMYECKMX 0630pax,
NOCBSILLEHHbIX BOMpocaM rnepexofga nogpoctkos ¢ XBI1
BO B3pOCNYylD CAy6y 34paBOOXpaHEHUs, OblIM M3YYeHbl
TOJIbKO MCUXONOrMYECKUE aCMneKTbl 3TOW CNOXHON NpoGaeMbl
[16, 17]. OoHUM U3 uUccnepoBaTeNlbCKUX BOMPOCOB CUCTEMA-
TMYyecKoro o63opa, HanpaBNEeHHOro Ha M3y4yeHue counanb-
HbIX NpPo6ieM nepexoda U3 neanaTtpUM4yecKonm BO B3POCYIO
CNyX6y 34paBOOXpaHeHUs, Oblna oueHKa 3PGDEKTUBHOCTH,
B T.4Y. 3KOHOMMWYECKOM, MHULMATMB MO NoaaepKe NnoapocT-
KOB B 3TOT nepuof [18]. ABTopamu BbINOAHEH MOUCK Ny6/u-
Kauuin 3a 2000-2017 rr., B pe3dynbrate KOTOPoro He 6bii1o
MAEHTUOULMPOBAHO UCCNEeAOBaHUM COOTBETCTBYIOWEro
[M3aiiHa U KayecTBa A/ MOMHOLLEHHOro KOMMYeCTBEHHOro
N Ka4yeCTBEHHOro CMHTE3a. B cBA3KM ¢ 3TMM B 0630pe npea-
CTaBJfieHa TOMIbKO KpaTKasa xapaKTepuctuka 14 nybavkauum
B KOHTEKCTE 3TOro Bonpoca.

OgHUM M3 MEeTOoAOoB cucTemMaTu3auun onyGnMKOBaHHbIX
[IaHHbIX, C NMOMOLbIO KOTOPOro MOXHO OMpeaenuTb NpoGensl
B CMCTEMEe Hay4yHOro 3HaHusl Mo Teme nepexoaa MoApoCTKOB
¢ XBIT Bo B3pocny Cny6by 34paBOOXpaHeHus, ABnseTcs
scoping review. [lofo6Hble WCCNefoBaHUsA MpeacTaBnfloTCs
BaXKHOM METO0N0rMYeCKON OCHOBOW ANs NIaHNMPOBaHWS Hayy-
HO-MccnefoBaTeNbCKMX MPOrpamMM, a TakKe MPOEKTOB MO yy4-
LUEHUIO KayecTBa OKa3aHWs MeAWMLMHCKOW MOMOLLM, B T.u.
B POCCUMMCKMX YCNMOBMUSIX C YHETOM MEX/IyHapogHOro onbiTa.
B cootBeTCTBUM C MeTOLONOMMEN Scoping review Hamu Gbian
chopMynmMpoBaHbl Cleaytolme uccneaoBaTe/ibCKkMe BOnpochl.
1. KakoBa xapaKTepucTuKka Onyb6/aMKOBaHHbIX cTaTew,

B KOTOpbIX OOCy)KAaeTcs Tema nepexoja MOoAPOCTKOB

¢ XBI1 13 getckon BO B3pPOCyl0 Cny»0y 3apaBoOXpaHe-

HUS (KONMYeCTBO, TUM, rod, CTpaHa, XypHan)?

2. KakoBbl 0CO6EHHOCTU OPUTMHASbHbIX HAay4YHbIX MCCNEea0-

BaHWM No 3TOM Teme?

3. KakoBa 3DGdEKTMBHOCTb WMHUUMATMB, HamnpaBlEeHHbIX

Ha COBeplUEeHCTBOBaHME npolecca nepexoaa MnoapocT-

KoB ¢ XBI1 Bo B3pocnyto cny»Oy 3apaBooXpaHeHns?

METOAbI

Cuctematnyeckoe 0630pHOE UCCNefOBaHWE HayyYHOWM
nMTepatypbl (scoping review) 6bi10 BbIMNOJIHEHO B COOTBET-
CTBMU C pekomeHauunamu The Joanna Briggs Institute [19]
n PRISMA-ScR (Preferred Reporting Items for Systematic
reviews and Meta-Analyses Extension for Scoping
Reviews) [20]. MNMpeaBaputenbHble pesynbTaTbl UCCNen0Ba-
HUS 6blAn npegctasneHbl Ha XXI KoHrpecce neaunatpos
Poccun ¢ mexayHapoaHbiM yvyacTuem «AKTyanbHble MNpo-
6nembl negnatpum» (Mockea, 2019), Ha Il HaumMoHanbHOM
KOHrpecce C MeXAyHapoAaHbIM y4acTuem «340pOoBble
netm — 6yayuiee cTpaHbl» (CaHKT-MeTepbypr, 2019)
n 18-m KoHrpecce MexayHapogHOM accouuaumy OETCKMX
Hedponoros (BeHeuus, 2019).

MpoToKon uccnegoBaHus

MpoToKkon 0630pHOr0 UccneaoBaHMs pa3pabaTbiBasics
UTEPATMBHO B MpOLIECCe MWIOTHOIO MOMCKa, 0TGopa M aHa-
NM3a nepBbix 19 nuTepaTypHbIX UCTOYHUKOB. Perncrpauus
1 Ny6AMKauus NPOTOKONa He BbINOHSANACh.

Kputepum cootBeTcTBUA

Kputepun cooTBeTCTBUS OblIM CTPYKTYPMPOBAHbI Ha
OCHOBaHWK peKkomeHayemon mopgenn PCC: Participants
(yq4actHukM), Concept (KoHuenuusa), Context (KOHTEKCT).
Y4yacTHMKK: NOAPOCTKM M Monoable B3pocnblie ¢ XbI1, BKto-
yasl NauMEHTOB C TPAHCMIaHTMPOBAHHOM MOYKOM M Ha Ava-
NN3HOM Tepanuu. KOHLENUMS 1 KOHTEKCT: BCe acneKTbl nepe-
Xo[4a NoApoOCTKOB M3 AETCKOM BO B3POC/YIO CYKOY CUCTEMBI
3[paBOOXpaHeHHs.

B 0630p BKIOYaNuU nybGavMKaLMU Ha PYCCKOM W aHIUK-
CKOM f13blKax CNeAyloLnx TUMOB: CTaTbM C pe3ynbraTtaMu Opu-
FMHaNbHbIX HayYHbIX UCCNeAoBaHWUM HE3AaBMCUMO OT AM3ai-
Ha, 0630pbl BCEX TUMOB, pPefaKUMOHHble CTaTbW, MHEHUS
3KCMNEPTOB, KOHCEHCYCHble [OKYMEHTbl, PEKOMeHAaLMu
npodeccuoHanbHbIX MEAULIMHCKMUX OpraHmM3almi, onncaHus
nporpaMm M MoAenen no ynyyleHuto npouecca nepexoaa,
NMPOTOKOJIbl Hay4HbIX MCCNEeAOoBaHWW, CTaTbW C OMUCAHUEM
KMHUYECKMX cly4aeB. B 0630p He BKItOYaNM Te31Chl JOKIa-
0B KOHdEepeHLUUN, anccepTaLnm, HopmMaTUBHbIE, NPOrpam-
MHbI€ W OTYETHbIE JOKYMEHTbl OpraH1M3auui.

UcTO4HUKK uHPopmauumn

MoncK nUTepaTypHbIX UCTOYHMKOB OCYLLECTBASACA C WUC-
nonb3oBaHvem PubMed (https://pubmed.ncbi.nim.nih.gov/),
Hay4YHOMW  3NeKTpoHHoM  6ubnnotekn  eLIBRARY.RU
(https://elibrary.ru/querybox.asp), KokpeiHoBCcKon 61GAMO-
Teku (The Cochrane Library, https://www.cochranelibrary.com/
advanced-search), nouckoson cuctembl Google Scholar
(https://scholar.google.com/) u B chnucKax nuTepaTtypbl
peneBaHTHbIX CTaTew.

Mouck
lepBbll NOWCKOBLIM 3anpoc C aHain30M OTOGPaHHbLIX

MCTOYHMKOB BbIMOMHEH B OKTA6pe 2018 r. B mae 2020 .

OblIM NPOBEAEHbl MOBTOPHbLIA MOUCK M dopmMUpoBaHue

duHanbHOM 6asbl nybnukauuin. CTpaterns noucka Obina

crnepyouwen.

1. B cucrteme PubMed B okt6pe 2018 r. MOWUCKOBbLIH
3anpoc BKoyan: (child or adolescent or adolescence or
young adulthood or teen or young adult or youth or young
people or pediatric) and (kidney or renal or nephrology or
nephrologist or chronic kidney disease) and (transition
or transfer or transitional care or moving or transition to
adult care). B mae 2020 r. noucK 6bin BbINOJHEH B 06HOB-
neHHon Bepcun PubMed u 6bi1 npeactaBneH cneayto-
MM HabopoM Kitodesbix cnoB: (“child” or “adolescent”
or “adolescence” or “young adulthood” or “teen” or
“young adult” or “youth” or “young people” or “pediatric”)
(“kidney” or “renal” or “nephrology” or “nephrologist”
or “chronic kidney disease”) (“transition” or “transfer”
or “transitional care” or “moving” or “transition to adult
care”). ABTOMaTM3MpoOBaHHble OrpaHU4yeHus, B T.u.
no TUNY 1 AaTe Ny6anMKaLnin, He NPUMEHANN.

2. B KoKpenHOBCKOW 6GMOAMOTEKE MOUCK OCYyLWECTBNSAN-
cq no KioyeBbiM cnosBaM “child” or “adolescent” or
“adolescence” or “young adulthood” or “teen” or “young
adult” or “youth” or “young people” or “pediatric” AND
“kidney” or “renal” or “nephrology” or “nephrologist” or
“chronic kidney disease” AND “transition” or “transfer”
or “transitional care” or “moving” or “transition to
adult care”. TIOUCK BbINOMHANCSA B MOJHOM TEKCTE CTa-
Ten (onuma All Text), 6€3 nCnoib30BaHUs UHCTPYMEHTOB
noucka c¢ y4yetom Mopdosorun cnos (onuusa Search



word variations He ncnonb3oBanachk), B KOKpenHOBCKOM
6a3e cucteMaTnyecKmnx 0630poB, MPOTOKONAX U MaTepu-
anax LleHTpanbHOro perucrpa KOHTPOIMPYEMBIX KAWUHU-
YECKUX UCMbITAHWUN.

3. B HayyHoM anekTpoHHOM 6nbnnotexke eLIBRARY.RU nowc-
KOBbIM 3anpoc COCTOS M3 K/KOYEBbLIX CNOB: Nnepexos,
nepesog, nepegaya, NoLPOCTKK, B3pocnas cnyxba, Xxpo-
HU4YecKasa 60n1e3Hb Noyek, 3aboneBaHus no4vek, Hedpo-
nornyeckue 3aboneBaHus. [MOUCK BbINONHANCS B NOJIHOM
TeKcTe nybnvKkauum, ¢ ysetom mopdonorum m 6uin orpa-
HWYEH TONbKO CTaTbsIMU B XKypHanax. [lpyrnx orpaHunyu-
BalOLLMX MAapaMeTPOB YCTAaHOB/IEHO He OblS1O.

4. B cucrteme Google Scholar noucK BbINOAHANCS C UCMOSb-
30BaHuMeM Ko4yeBbIx c1oB: “adolescent”, “adolescence”,
“young adult”, “kidney”, “renal”, “nephrology”, “chronic
kidney disease”, “transition”, “transfer”. Kpome ToOro,
OCYLLECTBASANCA AOMONHUTENbHbIN (MPOU3BONbHbLIN) web-
NMOWCK, OCHOBAHHbLIA Ha Pa3/IMYHOM COYETAHWUM Bbllle-
YKa3aHHbIX K/T04YEBbIX C/10B.

5. ToucK No cnuckam nuTepaTypbl OCYLLECTBASACS TONbKO
cpeau oTo6paHHbIX MOMHOTEKCTOBbLIX CTaTEN.

OTGOp NyGNAMKauumn

Ons yaanenus ayénupyowmx nyénMkauum 1M nocnemyro-
LLLero CKPUHWHIa Ha3BaHWM M aHHOTaL MK cTaTen (BbIMOMHEHO
E.H. KynakoBo#i) peaynbratbl novcka B PubMed umnop-
TMpoBanu B nporpammy EPPI-Reviewer 4 (EPPI-Centre at
the Social Science Research Unit of the UCL Institute of
Education, University of London, Bepcusi 4.7.0.0, 2017,
Benuko6putanud). Pesynstatel noucka B eLIBRARY.RU,
KoKkpenHoBcKon 6ubnmoteke n Google Scholar paccmatpu-
Ba/n OTAeNbHO. [locne CKpuMHWMHIa Ha3BaHWMM M aHHOTALMM
MaTtepuasnoB, NoNyYeHHbIX M3 BCEX UCTOYHUKOB, GOPMUPO-
Banacb 6a3a ctaTew Ans nocneaylowero aHaansa ux nosiHbIx
TeKcToB (BbiNonHeH E.H. Kynakoson u T.JI. Hactaywesown).
BriloyeHne ctaTer B MccnefoBaHWE OCYLWECTBAANOCh MO
pesynbraTaM KonnernanbHOro 06CyKAeHMs € y4acTueM BCex
COaBTOPOB HacTosALWEeN paboThl.

PeneBaHTHbIMW 15 LleNer HacCToAWEro cucTteMaTuye-
CKOro nccneaoBaHus NpU3HaBaauchb cneaylolwmne paboThbl:

1) OCHOBHOW TEMOW NyGNMKauWMW SABNSACA Nepexon noj-
pocTkoB ¢ XBI1 BO B3pocyto Cnyx6y 3apaBoOXpaHeHus;
2) cTaTbal MOCBSLEHa BOMpocam nepexoga BO B3POCNYHO

CNy*6y 34paBOOXPaHEHUS NaUMEHTOB C pa3HbiMU 3a60-

NeBaHWAMMU, B T.4. C HEDPONOrNYECKUMMU;

3) B nybnuvKkauuu 06CYXOanucb WMHble Npob6aeMbl MNoApoCT-

KOBOro nepuoaa y nauMeHToB C 3aboneBaHUAMKM MoYeK

M 0TMeYanacb Ba¥HOCTb NOBbIWEHUS 3IDDEKTUBHOCTH NPO-

LLeCcCoB nepexoaa BO B3POCNYO CNyxOy 34paBOOXPaHEHMS;
4) pns oTBeTa Ha TPEeTUM uccnenoBaTe/lbCKUM BONMPOC OTOM-

panucb ctaTtbu, cofepxalime nHdopmauuio 06 UHULMA-

TMBax (MeTodax, CpefcTBax, MPOeKTax, nporpammax),

NpeanpUHATLIX B MEAULIMHCKMX OpraH13aLusax no coBep-

LWEeHCTBOBaHMIO nepexofa MnoLPOCTKOB BO B3POCHYI0

CNy}06y 34paBOOXpPaHeHMS.

B cuctemaTtnyecknin 0630p He BKIOYAAM UCCneaoBaHus
nepexofa B KOHTEKCTe [pyron nartosioruu, Harnpumep pes-
MaTo/IOFMYECKON, a TaKKe YPONIOrM4EeCKOM, ecnn He oTme-
Yyanacb 3HAYUMMOCTb HabnoaeHUss HedponIoroM M Heobxo-
IMMOCTb Meponpuatui no npodunaktuke XbI. Kpome Toro,
He aHanuM3upoBanu nybaMKauuuW Mpu OTCYTCTBMM [AOCTyna
K MX MOJIHOMY TEKCTY. Bce oToGpaHHble CTaTbW COXPaHAINUCh
B nporpamme Mendeley Desktop v. 1.19.4 (Elsevier, CLUA).

U3BneyeHue gaHHbIX

dopma ans u3BnedYeHns daHHbIX Oblia NpeaBapuTesibHO
pa3paboTaHa B nporpamme Microsoft Word (Microsoft, CLLUA)
W UTEPaTMBHO afanTMpoBaHa B NpoLLecce NUIOTHOro M3Be-
YyeHunst tHpopmaLmm n3 nepsbix 19 nybankauun. Nocne Kon-
NIernanbHOro 06CYKAEHUS Ha OCHOBAHWMM MWIOTHOW BEPCUM
pa3paboTaHa OKOHYaTeNbHas CTPYKTypuMpoBaHHas dopma
B nporpamme Microsoft Excel (Microsoft, CLLIA). N3BneyeHune
[aHHbIX U3 OTOBPAHHbIX NYGAMKALIMIK BbINOHANOCE NOCNEA0-
BatenbHo E.H. Kynakoson n M.I1. KonTtakoBon ¢ cornacosa-
HMEM CMOPHbIX BONPOCOB CO BCEMUW aBTOPaMM 3TOM CTaTbMu.

[aHHble

MN3BrieveHbl U NpoaHannM3npoBaHbl Cleaylolne qaHHble:
Ha3BaHWe, aBTOpbl, rog nybnuKauuu, cTpaHa, Ha3BaHue
ypHana, TMn nyenuKkauuu, Au3arlH U pesynbTaTtbl Hay4YHo-
ro UccnefoBaHUs MPU ero Hajanyduun, Hay4yHo-npaKTu4ecKas
LLeHHOCTb Ny6nnKaLmmy (KpaTKoe onncaHue, BKItoYas OCHOB-
Hble HanpaB/ieHus peann3oBaHHbIX WHULIMATUB MO COBEpP-
LIeHCTBOBaHMIO NpoLlecca nepexoja NoLpoCTKOB BO B3POC-
nylo cnyx6y 3apaBooxpaHeHus). ConpoBoxaatownn dawn
C OCHOBHbIMW AaHHbIMUW O0TO6PaHHbIX NyGIMKaLMi NpeacTaB-
NeH B cBO60JHOM JoCTyne no ccbike: https://osf.io/jéuvd.

Kputnyeckas oueHKa
KpuTnyecKas oueHKa KayecTBa 0TOOpaHHbIX MCcnegoBa-
HUW 1 Ny6NnKaLMi He NpoBOAMNAaCh.

AHaNU3 gaHHbIX

[ns aHanu3a AaHHbIX NPUMEHeHbl onucaTenbHO-aHanu-
TUYEeCKu noaxon [21], aneMeHTbl HayKOMEeTPUYECKOro (npwu
OTBETE Ha NEePBbIV U BTOPON UCCnefoBaTeIbCKME BONPOCHI)
M TEMaTU4eCKOro aHanu3oB (TPEeTUM MccnefoBaTebCKUM
Bonpoc) [22]. Ana KnaccuPUUMPOBAHUSA Hay4HbIX Mcche-
[0OBaHWM Ucnonb3oBanucb pexkomeHaaunn The Joanna
Briggs Institute [23, 24]. lNpn KOMGUHUPOBAHHOM XapaKTepe
nccnefoBaHUs yKasbiBaacb Haubosniee 3HadyMmas (C yde-
TOM pPYyOpPUKM KypHana u nHbopmaumun B cucteme PubMed)
cocTaBnfoLLas ero an3anHa.

PE3Y/JIbTATbI

OTGOpP UCTOYHUKOB

N3 2184 nepBoHa4aibHO WMAEHTUPULMPOBAHHbBIX YHU-
KallbHbIX TUTEPATYPHbIX UCTOYHMKOB 185 cTaten BK/IOYEHDI
B HacTosilee uccnefoBaHue. BonbWHUHCTBO MNy6/MKaLui
oto6paHo B PubMed (n = 149). OctanbHble 36 — No pe3yib-
TaTam noucka B Google Scholar n B cnuckax nutepaty-
pbl 0TOGpPaHHbIX cTaTten. [ybnnkauuu, MaeHTUOULMPOBaH-
Hble B pe3ynbraTe noucka B KOKpeMHOBCKOM 6MGIMOTEKE
W B Hay4YHOW 3N1IeKTpoHHOM 6mnbnnoteke eLIBRARY.RU, 6bin
UCKIOYEHbl B Xxo4e 0TOopa, Tak Kak He COOTBETCTBOBaM
KpUTepUsSM BKItOYEeHUS. Bce 0ToGpaHHble cTaTbu HamnmncaHbl
Ha aHIMMCKOM A3blKe. MToroBble pedynbraThl Mo UAEHTUDHU-
KauuW, CKPUHWUHTY U OLIEHKe NPUEMNIEMOCTU NPeACTaBEeHbI
Ha puc. 1 B Buae 6/10K-CXEMbI.

XapaKkTepucTtuka ny6nmkawmmn

0606LeHHas XxapaKTepPUCTUKa OTOGPaHHbIX nUTepaTyp-
HbIX UICTOYHUKOB (N = 185) npefcTaBneHa B 1a6sn. 1. MNepsas
CTaTbs 0 Nepexoje NoApPOCTKOB C 3a60/1EBAHUAMM NOYEK N0
HabnoaeHne B3pOC/bIx cneunanncToB Gbina ony6anKoBaHa
B 1985 r. [25]. OgHaKo 3Ha4yuTenbHoe yBenuyeHue nybnu-
KalLMOHHOW aKTMBHOCTM OTMe4yaeTcsl TONbKO B MocneaHee
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Puc. 1. bnok-cxema naeHTUdMKaLMKU U 0T6Opa cTaTel B cUcTEMaTUHECKOEe 0630pHOe UccejoBaHKe NMTepaTypbl
Fig. 1. Flow chart of identification and selection of articles for the scoping review
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Ta6nuua 1. O606LeHHasn XapaKTepUCTUKa OTOGPaHHbIX NyGMKaLmi
Table 1. Summary of selected publications

1985-1999 3(1,6)
2000-2009 27 (14,6)
foabl ny6nnKkaumm
2010-2014 56 (30,8)
2015-05.2020 99 (53,0)
MexkayHapoaHoe CoTpyAHNYECTBO 32(17,3)
CLWA 67 (36,2)
Benuko6putaHusa 25(13,5)
KaHnaga 17 (9,2)
AscTpanus 9(4,9)
HupepnaHabl 6(3,2)
CtpaHbl fepmaHus 6(3,2)
AnoHuns 6(3,2)
Ucnanusa 3(1,6)
DPUHNAHANS 3(1,6)
Lsenuapwmsa 2(1,1)

Benbrus, Hurepus, Moptyranus, Typuuns, PUannnuHsbl,
dpaHuus, KOxxHas Adpwvka, U3paunb, UHans

Pediatric Nephrology 17 (9,2)

Nno OAHOW Ny6nnMKaunm

Pediatric Transplantation 15

(
Advances in Chronic Kidney Disease 10 (

HasBaHue xypHanos, Progress in Transplantation
B KOTOPbIX 6bIN0
ony6aMKoBaHo

= 5 cTaten Journal of Pediatric Nursing

Nephrology Dialysis Transplantation

Kidney International

7(
9(
9(
Clinical and Experimental Nephrology 5(
5(
5(

Nephrology Nursing Journal




Puc. 2. PacnpegeneHne oTobpaHHbIX CTaTen B COOTBETCTBUM C FOAOM WX Ny6auKauum

Fig. 2. Distribution of selected articles according to year of publication
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gecsatunetue, npu aToM 60see NoNOBUHbI BCEX OTOGpaH-
HbIX IUTEPATYPHbIX MCTOYHWKOB MOSIBUIUCH B MeyaTu nocne
2015 r. (puc. 2). bonbWKWHCTBO cTaTen GblM NOArOTOBNEHbI
aBTopamn mn3 CLUA, Benukobputanum u KaHaabl. Cpeau
80 KypHanoB, B KOTOPbIX MNy6/IMKOBaNUCb CTaTbW, HANBOMNb-
lee WX KOAMYEeCTBO MNpefcTaBleHO B XypHane Pediatric
Nephrology (odunumnanbHoe nagaHne MexayHapogHOW acco-
LUMaunn geTckmx Hedponoros, cM. Tabn. 1).

B 60 (32%) cTtaTbsix U3yd4aemas TeMa paccMaTtpuBanacb
B KOHTEKCTe npob6nem TpaHcnnaHTonoruu, B 6 (3,2%) —
OTHOCUTENIbHO NOAPOCTKOB, TPEBYIOWNX ANANUSHON TEpanuu.
B octanbHbix — 119 (64,3%) — uccnegoBanvcb npobaembl
nepexofa BO B3POCAYD CAY}OY MaLMUEeHTOB C PasnnyHbIMU
3a60neBaHNsIMK MOYeEK, ¢ pa3Hon ctaguen XbI1, B T.4. B 20
(10,8%) ncecnegoBaHUsAX — COBMECTHO C NalMeHTamu, UMe-

Ta6nuuya 2. OcHOBHblE TUNbI NyGANMKaLW
Table 2. The main types of publications

IOWMMK NaToNOrMio Apyrux opraHoB U cucteM. B 132 (71,4%)
cTaTbsIX Nepexoq BO B3POCNYID CyKOy ABASNCA OCHOBHOM
Temon nyénukaumun. B 53 (28,6%) paboTax BONpOChl Nepexo-
[1a 06CyKJanncb B KOHTEKCTE UHbIX MPO6IEM NOAPOCTKOBOIO
nepvoaa.

XapaKkTepucTUKa Hay4HbIX UCClef0BaHUM

MNMocne aHanusa cratei nNo Tuny nyéauKauuun U au3am-
HY BbINOMHEHHOrO MccneaoBaHus chopmupoBaHHas 6a3za
Oblla CTPYKTYpuUpoBaHa Ha 8 OCHOBHbLIX rpynmn, KoTopble
npeacraBneHol B 1abn. 2. bonee nonoBuHbI OTOGPAHHbIX
nyénMKaummn copepxanu peaynbratbl MEPBUYHBIX OPUMK-
HalbHbIX Hay4HbIX WUccnegoBaHWin. u3alHbl 3TUX UCCne-
LOBaHWM 6blNM KnacCPULMPOBAHbI Ha TPU OCHOBHbIE
rpynnbl. [epBas rpynna — pPeTPOCMNEKTUBHbIE Habnwoaa-

NeNe n/n Tun ny6nuxkauum Yucno, a6e. (%)
Pesynbtatbl OpUrMHanbHbIX Hay4HbIX UCCNeA0BaHNUM
e PeTpocneKTuBHble HabnoaaTenbHble CCnefoBaHWUsA Pa3HOro AM3aiHa no JaHHbIM
1 UmetoLLencs MeanLMHCKOM JOKYMEHTaLMKN U/Un PErnucTpoB nauneHTos (n = 34) 96 (51,9)
e AHKETHble ONpPOChbl MOAPOCTKOB, UX POAUTENEN U/UNKU MEANLMHCKUX paboTHUKOB (N = 35) ’
e KayecTBeHHble U KOMMNNEKCHbIE UCCNeAoBaHNs (Npeobnajatowmin metos —
MHTEpPBbIOMPOBaHKe) (n = 27)
2 OnucatenbHble 0630pbl MUTEpaTypbl (Narrative /descriptive review) 39(21,1)
MHeHMs 3KCnepToB, peaKUMOHHbIE CTaTby 15(8,1)
4 OnucaHve MHMLKMaTUB NO COBEPLLEHCTBOBAHMIO MpoLiecca nepexoaa, UCnonb3yemMbix 12(6,5)
B KIMHUYECKON NPaKTuKe '
5 KoHCeHcyCHble JOKYMEHTbI U peKoMeHAauun npodeccuoHanbHbiXx MEAULMHCKMUX COOBLLECTB 9(4,9)
6 Cuctematnyeckune 0630pbl NUTEPaTYpPhI 7(3,8)
7 MpOTOKONbI PaHAOMWU3UPOBAHHbBIX KOHTPONMPYEMbIX UCCIIEA0BAHUI U MAAHUPYEMbIX 4(2.1)
AN9 BHEeAPeHUs nporpamm '
8 OnucaHne KIMHUYECKKX crydyaeB 3(1,6)
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TellbHble UccnefoBaHus, B KOTOPbIX AN aHalM3a UCMoNb30-
Ba/IMCb aHHble UMeIoLENCH MeAULMHCKON JOKYMEHTaLNUN
nnn cOOpMUPOBaHHbLIX paHee PerncrpoB. BONbWMWHCTBO
N3 UCCnefoBaHnm aToM rpynnbl 6bIIM KOFOPTHBIMU U UMENH
B KayecTBe rpymnnbl CpaBHEHUA UCTOPUYECKUA KOHTPOIb.
BTopas rpynna — nonepeyHble (KPOCC-CEKLMOHHbIE) Uccne-
[lOBaHWS, B KOTOPbIX OCHOBHbIM METOAOM Obll @aHKETHbIN
onpoc, a ydyacTHUKaMuW — MNaUMEHTbl, UX POAMTENU U/UNK
MeAULUMHCKME pPabOTHUKU. WM TpeTblo rpynmny cocTaBuIu
Ka4yeCTBEHHbIE N KOMMIEKCHbIE NCCNefoBaHWs C UHTEPBbIO-
MPOBaAHUEM.

OCHOBHbIMM TeMaMW Hay4HbIX WCCNefoBaHUM Oblan
crnepyowme: NpMBEPKEHHOCTb NMOAPOCTKOB K BbIMOMHEHUIO
peKkoMeHJaumn (n = 5); pUCKK, accoLuMMpOBaHHbIE C Nepe-
XOAOM W3 AETCKOM BO B3POCHYIO CAy}Oy (n = 12); TeKywwas
npaKkTUMKa nepexoa, B T.4. C YYETOM MHEHUS MEAULIMHCKMUX
pabOTHMKOB M NauUMeHToB (n = 13); 9adPEKTUBHOCTb BMELLA-
TENbCTB MO COBEPLIEHCTBOBAHUIO 3TOro npouecca (n = 15);
rOTOBHOCTb MOAPOCTKOB K Nnepexoay nof HabnogeHne cneum-
aUCTOB B3POC/ON CNyXKObl (N = 17); KIMHUYECKME acneKThbl
NpeemMcTBEHHOCTM OKa3aHWUa MEAULMHCKOM NOMOLLM Y NaLu-
E€HTOB C onpeaeneHHbIMU Ho30/10rMaMn (n = 4); agantaums
noapocTKoB K auarHo3y XBI1 u nocneaywowemy fedyeHuto
(n = 2); KOMMYHUKaTUBHbIE HaBbIKM W MCUXONOrMYEecKue
XapaKTepPUCTUKKN NOAPOCTKOB U UX poauTtenen (n = 17); Tpya-
HOCTW pacyeTa CKOpPOCTU KJIy6O4YKOBOW duabTpauuun y nog-
POCTKOB M3-3a pas/nymim Ucnosb3yemblx GopMyn B AETCKOM
W B3pOCon Hedponoruu (n = 4); coumanbHble JOCTUKEHUSA
nauMeHToB ¢ 3aboneBaHUAMK MOYEK BO B3POCION XMU3HM
(n = 2); yacToTa BHEMNAHOBLIX rOCnUTann3auuni nocne nepe-
xoda (n = 2); aHanuM3 perucTpoB MNOAPOCTKOB M MOJIOAbIX
B3pocnbix ¢ XbI1 (n = 3).

AP PeKTMBHOCTb UHULUATUB

Mo COBEpPLUEHCTBOBAaHUIO Nepexoja NoApPoCTKOB

¢ XBI1 BoO B3pocnylo cnyK0y 3gpaBooXpaHeHuUs

Bce vHUUMaATMBbLI, HanpaB/ieHHble Ha COBEPLLEHCTBO-
BaHMe npolecca nepexoaa, 6biiM NpoaHanU3MpoOBaHbI
n KnaccuouuympoaHbl B 8 rpynn. CCbiIKM Ha OCHOBHbIE
CTaTbW KaKaowu rpynnbl NnpeactaBieHbl B Tabn. 3. TobKo
B 16 ny6nuKauusx 6bina noctaBfieHa Lefb OLeHUTb abdek-
TUBHOCTb BMellaTenbCTB. M3 HMX B 14 cTaTbax addeKTUB-
HOCTb MPOAEMOHCTPUPOBAHA Ha OCHOBAHMMK Pe3y/bTaToB
HabnaaTeNbHbIX U Ka4eCTBEHHbIX MUCCNeAO0BaHUN, a TaK-
e MX KombuHaumin. OgHako B 2 paboTax He BbIIBAEHO
M3MEHEHUN, B T.4. B MPUBEPKEHHOCTU K BbINOMHEHMIO
MEAMLIMHCKMUX PEKOMEHAaLMW, nocne BHeAPEHUS HOBbIX
nporpaMm B CPaBHEHUU C UCXOAHBIMU XapaKTePUCTUKAMM
[26, 27]. Ewe B 9 cTaTbsx 6bl10 NpeAcTaBNEHO OnNUcaHue
nporpamMm, NPOeKToB, METOA0B U CPeacTB NO ONTMMWU3a-
LMK Nnepexoja No4pOCTKOB BO B3POCNYIO Cy»6y 6€3 oL eH-
KW UX 3GPEKTUBHOCTH.

MHOroKOMMNOHEHTHbIE MPOrpamMMbl, HanpasBfieHHble Ha
obecnevyeHne adPEKTMBHOro nepexopa, B OONbLIMHCTBE
c/lyyaeB BKOYanu cnepyloune coctaBasoWwme B pasHbiX
KOMOMHaLUMAX:

e pas3paboTKa JIOKa/ibHbIX aKTOB, CTaHAAPTU3UPYOLWMX
npoLecc nepexoja, MCNofib30BaHWE YEK-IUCTOB ANS
MOHUTOPMHra npouecca [27, 30, 36] u meToaoNOrMMU
YAYYLEHUS KayecTBa A/ ero coBeplieHcTBoBaHuA [33];

® CTalMOHapHble U HeCTaLlMOHAPHbIE OTAENEHMS U KabnHe-

Tbl 4151 06CNYKMBaAHUS NOAPOCTKOB M MONOAbIX B3POC/bIX

B nepuopa nepexona (KIMHUKKM nepexoga) [27, 35];

®  ONTMMM3aALNUA KOMMYHUKAUMK U B3aUMOAENCTBUA MEX-
Oy YYpPEerKOEHUAMU OEeTCKOM M B3POC/on Hedponoru-
yeckomn cnyxk6bl [28, 29, 33, 36], B T.4. 06MeH Meau-
LIMHCKOM JOKYMEHTaLMen U COBMECTHbIE KOHCYNbTaLMK
[30, 34, 35, 37];

® opraHu3dauns obpas3oBaTtefibHbiX MEepPonpuUATU AN
MEeAULIMHCKMX pabOTHUKOB neauvaTpuyecKkux u Tepanes-
TUYECKMX CTALMOHAPOB, MEXAWUCLMMINHAPHbIX KOHde-
peHLUUn, pa3paboTKa 06y4alolLmx OHNanH-pecypcoB [34];

e BbI6OP COTPYAHUKOB (MEAMLIMHCKAN cecTpa, CoLmanbHbIN
paboTHUK W Ap.) A9 UCNONHEHUS 0693aHHOCTEN KOOPAMK-
HaTopa nepexoja [29, 30, 35, 36];

® OLIEHKa roTOBHOCTHM K Nnepexofy ¢ UCMONb30BaHWEM CTaH-
[apTU3MPOBaHHbIX OMPOCHMKOB [29, 31] U pa3paboTka
MHAMBUAYANbHOrO NnaHa noarotoBku [28-30, 33, 37];

* npoBefeHne BpayeGHbIX MPMEMOB NOAPOCTKOB 6e3 poau-
Tenen [33, 36, 37], opraHM3aLnsa NEPBUYHON BCTPEYUM
C HedPONOrom, a TaKKe 3HaKOMCTBO C TepaneBTUYECKUM
cTauMoHapoM A0 Havana HabnaeHns BO B3POC/ION ceTn
[27, 32, 34];

® [OArOTOBKa MauMeHToB K nepexogy ¢ 12-14 nert
[27, 30, 31, 36], obecneyeHne MOAPOCTKOB HeOOXO-
OMMOW M gocTynHon uHdopmaumen [30, 33, 36], B T.u.
OHJlanH, 0By4YeHKne ¢ Lenblo GoOpMUPOBaAHNUST KOHKPETHbIX
KOMMETEHLMIN, a TaKKe CaMOCTOATENIbHOCTHU, OTBETCTBEH-
HOCTM WM NPUBEPIKEHHOCTU K BbINOMHEHUIO PEKOMEHAA-
umm [27, 32, 35, 37];

e (dopMMpOBaHME B3aMMOMOMOLLM NALMEHTOB APYr APYrY,
pa3BuTHe HacTaBHuyecTBa [30];

e o6ecneyeHMe TMOAPOCTKOB MNacnoptaMu nepexona,
B KOTOpbIX yKa3blBanacb OCHOBHas MHMOpMauusa O co-
CTOSIHUM UX 340POBbSA [29, 36], MOHUTOPUHI NeguaTpuye-
CKOM KOMaHZOoW NMPUBEPIKEHHOCTU NaLMEHTOB K BbINoOs-
HEHWIO PEKOMEHJaLMM B Nepmno agantalmm K B3pocsion
cnyxo6e [28, 30].

M3 7 BKJIOYEHHbIX B Halle WUccnefoBaHWe cucTeMa-
TMYeCKMx 0630poB ToNbKOo 0630p D.J. Dallimore wn coaBT.
(2018) umen uenb oueHnTb 3QHEKTMBHOCTL NporpaMm noa-
nepxkn naumeHtoB ¢ XbI1 B nepuopa nepexoaa [18]. B Hem
onpefeneHo, YTo HeT AOCTATOYHbIX AOKA3aTeNbCTB, YTOObI
PEKOMEHJ0BATb KOHKPETHbIE MHULIMATUBLI A/19 BHEAPEHUS
B K/IMHWMYECKYIO MPaKTUKY. OCHOBHbIMW TEMaMu OCTalibHbIX
cucTeMaTtMyeckmx 0630poB 6biin cnepytolime: 0606wWeHne
ony6/MKOBaHHbIX AaHHbIX O MCUXOMETPUYECKMX MOKa3aTe-
N1X ONPOCHUKOB FOTOBHOCTU K nepexoay [49, 50], usyvyeHune
MHEHMUS MauMeHTOB M MX poauTenen o nepuoge nepexoaa
Nno AaHHbIM ONy6IMKOBaAHHON NnTepatypbl [16, 17] n aHanus
KIMHWYECKMX Pe3yNnbTaToB, KOTOPble MCNOMb30BaNUCh AN
OLLEHKM 3PGDEKTUBHOCTM Mporpamm, ynyywatrowmx nepuog
nepexoaa [51, 52].

B KOHTEKCTe TeMbl HalWero uccrnegoBaHus Hauvbonee
Ba*KHbIM COMNacuTeNbHbIM AOKYMEHTOM Oblsl KOHCEHCYC
MexayHapogHoro Hedponornyeckoro obuiectsa U Mexk-
[yHapogHoro obuiectBa AEeTCKMX Hedponoros, ony6anKo-
BaHHbIM B 2011 r. [53]. 3TOT LOKYMEHT COAEPIKUT OCHOB-
Hble HanpaBneHWs A8 pa3pabOoTKKU NOKabHbIX NPOrpamMmm
no onTumm3auuu npouecca nepexoga. B coorBeTcTBMM
C MHEHMEM pa3pabOoTYMKOB peKoMeHAayeTcs: MNaaHupo-
BaHWe NOArOTOBKM MOAPOCTKOB M OLEHKa MX FrOTOBHOCTM
K HaGnoAeHUo cneuumannuctamm B3pOCiOn CETU; UCMOSb-
30BaHWE WHAMBWIYaNbHOrO MoAxofa; BbIGOP MeEAWLIMH-
CKOro paboTHWKa 475 BbIMOMHEHUS 0683aHHOCTEN KOOp-
AVWHaTopa nepexoda; nocelweHWe nauMeHTaMu KIUHUK



Ta6nuua 3. OCHOBHblE HanpaBNeHUs peann3oBaHHbIX MHULMATUB NO COBEPLUEHCTBOBAHMIO NpoLiecca nepexona
Table 3. The major directions of the implemented initiatives on transition process improvement

WHUUMaATUBDI CrtpaHa Top [u3aiiH uccnegoBaHua™ b PeKTUBHOCTL** | CCbUIKM
PUHnAHANA 2019 HaﬁmouZiﬁ:gng::;v?;quKoe Her (27
CLUA 2019 He npoBoannocb - [28]
CLUA 2019 He nposoannocb - [29]
fepmaHus 2019 He npoBoannoch - [30]
QADZ?_LC;K::AASOHHOZ'E:;:KM Benuko6putaHusa 2015 He npoBoannocb - [31]
nepexona 50 Bap0CY Waemapns | 2015 | e iecioe e &
CAYKGY 3APaBOOXpAHEHMS HwaepnaHnapl 2014 OnucatenbHoe [a [33]
CLUA 2012 He nposoannocb - [34]
ABCTpanus 2009 OnucatenbHoe Ja [35]
KaHapa 2006 He npoBoaunnocb - [36]
Benuko6putaHusa 2006 OnucatenbHoe Ja [37]

KomnneKcHbI An3anH

KOYYUHI

Kanana 2019 (onpochbl, UHTEPBBIO) Ha (38]
AscTpanis 2015 KomMnneKcHbIV AM3aiH Jla (39]
(onpochbl, MHTEPBbLIO)
PeTpocnekTuBHoe
KnnHuku nepexopa Kanapa 2015 HabnofaTenbHOe aHanuTUYecKoe Aa (15]
N/VNN KINMHUKKU
ANS MOJOZbIX B3POC/IbIX lepMmaHus 2013 PetpocnexTnsHoe a [40]
HabnogaTenbHoe aHanuTMyecKkoe
Kanasa 2012 PeTpocneKkTnBHOE Jla (41]
HabnogaTenbHoe aHanuTU4Yeckoe
Benvko6putaHus 2012 PetpocneKtuaHoe Ja [14]
HabnofaTeNbHOEe aHanuTU4ecKoe
JNlarepb BHE MeaULIMHCKOM KomnneKcHbIn an3anH
opraHusauuu (2—7 cyr) Hupepnakael 2013 (onpochbl, MHTEPBbLIO) Aa [42]
KoopanHatop nepexoga*** CLUA 2015 PetpocnextusHoe Het [26]
Ha6noLaTeNbHOE aHanuTU4ecKkoe
OnpOCHWKK FOTOBHOCTU K nepexoay CLUA 2009 He npoBoannocb - [43]
OHnanH oby4eHune KaHapa 2015 KomnnexcHbin ansain Ja [44]
(onpochbl, MHTEPBbLIO)
CLLA 2020 KomnneKcHbI an3aiH fa (45]
(onpocskl, UHTEPBLIO)
Hacrashm-ectso HOxkHaa Adpuka 2017 He npoBoannocb - [46]
BenukobputaHusa 2010 He npoBoannocb - [47]
Mcuxonoruyeckas NoaaepKKa, Huaepnanas! 2014 KauyecTBeHHOe nccnefoBaHve fla (48]

(MHTEPBbIO)

MpumedaHue. * KoropTHble UCCNEA0BaHUS, B T.4. C UICTOPUYECKUM KOHTPONEM, KnaccudULMpoBannch Kak HabnoaaTenbHble aHalUTUYECKUE;
ncenefoBaHusa 6e3 rpynnbl CPaBHEHWS C aHKETHBIM OMPOCOM B Ka4eCTBE OCHOBHOIO MeTofjla — KaK onucaTtefbHble [23, 24].

** (Jla» — pe3ynbTaThl UCCNIEA0BAHUA AEMOHCTPUPYIOT y/ydlleHWe pe3ynbTaToB nepexoja nocne peannsalum MHULUATUBBI;

«HeT» — 3 PeKTUBHOCTb HE NOATBEPKAEHA; «—» — IPDEKTUBHOCTb HE U3yyanachk. *** KoopauHatop nepexoja — COTPYAHMK,
obecneynBaloLLMii MOATOTOBKY M KOOPAMHALMIO NpoLlecca nepexosa NoAPOCTKOB BO B3POC/YIO CYKOY 34paBOOXPaHEHHMS.

Note.* Cohort studies (historical control included) were classified as observational analytical; studies without comparison group with
questionnaire survey as a major method — as descriptive [23, 24]. ** “[la” — study results have demonstrated the improvement in
transition results after initiative implementation; “Het” — the efficacy was not confirmed; “—“— the efficacy was not studied.*** Transition
coordinator is the employee providing preparation and coordination of transition process of adolescents to adult health service.

ANS B3POC/AbIX A0 3aBepuweHus HabnioaeHus AeTCKUM
HedpOoNorom; NoOAAEPIKKA HaCcTaBHUYECTBA; OpraHM3aums
KIMHWK nepexoja C COBMECTHbIM NMpUeMoM Hedposioros
negMaTpMyYecKomn M TepaneBTUHECKON CNyXK6; obecrneyeHne
HENpPepbIBHOCTM OKa3aHWsA MEAULIMHCKON noMollu; obyye-
HUE MEOMLMHCKUX paboTHMKOB NO AgaHHoW Teme. OgHaKo

ucecnenoBaHve, nmerlee Lenb onpeaentb OCBEAOMIIEH-
HOCTb HEDPONOroB 06 3TOM MEXAYHapOAHOM KOHCEHcyce,
BbISBU/IO HWU3KYD MPUBEPKEHHOCTb K BbIMOJIHEHWUIO €ro
pekomMeHaauunm [54].

OcTanbHble cTaTbM, COOTBETCTBYIOLINE KPUTEPUAM BKITO-
YyeHus, 6blIn NPEUMYLLECTBEHHO onucaTenbHbIMKM 0630pa-
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MW, KOTopble 0606llann paHee onyb/iMKOBaHHbIE AaHHble
C Y4€TOM MHeHusa aBTopoB. LleHHbIMKM ana dopMupoBaHUs
6a3bl 3HaHMI B KOHTEKCTE M3y4aeMOom TEMbl ABASNIUCH TaKKe
pekomMeHalL MK No yayyLeHuto npoLecca nepexoaa nauueH-
TOB C YPONOrM4yecknmu 3abonesaHusmMu, nocne TpaHcniaH-
TauuKn OpraHoB, a TakKe NauneHToB C LLUCTUHOSOM.

OBCYXAEHME

Pe3iome 0CHOBHbIX pe3y/ibTaToB

Mcnonb3yss MeToaoNiorMilo cucTtematMyeckoro 0630p-
HOro MccnefoBaHUA nuTepaTypbl, Mbl MPOBENWU U3y4eHue
ony6/IMKOBaHHbIX cTaTer No TemMe nepexojga MNauueHToB
C 3a60n1eBaHUsIMM NOYEK N3 AETCKOM BO B3POCAYO CNYXOY
3apaBoOXpaHeHuns. [poBeAeHHbIM MOUCK MO3BONINA OTO-
6patb 185 nuTepaTypHbIX WUCTOYHUKOB, OMYyGNIMKOBAHHbIX
B nepuoa ¢ 1985 no 2020 r. CtaTen Ha pycCKOM $A3bl-
Ke, COOTBETCTBYWOLWIMNX KPUTEPUAM BKIOYEHMS, BbISBNEHO
He 6b1n0. OTMeYeHOo 3Ha4YuTeNbHOE YBENNYEHNE NyGanKaLm-
OHHOM aKTMBHOCTU MO U3y4yaemMon TeMe B nocneHee gecs-
Tunetne. OCHOBHbIMK TUNaMu MyoGnuvKauun 6blIn pesyib-
TaTbl NEPBUYHbBIX HAYYHbIX UCCEA0BAHMI K ONUcaTeNbHblE
0630pbl. [peobnagann peTpocneKTUBHble HabnwgaTeNb-
Hble McCcnefoBaHUs, aHKETHble OMNpoChl, KayeCTBEHHble
M KOMMJEKCHblIE MCCNEAOBaHUSA C WHTEPBbIOMPOBAHWEM.
Haunb6onbluas Hay4yHass aKTMBHOCTb 6blia Mo cneayrowmm
TemMaM: OLeHKa rOTOBHOCTM MOAPOCTKOB K nmepexomy noj
HabnogeHne cneunanucToB B3POCION CAYXObl, a Takke
M3y4eHne KOMMYHUKATUBHbIX HaBbIKOB M NCUXONOrMYECKUX
XapaKTePUCTUK MauMeHToB M UX poauTenen. OnucaHwuio
MHULMATMB MO COBEPLIEHCTBOBAHWUIO Mpolecca nepexoaa
OblM NOCBSALWEHbI 25 cTaTen, B KOTOPbIX NPeAcTaBNeHbl Kak
KOMMJIEKCHbIE NPOrpamMMmbl, Tak U MHULMATUBbI 6onee y3Kown
HanpaBfieHHocTn. OaHaKo ToNbKO B 16 ny6nnkauusax 6bina
nocTtaB/ieHa LieNb OUEeHUTb UX 9GPEKTUBHOCTb. B 601bLINH-
CTBE UCCNefoBaHUM n3yyanucb pesynbTaTbl AEATENbHOCTU
KIMHWUK MNepexoaHoro nepuvoga [Ans MOAPOCTKOB W/WMaun
MONOAbIX B3pOC/biX. [MpoaemMoHCcTpMpoBaHHas 3pdeKTUB-
HOCTb OMMCaHHbIX MHULMATUB HE UMENa JOCTaTOYHbIX JOKa-
3aTeNbCTB, YYUTbIBAs OTCYTCTBME 3SKCMEPUMEHTANbHbIX
nccnegoBaHum.

OrpaHuyeHus uccnefoBaHus

Hamn He npoBoaunacb perucrpaumsa u nyénukauus
npoToKona. lMonck 6bin orpaHndyeH PubMed, eLIBRARY.RU,
KokpenHoBCKoM 6uGnoTeKkon, Google Scholar u cnucka-
MW nuTepaTypbl 0TO6paHHbIX cTatern. CKPUHUHI Ha3BaHUM
W aHHOTaLUMK cTaTen BbINOMHANCA O4HWUM aBTOPOM, NPKU 3TOM
He npoBoAMNacb KpUTUYecKas OLeHKa KayecTBa OToOpaH-
HbIX UCCiefoBaHUM U Ny6nnMKaLmi. YKasaHHble orpaHuyeHuns
MO NPUBECTU K GOPMUPOBAHUIO HEMONHOM 6a3bl Ny6nu-
Kauuin, Kotopas He OoTobOparkaeT BCeW Hay4HOo-uccrefoBa-
TENbCKOW W MNy6NIMKALMOHHOM aKTMBHOCTU MO MU3y4aemomn
Teme. OTCyTCTBME OLEHKM METOAO0/I0MMYEeCcKoro Kavectsa
Hay4HbIX MCCNefoBaHUM He NO3BONSET caenaTb 06beKTUB-
HbIM BbIBOL 06 3bdEKTUBHOCTY NpeACTaBEeHHbIX B NMy6/MKa-
LUMAX MHULMATMB NO COBEPLUEHCTBOBAHMIO Npouecca nepe-
X0[a NOAPOCTKOB BO B3POCNYI0 CNYXOy 34paBOOXPaHEHUS.
OgHaKo HeobxoAMMO OTMETUTb, YTO 0630pPHbIE UCCNeaoBa-
HWS, BbIMOSIHEHHbIE MO METOAONOIMM SCOPINg review, NpoBo-
OATCS ANst U3y4eHUs BCEW AOCTYMHOM nuTepaTypbl, KOTopas
COOTBETCTBYET KPUTEPUAM BKIIOYEHUSA, C UCMOSIb30BAHUEM
onucatenbHO-aHaNMTUYEeCKOro noaxofa, He TpebyloT 06%-
3aTefIbHOM OLEHKW KayecTBa MccnegoBaHWM M He npeano-

naratoT npoBedeHns meTaaHanu3a. [lpn 3ToM 06006LeH-
Has M CTPYKTypupoBaHHas MHPopMauus, npeacraBieHHas
B pesy/nbTatax 0630pHOr0 UCCneaoBaHUs, NO3BONASET UAEH-
TMbuMLMpoBaTb NPo6Ebl B CUCTEME HAYYHOrO 3HaHUS, onpe-
LennUTb HanpaBneHuna AN AasbHEeRWnX nccnegoBaHum u pas-
paboTaTb MHULMATUBBI NO YAYYLIEHUIO KayecTBa OKa3aHus
MEeAULIMHCKOM NOMOLLM.

06cyKaeHue pe3ynbTaToB

YcTaHOBNEHO, 4YTO, HECMOTPSA Ha 6onee yYem Tpuaua-
TUNETHUI Mepuon M3y4yeHus Tembl nepexoda MNoApOCT-
KOB BO B3pOC/ylo CNy»6y 31paBOOXpaHEHUs, NpoBeaeHne
MHOFOYUCNIEHHbIX OPUIMHANbHbIX HAY4YHbIX UCCNEAOBaHUM,
06006LlleHMe UX pe3ynbTaToB B ONucaTeslbHbIX U cUCTeMa-
TUYECKMX 0630pax, a TaKKe pa3paboTKy MeXAyHapOoaHbIX
M HaUMOHANbHbIX PEKOMEHAALMM, OCTaeTCs €elle MHOro
HepeleHHbIX BONPOCOB. Tak, Hanpumep, peaynabTaTtbl Npo-
BeAEHHbIX MO TEME OPUTMHAbHbIX HAYYHbIX UCCEe0BaHMM
He OT/MYanIUCb BbLICOKMM YPOBHEM AOCTOBEPHOCTWU. ITO
noaTBepXAaeTca TeMm, 4To cpeaun nybnauKaLuih, COOTBET-
CTBYIOLMX KPUTEPUSM BKIOYEHUS, HE 6GblNO HWU OAHOrO
3KCNEepUMEHTaNbHOro MccneaoBaHus. BbinonHeHwe paH-
[OMMW3NPOBAHHbLIX KOHTPONMPYEMbBIX WMCCNEeAO0BaHWM Ans
OUEHKM 3dDEKTUBHOCTM BMelWaTeNbCTB MO COBEPLIEH-
CTBOBaHWIO nepexoga MoAPOCTKOB BO B3POCAYIO CAyx6y
34PaBOOXPaHEHUS WMMEET psj OpraHu3auMOHHbIX TPyA-
HOCTEW, HanpumMep nNpoBeAeHne paHaomusaumm n Gopmu-
poBaHWe KOHTPONbHOM rpynnbl. TeMm He MeHee, B nocnes-
HWe rofbl 3anfaHMpoBaHbl gBa PKW, NpOTOKONbI KOTOPbIX
ony6nukoBaHbl B 2014 1 2019 rr. [55, 56]. Kpome Toro,
oCTaeTcsi BO3MOXHOCTb MPOBEAEHUS KOHTPONMPYEMbIX
nccnenoBaHuMn ¢ nNnceBaopaHAOMMU3aLUNEN, KBa3UIKCNEPH-
MEHTaNbHbIX UCCNEeAOBaHWN, a TaKXe PEeTPOCMEKTUBHbIX
HabnogaTeNbHbIX UCCNeaoBaHWM Ha OcHoBe Yxe cdop-
MWPOBAHHbIX PErMCTPOB AeTen, MOAPOCTKOB M MOMOAbIX
B3pocsbix ¢ XbI1. OgHaKo NPOCNEKTUBHbIN AN3alH NO3BO-
NISEeT NONy4YnTb fOKa3aTeNbCTBa C 60/1ee BbICOKMM YPOBHEM
[IOCTOBEPHOCTH, B T.4. NPU peanu3almm HabnogaTenbHbIX
nccnegoBaHun.

HeTpyooeMKMM MeToaoM MOMyYEHUS 3HAYUTENbHOIO
obbema UMHbOpPMaLMKU 3a KOPOTKMK NMPOMENKYTOK BPEMEHMU
ABNAETCA aHKeTHbIM onpoc. OgHaKO Ka4vecTBO MoJyyvae-
MbIX A@HHbIX 3aBUCUT OT BaNIMAHOCTU UCMONb3YEMbIX aHKET
M 0COBEHHOCTEN opraHnsaumm camoro onpoca. Cpeau oto-
OpaHHbIX Ny6nuKauuMm Hanbonee 4acton TEMOW aHKETHbIX
0onpocoB 6blfla OLlEHKa rOTOBHOCTM MOAPOCTKOB K Mepexoay
BO B3pocnylo cnyx6y. YacTb aHKeTMpPOBaHWIM OCyLLecTBAS-
nacb nocne nepesofa aHMMMCKUX OMPOCHUKOB Ha Apyrue
A3bIKK [57, 58], 4TO ABASETCA NEPCNEKTUBHBLIM HanpaB/ieHu-
eM AN MeXAyHapoaHbIX MPOEKTOB.

KayecTBeHHble (HaTypanuCTMYeCcKue) uccnenoBaHus
C UHTEPBbLIOMPOBAHUEM B Ka4yecTBe OCHOBHOIO MeToAa Nosy-
YeHWUs AaHHbIX TaKXe SABASINCb OAHWMM M3 4acTo MPOBO-
OMMbIX BUAOB OPUIMHaNbHbIX Hay4YHbIX MCCnefoBaHUn. ITO
3HaYWUTENIbHO AOMOMHWAO MOHUMaHWe deHoMeHa nepexoaa
n o6ecneynno BCECTOPOHHEE U3yHeHNEe MHEHUS NalMeHTOB
M MEeAMLMHCKUX paboTHMKOB 06 3ToM npouecce. OaHaKo
pesynbTaTtbl MOAOOGHbIX WCCNEeAOBaHWW He [OOSIKHbI pac-
cMaTpMBaTbCs B KayecTBe AoKa3aTeNbCTB 3PDEKTUBHOCTU
BHEAPSEMbIX MPOrpamm.

OTo6paHHble cUcTeEMATMYECKMEe 0630pbl HE Aanu OTBe-
TOB Ha MPaKTUKO-OPUEHTUPOBAHHbLIE BOMPOCHI M He obec-
neyYnnm peKoMeHaaumMamMu Nno opraHu3auuun nepexoga nog-



POCTKOB M3 MeauvaTpuyecKon BO B3pocayto cnyxéy [18].
HeaddeKTMBHOCTb 0630PHBLIX UCCNeAoBaHUM 3TOro Tuna
CBAi3aHa C OTCYTCTBMEM AOKa3aTeNbCTB BbICOKOrO YPOBHS
Nno AaHHbIM OPUTMHANbHbIX HAYYHbIX nccnegoBaHmi [18].

Heo6xoanMmMo OTMETUTb, YTO BHEAPEHME MEPBbIX opra-
HU3ALMOHHbIX MHULMATUB XapaKTepM30BanoCb 3HaYUTENb-
HOM 9PODEKTUBHOCTBIO M MOMYyYEHUEM TaKUX KIMHUYECKMX
pe3ynbTaToB, KaK CHU)EHWe NeTanbHOCTU, YMEeHblUeHWe
4acToTbl OTTOPXKEHUS TPaHCNNaHTaTa, 3aMejJieH1e nporpec-
cupoBanua XBI1 [14, 15]. OgHako co BpeMeHeM Ha doHe
NOBbILWIEHNS KavyecTBa OKa3aHWA MeaMLMHCKOW MOMOLLK
nosnyyeHne nNofaobHbIX pyHAAMEHTabHbIX PEe3y/bTaToB CTa-
N0 MPaKTUYECKM HeaoCTMMMbIM [26, 27]. 3To noTtpebo-
BanO WCMO/Ib30BAaHUS MHbIX KOHEYHbIX pe3ynbTaToB AN
OLLEHKN 3OPEKTUBHOCTM BHEAPSEMbIX NMPOrpaMm, TaKMX Kak
Ka4yeCTBO XW3HW, PErynsipHOCTb HabGAOAEHNUS B MeAWULIMH-
CKMX YYpEXKAEHMUSAX, OGCNYKMBAIOLLMX B3POCIOE HACENEHME,
CHUXEHME 4acTOTbl 3KCTPEHHbIX M BHEMMAHOBLIX rocnura-
NM3auni U NoBbIWEHWE YAOBNETBOPEHHOCTU MaLMEHTOB
M 4neHoB mnx cemen [51].

YacTb ony6/MKOBaHHbIX MpoOrpaMm M NPoeKToB TpeboBa-
Nla 3Ha4YnUTENbHbIX PUHAHCOBLIX BIOXKEHUW U dyHAAMEHTab-
HbIX UBMEHEHWM CUCTEMbI OKa3aHWs MEeAWLIMHCKOM MOMOLLM,
HanpuMep, KIMHUKKM ANS NOAPOCTKOB M MOMOAbIX B3POC-
nbix [41]. OgHaKo ans 60MbWKMHCTBA BHEAPEHWI BbIIN HEOO-
XOAWMbIl TOSIbKO OCBEAOMIEHHOCTb MEAMUMHCKUX PaboTHU-
KOB, }XeNnaHne NoMOoYb NaLMeHTam U Hanuine MHULMaTUBHON
rpynnbl AN KOOpAMHALKMK COBMECTHbIX yeunun [31, 43].

BakHO, 4TO MexayHapoaHble MOMOXKEeHUs No opraHu3a-
LMW MeAMLIMHCKOW MOMOLLM B Nepunoj nepexoaa noapoCcTKOB
He MOryT 6bITb OAHOTUMHO UCMONb30BaHbl BO BCEX CTPaHaXx.
OHM SBNAIOTCA TOMbKO OCHOBOW ANS1 HaALMOHAaNbHbIX WK
pervoHanbHbIX PEKOMEHJALMM 1 NPOorpaMm, KOTOpble A0SK-
Hbl pa3pabaTtbiBaTbCs C YHETOM MOTPEOGHOCTEN KOHKPETHOM
CUCTEMbI 34pPaBOOXPaHEHMs Mocne NpoBefeHMs COOoTBEeT-
CTBYIOLLMX HaY4HbIX UccneaoBaHum [53].

3HauyeHue pe3ynbTaToB 0630PHOro UccnefoBaHUs

AN POCCUUCKOW CUCTEMbI 34PaBOOXPaHEHUs

B pesynbraTte cMcTEMATUHECKOro NOMCKAa HaMKU He BbisiB-
NIEHO NIMTepaTypHbIX MCTOYHMKOB Ha PYCCKOM Si3blKe O nepe-
xo4e HebpOonorMyecKnx MNauneHToB BO B3POCNYIO CHYXKOY
3QpaBooxpaHeHus. OgHaKo POCCUMMUCKMMKU aBTopaMu Obinun
ony6anMKoBaHbl cTaTbl 0 npobnemax nepexofa nauMeHToB
C I0BEHWUNIbHLIM apTpuTom [59], BocnanutenbHbIMKU 3abose-
BaHUAMM KuLeYyHnKa [60, 61], nocne xupypruyeckoro neve-
HUS BPOXAEHHbIX MOPOKOB cepAua [62], ¢ anunencuen [63],
MYKOBUCLIN030M [64, 65], ¢ nporpeccupyowmmMm peakmMmm
(opdaHHbIMK) GonesHamMu [66], caxapHbiM anabetom [67].
Kpome Toro, KnMH14eckne pekoMeHaaLmm «<Anroputmel cne-
LManM3npoBaHHOM MeaAULMHCKOM NoMOLLM 6O/bHBIM caxap-
HbIM AnabeToM» coaeprkaT OTAeNbHbIM pa3fgen o nepexo-
[e nauMeHToB C caxapHbiM AMabeToM U3 neauMaTpuyecKon
BO B3POC/NYI0 MEAULMHCKYIO CNyXO6Y [68]. B nepeyncneHHbix
cTaTbsX 6blM OTMEYeHbl NPo6EMbl MPEEMCTBEHHOCTH OKa-
3aH1s MeULMHCKOM nomolum [59, 63, 66]; NCUXonornyeckune
acneKTbl U3ydaemoro nepuoga [65, 67], B T.4. HegocTaToyHas
CaMOCTOATENbHOCTb MOAPOCTKOB, HU3Kas NPUBEPKEHHOCTb
K BbINO/IHEHUIO PEKOMEHAALMI, a TaKKe M306bITo4Has orne-
Ka poautenen [61]. Poccunmckumu aBtopamu obpallanocb
BHMMaHWE Ha TO, YTO YacTb NaLMEHTOB NOC/e NPeKpaLleHns
HabnoaeHns B NeanaTpuyeckon cnyxobe He nonyvyanu Kea-
IMOULMPOBAHHON cneunann3npoBaHHON MOMOLLM, YTO AN

Puc. 3. MNauneHToopreHTpoBaHHas KoHUeNTyanbHas MoaeNb
nepexoaa NOAPOCTKOB U3 AETCKOM BO B3POCYIO CNYXKOY
3[paBoOXpaHeHns

Fig. 3. Patient-oriented conceptual model of adolescents transition
from pediatric to adult health service

| NEPUOA NEPEXOJA
MnaH Mepexon A)JanTau,M;l
MoarotosKa MoanepxKa K B3pocnon
cnyxo6e

peleHns aTon npobaembl Heo6XoaAWMbl COOTBETCTBYIOLLNE

obpasoBaTenibHble Nporpammbl [62]. Mpn 3TOM OTMEYEHO,

4YTO BHEeAPEHME opraHn3aumoHHbIX Mogenen, obecneyvmBato-

LLMX MPEEMCTBEHHOCTb B paboTe AETCKOM M B3POCION CNYXKO,

NPUBOAMNIO K NOBLILLEHWUIO KA4YeCcTBa MEANLIMHCKON NMOMOLLM

W yNyYWEHUIO KayecTBa KU3HM NauMEHTOB U B POCCUMCKMX

ycnoBusax [64].

M3yyeHne pyccKos3blYHbIX NyGAMKaLMK MO Teme nepe-
X04a BbIIBUIO HECOrNacoBaHHOCTb WMCMONb3yeMon Tep-
MWHONOrMnN. OOLLEN3BECTHO, YTO B COOTBETCTBUM C MNpPU-
Ka3oMm N? 154 [8] n pa3paboTaHHbIMW Ha €ro OCHOBaHWU
METOAMYECKMMU peKomeHaauusamu [9] nocTynneHue noa-
POCTKOB Noj HablogeHne Bpayen B3pOCIOon Cyx06bl Ha3bl-
Ba/loCcb TEPMUHOM «Nepeaadar. B nocnegHue rogpl B ctaTbsix
Yaule cTanvM UCNoNb30BaTbCA TakWe TEPMWHBI, KaK «nepe-
BOA» W «Mepexof», HO KPOMe TOro — «TpaH3unuus» [69]
W «TpaH3um [60]. Mo Hawemy MHeHUIO, Ans 06beauHEHUS
MEXAYHapOAHbIX YCUIUI U peann3aLmm COBMECTHbIX UCCe-
[I0BaHWM LlenecoobpasHo y4uTbiBaTb aHMMUCKYID TEpMHU-
HOMOMMIO U MEPeBOAUTb TEPMUH transfer KaK «nepeBogy,
a TepMUH transition Kak «nepexo». Takum o6pa3oM, MOXKeT
ObITb MOCTPOEHa creaylolwas nauMeHTOOpUEHTUPOBaHHAN
KOHuenTyanbHas moaenb (puc. 3). B cOOTBETCTBUM C 3TOM
MOAENbIO Mepuoa nepexoda BKIOYAET 3Tan MOATOTOBKM,
OCYLLECTBSIEMbIM B TeYeHMEe MNOCNeaHux neT HabnogeHus
B rneavaTpuyeckon cnyxkbe, atan HenocpeacTBEHHOro nepe-
X04a nauueHTa, BKAoYaowmn GopmManbHbli NepeBod, KOH-
TPOSIMPYEMbIA MEAWLIMHCKMMU PabOTHUKaAMM, a TakKe aTan
afjantaunn K B3pocnon cnyxbée. [pn aTOM TEPMUH «nepe-
fJadva», MO HaweMy MHEHMIO, paLMOHaNbHO MCNONb30BaTb
TOMIbKO B OTHOLLIEHMN 06MeHa MeANLIMHCKOW JOKYMEHTaLMK.

MonblTKA MNPUMEHEHUS PEe3yNbTaTOB MEeXAyHapOoaHbIX
nccneaoBaHuMim K POCCUICKOW MPaKTUKe MnpuBena K nosis-
NIEHUI0 psija BOMPOCOB, KOTOpble TPebyloT AasibHeWWwero
n3yyeHus. Hanpumep:

e (O6ecneynBaeTca M NOAPOCTKaM C 3aboneBaHUAMU
no4yek B MepUOA nepexoja KavyecTBeHHas MeauLMH-
CKasi MOMOLLb C y4€TOM NMPEEMCTBEHHOCTU €€ OKa3aHma?
YooBneTBOpeHbl M BCe MNOTPEOGHOCTM HalLMX NaLUEHTOB
B nepuoa nepexoga? lNpoBoauTtca v ageKkBaTHas npo-
dunaktnka nporpeccupoBanus XbBI, B T.4. y nauueH-
TOB C HOPManbHOW WU YMEPEHO CHUXXEHHOW CKOPOCTbIO
KNy60o4KoBOW unbTpaumm? KakoBa NPUBEPIKEHHOCTb
K BbIMO/HEHUID peKoMeHaauun noapoctkamu ¢ XbIl
B POCCUIMCKMX YCNOBUAX?

e JloMKHbI 1 AeTCKMe Hedponorn n neamaTpbl GOpMUPO-
BaTb YyBCTBO OTBETCTBEHHOCTU 3a CBOE 3[0POBbLE Y NOA-
pocTkoB ¢ XBI1, nepexoasiumnx Bo B3POCyLO CNy*Ko6y, 06y-
YaTb UX CAMOKOHTPOJIO, MPUHATUIO PELLEHWI B KOHTEKCTE
CBOEro COCTOSIHUSI 3[0POBbS TaK e, KaK 3To AenatoT
3apybexHble KOMnern, HecMmoTps Ha NpuHUMNKaNb-
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CuctemaTu4yecKum o63op

Hble OT/IMYMA B OpraHu3auuu OKa3aHWs MeAMLMHCKON
nomouwn? [lonxHa N1 NpoBOAMTLCS OLIEHKA rOTOBHOCTU
K nepexogy BO B3pOCAyD CAyKO6y C MCMONb30BaHWEM
CTaHAAPTM3MPOBAHHbIX ONMPOCHUKOB?

e BO3MOXHO /I 3a CYET YNy4ylleHUs opraHu3auun nepe-
XO[HOro nepuopa, 06y4eH1sa NauMeHTOB 3HAHUAM U yMe-
HMSAM MO OCHOBaM NPOMUAAKTUKKM MPOrpeccMpoBaHms
XBI o6ecneynTb CTabWAM3aLMIO MOYEYHbIX GYHKUMN
M CHUXEHWE pUCKa pa3BMUTUSA MOTPEBHOCTM B 3aMeCTu-
TEeNbHOW NMOYeYyHoW Tepanuu B nocneaylouime rogbl? 31o
MMEEeT 3KOHOMMYECKOEe 3Ha4vyeHWe AN BCeW CUCTEMbI
3paBOOXpPaHeEHHS.

e Ecnau nporpaMmbl MOATOTOBKM K NEPEXody B YCNOBMSX
POCCUWCKOM CUCTEMbI MOTYT OKa3aTb MOJIOKUTENbHbIN
3 dEKT, KTO JOMKEH UX peann3oBbiBaTb? MoryT nv npo-
rpammbl 6bITb NMOAHOCTbIO OHNAMH? SPOEKTUBHO NN MpU-
B/le4YeHne obydalolnxcs MeaMUMHCKUX obpa3oBartesib-
HbIX OpraHmn3aumm?

e |lenecoobpas3Ho nn obecneyeHne 6OMblIEN B3aUMO-
CBSA3M MeXAy OETCKMMU U B3POCIbIMU CTaLMOHapamm?
[OMKHbl M NeanaTpbl U y3KWE cneuuanuctbl UMETb
MHOOPMaUMIO O TaKTUKe BeAeHWs NaLMeHTOB mnocne
nepexoaa BO B3POCAYO CAYXOY Ha perynsapHon ocHoBe?
Pe3ynbTaTbl BbIMOHEHHOrO HaMW CUCTEMATMYECKOrO

0630pHOro MccnegoBaHUsa nuTepaTtypbl CTaau OCHOBOW ANs

pa3paboTKM KOMMIEKCA Hay4HbIX UCCNEAOBaHUI MO U3y4e-

HWIO MpoLecca nepexoga MoAapoCTKOB € 3aboneBaHUsAMMU

noYyek M3 AETCKOM BO B3pOCnyl cayxby. 3T mccnenosa-

HUA MNONAYyYMNIn ofob6peHue 3TUYECKOro KomuteTa K 6yayT

npoBOANTLCA Ha 6Ga3e 061acTHOro AETCKOro crauuoHapa.

B COOTBETCTBMM C HALIMM BUAEHMEM, COCTOSIHME 340POBbLSA

noapOCTKOB B Mepuoj nepexofja — 3TO KOHEYHbIN pesysb-

TaT AeATeNnbHOCTU neanaTpUYecKon cny»K6bl, KOTOPbIKM A0N-

¥EeH UMeTb LieneBble NokasaTtenu. Bce cnydan OoTKIOHEHUIN

OT JO/IKEHCTBYIOLLMX 3HAYEHWUIN 0653aHbl U3yHaTbCs C LieNbo

ynyylweHus cuctemsl. [pu aToM HopMaTtMBHOE obecrnevyeHne

opraHn3aumm MeauLUMHCKOM NOMOLM MOAPOCTKaM, KOTOpoe

Heo6XoAMMO Ans cTaHAapTM3aumM npouecca, Bceraa ocTaB-

NIeT BO3MOXHOCTb AN HENPEPBLIBHOMO COBEPLUEHCTBOBAHMS

C LeNblo AOCTUKEHMSA HAUNYHLIMX KITMHUYECKNX PE3YSIbTAaTOB

HalWwWmu naumeHtamu [70].
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3AKJ/IIOMEHUE

Ana dopmMmnpoBaHUSA CUCTEMbI Hay4YHbIX 3HaHWK B 06na-
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060CcHOBaHHEe. AKTyallbHbIM OCTaeTCs MOUCK HOBbIX CTpaTterun peabuintaunn rnogpoCcTKOB C OXUPEHMEM U KOMOpPOUA-
Hon aptepuasnbHou runepteHanen (Al) o pa3BUTUS CTOMKNX NaToI0rMYE€CKMX U3MEHEHUI OpraHoB cepaeqyHo-coCyanCToN
cuctemsl. Ljenb nccnegoBaHusi — 13y4nTb BIANSHUE MHTEPBAJbHbIX TMIIOKCUYECKUX TPEHMPOBOK (UIT) Ha ypOoBEHb apTepu-
anbHoro gasnerus (ALl) y NnoApoCTKOB C N36bITOYHOM Maccom Tesa / oxxupeHmem u KomopbuaHon Al. Metogbl. [1oapocTKoB
B Bo3pacTte 14—17 net ¢ SDS nHaeKca macchl Tena = 1 un Al | cteneHu (CpeaHui ypoBEHb CUCTOIMYECKOrO U/ UKW ANacTo/In-
yeckoro A = 95-ro nepueHTUIA 4415 NONyasUMn COOTBETCTBYIOLEro Bo3pacTa, 1osa 1 pocta) paHAoMU3MpoBaaun B rpynmny
«@3p0obHbIe TPEHMPOBKN» (X0Abba Ha 6EroBOM JOPOIKKE) U «ad3P06HbIE TPEHUPOBKMU + UIT» (MC0/Ib30BaHNE rmMnoKcMKaTopa
B MPEepbIBUCTOM peXXMMeE LUnKaaMmu). Bece nauneHTbl Haxo4nincb Ha CyO6KalopunHON AneTe (CHUXEeHMe KalopunHOCTU nuTa-
Husi Ha 10% oT HopMbI 4719 AaHHOro Bo3pacTta). [lepBnyHasi KOHeYHas ToYKa UCC/Ie4OBaHUs: pasinyue rpynn rno rnokasare-
JIIM CUCTOIMHECKOro/Anactomyeckoro AL no AaHHbIM CYTOYHOrO MOHUTOPUPOBaHUS ALl nocie 3aBepLieHns nporpamMmbl
TPeHMpoBoK (o 10 3aHATui). [JonosHUTebHO oueHuBaan BansHne UMIT Ha coctaB Tena (buonmnenaHCHbIN aHasins),
BapuabesibHOCTb CePAEYHOro pUTMa MU rCMX03IMOLIMOHaIbHYI0 peaKkuuio (WwKana Cnmnbeprepa, tect CAH). Pe3synbrarbl.
B ocHOBHyto rpynny pacnpeneneHbl 43 nayneHta, B KOHTPO/bHYO rpynny — 42. 3aBepLlunan rnporpamMmmy UCCie[oBaHus
67 60/1bHbIX. Bblbblin u3 rpynnbl MIT 5 (12%), 3 KoHTposibHON — 13 nauymeHToB (31%; p = 0,029), Bce B CBA3M C M710X0M
MepeHOCUMOCTbIO Harpy3Ku. pynnbl 6blin cONoCTaBUMbI 10 MCXOAHOM BEIMYUHE CUCTOIMYECKOIro U anactoimdeckoro A/.
locne 10 TpeHMPOBOK CHMXeHme AL npou3oLlno B o6eux rpyrnnax, pasinini B BEJINYUHE CHUIKEHUSI HE OBHapPYy)KEHO:
pasHula cpegHnx gns CAA — 2,4 mm pT. cT. (95% pnoBeputesnbHbin MHTepBaa —6,6 ... 1,8), ana AAAd — 0,2 mm pT. CT.
(-3,6 ... 4,0). OgHaKo 4acTtoTa ciy4yaeB goctTmxkeHus tenesoro CAL (< 95-ro nepueHTUs 47158 COOTBETCTBYIOLErO BO3pacTa
M rnoJsia) B aKCrnepuMeHTasabHOM rpynne rocje 3aBeplleHuns 1e4eHus bblia 3apukcrpoBaHa y 66% naLmneHToB, a B KOHTPO/Ib-
Hov rpynne — y 42% (p = 0,047). B rpynne UI'T oTMeYeHa rnosioxKuTebHas AMHaMMKa HEKOTOPbIX roKkasarTesiein Bapuabesib-
HOCTU CEPAEYHOIro pUTMa M NCUX03IMOLMOHAIbHOIO COCTOSIHMS. 3aKao4deHue. [lpumeHeHne UIT B cocTaBe nporpamMmbl pea-
6unnTaumnu nogpoCTKOB C M3OLITOYHOM Maccou Tena / oxxnpeHnem m AT He OKa3blBa€eT [OMOJIHUTEIbHOIO M0JI0XKUTEIbHOIO
B/IMsiHMS Ha noKka3satenu ALl. OgHaKko YacToTa ciy4aeB gocTuxeHus ueneBoro CA/ (< 95-ro nepueHTns 411 COOTBETCTBYIO-
Ljero Bo3pacTta M rosaa) B dKCrepuMeHTalbHOM rpynne rnocje 3aBepLuieHns 1e4eHuns bblaa 3apukcupoBaHa y 66% naymneH-
TOB, @ B KOHTPOJIbHOM rpynne — y 42% (p = 0,047).

KntoyeBble cnoBa: noApoCTKH, OXXUPEHUE, apTepuasbHas runepTeH3ns, aapobHble GU3NYECKME Harpy3Kku, MHTepBaslbHbIe
TMMOKCUYECKUE TPEHUPOBKH

Ans yntnpoBaHns: MawaHckas A.B., MoroanHa A.B., AtansaH A.B., Poiukosa J1.B., bByryH O.B., BnaceHnko A.B., MaHassk T.B.,
XpamoBa E.E., KpaBuoBa 0.B., ActaxoBa T.A. UHTepBasibHblE€ TMMNOKCUYECKME TPEHUMPOBKM B Mporpamme peabunurauum
NOAPOCTKOB C U36bITOYHON Maccon Tena / OXMPEHUEM U KOMOPOUIHOM apTepuanbHOM TMNepTEH3MNEN: OTKPLITOE PaHAOMM-
31MpoBaHHOe nccnenoBaHune. Bonpockl coBpemeHHou negnatpun. 2021;20(1):51-61. doi: 10.15690/vsp.v20i1.2236

OBOCHOBAHME ctpaH Mupa [1-3]. KoppeKuus OXUpeHuss n KoMopoua-
BbicOKasi pacnpoCTpaHEHHOCTb [AETCKOro OXUPEHUS, HOW apTepuanbHoOW runepteHauun (Al) aBnseTcs Haubonee
4aCTo acCoLMMPOBAHHOMO C ApyrumMu daKkTtopamu Kapauo- 3PDEKTUBHBIM CMOCOOOM NPODUNAKTUKKU CEPAEYHO-COCYN-
MeTabo/IM4EeCKOro pUCKa, OCTaeTCd Cepbe3HOM MeaMKOo- CTbIX 3a60neBaHuin y aeten [4, 5]. MeToAbl CHUXEHMS MacChl

coumanbHon NpPo6eMOoN 34paBOOXPaHeHUst B 60/bLIMHCTBE Te€Na OCHOBbLIBAOTCA HA UBMEHEHUN NMUTAHUA, MULEBLIX NPU-
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Bbl4EK M PUBNYECKON aKTUBHOCTH [6, 7]. OQHaKO noaaepKu-
BaTb AMETUYECKUE PEXMMbI U PaCLUMPATbL 06beM GU3UYECKUX
Harpy3oK y nauneHToB C U36bITOYHOM Maccow Tena COXHO,
a B HEKOTOPbIX Cnyd4asx U HeBO3MOXHO [8—10]. B aTon cBs3u
OCTaeTCsl aKTyallbHbIM MOUCK HOBbIX CTpaTernv peadbunura-
LMK NaLMEHTOB C OXKMPEHMEM U KomopbuaHon Al, 0co6eHHO
B ny6epTtaTHOM nepuoe, 4O pa3BUTUA CTOMKMX naTtosiornye-
CKMX UBMEHEHUI OpraHoOB cepaeyvHO-CoCYAUCTON CUCTEMBI.
dusnotepanua pacnonaraer 3Ha4yMTeNbHbIM apceHa-
JIOM METOAOB, B/IMAIOWMX Ha pas3nu4yHble 3BEHbA naTore-
He3a KapauomeTabonuyeckux HapyweHun [11-13]. B wux
4Ynucne WHTepBasibHble TMMOKCUMYECKMne TpeHupoBku (UIT),
KOTOPbIE MOIOXKUTENIbHO BJIMAIOT Ha a3pOobHY0 NPOU3BOAM-
TENbHOCTb (CMOCOBHOCTb BbIMNOMHATL HAarpy3Ky B asapobHOM
peXUME HWMKEe NaKTaTHOro nopora) U BMECTE C TEM CHUKa-
0T PEaKTUBHOCTb CUMMNATUKO-aJpeHanoBon cuctembl [14].
CynTaeTcs, 4YTO MHTEHCHBHbIE TMMNOKCUYECKME TPEHUPOBKMU
TpebyloT Xxopolwen MNoAroTOBKM nNauueHta M 6onee noa-
XOOAT AN NepBUYHOM NPOOUNAKTUKK oxupeHns [15]. UT'T
JIMWEHbl 3TOr0 HejocTaTKa, TaK KaK nauueHT noasepra-
€TCH TMMNOKCMYECKOMY BO3AEWCTBUIO B YC/IIOBUSX MOKOS,
a UMUTaLMSA TUMOKCUYECKON cpefbl obecneynBaeT MArkum
cTpecc-GaKkTop OKpyxatuwen cpeabl [14]. B Poccun pac-
npoctpaHeHne nonydnnn UIT ¢ Mcnonb3oBaHWEM Creuu-
annM3npoBaHHOro 060pyaoBaHUA 4S9 JOCTaBKU TUMOKCUYe-
CKOWM ra3oBoM cMecH (KoOMHaTbl, nanaTku, Macku ansa nuua,
nopTaTuBHble AblxaTenbHble annapatsl) [14, 16]. MeToavKka
npegycmatpuBaeT 4vepefoBaHWe [bIXxaHUA TUNOKCUYECKOM

CMECbI0 M HOpMallbHbIM aTMOChEPHbIM BO34yXOM C MHOIO-
KpaTHbIM NMOBTOPEHMEM 3TUX LMKIOB [14, 16].

Ha npumepe NaumneHTOB C OXKUPEHUEM U KOMOPOUAHOM
Al nokasaHo, 4To UI'T No3BOAAIOT AOCTUYb 6ONbLIEro CHU-
YKEHUS Maccbl Tena B CPaBHEHUU C KOHTPOSIbHOM rpynnown
(TonbKO dusnyeckme Harpysku) [14, 17]. Kpome Toro,
OTMeY€eHbl CHUXXEHWEe YPOBHA CUCTOJIMHYECKOrO U [AMacTo-
nn4yeckoro aptepuanbHoro gasnenus (CALA/OAL) B cocTo-
SAHWUM NOKOS M MOJIOKNUTENbHOE BAMSAHME Ha 6GanaHc cumna-
TUYECKOro 1 napacuMnaTU4yecKoro oTAeNloB BeretatuBHOM
HepBHOM cucTeMsbl [14, 18]. [NpoaeMoHCTPUPOBaHbI TaKKe
TMMOTNTMKEMUYECKUIA U TUNONUNUAEMUYECKUN 3D DEKTDI
UIT [17, 19]. Bmecte ¢ Tem u3ydyeHune adpdexktoB UIT
NPOBOAWIN B HEOOJbLUMX rpynnax nauuMeHToB cpefHero
M CcTaplliero Bo3dpacTta C cepaeyHOo-cocyaucTbiMu 3aborne-
BaHuAMU [14]. B page paboT noka3aHo NoBbllLeHWe Tosle-
PaHTHOCTM K OU3NYECKUM Harpyskam npu UIT y peten-
crnopTtcmeHoB [18].

Llenb uccnepoBaHuna

Llenb uccnegoBaHua — u3y4ntb BanaHUe UIT Ha ypo-
BEHb apTepuanbHOro AaBneHns y NoAPOCTKOB C M3ObITOYHOM
Maccow Tena / OXUpPEHUEM U KoMopouaHowm Al

METOAbI

MpenBaputenbHble pesynbTaTbl UCCNefoBaHUSA (BKIO-
YyaBLlUMe JaHHble NnauneHToB B Bo3pacTe o 14 neT; n = 5)
ObI/IM HaCTUYHO ONy6IMKOBaHbI paHee [16].
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Interval Hypoxic Training in Rehabilitation Program
for Adolescents with Overweight / Obesity and Comorbid
Arterial Hypertension: Open-Label Randomized Study

Background. Searching for new strategies for the rehabilitation of adolescents with obesity and comorbid arterial hypertension (AHT)
before significant pathological changes development in the cardiovascular system remains the urgent challenge. Objective. The aim
of the study was to examine the effect of interval hypoxic training (IHT) on blood pressure (BP) levels in adolescents with overweight /
obesity and comorbid AHT. Methods. Adolescents aged 14—-17 years with body mass index SDS = 1 and grade | AHT (mean level of
systolic and/or diastolic BP = 95th percentile for population of corresponding age, sex and height) have been randomized to the group
«aerobic training» (treadmill walking) and “aerobic training + IHT” (usage of hypoxicator in intermittent operation cycles). All patients
were on subcaloric diet (10% reduction in caloric intake for given age). Primary outcome measure was the difference between groups on
systolic/diastolic BP levels according to 24-hour BP monitoring after completion of training program (10 classes each). The effects of IHT
on body composition (bioelectrical impedance analysis), heart rate variability and psychoemotional state (Spielberger scale, assessment
of health, activity and mood) were further estimated. Results. 43 patients were assigned to the index group, and 42 — to the control
group. 67 patients have completed the research program. 5 patients (12%) from the IHT group and 13 patients (31%; p = 0.029) from the
control group prematurely discontinued participation in the trial due to poor exercise tolerance. The groups were comparable in baseline
systolic and diastolic BP. Decrease in BP occurred in both groups after 10 workouts. There were no differences in decrease value: mean
difference for SBP was 2.4 mm Hg (95% Cl —6.6 ... 1.8), for DBP — 0.2 mm Hg (-3.6 ... 4.0). However, the incidence of reaching the
targeted SBP (< 95th percentile for the corresponding age and sex) after completion of the treatment was recorded in 66% patients in the
experimental group and in 42% patients in the control group (p = 0,047). Positive dynamics in several indicators of heart rate variability
and psychoemotional state were mentioned in the IHT group. Conclusion. The IHT implementation in the complex of rehabilitation
program for adolescents with overweight / obesity and AHT has no additional positive effect on BP levels. However, the incidence of
reaching the targeted SBP (< 95th percentile for the corresponding age and sex) after completion of the treatment was recorded in
66% patients in the experimental group and in 42% patients in the control group (p = 0,054).
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Au3aiiH uccnepoBaHus
MpoBefeHO OTKPbLITOE PaHAOMU3UPOBAHHOE KIUHMYE-
CKOe 1ccnefoBaHue B NapaniesbHbix rpynnax.

YcnoBus U nepuoj npoBeaeHUa UCC/IeOBaHUA

OT60p NaUMEeHTOB ANF y4acTus B UCCneaoBaHWM NPoBO-
amnu B nepuog ¢ Mmas 2015 no ceHta6pb 2017 I. U3 yucna
60/1bHbIX, rocnMTanu3npoBaHHbix B 2014 r. B OTAeNeHue
neavaTpun M NoApPOCTKOBOM MTMHEKOSIOTUKU KIMHUKKM PIBHY
«Hay4HbI UeHTp Npo6sieM 310POBbS CEMbMK U PENPOAYKLIMM
yenoseka» (HL, M3CPY, NpKyTcK).

Kputepumn coorBetTcTBUA
Kputepnn BKaO4YEHUS:

e Bo3pacT 14-17 ner;

° K36bITOYHAs Macca Tena Unn OXxUpeHue;

e Al | ctenenu;

® HalMyne KOHTAKTHOM MHPopMauuun (Homepa TenedoHa)
B MUCTOPUKN BONESHY;

°*  WHbOpPMUPOBaHHOE JOOPOBOLHOE COrNacKe Ha y4acTme
B UCCeaoBaHuUM.

Kputepum HEBKIIOYEHUS:

® BTOPWUYHbIE (HEMPOIHAOKPUHHbBIE, ATPOrEHHbIE) UK TeHe-
TUYECKME MPUYUHDBI OXKUPEHUS;

® [pueM JIeKapCTBEHHbIX MpenapaTtoB W/WUAW MULLEBLIX
[06aBOK, KOTOpble MOMK 6bl OKa3aTb BAUSHWE Ha Maccy
Tena, ypoBeHb ALl M 4acToTy CepAeYHbIX COKpaLleHWR
(4CC), Ha MOMEHT rocnuTanu3auun u/mnmM B TeyeHue
npeawecTByOLLMX 2 MEC;

® HannyMe MeAULMHCKUX MPOTMBOMOKAa3aHWW And npo-
BegeHns UM — ocTpble (BKIOYAs MHOEKLMOHHbIE) UK
060CTpPEHME XPOHUYECKUX (KpoMe oxupeHus un Al 3abo-
NeBaHWM Ha MOMEHT rocnuTanmsaumm.

Kputepun ncknodyeHus:

® oxas NepeHOCUMOCTb Harpy3ku (anobbl Ha nioxoe
camoyyBcTBMe, noBblweHne A, YCC, 6011 B MblwLax,
cycTaBax).

OnucaHne Kputepues COOTBETCTBUSA

[Nna CKPWUHMHra noTeHUMaNbHbIX Y4aCTHUKOB WMccneno-
BaHMA Obl1 NPOBEAEH aHannM3 apXMBHbIX UCTOPUI GOSTIE3HM
NaUueHTOB C U36bLITOYHOM Maccon Tena / oxupeHuem u Ar,
rocnUTanmM3nMpoBaHHbIX B KIMHKKY HLL M3CPY B 2014 r. Mpwu
COOTBETCTBMM NaLMEHTa KPUTEPHUAM BKIIIOYEHUS /HEBKIIOYE-
HWSi CO3BaAHWBANUCh C 3aKOHHbLIM NpeacTaBuTenem pebeHKa,
poautenem unu onekyHom (onpoc nposoaunu E.E. XpamoBa,
T.B. MaHA39K) » npurnawanu geten ans rocnuTanusauuu
B KAMHKUKY HLU, M3CPY. 3aKoHHbIM npeactaBuTensm Oblan
03BYY€eHbl BO3MOXHas [JaTa rocnutanusaumv U npenBapu-
TeNbHbIN NNaH NeYyeHuns.

Bepudukaumnio gnarHosa «M36bITO4HAs Macca Tena»
WU «OXUPEHME» MPOBOAUAN NPU rOCNUTann3aLumm ¢ Lenbto
NPOBEeAEHUS NeYeHUa B paMKax McciefoBaHWs CornacHo
KIMHWYECKMM peKomeHgauunam [20] ¢ y4yacTMeM [eTCKo-
ro saHgoKpuHonora KnuHuku HLU, NM3CPY (0.B. KpasuoBa).
[ANarHoCTMYECKUM KpUTEPUEM M36LITOYHOM Macchbl Tena
cuntann SDS (standard deviation score) MUMT 1-1,9,
oXupeHuas — SDS UMT = 2,0 [19]. Bepudukauns avar-
HO3a «apTepuanbHas TruMNepTeH3us» npoBeaeHa AeT-
CKMM Kapguosnorom KanHmku HLL M3CPY (T.B. MaHa3sK)
cornacHo pexkomeHaauunam [21]. Al ycTtaHaBnuBanu
npun cpeaHem yposBHe CAL w/wunn OA[, paccynTaHHOM
Ha OCHOBAHWM TPEXKPATHOro M3MEpPEeHUs C MHTepBasoMm

B 3 MUH, = 95-ro nepueHTUns pacnpeneneHms 3Ha4yeHumn
Al B nonynauuMu Ana COOTBETCTBYIOLLEro BO3pacTa, nona
n pocta [19, 20].

Panpomusauusa

ApXMBHblE UCTOPUKM GOSIE3HM NMALMEHTOB C M3ObITOYHOM
Maccon Tefa Unun oXxxnpeHuem u Al poamTenn KoTopblx corna-
CWNCb Ha y4acTue B nccneaoBaHuu, 6bliv NPoOHyMepoBaHbl
ot 1 o 90. MNpouenypy paHAOMU3aLMU NPOBOAMAN C UCMOb-
30BaHMeM TabauLbl ciyvYarHbix Ynucen [22]. B tabnuue npo-
M3BOMbHO GblNa BbliGpaHa TOYKa Hayana oTcyeTa (CTpoka
M cTonbel), Ha4YnMHas C KOTOPOW Obinv BbINUCaHbI MNOAPAA
yepes ABa 4ucna ABe nocnegHve LMbpbl Kaxgoro 4vucna,
Bcero 45 3HavyeHun. Ecnu aBe nocnegHue UMbpbl B 94eN-
Ke 6bin 00 unm > 90, To GMKCMPOBaNU BTOPYIO M TPETLIO
umodpbl (M3 NATH) B A4erKe TabnuLbl ClydarHbIX 4Yucen.
MonyyeHHbIM CIMCOK M3 45 yucen NOBTOPOB He cofepiKa.
MaumeHTbl, HyMepaLuus UCTOpui 6ONE3HU KOTOPbIX COOTBET-
CcTBOBana 3TUM Homepam, Oblin onpeaeneHbl B OCHOBHYIO
rpynny — nposegeHne UIT. MayneHTbl, UCTOpUKU GONESHHM
KOTOPbIX OCTaAUCb Nocne oTéopa B OCHOBHYIO rpynny, 6bian
BKJIIOYEHbI B KOHTPOJIbHYIO rpynny — npoBegeHune JIPK.

B npueMHOM MoKoe B [€Hb rocnuTann3auuu nauueHTty
WKW ero 3aKOHHOMY MPEACTaBMTENtO (ecnn BO3pacT nauu-
eHTa < 15 neT) npenocTtaBnsiM MHPOPMaALMOHHBIN JINCTOK,
B KOTOPOM, MOMWMO LIeN U 3ajadvu uccneoBaHus, Gbinu
onucaHbl nporpamMMa 3aHATMKW nevYyebHOM GU3KYNLTYPOK
(NPK) n meToanka nposepenuns UIT. MNMauuneHTsbl (3aKOHHbIE
npeacTtaBuUTeNu Ans AeTen B Bo3pacTte < 15 nerT), cornacus-
LIMecs y4acTBOBaTb B UCCNELOBaHUK, NOANUCLIBANN MHPOP-
MUpOBaHHOe A06poBOMbHOE cornacue. Janee vccnegosa-
Tenb (OH e nedvawmn Bpady — E.E. XpamoBa, T.B. MaHA3gK
unu 0.B. KpaBuoBa) coobLianu, Kakon ne4ebHbl KOMMNIEKC
(anetotepanua + JIOK unn guetorepanua + UIT) naumeHt
6yaeTt nony4vatb. llauveHTam OCHOBHOWM rpynnbl WM/WAnU KX
3aKOHHbIM MNpPeAcTaBUTENSIM AOMOMHWUTENBHO CO06LLaN0Ch
06 oxngaembix npenmyuiectsax UM

OnucaHue MeAULIMHCKOro BMellaTeibcTBa

ba3soBas Tepanus

Bce nauueHTbl B Nepuoa MccneaoBaHUS HaxoauauChb
Ha CyOKaNopUMHON AMETe (CHUXKEHWE KaloOpPUMHOCTH NUTa-
HMSA Ha 10% oT pacyeTHOM HOPMbI Aas AaHHOro Bo3pacTa
[23, 24]). MuTaHKe NauMeHTOB, BK/OYEHHbIX B MCCNeao-
BaHWe, OCYLLECTBNSANOCH LIEHTPANN30BaHHO B CTONOBOWM
KNnHUKkK HLU, NM3CPY cornacHo vHaAMBMAyanbHOMY TallOHY
C YKa3aHWeM KanopunHocTtu [23, 24] ang gaHHOro nauyu-
eHTa. MeaMKamMeHTO3HOoe leYeHne B NepMo HaxoxaeHums
B CTaluMOHape He MNpoBOAMAM B COOTBETCTBUM C PEKO-
MeHgaumsamu [20].

KoHTponbHas rpynna

MauMeHTbl KOHTPOSIbHOM rpynnbl 3aHMmanucb JIOK —
a3pO6HbIMU  PUBUYECKUMU  YMIPAKHEHUAMU (KOHTPO/b
BbiNofiHeHMa — A.B. MawaHckas). 3aHatua JIOK nposo-
AWANCb CO BTOPOro AHSA rocnutann3dauuu, Yyepesd 1 4 nocne
3aBTpaka (nocne 8:30), Bcero 10 3aHATUM C NepepbiBOM
B BblXoAHble AHW. lporpamma 3aHatua JIOK BKIoYana
ynpaxHeHue (xoabba) Ha 6erosow gopoxkke Walkpal (AeroFit,
KuTtan), KoTopoe NPoBOAMIOCH B «Lle1eBOW 30He» Nnyfibca —
YCC 65-85% ot makcumanbHown YCC. [lMocnegHtoo onpe-
Jenanu no pesynbTatam Harpy3o4Horo TtectupoBaHus [25]
Ha Tpegmune Medset (Medizintechnik, lfepmanus) no npo-
ToKony Bruce B AeHb rocnutanusaunu (BbINOJHEHO Bpaya-
MW OYHKLMOHANbHOM AMArHOCTUKKM KAMHUKKM HLL M3CPY).
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Original Article

OpuruHanbHas cTaTbs

Mporpamma 3aHatus JI®K cocTosna n3 Tpex craguin: pas-
MMWHKa (Liar co CKOPOCTbIo 3 KM/4), ObICTPbIN War (CKOPOCTb
6 KM/4), Xxoab6a co CKOPOCTbIO 3 KM/4. [pOoa0MKUTENBHOCTD
nepBoON W nocnegHen ctagum — 3 MUH, 06LWan NpPoAosIKK-
TeNbHOCTb 3aHATnS — 32 MuH. KoHTponb YCC ocywiectBnsn-
CSl HEMpepbIBHO B TeYEHUE BCEN TPEHWPOBKMU C MOMOLLbIO
OaTYMKOB MNyfibCa Ha NOPYYHAX 6EroBoOn AOPOXKKHM.

9KcnepuMeHTasbHOe BMeLIaTe/IbCTBO

MauuneHTbl, paHooMu3npoBaHHble B rpynny WIT, npo-
XOAMNW TPEHUPOBKY CO BTOPOro AHSA roCnuTanu3auuu exe-
OHEBHO (C NepepbiBOM B BbIXOAHble AHM) Yyepe3 1 4 nocne
3aBTpaKa nepeq 3aHATMEM (X0AbO0W) Ha BGEroBOM LOPOXKKE
Nno NPOTOKOY KOHTPOJIbHOM rpynnbl (NoApO6GHEE CM. Bbille).
UI'T npoxoauna ¢ ucnonb3oBaHWEM MMNOKcUKaTopa «buo-
Hoga-204» («bno-HoBa», Poccus, CP 2009/05700) B npe-
PbIBUCTOM pPEXWME LUMKNAMKU: [OblXxaHWe TUMNOKCUYECKOWM
CMecbio 3 MUH (KOHUEHTpauus kucnopoaa 12%), vepenys
C AblxaHueM aTtmocdepHbiM Bo3gyxoM — 1 MuH. Ob6uiee
Bpems npoueaypbl — 40 MuH (10 UMKNOB B OAHOM ceaHce).
Bcero 66110 3annanmposaHo 10 ceaHcoB UIT ¢ nepepbiBOM
B BbIXOAHbIE AHM.

Ucxopabl uccnepoBaHua

OCHOBHOM UcxXoa ucciegoBaHus

AddeKktuBHOCTL UIT ouLEHUBaNM No KOHEYHbIM 3Hauve-
Huam CAL/AAL v pasHuue 3Havenun CAL/OAL K KoOHUy
uccnegoBaHusa (Ha 14-e cyT) B CpaBHEHWU C UCXOLHbIMM
B OCHOBHOM (anetotepanus + UI'T) n KOHTpObHOWM (aneToTe-
panusa + JIOK) rpynnax.

Mamepenne CAL/OAL npoBeAeHO MNyTeEM CYTOYHOro
MoHuTopupoBanua A (CMAL) B AeHb rocnutanusauuu
M nocne oKoH4yaHud (14-e cyt rocnuTanusauuu) ¢ UCNosb-
30BaHMeM HocuMbix MoHMTOpoB A/l Oscar (SunTechMedical,
CLWA). MnaH “3MepeHUn npegycMatpuBasn ycTaHOBNEHWUE
OHEBHOr0 W Ho4YHoro nepuogoB: 06:00-24:00 — pfeHb,
00:00-06:00 — HOYb. KpaTHOCTb M3MEPEHUN B AHEBHOM
nepuogq — 1 pa3 B 15 MMH, B HOYHOM nepuoag — 1 pas
B 30 MuH. Mpn aHannze gaHHbix CMA/L y4uTbiBanu cpeaHe-
CYTOYHble 3Ha4YeHuns ALl. MacknpoBaHue OTHOCUTENbHO Fpymn-
nbl BMeLWaTenbCTBa UccnegoBartenen, Kotopble pacwndpo-
BbiBa/u pe3ynbratel CMA/LL, He NpoBOAMNOCS.

AononHutenbHbie HCXO[bI UCCIER0BAaHHUSA

e [IuHamuka SDS UMT.

e [IMHaMWKa NoKazaTenen OMOMMMELAHCHOro cocTaBa
Tena.

e [lnHamunKa BapuabenbHocTh putma cepaua (BPC).

e [lcuxoamMouUMoHanbHas peaKkLms Ha NPOBEAEHHOE NeYeHue.

BuoumnenaHCHbIN aHaan3

AHTPONOMETPUYECKME MOKa3aTenu M KOMMOHEHTHbIN
coCTaB Tefla onpeaensnm B NepBbli AeHb M Nocne nposee-
HUs 10-1 TpeHnpoBKK (NOK nnn UIT). U3meperus (NpoBo-
onnn 0.B. KpaBuoBa, T.B. MaHassk, E.E. XpamoBa) npous-
BOAWM/IM C WCMOSIb30BaHWEM BecoB-aHanu3aTtopa TBF-410
(Tanita, AnoHna) u meauuMHCKoro poctomepa MCK-234
(«MepncranbKoOHCTPYKLMSA», Poccus). M3amepeHue npoBoanIU
yTpOM — 4yepes 12 4 nocne nocneaHero npuemMa nuiim u ono-
POXHEHUS MOYEBOro My3bips. Ha OCHOBaHWWM aHTPOMOMETPH-
YECKMX U3MEPEHUN U NapamMeTpoB INEKTPUYECKOW MPOBO-
[IMMOCTM Y4aCTKOB Tena (6uonmneaaHc) oueHnsanu aonu (%)
YMPOBOWM TKaHW M BOAbl B 06Ulen Macce Tena [26]. Maccy
“ MHAaeKe Macchl Tena (MMT = macca Tena (Kr) / (pocT (M2))
paccuyuTbiBann aBTomatvyecku. Ana MMT npu nomolum

Kanbkynstopa WHO AnthroPlus [27] onpeaensnu otinyuve
OT CpefHuX MONYNSLUMOHHbIX 3HAYEHWH B efMHMLAX CTaH-
[apTHOro OTKIOHeHUS (SDS).

BapuabenbHOCTb puUTMa cepaLa

MccnepoBaHne BPC npoBoAMNOCb C MCMNOAb30BaHU-
eM annapaTtHo-nporpaMmMHoro Komnnekca BHC-cnektp
(«<HenpoCodT», Poccus) nocne 10-MUHYTHOTO OTAbIXa B NMOJO-
YEHWUW Nexa Ha CnuHe U NpU aKTMBHOM OPTOCTaTUYECKOM
npo6e (AOM — nepexoa nNauMeHTa M3 MONOXEHUS nexa
B BEPTMKaNbHOE MONOXeEHWE). Pernctpauus KapamMopuTMmo-
rpaMmbl OCyLLECTBASIACb BO BTOPOM CTaHAAPTHOM 3/1EKTPO-
KapaunorpadmnyecKom OTBEdEHUM CO CKOpOCTbio 25 mMm/cC.
MpogomxkuTenbHocTb 3annucu — 5 MuH. MccnepoBanue
NpPOBOAMNOCL ABa[abl — B MEPBbI AeHb rocnuranunaa-
UMM M B [€Hb BbIMWCKWM MOCNEe 3aBepLlieHUs nporpaMmmbl
TpeHnpoBoK (JI®K unn UIT). AHanu3 pgaHHbix BPC u ux
duanonornyeckas MHTEpNpeTaLmus NPoBOAMANCE MO MOKa-
3aTensiM CTPYKTYpbl CMEKTPanbHOM MOLHOCTM BOJH B Aua-
nasoHe LF, HF, nHgekca BarocummnatMyecKoro B3auWMmo-
pencrteua LF/HF, RRmin, RRmax, Koadbduumnenta 30/15
(RRmin/RRmax Ha 15-30 c ot Havana AOI1), npupocta YCC
(B % OT ncxopHoro 3HavyeHud) npu AOIM [28].

lcuxoanarHocTnyecKkoe obeieqoBaHue

McuxognarHocTMyeckoe obcnefoBaHne B NepBbld AeHb
fle4eHns U B AEHb BbIMWUCKK, Nocne npoBeaeHusa 10-i Tpe-
HUPOBKKN (JIOK unn UIT), npoBoanMnoCb C y4yacTMEM KIu-
HMYECKOro ncuxonora (COTPYAHUK KAMHMKKM HLL M3CPY).
06cneaoBaHUio NpeawecTBoBano MHTEPBLID C NMaLMUEHTOM
ON9 YCTAaHOBNEHUS KOHTaKTa B 9MOLMOHANbHO CMOKOMHOWM
o6cTaHoBKe. [na o6cnegoBaHus MpPeaocTaBisnoCh nep-
COHanbHOe yao6Hoe MecTo, BpeMsi BbINMOJHEHUS TecToB
He orpaHuM4yMBanoCb, NPWM 3TOM MNaALUMEHTY COOOLLanu, 4TO
OoTBEYaTb Ha BOMPOCbl HEO6XOAUMO WCKPEHHE, A0ATO HE pas-
aymbiBas. [ns BbIABAEHUS UHAWBUAOYANbHbIX OCOGEHHOCTEN
NMCUX03MOLMOHANbHON peaKLMK Ha NPoOBeAEHHOE KypcoBoe
nedveHune 6blnn Ucnonb3oBaHbl WKana Cnunbeprepa (agan-
TMpoBaHa t0.J1. XaHuHbIM [29]) n Tect CAH (camouyBCTBME,
aKTUBHOCTb, HacTpoeHue) [30].

LLIkana Cnun6eprepa Bratovaet 40 BonpocoB: 20 — ana
onpeaeneHns ypoBHSA TMYHOCTHON TpeBoXHoCTH (J1T), 20 —
ONa onpefeneHnst YpoBHSA PEeaKkTMBHOM (CUTyaTUBHOM) Tpe-
BOXHOCTM (PT). Ha Kaxkabl BONpoC npeanaraetcs Bblopatb
OAWH 13 4 BapuaHTOB OTBETOB: «HET, 3TO HE TaK», «NOoXanyMn,
TaK», «BEPHO, TaK», «COBEpLIEHHOe BepHO». HopmaTuBHbIE
3HavyeHus ans gaHHoro tecta no JIT n PT: < 30 6annoB —
HU3KWIM YPOBEHb TPEBOXKHOCTU, 31—-45 — yMepeHHbIn ypo-
BEHb TPEBOXHOCTU, = 46 6anoB — BbICOKMN YPOBEHb
TPEBOXHOCTH [29].

Mpwu BbINONHeHWK Tecta CAH pecnoHaeHTam 6bi10 npea-
noxeHo 30 nap €noB/CNOBOCOYETAHUI C MPOTUBOMONOXKHbBIM
3HayeHnem. lpu o6paboTKe OTBETbI ObIIM MEepeKkoanpo-
BaHbl cnefylowmm 06pa3om: MHAEKC 3, COOTBETCTBYOLLUM
Hey0BNETBOPUTENIBHOMY CaMOYyBCTBMIO, HU3KOW aKTUBHO-
CTW M MNNOXOMY HaCTpOeHuto, npuHumancs 3a 1 6ann; cne-
[yIOUMI 3a HAM MHAEKC 2 — 3a 2; nHaekc 1 — 3a 3 6anna,
nHaoekc O — 3a 4 6anna (cocTosiHMe, KoTopoe obcneaye-
MbI 3aTPYAHAETCA OTHECTW K MIOXOMY WMAW K XOpOLUEMY) —
M TaK A0 MHOEKCA 3 C MPOTMBOMOJIOKHOM CTOPOHbI LIKabI,
KOTOPbIM, COOTBETCTBEHHO, NPUHMUMancs 3a 7. lNony4yeHHble
6annbl 6blIM CrPYNNMPOBaHbl B COOTBETCTBMMU C K/IOHOM
B TPW KaTeropuu: caMo4yBCTBME, aKTMBHOCTb, HACTPOEHWe
(cm. TMpunoxeHue). MNonydyeHHble pesynbTaTbhl MO KaxKaown
Kateropuun aenunu Ha 10. OueHkM = 4 6annoB CYUTaNM NokKa-



3aTensiMyM 6naronpuUsTHOr0 COCTOSIHWUS UCTbITYEMbIX, OLLEHKM
< 4 6annoB cBMAETENLCTBOBANMN 06 o6paTHoM [30, 31].

dTHuyecKas 3KcnepTUsa

lNpoBeaeHne nccnegoBaHus 6b110 0406peH0 Komutetom
no 6uomeauunHcKon atnuke npu PreHY HU M3CPY (npo-
ToKON N2 8 oT 26.04.2015). NHdopmmupoBaHHOE [O6pPO-
BOJIbHOE cOrflacMe Ha yyacTue B WCCNeaoBaHWMKM M ob6pa-
60TKY NepcoHasbHbIX AaHHbIX NMOMYYEHO HEMOCPEACTBEHHO
OT NauUMEeHTOB B Bo3pacTe = 15 neTt uan oT 3aKOHHbIX Npea-
CTaBWTeNEeW NauneHTOB (POAMTENM UM ONEKYHbI) B BO3pacTe
< 15 neT B AgeHb rocnutanM3auuu.

CraTucTMyecKue npoueaypbl
PacyeTt pasamepa BbI6OPKM
Pasmep BbI6GOPKK NpeaBapuTeibHO HE pacCyYUTbiBaNCs.

CratucTnyeckmne Metoabl

AHanu3 AaHHbIX BbINOMIHEH C MCNOMb30BaHMEM MNaKe-
Ta cratuctuyeckux nporpamm STATISTICA, Bepcua 10,0
(StatSoft Inc., CLUA). Ans npuHATUA pelleHus O BUAe pac-
npefeneHns 3HaYeHUW KONIMYECTBEHHbIX MOKa3aTenen
6blM MCcnonb30oBaHbl KpuTepun Lanupo-Yunka, Konmo-
ropoBa—CmupHoBa u Jlunnnedopca. PeweHne o cooTBeT-
CTBUM IMMUPUYECKOrO pacnpeaeneHns HopmaabHOMY 3aKo-
Hy MpWMHMManocb Npu COBMajaloWMX OLLeHKax BCex Tpex
KputepueB. OnvcaHne KONMYECTBEHHbIX MOKa3aTenen npu
pacnpefeneHunu, OTIM4HOM OT HOPManbHOro, NpeAcTaBieHO
C yKasaHueM meauaHbl (25-1; 75-n nepueHtunu). B npo-
TUBHOM C/lyd4ae A1a OnucaHWs MCNOoNb30Banu cpegHee
apudmeTnyeckoe M CcTaHAapTHoe OTK/OHeHWe. PasHuua
3HAYeHUM KONMMYECTBEHHbIX MoKasaTenen B HE3aBWCUMbIX
rpynnax nocne 3aBeplleHus TPEHWPOBOK MpeAcTaBieHa
B BMAe cpeaHero apudmetnyeckoro (B cliydyae rnokasare-
el ¢ HenapaMeTpUYECKMM pacnpefeneHneM — B Buae
MeaunaHbl) U1 95% poBeputenbHoro uHTepsana (AN) [32].
CpaBHeHME He3aBUCUMbIX BbIGOPOK MO KOAMYECTBEHHbLIM
nokasaTtensm npu pacnpeaeneHunu, oTIMYHOM OT HOpMaib-
HOro, BbINMO/IHEHO C MPUMEHEHUEM KpuTepust MaHHa—YUTHM,
3aBUCHUMbIX BbIOOPOK (3HAYeHWs OO-Nocne) — Kputepus
BunkokcoHa. [lpu napameTpuyeckoM pacnpeaeneHumu
ncnonb3oBann t-kputepun CTbloAeHTa ANs HEe3aBUCHMMbIX
W 3aBUCUMbIX BblIGOPOK COOTBETCTBEHHO. [1N1s cpaBHEHUS
HEe3aBUCUMbIX BbIGOPOK MO KayeCTBEHHbIM MPU3HaKaMm
ucnonb3oBanu Kputepuit MupcoHa x2. Pasnuuna cyutanu
CTaTUCTUYECKM 3HaYUMbIMKU Npu p < 0,05.

PE3Y/JIbTATbI

dopmupoBaHue BbIGOPKU UCCNef0BaHUSA

Bcero oueHeHbl C Y4eTOM KpWUTEPUEB COOTBETCTBMSA
90 noApOCTKOB, OTKa3aluCb OT y4acTua 5 (HexkenaHue
neuntbcsl — 2, cuuTanu cebs 3pgopoBbiMu — 3). Pacnpe-
[eneHbl B OCHOBHyt rpynny 43 nauueHTa, B KOHTPOJIb-
Hylo rpynny — 42. 3aBeplwunn nporpammy mccnegoBaHus
67 60nbHbIX. BbIGbLIIO M3 0OCHOBHOM rpynnbl 5 (12%), N3 KOH-
TponbHOM — 13 (31%; p = 0,029), BCce B CBA3U C MJIOXOM
NepeHOCUMOCTbIO Harpysku (anobbl Ha MJoxoe camMoyyB-
ctBue, nosbileHne Afl, YCC, 60nM B MblliLax, cycTaBax).
BbIMOAHWMAX MPOTOKON MccnegoBaHWs B MONHOM ob6beme
B OCHOBHOW rpynne (guetotepanus + UIT) 38 noapocTkos
(16 peBOYEK), B KOHTPO/SbHOW rpynne (gueTtotepanus +
NIPK) — 29 noapocTkoB (17 AeBOYEK).

XapaKkTepucTUKa rpynmn cpaBHeHUSA

MauneHTbl, paHAOMW3UPOBaAHHbLIE B OCHOBHYIO U KOH-
TPOJIbHYIO FPYNMbl, Ha CTapTe uccneaoBaHus Oblan COMo-
CTaBMMbl MO MoOJy, BO3pacTy u pocTy. BmecTte ¢ Tem na-
LMEHTbI, BK/OYEHHbIE B KOHTPONIbHYK Tpynny, MMenu
3Ha4YUTENbHO GObLLIYID (B cpedHeM Ha 12 Kr) maccy Tena
n UMT (tabn. 1).

OCHOBHbI€e pe3ynbTaTbl UCC/IEA0BAHUA

MNcxoaHble cpeaHecyTodHble CAL v AL B cpaBHMBaEMbIX
rpynnax 6biin conoctaBumbl (Tabn. 2). Nocne oKoH4YaHUs
neyeHus (Ha 14-e cyt) 3HayeHus A/l B rpynnax no-npexHemy
He pasnuyanucbk. Lenesoe CA[ (< 95-ro nepueHtTuna ans
COOTBETCTBYIOLLEro BO3pacTa 1 nosa) B 3KCnepMMeHTaibHOM
rpynne nocne 3aBepLIeHMs NporpamMMbl TPEHUPOBOK Oblo
3adumKempoBaHo y 25/38 (66%) nauMeHToB, B KOHTPOJIbHOM
rpynne — y 12/29 (41%); p = 0,047; uenesoe OAL —
y 26/38 (68%) B akcnepuMeHTanbHouM rpynne 1 19/29 (66%)
B KOHTpoNbHOM (p = 0,806).

[AononHuTenbHbie pe3ynbTaTtbhl UCCNIEA0BAHUA

McXoOHO AeTv KOHTPONIbHOW rpynnbl MMenu 6onee
BbiCOKMK UMT. 310 pasnuuune rpynn COXpaHWIoCb U nocne
OKOHYaHus fieveHus (Ha 14-e cyT). Pasnuynm B 3Ha4YeHUsX
[ONN XMPOBOM TKaHu B OOLLEN Macce Tena, a TaKXKe BoAbl
B o6Len macce Tena [33] B pe3dynbrate nporpamMmmMbl TPEHK-
POBOK He 06HapyxeHo (Tabsn. 3).

Mpn cpaBHeHUM MoKazaTenew cnekrtpanbHoro (LF, HF,
LF/HF) n BpemeHHoro aHanm3a (RRmin, RRmax, Koadpdu-
umeHta 30/15, npupocta YCC npu AOIT) nocne KypcoBoro

Ta6nuua 1. VicxogHas XxapaKTepucTMKa nauneHTOB OCHOBHOM M KOHTPOJIbHOWM rpynn
Table 1. Baseline characteristics of patients from index and control groups

Mokasarenu OcHoBHas rpynna, n = 43 KoHTponbHas rpynna, n = 42 p*
Mon (»keHckum), abe. (%) 16 (37) 17 (40) 0,758
BoapacT, roabl 16 (15; 17) 16 (1,5; 16) 0,895
Pocr, cm 166,1 £ 10,2 168,3+9,4 0,375
SDS pocra 0,8(~0,03; 1,3) 0,6 (-0,01; 1,0) 0,248
Macca Tena, Kr 67,7 (60,0; 82,8) 78,0(71,6; 86,3) 0,002
UMT, Kr/m2 25,2 (24,4; 27,2) 28,2 (27,0; 28,9) 0,001

lMpumeyaHue. 3neck 1 B Tabn. 2—5: OCHOBHas rpynna — nauueHTbl, paHAOMU3UpoBaHHble B rpynny UIT (rMnokeuyeckas TpeHpoBKa + JIOK),
KOHTPONbHas rpynna — TonbKo JIPK; <*> — cpaBHEHWE KONMYECTBEHHbIX NOKa3aTenen ¢ HenapaMeTpuyecKMm pacnpeaeneHmem
3Ha4yeHun (Bo3pacT, macca tena, MMT) BbINOAHEHO C NPUMEHEHUEM KpuTepunss MaHHa—YWUTHU, C NapaMeTpUYecKMM pacnpeaeneHmnem

(pocT, SDS pocrta) — t-kpuTepus CTblogeHTa Ans He3aBUCUMbIX BbIGOPOK.

Note. Here and in Tables 2-5: index group — patients randomized in IHT group (hypoxic training + rehabilitation exercises), control group —
rehabilitation exercises only; <*> — comparison of quantitative values with nonparametric value distribution (age, weight, BMI) was
performed with Mann—Whitney test, with parametric distribution (height, height SDS) — Student's t-test for independent samples.
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Ta6nuua 2. uHamuka CAL/OAL B pe3ynbtaTte TPEHUPOBOK
Table 2. SBP/DBP dynamics as a result of training

Moka3sarenun Mepuoa OcHoOBHasg rpynna KoHTponbHas rpynna p
McxoaHo (n = 43/42)* 131, 77,7 131,4+9,8 0,902
McxoaHo (n = 38/29)** 130,8+7,8 130,5+ 10,3 0,917
CAL, Mm pT. CT.
Mocne neyenus (n = 38/29) 119,6 £ 9,0 1220+ 7,7 0,279
PagHuua*** -2,4(-6,6...1,8)
McxoaHo (n = 43/42)* 71,9+ 3,6 729+4,1 0,252
McexopHo (n = 38/29)** 72,1+3,2 73,6 +3,6 0,515
LOAL, MM pT. CT.
Mocne nevenus (n = 38/29) 729178 72,7+7,3 0,919
PazHuua*** 0,2(-3,6...4,0)

lpumevaHue. 3pecb 1 B Tabn. 3—5: onucaHne KONMYeCTBEHHbIX MPU3HAKOB B rpynnax BbIMOMHEHO C yKa3aHWeM cpefHero apudmeTuyecKoro
W CTaHAAPTHOMO OTKIOHEHUS UK MeanaHbl (25-1; 75-% nepueHTUnn); <*> — UCXOAHble 3HAaYEeHUs NoKa3aTens B rpynne nauueHTos,
BK/IOYEHHbIX B UCCNIE0BaHNE; <**> — YCXO[Hble 3Ha4YeHUs NoKasaTtens B rpynne nalmMeHToB, 3aBepLUMBLIUX NPOTOKOS UCCefoBaHuUS;
<*¥*> — pazHuua nocnefHux (nocne 10-1 TPEHUMPOBKM) 3HAYEHUI NOKa3aTensa Mexay rpynnamu ¢ ykazaHuem cpefHero apudmeTuyeckoro

Unu meamaHbl 1 95% AN.

Note. Here and in Tables 3-5: description of quantitative values in groups was performed with indication of arithmetic mean and standard
deviation or median (25th; 75th percentiles); <*> —initial values in patients included in the study; <**> — initial values in per-protocol
patients; <***> — difference in last (after 10th training) values between groups with indication of arithmetic mean or median and 95% ClI.

Ta6nuuya 3. M3meHeHne SDS MMT 1 KOMNOHEHTHOrO cocTaBa Tena B pe3ynbraTe TPEHUPOBOK

Table 3. Change in BMI SDS and body composition due to trainings

Mokasarenu Mepuoa OcHoBHag rpynna KoHTponbHas rpynna p
McxoaHo (n = 43/42) 1,9(1,5; 2,2) 2,0(1,8;2,2) 0,223
McxoaHo (n = 38/29) 1,8(1,4;2,1) 1,9(1,9;2,2) 0,020
SDS UMT
Mocne nevyexusa (n = 38/29)* 1,8(1,3;2,0) 1,9(1,8;2,1) 0,016
Pa3znuua** -0,32(-0,56... -0,06)
McxopHo (n = 43/42) 32,5+6,0 33,4+6,9 0,594
Kuposas TKaHb McxoaHo (n = 38/29) 329137 342+6,6 0,471
B obLen macce
Tena, % MNocne neyenus (n = 38/29) 31,9+ 3,7 34,1+6,5 0,217
Pa3Hnuua -2,2(-5,6...1,4)
McxoaHo (n = 43/42) 495+ 3,9 50,9+6,8 0,327
Boga B o6Lieit McxoaHo (n = 38/29) 486+ 3,3 51,0+6,9 0,213
macce Tena, % Mocne nedenus (n = 38/29) 470+2,7 46,0+ 8,0 0,645
PasHuua 1,0(-2,9...51)

fle4eHUs rpynna KOHTPOAS M OCHOBHas rpynna umenu pas-
HOHanpaB/eHHble TeHAeHUMH (Tabn. 4), no nokasateno HF
NOSIBUSIUCb MEXKIPYNMNOBbIE Pasnuyus.

YpoBEeHb TMYHOCTHON U CUTYaTUBHOWM TPEBOMXKHOCTU (LUKa-
na Cnunb6eprepa) U nokasartenu wWKanbl CAH go neyexus
B CpaBHMBAaEMbIX rpynnax 6biin conocTaBMMbl. Mocne OKOoH-
YaHua nevyeHus (Ha 14-e cyT) B OCHOBHOWM rpynne OTMEYeHbI
6051ee BbICOKME 3HAYEHUS OLIEHKM CaMOYyBCTBUS U HACTPO-
eHua no wrane CAH (ta6n. 5).

OBCYXAEHME

Pe3lomMe 0CHOBHbIX pe3y/bTaToB UCC/Ief0BaHUSA

BkntoyeHne B KomnneKkc Tepanuu (auetotepanus + JIOK)
neten ¢ Al 1 n36bLITOYHOM Maccoun Tena / oxupeHuem UI'T
He NpuMBENO K AOMNONHUTENbHOMY cHuxenuto CAL/OAA.
BwmecTe ¢ Tem B aKcnepumeHTanbHoM rpynne uenesoe CA/
(< 95-ro nepueHTMNa And COOTBETCTBYHOLLErO BO3pacTa
1 nona) 66110 AOCTUTHYTO Y 6O/bLLEr0 YUCAa NAaLMEHTOB, YEM
B KOHTPOJIbHOWM rpynne.

OrpaHM4yeHus uccnegoBaHus

Penpe3eHTaTUBHOCTb BbIGOPKU

He6onblon 06beM BbIGOPKM UCCEAOBaAHUS HE MO3BO-
JIeT YBEPEHHO 3KCTPanonnpoBaTtb Noslyd4eHHble pe3ynbraThl
Ha reHepasibHyl COBOKYMHOCTb — Bcex geTen ¢ Al' n n306bl-
TOYHOM Maccou Tena / oxupeHunem. PesynbsTtaTtbl UccnenoBa-
HUS cneayeT C OCTOPOXKHOCTbIO IKCTPanoAnMpoBaTh U Ha Apy-
rMe BO3pacTHble TPynnbl AeTerd B CBA3M C BO3MOMXKHbIMM
0COBEHHOCTAMM peaKumnm Ha UTT.

Pa3mep BbIGOPKH

Ha aTtane nnaHuMpoBaHWS WccnefoBaHUA HeobXxoau-
MbI pa3Mep BblGOPKKM He onpepensdnn. O6beM BbIGOPKH
B UCCNefoBaHUAX, B KOTOPbIX Gbll U3yYeH FMNOTEH3WUBHbIV
adpodeKT UIT, BapbupoBan B npegenax 30-60 nauneHToB
B Kaxkgow rpynne [14, 17]. Kpome TOro, o6bem Bbi6GOp-
KW B HalleM uccnefoBaHUKW Gblfl OrpaHUyeH Mo npuynHe
UCKNIOYEHUSA U3 aHaNM3a y4aCTHUMKOB, KOTOpble He BbINoJi-
HWIM NPOTOKOJ UCCNEfOBAHNUS B NONHOM o6beMe (18 u3 85,




Ta6nuua 4. MIameHeHWe nokasatenei BPC B pesynbrate TPEHUPOBOK

Table 4. Change in HRV values due to trainings

Mokasatenu Mepuop OcHoOBHasg rpynna KoHTponbHas rpynna p

MexoaHo (n = 43/42) 866 (501; 1689) 1349 (882; 3311) 0,008

MexoaHo (n = 38/29) 821 (446;1804) 1330 (740; 2543) 0,060
ol Mocne neyenuns (n = 38/29) 975 (693; 2513) 645 (329; 1264) 0,025

PasHuua 471 (76 ...1215)

MexoaHo (n = 43/42) 294 (135; 562) 272 (129; 754) 0,725

McxopHo (n = 38/29) 274 (115; 420) 327 (135; 875) 0,196
&l Mocne neyenus (n = 38/29) 359 (140; 679) 213(78; 300) 0,045

PasHuua 135(2...350)

McxopHo (n = 43/42) 3,3(2,0;5,8) 4,2 (2,3;5,8) 0,822

MexoaHo (n = 38/29) 3,4(2,4;,6,3) 4,2(2,4;6,4) 0,992
LF/HE Mocne neyenus (n = 38/29) 4,0(2,0;7,8) 4,5(2,8;10,0) 0,678

PasHuua -0,5(-3,2...1,6)

MexoaHo (n = 43/42) 491 (421; 563) 492 (445; 548) 0,968

) MecxoaHo (n = 38/29) 491 (421, 563) 524 (450; 548) 0,649

RRmin Mocne neyenus (n = 38/29) 478 (406; 516) 474 (424;516) 0,874

PasHuua -2 (-64...45)

McxopHo (n = 43/42) 773 (677;923) 784 (691; 899) 0,734

MexoaHo (n = 38/29) 744 (675; 844) 844 (779; 953) 0,031
RRmax Mocne neyenus (n = 38/29) 794 (701; 935) 748 (620; 852) 0,196

PasHuua 62,5(-36...171)

MexoaHo (n = 43/42) 1,2(1,1;1,4) 1,5(1,3;1,6) 0,004
KoadbdnumeHT McxopHo (n = 38/29) 1,2(1,1;1,4) 1,5(1,3;1,6) 0,003
30/15 Mocne nevenus (n = 38,/29) 1,3(1,2;1,6) 1,2(1,1;1,4) 0,030

Pa3Huua 0,15(0,02...0,27)

MexoaHo (n = 43/42) 38,2(31,0;49,1) 35,8(27,8;51,8) 0,576

MexoaHo (n = 38/29) 40,9 (32,0; 51,0) 31,8(23,5; 36,2) 0,002
Mpupoct YCC, %

Mocne neyenus (n = 38/29) 36,4 (31,8; 46,4) 45,1 (23,3; 56,6) 0,248

PasHuua -6,3(-16...7;5)

nnn 21% y4acTHUKOB UccnefoBanus). Mbl cBA3biBaeM OTKa3
NauneHTOB KOHTPOJSIbHOW TPYMMbl OT NMPOAO/IKEHUSA NleYeHuns
MMEHHO C MJIOXOW MEePEeHOCUMOCTbIO PU3UYECKON Harpys-
KW. B KIIMHWYECKUX U IKCMEPUMEHTasIbHbIX UCCNefoBaHUNAX
NoKasaHo, 4TO MoJennpoBaHue ropHolx ycnosu (UI'T) aktu-
BUpPYeT ajanTauMoHHble peaKkLuun, a UMEHHO MOBblLLaeTcs
TOJIEPAHTHOCTL K GU3NYECKUM Harpyskam [14, 34]. B otBeT
Ha CHWXXEHWEe KOHLIeHTpauWW KUCIopoja BO BAbIXAeEMOM
BO3Jyxe YBe/IMYNBAETCA MaKCUMasbHag BEHTUIALMA Nier-
KWX, YBENMYMBAETCA KOHLIEHTPaLMa 3PUTPOLIUTOB U remo-
rnobuHa (3a cyeT Bbi6poca U3 Aeno), paclunpsaoTcs Cocyabl,
CHUXaeTCA XEeCTKOCTb COCYyAMCTOM CTeHKku [14, 35]. 31u
du3nonornyeckne NpUcnocobuTesibHble peakLuunu, no Haue-
MY MHEHUIO, W npeponpeaennnn 60/blyd YCTOMYMBOCTb
NnauMeHToB, BKIIIOYEHHbIX B OCHOBHYIO TPyMny, K npeaio-
YXEHHOM HarpysKke. Kpome T0ro, naunMeHTaM OCHOBHOW rpyn-
Nbl U/WAN UX 3aKOHHBLIM MPEACTaBUTENSAM [OMOSHUTENBHO
coobulanock 06 oxuaaeMblx npenmyliectsax MUIT, 4yTo Tak-
e MO0 6biTb MPUYMHON MX OOMbLUEN MPUBEPKEHHOCTU
K BbINOJIHEHUWIO NPOTOKONA UCCNefoBaHNA. He UCKIIoYeEHO,
4yTO 60Nee YacTbli OTKa3 NauUMeHTOB KOHTPOJSIbHOW rpynnbl
OT NPOAO/BKEHUA Y4aCTUsA B UCCIeAOBaHUM CBA3aH C aKTu-

BaLMEN CMMNATUYECKON BeretaTMBHOM HEPBHOW CUCTEMBbI
(BHC), 4to He no3BONANO CMpaBUTbCA C MNPEASIOKEHHON
dun3myecKon Harpyskom [36]. Hanpotus, B OCHOBHOW rpyn-
ne B pesynbrate TPEHUMPOBOK OTMEYEHO yBENWYeHne BOJH
BbICOKOYACTOTHOrO Anana3oHa HF, xapakrtepuaytoumx npo-
Lleccbl NnapacMmnaTM4yeckom akTMBHOCTH [18, 28], 4To, BEpO-
ATHO, OTPaXKaeT CHWIKEHWE CUMMATUYECKOW aKTUBHOCTHU
BHC. BmecTe ¢ 3aTMm nocne 3aBeplieHns TPEHMPOBOK NaLiu-
€HTbl OCHOBHOW rpynnbl UMenn 60onee BbICOKME NOKa3aTenu
CaMOYYBCTBMSA M HAacTpoeHus no WwKane CAH, 4To BaxKHO Ans
MOTMBALIMK K MPOAOIKEHUIO peabunuTtaumm B ambynartop-
HbIX YCNOBUSIX.

HUcxopgHas conoctaBUMOCTb rpynn

Mocne npoBeaeHUs paHAOMU3aLMK NMauWEeHTbl, BKJIO-
YeHHble B KOHTPONbHYIO rpynny, umenn 60Mbluyio mMaccy
Tena n MMT. Bo3MOXHO, NOAPOCTKM 3TOW FPynMbl UCMbl-
TbiBann 606MblUME TPYAHOCTU MPU BbINOJIHEHUU PEKOMEH-
[OBaHHbIX OU3MYECKUX YNpPaxKHEHUW, MNOCKOMbKY MpU
BbICOKOM VMIMT yYalle BO3HUKAIOT Xanobbl Ha Nioxyto nepe-
HOCMMOCTb du3n4yeckon Harpysku [8-10]. 310 ob6cCTON-
TENbCTBO MO0 OblTb MPUYUHOW OTHOCUTENIbBHO HWU3KOW
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Ta6nuua 5. Pe3ynbraTthl NCUXOANArHOCTUHECKOr0 06CNef0BaHNsA UCXOAHO M NOCe 3aBepLleHns TPEHMPOBOYHOIO LUMKNa

Table 5. Results of psychodiagnostic examination initially and after completion of training cycle

Moka3sarenun Mepuoa OcHoOBHag rpynna KoHTponbHas rpynna p
Likana CAH

MexoaHo (n = 43/42) 3,9(3,8;4,0) 3,9(3,8;4,5) 0,407

MexoaHo (n = 38/29) 3,9(3,8;3,9) 39(3,8;4,1) 0,337
CamouyBcTBUE

MNocne neyenus (n = 38/29) 4,2 (4,2;5,4) 4,0(3,9;4,2) 0,001

PasHuua 0,35(0,2...0,8)

MexopHo (n = 43/42) 4,1(4,0;,4,2) 4,1(4,1;4,3) 0,433

McxoaHo (n = 38/29) 4,1(4,0;4,2) 4,1(4,1;4,2) 0,704
AKTUBHOCTb

Mocne nevenns (n = 38/29) 4,3(4,0;4,6) 4,2(4,1;4,3) 0,826

PasHuua 0(-0,2...0,4)

McxopHo (n = 43/42) 3,7(3,6;4,2) 3,8(3,7;4,6) 0,170

MexoaHo (n = 38/29) 3,7(3,6;3,9) 3,8(3,7;4,2) 0,337
HacTtpoeHnue

MNocne nevyenus (n = 38/29) 4,6 (4,5;5,3) 3,9(3,7;4,6) 0,003

PasHuua 0,8(0,6...1,3)

Llikana Cnun6eprepa

McxofHo (n = 43/42) 60 (40; 64) 51 (37; 60) 0,172
CutyaTMBHER VcxopHo (n = 38/29) 60 (60; 64) 52 (31; 64) 0,107
TPEBOXHOCTb Mocne nedenusi (n = 38/29) 45 (44; 48) 48 (40; 56) 0,155

PasHuua -4(-10...3)

UcxopHo (n = 43/42) 55 (45; 56) 55 (45; 55) 0,533
JIMYHOCTHAS McexoaHo (n = 38/29) 55 (55; 56) 55 (45; 55) 0,143
TPEBOKHOCTL Mocne nedeHus (n = 38/29) 55 (53; 56) 55 (45; 55) 0,202

PasHuua 1(0...10)

3QPEKTUBHOCTU MNpOrpamMmbl TPEHUPOBOK Yy MNOAPOCTKOB
KOHTPONIbHOM rpynnbl.

Apyrue orpaHnyeHus

K orpaHuyeHusIM 3TOro MccnefoBaHWs MOXHO OTHECTU
OTCYTCTBME KaTaMHECTMYECKOro HabMtoieHMs, YTO HE MO3BO-
NeT cyouTb O CTOMKOCTM noflydeHHoro addekTta. Bonpoc
0 TOM, NPVBEAET N PEKUM TPEHUPOBOK C TMMOKCUEN K A0NTO-
CPOYHbIM pe3ynbrataM, TpebyeT AanbHenWero M3y4YeHUs.
Kpome Toro, B pabote He 6blnn M3ydYeHbl Takne GU3nonoru-
yeckne addekTbl UMM, KaK BAUSHWE Ha YINeBOAHbIW, NUNNUAI-
HbI, 6ENKOBbIN U MUHEpPA/bHbIA 0OMEH, KaK 3TO 6bII0 Mpo-
[EMOHCTPMPOBAHO Mpu naydyeHunn UIT y B3pOCIbIX NaLMEHTOB
C OXXMPEHMUEM U METABONNYECKMMU paccTporcTBamm [11-13].

06cyXaeHue OCHOBHOIO pe3ynbTaTa UcC/ieJOBaHUA

dusnyeckass aKTMBHOCTb HABNSETCA HEOTbEMIEMOWN
YyacTblo peabunuTaumm NOAPOCTKOB C M36bLITOYHOM MacCon
Tena / oxupeHunem u Al, B TO e BpeMsi NoBbilIEHNE PU3K-
YECKOW aKTUBHOCTU aKTUBMPYET CUMMATUYECKYIO HEPBHYIO
cuctemy [8—10], yto nosbiwaet YCC, AL. B Hawem nccne-
[I0BaHUM OblI0 MOKa3aHo, YTO MOC/ie OKOHYaHWSA Kypca
neyexns yposHu CAL, B o6eunx rpynnax ocTtajucb conocTa-
BUMbIMU, HO napameTp CAJl y nogpocTKoB, noayy4asBlumx UIT,
oueHeHHbIM nocne 10-1 npoueaypbl, UMEET BHYTPUIpynno-
Bble pasfinyusa y NoApOCTKOB OCHOBHOM rpynnbl (p < 0,001)
[10 ¥ nochne fieYeHuns, B TO BpeMS KaK Y NaLMeHTOB KOHTPOb-
HOM rpynnbl TaKMX pas3nuyuMii He 3aperncrpupoBaHo. Ans
ypoBHS ALl 3HAYMMbIX MEXIPYnmnoBbIX PasfvyuMn nocne
NIe4EeHUs BbIIBIEHO HE 6Gblf0.

[ony4yeHHble HaMK AaHHbIE COOTHOCHATCH C pe3ynbTatamu
paHee MpPOBefEeHHbIX uccnefoBaHUn. B psage paboT Takxke
6b1N10 NoKasaHo, 4to UI'Ty NnauneHToB C OXXKUPEHUEM CMOCOOB-
CTBYIOT CHMXEHUIO U cTabunusaunn ALl, y HUX OTMevaeTcs
flyylwas NnepeHocMMOocCTb Harpy3ku [14, 34, 35].

JTOT pesyNibTaT MOXHO 06bACHUTb NONOXKUTENbHBLIM BAINS-
Huem UI'T Ha BeretatMBHbIM 6anaHC, BbiparkaloWwUMCs B CHU-
EHUW aKTMBaLMK cumnaTtnyeckoro 3seHa BHC. Takxke 6bin10
yCTaHOBNEHO, 4TO UI'T, BKIIOYEHHbIE B KOMIMIEKCHOE NleYeHne
nauneHToB ¢ M36bITOYHOM Maccon Tena / oxupeHvem wm Al
CMoCO6CTBYIOT IOCTUXKEHMIO LieneBbix ypoBHen Al [14, 36].

Ha Haw B3rng4, noflydyeHHble B HalleM UccnefoBaHum
pe3ynbTaTbl CBUAETENBCTBYIOT O HEOOXOAMMOCTU pa3paboT-
KW nporpamMmm Gu3nyeckon peabunutauum ana getem u noa-
POCTKOB C pa3yMHbIM CO4YeTaHMEM MNpedOopPMUPOBaHHbIX
dU3NYECKNX DaAKTOPOB U GUIUYECKUX Harpy3ok Ha doHe
avetoTtepanuu [35, 36]. lMpuoputeTHO Ha3HaveHue UIT
M B Cllydae HapyweHWn BeretatMBHOM perynsiuuu cocy-
onctoro ToHyca [14, 34, 36]. MNpumeHeHne metoga UIT
conpoBoXaaetcs GU3MONOrMYECKUMU NPUCTOCOBUTENbHbI-
MW peaKkUMsiMK Yy NaLUeHTOB, UCMbITbIBAOWMX TPYAHOCTH
npu cobnogeHun AMeT, BbINONHEHWM PEKOMEHAO0BaHHbIX
du3nyecKkux ynpaxkHeHun [14, 36]. [pyU CHUKEHUN KOHLLEH-
TpauuKn KMCNopoaa BO BAbIXaeMOM BO3Jyxe yBeNn4MBaeT-
CH MaKcuMalbHas BEHTUIALMS NErkux W, Kak cnefcrsue,
nosiBnseTcs npexkoHauumoHupyrowmnn addbekt UIT Ha cep-
[e4HO-COCYMCTYIO CUCTEMY, CBA3aHHbIM C cocyaopaclmnps-
follert CNOCOBHOCTbIO, CHUXEHUEM MECTKOCTU COCYAUCTOWM
cTeHKu [14, 36]. Ocoboe 3HavyeHne UI'T nmetoT Ha amby-
NlaTOpPHOM 3Tane peabunutaumMv NauMEHTOB C OXMPEHUEM




[14, 34, 36]. B KNIMHUYECKUX U SKCNEPUMEHTAbHbIX UCCe-
JOBaHUAX MNOKasaHo, 4TO MOAEeNMpOBaHWE TFOPHbIX YCIo-
Bun (UI'M) akTMBUpYeT agantalnOHHbIE peaKunu, a UMeH-
HO MOBbIWAETCS TONEPAHTHOCTb K GU3NYECKUM Harpy3kam
[36, 37]. MHTepBasnbHble TMMNOKCMYECKME TPEHUPOBKK ABNS-
I0TCA OTHOCUTESIbHO HOBbIM HeNleKapCTBEHHbIM METOLOM
Nle4yeHuns, BMecCTe C TEM NPoAeMOHCTPUPOBaHa AocTaToyHas
3OPEKTUBHOCTb M 6€30MacHOCTb METOAUKU B KIIMHUYECKON
npaktuke [14, 36].

3AK/TIOYEHUE

MpumeHeHne UIT B cocTaBe nporpammbl peabunuta-
LMW NOAPOCTKOB C U3BbLITOYHOM MacCon Tena / OKUPEHUEM
n Al He BbISIBUNO pPas3fitiui B BEUYMHE CHUMXKEHUA A[
MEXAy OCHOBHOM W KOHTPOJIbHOM rpynnamu. B To ke Bpems
uenesoe CA[ (< 95-ro nepueHTUns Ona COOTBETCTBYIO-
lero Bo3pacta W nona) nocne 3aBeplleHUs NporpaMmbl
TPEHUPOBOK B OCHOBHOW rpynne 6bi10 3adUKCUPOBAHO
y 60/bLLIEro Ynucna naumeHToB, YemM B KOHTPOJIbHOW rpynne.
[o3npoBaHHble pU3MYEeCKMe Harpy3ku B coyetaHuun ¢ UIT
OKazanun 60siee BblpaXKEHHOe MOJSIOXKUTENbHOE AencTBUE
Ha MoKa3aTenn BeretaTMBHOW PErynsiuuMm U OLEHKW camo-
YyBCTBMS M HacCTpoeHus. llocnegHee BaXKHO y MalMEHTOB
C OXMPEHMEM, MOCKOJIbKY pacwmpeHne oobema GU3nYecKmx
Harpy3oK y naumeHTOB C U36bITOYHOM Maccow Tena CMOXHO,
a B HEKOTOpbIX clly4asx U HEBO3MOXHO. B cBA3KM ¢ aTnm
MO}HO KOHCTaTMpoBaTh, 4To UI'T 06n1aaaloT CylecTBEHHbBIM
TepaneBTUYECKUM MOTEHLUMANoM ANs NPUMEHEHUS B nede-
HMUW NOAPOCTKOB C OXMPEHUEM U KapanomeTabonnm4yecKuMu
dpaKTopamn pucka. Bmecte ¢ TeM HepelleHHbIM OCTaeTcs
BOMPOC O AOATOCPOYHbIX adPEKTax 4OSMPOBAHHbBIX GU3NYeE-
CKMX Harpy3ok B coyetaHunn ¢ UI'T, 4To TpebyeT AanbHenLwero
N3yYeHUS.

BbIPAXKEHUE NMPU3HATEJIbHOCTHU

ABTOpPbI CTaTbM BblpaxaloT NpusHaTenbHocTb .M. Mu-
Xxanesu4yy 3a MNOArOTOBKY M NpoBedeHWe npoueaypbl paH-
agomusdaumn, Bpadam  PYHKLMOHaNbHOW  [AMarHOCTUKM
0.B. Banasckon 1 J1.B. laHuntok — 3a nomollb B NpoBe-
[leHMN aHanu3a BapuabenbHOCTM pUTMa cepua, a TaKkKe
K.B. MpoxopoBOK, KNTMHUYECKOMY NCMXO0JIOTY, — 3a NOMOLLb
B NPOBEAEHWN U UHTepnpeTaLmm pesdynbTaTtoB ncmuxoamarHo-
CTUYECKOro TECTUPOBaHMUS.
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MpunoxkeHue. Tect CAH (camo4yBCTBUE, aKTUBHOCTb, HAacTpoeHue) [27]
Attachment. Health, activity and mood test [27]
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BOMPOCbl COBPEMEHHOW NEAUATPUMU / 2021 / TOM 20 / N

1. Camo4vyBCTBME XOpoLlee 3..2.1..0..1..2..3 CamouyBCTBHE Nyioxoe
2. YyBCTBYIO Ce65 CUMbHbBIM 3..2..1..0..1..2..3 YyBcTBYl0 cebs cnabbim
3. MaccuBHbIH 3.2..1..0..1..2..3 AKTUBHbIH

4. ManonoABuWXHblIn 3..2..1..0..1..2..3 MoaBWKHbIV

5. Becenbliii 3..2..1..0..1..2..3 [PyCTHbIN

6. Xopollee HacTpoeHne 3..2..1..0..1..2..3 lnoxoe HacTpoeHue
7. Pa6oT0CMnoCO6HbI 3.2..1..0..1..2..3 Pa36buTbin

8. MonHbiv cun 3.2.1..0..1..2..3 0O6eccuieHHbli

9. MeanutenbHbIn 3..2..1..0..1..2..3 BbIcTpbIn

10. besgesATenbHbIn 3..2..1..0..1..2..3 [eaTenbHbin

11. CyacTnunBbIi 3.2.1..0.1..2..3 HecyacTHbIN

12. XKM3HepaaoCTHbIN 3..2..1..0..1..2..3 MpayHbli

13. Hanps»eHHbIN 3..2..1..0..1..2..3 PaccnabneHHbI#
14. 300p0BbIH 3..2..1..0..1..2..3 BonbHoM

15. besy4yacTHbln 3..2..1..0..1..2..3 YBRe4YeHHbIN

16. PaBHOAYLWHbIN 3..2..1..0..1..2..3 B3BONHOBaHHbIM
17. BOCTOPKEHHbIN 3..2..1..0..1..2..3 YHbINbIN

18. PagocTHbIn 3..2..1..0..1..2..3 [MevyanbHbIM

19. OTAOXHYBLUMI 3..2..1..0..1..2..3 Yctanbiv

20. Ceexumn 3..2..1..0..1..2..3 N3HYypeHHbIH

21. CoHnuBbIN 3..2..1..0..1..2..3 Bo36yxaeHHbIN

22. }enaHue oTA0XHYTb 3..2..1..0..1..2..3 YenaHwve pabotatb
23. CnoKoWHbIN 3.2.1..0.1..2..3 03a604€eHHbI

24. ONTUMUCTUYHBIH 3.2..1..0..1..2..3 MeccuMUCTUHHDBIN
25. BblHOCIMBbIN 3.2..1..0..1..2..3 Yromnsaembln

26. boapebin 3..2..1..0..1..2..3 Banbiv

27. CoobpaxkaTb TPyAHO 3..2..1..0..1..2..3 Coo6parkaTb nerko
28. PaccesiHHbIn 3.2.1..0.1..2..3 BHuMaTenbHbIN

29. lMonHbIN HagexAa 3..2..1..0..1..2..3 Pa3oyapoBaHHbIN
30. 10BOSIbHbIN 3..2..1..0..1..2..3 HepoBonbHbIN

MpumevaHne. CamoyyBcTBUE — cyMMa GannoB no wKkanam N2: 1, 2, 7, 8,13, 14, 19, 20, 25, 26. AKTUBHOCTb — CyMMa 6anfioB no LwKanam
Ne: 3,4,9,10, 15, 16, 21, 22, 27, 28. HacTpoeHrne — cymma 6annos no wkanam N2: 5, 6,11, 12, 17, 18, 23, 24, 29, 30.

Note. Health — total points according to scales N2: 1, 2, 7, 8, 13, 14, 19, 20, 25, 26. Activity — total points according to scales N°: 3, 4, 9,
10, 15, 16, 21, 22, 27, 28. Mood — total points according to scales N°: 5, 6, 11, 12, 17, 18, 23, 24, 29, 30.
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O6ocHoBaHMe. B nocnegHee Bpemsi oTMe4YeH pPocT 3ab60/71€eBAaEMOCTA KOKJIIOLIEM Y HEMPUBUTBIX, @ TaKKe MPUBUTbIX KaK
AeTel, TaK n B3poc/bix. OCHOBHYIO rpynny pUcKa MHPULIMPOBaHMSI KOKJTIOLLEM COCTaBSOT AETU PAHHEro rpyaHOro Bo3pac-
Ta, a TakKe JeTn cTapluie 4 neT 3a CHYET oCTENEHHOro yracaHns 6a3McHoro ummyHuteTa. Llenb nccnegoBaHmss — U3yqnTb
roCTBaKUMHaJIbHbI UMMYHUTET K KOKJ/IIOWHOM MHpeKUun y anL B Bo3pacTte oT 3 go 25 net B r. KpacHogape. MeTtoabl.
B uccnepoaHune B nepuog ¢ uoss 2018 no okta6pb 2019 r. BKAoYaam naumeHToB B Bo3pacTe oT 3 10 25 1eT ¢ 3aBepLUEH-
Hovi (cornacHo HauynoHanbHOMY KaeHAapio npo@uiakTM4eCcKmux NpMBMBOK) MMMYHU3aLMEN MPOTUB KOK/TIOLHON MHOEKLNH,
6€e3 yKa3aHUsi Ha MepeHeCeHHYyI0 B MPOLLIOM KOK/IOWHYIO MHOEeKUMIO. [1oCTBaKLUMHaIbHbIA UMMYHUTET K KOK/IOLWHON MHpEK-
Unu B BbIGOPKE ONpeaesisiiv no 4ose y4acTHUKOB MCC/Ie0BaHUsl C MMHMMaJsIbHbIM 3alUMTHbIM TUTPOM aHTuTeN K Bordetella
pertussis (= 1:160). Pe3aynbtatbl. MUHUMa/bHbIA 3aLNTHBIA TUTP aHTUTENT OOHapyKeH y 24 n3 76 y4acTHUKOB UCCEA0-
BaHuWs, U3 HUX B rpyrnne geteun B Bo3pacte 3—7 net — y 2/28 (7%), 8-17 net —y 13/22 (59%; p < 0,001 npu cpaBHeHun
C MJajLwen Bo3pacTtHou rpynnou), = 18 net — y 9/26 (35%; p = 0,017). [NocTBaKUMHa AbHbIN UMMYHUTET OTCYTCTBOBA/
(aHTUTENG HE OBGHapy)KeHbl) y 6 (21%), 1 (5%) n 4 (15%) y4aCcTHUKOB McciefoBaHUsi COOTBETCTBEHHO. 3aKJ/lloYeHHe.
HepoctaTo4HbIv NOCTBaKLMHa/bHbIN (TYMOPasbHbIM) UMMYHUTET K KOKJIIOLY OBHapyKeH y 60/bluMHCTBa AeTei B Bo3pacTte
40 7 net. [Jonsi Takux AeTer ¢ BO3PacTOM CHUXaETCS, YTO NO3BOJISIET MPEANON0KNTb HAJIMYUE CKPbITON LUMPKYISLMM BO3OY-
ANTENIS1 KOK/IoLA U, KaK C/1e[ICTBME, TEPEHECEHHOI0 3ab601eBaHNs B CTEPTOM UM abOPTUBHOMN POpPME.

KnioyeBble cnoBa: [eT, KOKJOLWHasA MHQEKUMS, NOCTBaKUMHaAbHbIM UMMYHUTET, aHTuTesna, Bordetella pertussis,
HavmnoHanbHbIN KaneHgapb NPo@UIaKTUYECKUX MPUBUBOK

Ansa yntupoBanms: Cytockas [.B., bypnyukas A.B., ly6osa J1.B., Kpbinoa [.P. UMMyHonornyeckas 3almleHHOCTb NnL,
B Bo3pacTe oT 3 0 25 N1eT NPOTUB KOKOWHON MHDEKLMN: permoHanbHoe 0AHOMOMEHTHOE uUcciefoBaHne. Bornpock! coBpe-
MeHHo neauatpmn. 2021;20(1):62-66. doi: 10.15690/vsp.v20i1.2237

Diana V. Sutovskaya, Alla V. Burlutskaya, Larisa V. Dubova, Daria R. Krylova

Kuban State Medical University, Krasnodar, Russian Federation

Immunological Protection of Individuals Aged 3 to 25 Years
Against Pertussis: Regional Cross-Sectional Study

Background. Recently, there has been an increase in the incidence of pertussis in unvaccinated, as well as vaccinated children and
adults. The major risk group for pertussis are infants and children over 4 years of age due to gradual decrease in basic immunity.
Objective. The aim of the study was to analyze postvaccinal immunity against pertussis in individuals aged 3 to 25 years in Krasnodar.
Methods. The study was carried out in the period between July 2018 and October 2019 and included patients aged 3 to 25 years
with completed (according to National Immunization Schedule) immunization against pertussis with no history of pertussis in the
past. Postvaccinal immunity against pertussis in this sample was determined by the ratio of study participants with minimum
protective antibodies titer to Bordetella pertussis (= 1:160). Results. The minimum protective antibody titer was revealed in 24 out
of 76 participants. Distribution to age groups was the following: children aged 3 to 7 years — 2/28 (7%), 8 to 17 years — 13/22
(59%; p < 0.001, compared with the younger age group), = 18 years — 9/26 (35%; p = 0.017). There was no postvaccinal immunity
(no antibodies detected) in 6 (21%), 1 (5%) and 4 (15%) participants, respectively. Conclusion. Insufficient postvaccinal (humoral)
immunity against pertussis was revealed in majority of children under 7 years. The ratio of such children decreases with age. It suggests
the presence of hidden circulation of Bordetella pertussis and, as a result, previous medical condition in erased or abortive form.
Keywords: children, pertussis, postvaccinal inmunity, antibodies, Bordetella pertussis, National Immunization Schedule
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OBOCHOBAHME

KoKntow — BbICOKOKOHTarMo3Hasi 6akrtepuanbHas WH-
deKuns abixaTenbHbIX MyTEN C NPEUMYLLECTBEHHO BO3AyLU-
HO-KanesNbHbIM MEXaHM3MOM Mepefaynm — OCTaeTCs cepbes-
HOW rno6anbHoM nNpobnemon. Kaxkabli rog no BCeMy Mupy
KOKJTIOLIHOW MHbEKLMEN 3aboneBaeT OKoo 60 MAH 4eno-
BEK, YMUPAET OKOM0 1 MNH AeTeN, NPeEUMYLLECTBEHHO B BO3-
pacte go 1 roga [1]. B P® 3ab6oneBaemMocTb KOK/OLWEM,
no gaHHbIM Ha 2018 r., coctaBuna 7,1 Ha 100 Tbic. Hacene-
HUS, 4To Ha 39% Bbllle NoKasatena B 2012 r.u B 2,8 paza —
B 2008 r. [2]. Takke B 2018 r. B Pd 3apeructpupoBaH
1 cnyyav cMepTH OT KOoKJtowa [2].

EaMHCTBEHHBIM 3QOEKTUBHBIM M AOCTYMHLIM CPEeACTBOM
60pb0ObI C MHOEKLIMEN B HACTOsILLEE BPEMS OCTAETCs BaKLIU-
HaLMs, OCHOBHas Lieflb KOTOPOW — CHUXEHUWE YPOBHSA 3abone-
BAEMOCTHU U CTEMNEHM TAKECTU TeHeHns 60ne3Hu. o oueHKam
BcemunpHon opravv3saunu 3gpaBsooxpaHenuns (BO3), B 2018 .
6onee 19 mnH fgeten rpygHoro Bo3pacta BO BCEM Mupe
He MONYYUIN PEryASPHYI0 MMMYHU3ALMIO BaKLWHOW NPOTUB
KoKtowa, audTtepun u ctonbHsaka (KAC3) [3]. B Poccun oxsat
NPUBUBKaMW MPOTUB KOKJIOWHON MHOEKUMN AeTen NepBo-
ro roga »m3Hu B 2008-2018 rr. ocTaBancs OTHOCUTENIbHO
BbICOKMM — Ha ypoBHe 97% [1]. B PP cneunduyeckas npo-
dmnaKTMKa KoKoLWwa NpoBOAMTCS AETAM B Bo3pacTe OT 3 mec
[0 4 net [4, 5]. Y neTen craplero Bo3pacTa AaHHas BaKLUWHa
(LeNbHOKNETOYHas) HE MPUMEHSETCA MO NMPUYMHE BbICOKOM
PEaKTOreHHOCTM KOKJTIOLWHOIrO KOMMOHEHTa [6].

OCHOBHYIO Trpynny pucKa WMHOUUMPOBAHUSA KOKIIOLWEM
COCTaBASAOT AETU PaHHEro rpyaHoro Bo3pacrta, YTo CBA3aHO
C HENPUBUTOCTbIO UM HE3ABEPLLIEHHOCTbIO TYPOB BaKLUMHa-
LMK, @ TaKKe 3a CcYeT NOCTEMNEHHOro yracaHus 6a3ncHOro
UMMyHWUTETA — BCE AeTU Yyepe3 3—6 neT nocne BakLUHaLum
[7, 8]. AnuTenbHOCTb 3alUTbl NOCAE UMMYHU3ALUMUK LIeNIbHO-
KNIETOYHOW BaKUMHOW cocTaBnseT 4—14 net, a 6GeCcKNeTou-
Hon — 3-10 nert [8]. Ana neTten B Bo3pacTte 40 1 roaa xapak-
TEPHO TSXKENoe W CcpeaHeTsenoe, AN AETEN LWKOMbHOro
BO3pacTa — CPEAHETSKENoEe U KparHe pefKo — TaKenoe
TeyeHue 6onesHu [9]. Ucxoas n3 atoro, A4ETAM AOWKONbHOIO
W WKONbHOro BO3pacTa Npu CHUXEHUN 6a3UCHOr0 MMMYHMK-
TeTa Heob6XoANMO BBeAEHUe 6YCTePHON 103bl 6ECKNETOYHOM
BaKLUMHbI MPOTUB KOK/MIOLWHOM MHDEKUMN ANs AeTen cTaplie
4 neT 1 B3pOCAbIX AN AOCTUXKEHUSA CTOMKOr0 MMMyHMTETa
[8, 10, 11]. Takke peKomeHOyeTCcs BBefeHWe OyCTepHbIX
103 ANs Tex noarpynn B3POC/blX, KOTOPbIe UMEIOT BbICOKUM
puUcK nepepayn Bordetella pertussis mnageHuam (T.€. HOBbIM
poauTenam, paboTHUKam no yxoay) [12-14].

CerogHs B Mupe ania npodunakTUKM KOKMOLWHOM MHbEK-
LMW MPUMEHSIOT Lie/IbHOKIETOYHbIE N BECKNETOYHbIE BaKLMHbI
(B Poccun BXOAAT B COCTaB MHOTOKOMMOHEHTHbIX BaKLWH) [15].
OCHOBHbIM NMPEUMYLLECTBOM GECKIETOYHbIX BaKUMH ABASETCA
MEHbLLAss PEeaKTOreHHOCTb, @ TaKXe BO3MOXHOCTb WMCMOJb-
30BaHUA 415 NPODUIAKTUKM KOKIIOWHON MHPEKLMK Y aeTen
cTaplwe 4 net v B3pocnbix [15, 16]. PaHee B HEKOTOPbLIX perun-
OHax P® yxe nayyancs nocTBakuUMHaNbHbI UMMYHUTET Nocne
3aBepLUEHHbIX TYPOB BaKUMHALMKM M pPEBaAKLMHALMKM NPOTUB
KOKJTIOLWHOW MHOEKUMN B pamKax HauuoHanbHOro KaneHgaps
npodunakTMiecknx npmBmBoK [17-19]. MpuHUMasa BO BHU-
MaHuWe TO, Y4TO MpoBeAeHWe MONySLMOHHOIO MCcnefoBaHus
B P® no Bompocy OLEeHKM MOCTBaKLMHANBbHOIO MMMyHUTETA
K KOK/IOWHON MHOEKUMN BECbMA 3aTPYAHWUTENbHO, U3yYeHne
[laHHOM Npob6nembl B elle ogHoM cybbeKkte PP (KpacHomap-
CKMW KpaW) NO3BOMAMT CPaBHWUTb pe3ynbTaTbl U 0606LWMUTb
COCTOSIHWE NPOTUBOKOK/IIOLWHOIO MMMyHUTETa B Poccuu.

Llenb uccnegoBanus
M3y4ynTb NOCTBAKLIMHANBbHBIA UMMYHUTET K KOKJIIOLLIHOM
MHbEKUMM y L, B Bo3pacTe oT 3 o 25 net B I. KpacHogape.

METOAbI
[Ou3aiiH uccnegoBaHua
MpoBeaeHO 0IHOMOMEHTHOE MUCCNEelOBaHUE.

YcnoBusi npoBeAeHUs UcciefoBaHUsA

MccnepoBaHue npoBeaeHo Ha 6ase LieHTpa BaKUMHO-
npodunaktukn npu NBY3 «CneunanmanmpoBaHHas KINMHUYeE-
CKasa MHbeKUMOoHHaa 6onbHuua» (r. KpacHogap) B mepuopg
¢ ntonsg 2018 no okTa6pb 2019 1.

Kputepumu coorBetcTBUSA
Kputepumn BKAoYEeHUs:

® MauueHTbl B Bo3pacTe oT 3 Ao 25 ner;

® 3aBeplUeHHas UMMYHU3aALMSA MPOTUB KOKJTIOLLHON MHDEK-
LMK no HaunoHanbHOMY KaneHaapto NpodunakTUHeCcKmx
NPUBMBOK.

Kputepum HeBKIIOYEHHURA:

® epeHeceHHas B NPOLLIOM KOKIOWHAA UHPEKLUS;

e ocTpaf pecnupatopHas WHOEKUMs, annepruyeckue
60N1e3HM.

OnucaHue Kputepues COOTBETCTBHUS

3aBepleHHOCTb UMMYHMU3aLUKU MPOTUB  KOKJIIOLWHOWM
UHbeKUnn ceepsnn ¢ HauuoHanbHbIM KaneHgapem npo-
dunaKTUyecKnx nNpuBuBOK PP [4]. 3aKOHYEHHbIMK Typamu
BaKLUMHALMK cYUTanM 3 BHYTPUMBILEYHbIE MHBEKLUN KOM-
OMHMPOBAHHON aACcoOpPOMPOBAHHOM BaKLUMHbI MPOTUB AUD-
Tepuun, ctonbHsaka u Koknowa (AKAC), no 0,5 mn Kaxpgas,
C HTepBanamu B 1,5 mMec, a TaKKe OLHOKpaTHYI0 peBaKLUu-
Hauuio Yyepes 1 rog nocne nocnegHero (3-ro) BBEAeHUs npe-
napata aetam B Bo3pacTe o 4 net [5]. MHpopmauums o npo-
BelEHHON MMMYHM3aLMK (BaKLMHaLUK/peBaKLUHALMKN) 4Ns
BCEX PECMNOHAEHTOB MojlydeHa U3 cepTUPUKaTOB NPUBUBOK
(popma 063-y), 06 OTCYTCTBMM NEPEHECEHHOW B MPOLLIOM
KOKJTIOWHON MHPEKLMN — U3 MEOULIMHCKOW JOKYMEHTaL K
(popmbl 112-y 1 086-y). NMpaBUNIbHOCTb BbIKOMUPOBKK AaH-
HbIX (BblMonHeHo [y6osor J1.B.) B nocnegytowem nepenpo-
Bepsnaco (Cytosckasa A.B., Kpbinosa [.P).

LleneBble noKka3atenu uccnegoBaHusa

MocTBaKUMHaNbHbIN UMMYHUTET K KOK/IIOLWHOM MHPEKLMN
B BbIGOPKe onpeaensnu no Aosie y4aCTHMKOB UCCneaoBaHus
C MUHWMaNbHbIM 3aLMTHBIM TUTPOM aHTUTEN K B. pertussis.
C aTOM uUenblo y4aCTHUMKaM MCCneaoBaHUs (MM MX 3aKOH-
HbIM npeacTaBuTenaM) pekomeHpoBanu (Cytosckasa [.B.,
KpbinoBa [.P.) BbINOAHWUTL oOnpefeneHne TuTpa aHTuTen
K B. pertussis ¢ Lenblo peleHus Bonpoca 0 He06X0aAnMO-
CTW ByCTEPHOW BaKUMHaLMK/peBaKUMHaLUMU GECKIETOHHON
BaKLMHOM NPOTMB KOK/IIOLIHON MHDEKLMK NS AeTen cTaplie
4 net v B3poChbIX. B3aTne KpoBM 1 ceponornyeckme ncene-
[I0BaHMA (NPOBOAMAM B A€Hb B3SATUS KPOBMW) Y NALMEHTOB,
[laBLUMX CBOE corlacue Ha AMarHocTM4yecKoe nccnegoBaHue,
BbINOJSIHEHbI B Nlabopatopun Cneunann3vpoBaHHOM KIUHK-
YeCKoM MHEKLMOHHOM 6onbHULbI (. KpacHoaap). CornacHo
CBe[leHUsAM, MONyYEeHHbIM M3 3TOM NlabopaTopun, aHTUTe-
Nna K B. pertussis onpenensiiv B CbIBOPOTKE KPOBW METO-
[IOM peaKkuuu arrTMHaumMmM ¢ UCnosib30BaHNEM HabopoB
«[IMarHOCTUKYM KOKJIOWHBIN Xuaku» (<bnomen», Poccus).
YyBCTBUTENbHOCTb MeTofda (HabopoB) cocTtaBnser 100%.
MUWHUManbHYO 3aLMUTHYIO KOHLUEHTPALMIO aHTUTEN yCTaHaB-
NMBanu, cornacHo pekoMeHaauunsam, npm Tutpe = 1:160 [5].

3annaHnpoBaH aHanuM3 pes3ynbTaToB WCCefoBaHUA
B BO3pacTHbIXx rpynnax 3-7, 8-17 n 18-25 net. Takas
BO3pacTHasa nepuoam3aumnsa Gbina obycnoBieHa HeobXxo-
AMMOCTbIO OLEHKM GOpMUPOBaHUA 6a3UCHOI0 UMMYHWTE-
Ta nocfe BaKUMHAUMK WM peBaKuuHauuu (oT 3 go 7 ner),
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Puc. CoaeprkaHue 3almUTHbIX aHTUTeN K B. pertussis

B 3aBMCHMMOCTHM OT BO3pacTa y4aCcTHUKOB UCCNefoBaHUs
Fig. Level of protective antibodies to B. pertussis according
to study participants’ age
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BospacTt

COCTOSIHMSI NOCTBaKLUMHANbHOIO UMMYHUTETA B OTAA/IEHHbIE
CPOKM Yy ageTen (oT 8 go 17 neT) v nuu cTapliero Bospacrta
(= 18 ner), a TaKKe O4IUTENbHOCTbIO 3aLUMULLIEHHOCTU Nocse
UMMYHM3aLMN  LLeNIbHOKNIETOYHbIMW BaKLUMHaMKW NPOTUB
KOK/OWHOM HdeKunn (4—14 ner) [5, 8].

JTnyeckasn aKcnepTusa

JKcneptMsa MNPOTOKONa MCCNEeAOBaHUS B 3TUMYECKOM
KOMWUTETE He MpoBoAWnachb. MccnegoBaHue TUTpa aHTUTEN
K B. pertussis ocywecTBAS/I0Cb MO ENaHW0 y4aCTHUKOB
nccneaoBaHus (MX 3aKOHHbIX NMpeacTaBuTeNen) 3a cYeT finy-
HblX cpeacTs. CTOMMOCTb TecTa AN O4HOI0 y4acTHMKa uccne-
noBaHus coctaBuna 350 py6. Y poautenen geter v nuL
18 net u crapwe nofy4yanu NUCbMeHHOEe A06POBOJSIbHOE
cornacue Ha ydyactve B MCCNefoBaHWM M UCNONb30BaHWE
NONYyYEHHbIX AaHHbIX C HAy4YHOM LieNblo.

CrtaTucTM4ecKui aHanuns

Pasmep BbIGOPKM MpeaBapuUTEbHO He pacCYUTbIBaM.
CTaTUCTMYECKMI aHaNM3 BbINOAHEH C MOMOLLLIO NPOrpaMmbl
STATISTICA v. 13.0 (StatSoft Inc., CLLUA). CpaBHeHWe Kaye-
CTBEHHbIX MPU3HAKOB B HE3aBWUCUMbIX FPynnax BbIMOJHEHO
C MOMOLLbIO TOYHOrO Kputepus Puuepa. Takke Gbln NpPo-
BeAEH KOpPPENsLUNOHHbIM aHanusa no MuMpcoHy ¢ noacvyeTom
KoadpdUuuUMEHTa NMHENHON Koppensauuu (r).

PE3Y/IbTATbI

Y4yacTHUKU uccnegoBaHus

MprHATL y4yacTMe B UCCNeAOoBaHWW C LENblo OLIEHKMU
NocTBaKLMHANbHOr0O UMMYHUTETA U HEOBXOAUMOCTH ByCTep-
HOM BaKUMHaLWK 6ECKIETOYHOM BaKLMHOW MPOTUB KOKJIIOLL-
HOM MHObEKUMU 6bi10 npegnoxeHo 115 nuuam, M3 HUX
COrlacuInMCb Ha yyacTve v npefocTaBuan B Mocneaylolem
HEOOX0AMMYIO MEAMLIMHCKYIO AOKYyMeHTauuto 111 yenosek.

Ta6auya. CoctosiHWe NOCTBAKLIMHANBHOIO MMMYHUTETA K KOKJTIOLLY
Table. Postvaccinal immunity against pertussis

M3 nocnegHux 35 4enoBeK He COOTBETCTBOBAIN KPUTEPUAM
BK/tOYeHUS. COOTBETCTBEHHO 76 cOrnacuiaucb Ha ydactue
B MCCNefoBaHUK, NpefocTaBuAn pesynbTaTbl TECTUPOBaHMUS
Ha aHTMTena K B. pertussis u Npu 3TOM Ha MOMEHT MNpo-
BEEHNS CEpPONIOrMYECcKOro MCCnefoBaHUs He MMenu npu-
3HaKOB OCTPOMW pecnupaTopHOM MHOEKLUK U annepruyecKo-
ro 3abonesaHusa. N3 ynucna BKIOYEHHbIX B UCCnedoBaHWe
B Bo3pacTe OT 3 A0 7 neT 6bi10 28 (16 KeHcKoro nona),
oT 8 go 17 net — 22 (10 eHcKoro nona), = 18 netr —
26 yenosekK (14 »eHcKoro nona).

OCHOBHbI€ pe3ynbTaTbl UCC/IEA0BAHUA

YcTaHOBEHO, YTO 3alUMTHbIV YPOBEHb aHTUTEN K B. pertussis
rnocfie 3aBeplleHHbIX paHee TypoB BaKLUMHALMK COrnacHo
HauunoHanbHOMY KaneHaapto nNpuBMBOK P® umenu ot 7 ao
59% y4aCTHUKOB MCCneaoBaHuUs (Kaxabli TPETUM B CTapluen
Bo3pacTtHon rpynne). ¥ 5-21% peten (y KarKaoro LIeCTo-
ro B CTapllien BO3PaCTHOW rpynne) aHTutena K B. pertussis
He 6blnn 06HapyXKeHbl (Tabn.). o pesynbratam UccnegoBaHus
52 y4yacTHUKaM Obl10 COOBLLEHO O Lieecoobpa3HOCTU NpoBe-
[IeHNS BaKLMHALMK NO NpUYMHE 0BGHaAPYKEHUS HU3KOro TUTpa
aHTUTEN BaKUMHaUMKW/peBaKuMHaUMKM 6yCTepHOW A030M 6Gec-
KNEeTOYHOW BaKLMHbI MPOTUB KOKJTIOWHOW MHPEKLINN.

B rpynne geten ot 3 g0 7 NET TUTP MNOCTBaKUMHaMb-
HbIX aHTUTEN BapbupoBan B Avanas3oHe oT 1:80 go 1:340,
B rpynne getev ot 8 go 17 net — ot 1:40 go 1:640; B rpynne
ot 18 go 25 net — ot 1:20 go 1:240 (puc.). MNpu atom ycTa-
HOBfIeHa cnabas NosioXKUTEeNbHAs KOPPensuns mexay Bo3-
pacToM M KOHLEHTpauMen 3aluTHbIX aHTUTen K B. pertussis
(r=0,243; p = 0,05).

OBCYXAEHME

Pe3lome 0CHOBHOIO pe3ynbraTta uccnejoBaHus

YcTaHoBNEeHa HegocTaToOYHasn 3alMLEHHOCTb OT KOK/OLW-
HOM WHdeKuMn aeten, npoxumpawowmx B KpacHogapckom
Kpae. B rpynne geten B BO3pacte oT 3 A0 7 NET TUTPbI
aHTUTEen K B. pertussis HWXe MWHUMaNbHOro 3alMUTHO-
ro ypoBHs (IMBGO WMX OTCYTCTBUE) OBHapyXKeHbl 6onee yem
B 90% cny4aeB. HegocTtaTtoyHbIM NOCTBaKLUMHANbHbIA UMMY-
HWUTET B A@HHOM rpynne, Ha Halw B34, MOXHO O6bACHUTb
yBEMYEHUEM CPOKOB MEXAY TypaMu BaKLMHALMK U peBaK-
UMHaumn. [locTaTouHbIM TUTP aHTUTEN K B. pertussis B 3ToM
BO3pacCTHOM rpynne oTmevyann B 5—8 pas pexe, 4eM y aeTemn
B Bo3pacTte 8—17 neT v nnL, cTapluer BO3pacTHOM rpynnbl.
B rpynne geten B Bo3pacte 8—17 1 18-25 neT TUTPbl aHTU-
Ten K B. pertussis HU¥e MUHUMaNbHOro 3alMTHOrO YPOBHS
(nM60o Mx oTcyTCTBME) ObINM 3aperucTpupoBaHbl 6o5ee Yyem
B 40 n 65% cny4aeB COOTBETCTBEHHO.

OrpaHU4eHuUsa UcciefoBaHuUA
OrpaHuM4yeHUsa MU UCCNefoBaHUsA MNOCTBAKLMHANbHOIO
UMMYHUTETa ABNAIOTCA HEOOSbLLIOW pa3mep BbI6GOPKK (B T.u.

Bo3pacTHble rpynnbl Bcero, a6c. HeT aHTuTENn Tutp < 1:160 Tutp = 1:160
Ot 3 go 7 net, a6e. (%) 28 6 (21) 20 (71)* 2(7)
OT 8 po 17 nert, a6e. (%) 22 1(5) 8(36) 13 (59)***
Ot 18 10 25 net, a6e. (%) 26 4 (15) 13 (50) 9 (35)**

lNpumeyvarme. * p = 0,021 npu cpaBHEHWUM C TPYNNoON pecnoHAeHToB B Bo3pacte 8—18 net, ** p = 0,017, *** p < 0,001 npu cpaBHEHUU
C rpynnow pecnoHaeHToB B Bo3pacTte 3—7 net. CyMmapHble 3Ha4YeHusi 4ou (%) NaLMEHTOB C Pa3/IMYHbIMKU TUTPAMKU aHTUTEN MOTYT GbiTb

< 100 no nNpuyYnHe OKPYrNeHns 3Ha4eHnn nokasaTens Ao Lenbix Yucen.

Note. * p = 0,021 in comparison to the responders group aged 8 to 18 years, ** p = 0,017, *** p < 0,001 in comparison to the responders
group aged 3 to 7 years. Total values of patients' ratio (%) with different antibody titers may be < 100 due to rounding of values to integers.



M NO NpUYMHE NPOBELEHUS CEPONIOrMYECKUX WUccneaoBa-
HWIM 3a COBCTBEHHbIE CPEACTBA UCCNeayeMblX UK UX POAU-
Tenem) u OTCYTCTBME Trpynnbl cpaBHeHus. [pynny cpaBHe-
HUSE MO Obl COCTABUTb AETU, NPUBUTbIE BECKIETOYHbIMM
BaKLMHaMK COrnacHo cpokaMm HauuoHanbHOro KaneHgaps
NPOPUNAKTUYECKUX MPUBUBOK WK XKe AETU C HapyLEHHbIM
rpaduKomM BaKuuHauuu. Kpome Toro, cnegyetr OTMETUTD,
4yTO B MccneaoBaHMe BKIOYanW geter 6e3 coMaTU4ecKown
naTo/IornKn 1 annepruyeckmux 601e3Hen Ha MOMEHT npoBeae-
HUS MccnefoBaHMs. B cBSA3KM C 3TUM HEBO3MOMKHO OLLEHUTb
COCTOSIHME MMMYHUTETa K KOK/IOLWY, Hanpumep, y geTen
C OTSArOLLEHHbIM anieprofiorMyecknM aHamHe3oM Inbo Xpo-
HMYEeCKoM natonornen. TakKe B UCCNefOBaHUM MPUHUMaNK
y4yacTne TONbKO AETH, POAUTENN KOTOPbIX GblIv MPUBEPKEH-
LaMu BaKUMHaUMW WM MPOBOAWAM MMMYHM3aLMIO 3a COo6-
CTBEHHbIE CpeacTBa.

3alWuTHbIE YPOBHU TUTPa aHTUTEN K B. pertussis moryT
He oTpa)kaTb KayecTBO BaKUMHaALWMW, a SBASTbCA pPe3yib-
TaToOM KOKJIOWHOW MHOEKLMN, NEePEHECEHHOW B MPOLLIOM
B CTepToM unn abopTuBHOM GOpME, a 3HaYUT, He oTme-
YEeHHOW B MeAMLMHCKOM [OOoKymeHTauun. CnepyeT TaKxke
y4uTbIBaTb, YTO TUTP aHTUTEN K B. pertussis xapaktepmnayer
COCTOSIHME TYMOPANIbHOrO (aHTUTOKCMYECKOro) MMMyHUTETa
K KOKJIIOWHOM MHOEKUUU. N XOTS MMEHHO 3TO 3BEHO UMMYH-
HOM CUCTEMbI UMEET Hanbosbluee 3HaYeHne B GpopMUpoBa-
HUW NPOTUBOKOKIIIOWHOM MOCTBAKLMHANbHOW 3alUuTbl, POSb
KNETOYHOr0 UMMYHMTETA (CONPOBOXKAAIOLWLErocs B T.4. NPO-
OYKUMEN NpOTUMBOBOCMANUTENbHbIX MHTEPNENKMHOB 4 1 10)
Henb3s HegooLeHuBaTb. BMecTe ¢ TeM M3BECTHO, YTO Kie-
TOYHbI UMMYHWUTET HE MOXKET B JOCTATOYHOM CTEMEHU «KOM-
NneHcUpoBaTb» OTCYTCTBME MW HEOOCTAaTOYHOE KOMYECTBO
aHtTuTen K B. pertussis [20, 21]. B ¢BA3K C 3TUM OCHOB-
HOW BbIBOJ MCCNeaoBaHWMs O HEAOCTaTOYHOM 3allULLLEeHHO-
CTU aeTen B Bo3pacTe 3—7 NET OT KOKIOWHOM MHDEKLNK
no-npexKHemy NpeacTaBAseTcs Ham cnpaBea/MBbIM.

UHTepnpeTawumusa 0OCHOBHOIro pesyjabraTta

uccnepoBaHusa

ConocTtaBMM MOYyYEHHbIE HamMKW peaynbTaTbl C TaKo-
BbIMW, MOJyYEHHbIMX B paHee MPOBEAEHHbIX MccneaoBa-
HuaX. TaKk, B BblGOpKe, CHOPMMPOBAHHON M3 MPOXKMBAIO-
wnx B MocKOBCKOM 0611., CepOHeratuBHbIX K B. pertussis
nuy 6bino 28%, npuyem M3 HUX 39% — OeTtu B Bo3pacTe
6-7 net, 12% — petn 15-17 net [18]. eTen 6e€3 aHTUTEN
K B. pertussis wav ¢ TUTPOM aHTUTEN HUXKE MUHUMAsbHOro
NPOTEKTUBHOIO B Bo3pacTe 3—7 feT B NPOBEAEHHOM HaM#
ncenegoBaHMmn 6bi10 60Sblle, NPU 3TOM aHTUTEeNna OTCyT-
ctBoBanu B 21% cnyyaeB, a Y 71% HaxoAMAUCb B UHTEp-
Bane ot 1:80 go 1:140. B uccnenoBaHuu, npoBefeHHOM
B Jlnneuke c y4actmem 200 pgeten B Bo3pacte 3—10 ner,
y 27,5% TUTpbl aHTUTEN OblM HWXKE 3alUMTHOro YPOBHS,
13 Hux 35% — pgetn B Bo3pacTte 3—4 net, a 20% — aetu
9-10 net [17]. B nccnegoBaHunn, npoBeaeHHOM B CaHKT-
MNeTtepbypre [19], Aons NUL C BbICOKMUM TUTPOM aHTUTEN
6blna Hanbonbllen B BO3pacTHoOW rpynne 15-17-neTHux,
YTO YKa3blBaeT Ha BbICOKYIO pacnpOCTPaHEeHHOCTb Heauar-
HOCTUPOBAaHHbIX (CTEPTbIX, aBOPTUBHbIX) Cly4aeB KOKJtoLWwa.
MoaTBepKaaloT 3Ty rMNoTesdy pesynbraTbl MCCefoBaHUSA
B 9TOM e ropoge: cpean 191 yyacTHWMKa MccnefoBaHUs
6e3 3nM30408B Kalwnsa 3a nocnegHue 12 mec y 10,5% 6binun
OBHapy)KeHbl CEPOSIOTMYECKNE TMPU3HAKU KOK/IOLWHOMN
MHpeKumn [22]. BarKHO TaKXKe OTMETUTb, YTO OTCYTCTBUE
aHTUTen K B. pertussis B rpynnax geten B Bo3pacte 3-4
(19,3%) n 9-10 net (30,1%) B panoOHHbIX LieHTpax CeBepo-
3anagHoro deaepanbHOro oKpyra OTMeyasnocb 3HA4YMTENbHO
yalule, yem B CaHkT-lNeTtepbypre (4% B rpynne geten B BO3-

pacte 3-4 roaa, 6,9% — B 6-7 net, 10,2% — B 8—10 neT,
9,2% — B 15-17 net) [19]. Takum o6pas3om, cnegyet
NpW3HaTb, YTO MOCTBAKLMHANbHbIA UMMYHUTET K KOKOLWY
y 60/bLlWOro YMcna POCCUNUCKUX OAeTen HeaoCTaTouYHbIn. Mpu
3TOM CHU)KEHWE 3allUMTHOro TUTpa aHTUTen K B. pertussis
oTMeyvaeTcs ¢ 3—4 f1IeT ¢ MaKCUMaslbHbIM CHUXEHUEM U faxke
OTCYTCTBMEM aHTUTEN B rpynnax aeten B so3pacte 6—10 net.
Hanb6onblyto pacnpoCTpaHEHHOCTb MWHMMasbHO 3aluuT-
HOro YpPOBHS aHTUTEN K B. pertussis perucTpupyoT B cTap-
Wwem WKonbHoM Bo3pacTe. OueHKa nocTBaKUMHANbHOIO
NPOTUBOKOK/IOWHOIO MMMYHUTETa B Pa3/IMyHbIX CyGbeKTax
P® nokaszana conoctaBMMble pe3ynbTaTbl, YTO MO3BOASET
3KCTPanonMpoBaTh 3TU AaHHble Ha NOMNYAALMOHHbIA YPOBEHb
M 060CHOBbIBAET LIENeco06pa3HOCTb NPOBEAEHNS BTOPOro
W TpeTbero Typa peBaKuUMHaunKn B Bo3pacte 6-7 n 14 net
6eCKETOYHOM BaAKLMHOW On1a geTen ctaplie 4 net 1 B3poc-
NbIX A1 CHUKEHUS YPOBHSA 3a601eBaemMoCTU Yy MPUBUTbLIX
BC/NEACTBME yracaHusl NOCTBaKUMHaNbHOro UMMyHUTETA.

3AKJ/IIOMEHME

Y 601bLIOro YyMucna aeTten, npoxusawwmnx B KpacHoaa-
pe, YCTaHOBMEH HW3KMI MOCTBaAKLMHaNbHbIA MMMYHUTET
K KOKfowy. B cpeaHem no BceM BO3pacTHbIM rpynnam
MPOTUBOKOK/IOWHbBIA MOCTBaKLUMHaNbHbIN (F'yMOpanbHbIn)
UMMYHUTET oTcyTcTBoBan B 15% cnyyvaeB. Haubonblias
ponsa nuy, (59%) ¢ MUHUManbHbIM 3aLWUTHBIM TUTPOM aHTU-
Ten K B. pertussis 3apeructpupoBaHa B Bo3pacTe OT 8
po 17 net. lNonyyeHHble AaHHble MO3BONKAOT Mpeanoso-
HUTb HaNM4Me CKPbITON LMPKYNSLMK BO3BYAUTENS KOKOWA
W, KaK cneactBue, nNepeHeceHHoro 3abofieBaHUsa B CTep-
TOM MM abopTuBHOM dopme. Pe3dynbtaTbl CONOCTaBUMBbI
C aHaNOrMYHbIMKU UCCNefOBaHUAMMN B APYrMx pernoHax Pd.
Ha coBpemeHHOM 3Tane oOcCTaeTcsi OTKPbITbIM BOMPOC
0 Lenecoobpa3HOCTU NPOBEAEHUS BTOPOM peBaKUMHALNK
NPOTMB KOKJOWa AeTen B Bo3pacte 6-7 NeT, NOCKOJSbKY
peBaKuUMHaLnK B Bo3pacTe 18 mec HegoCTaTouHOo Ans anu-
TeNbHOM0 MOAAEPKAHUS HaMNPSKEHHOCTM MOCTBaKUMHaNb-
HOrO UMMYHUTETa B NOMNYNSALIUK.

UCTOYHUK ®UHAHCUPOBAHUSA

BaKuuHaumio 1 ceponornyeckmne uccnegoBaHns npoBo-
AWK 3a@ CYET COBCTBEHHbIX CPEACTB YYaCTHWKOB Mccneao-
BaHuUA (Nnua cTaplue 18 ner) unmn ux poaumtenen / 3aKoHHbIX
npeacTtaBuTenen.
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O6ocHoBaHue. KID-cnHapom (KepaTuT-uxTmo3-riyxota, keratitis-ichthyosis-deafness) — 310 opgpaHHOe reHeTnvyecKoe
MY/IbTUCUCTEMHOE 3a60/1€BaHME C ayTOCOMHO-PELECCUBHbBIM U JOMUHAHTHBIM TUMaMu Hacae40BaHUsl, KOTOPOe MaHU®eCTH-
pyeT B HeoHaTa/ibHoM nepuoge. OCHOBHOM TpUaZoM CUMITOMOB C/y)KaT KOXKHble U3MEHEHMS, 3a60/1eBaHNs OPraHOB 3PEHUS
M naTos10rmMs opraHoB ciyxa. OnucaHue KIMHMYecKoro cay4das. [JeBoyka B., 17 net, ¢ gnarHo3om «KID-cuHapom» obpatu-
Jlach ¢ xasnobamm Ha 60/1€3HEHHbIE MHOWILTPATbI B TEeMEHHOM 061acTh. [IpoBEeAEHO BCKPbITUE MHOXKECTBEHHbIX abCLE€CCOB.
Bo Bpemsi exxefHEeBHbIX NepeBA30K yAaNsIN runepKepaTtoTM4eCKMEe KOPKHU, HEXUIHECTOCOOHbIE y4aCTKM KOXM UCCEKallu,
rnosocT1 abeLeccoB MPOMbIBaIM PacTBOPOM aHTMCENTUKA. [HoeBMAHOE OTAEeNSeMoe U3 paH COXPaHsA/I0Ch Ha MPOTSKEHUMN
7 cyT. 3aKknw4yeHune. [laToreHeTMyecKoe nedyeHne nayneHToB ¢ KID-cnHapomom He pa3paboTaHo. BaXHbIM 3/1eMEHTOM
BeieHUs1 TaKnX 60JIbHbIX OCTaeTCs MPOQUIAKTUKa BTOPUYHBIX XMPYPIrMYECKUX MHDEKLUMI. [Ton MHOULIMPOBAHUMN KOXN I PEK-
TUBHbI MECTHbIN YXO/ 3a paHamu, CUMIToMaTn4yecKas U aHTubakTepumasbHas Tepanusi.

KnroyeBbie cnoBa: KID-cuHapom, BTOPUYHAsH MHQEKLMS, AETH, KITMHUYECKMI cayYan, abeLiecc

Ansa yntupoBaHusa: bebeHunnHa A.A., Yynpokosa M.A., CmupHoB A.H., TonoBaHéEB M.A., [loKwyKkuHa A.A. KID-cHAPOM, OCNOX-
HEHHbI MHOXECTBEHHbIMW abcLieccamm KOXKU TEMEHHOW 061aCTU: KITMHUYECKUI criydan. Borpockl COBpeMEHHOH neanaTpun.
2021;20(1):67-71. doi: 10.15690/vsp.v20i1.2240

OBOCHOBAHME HbIM ¥ AOMWHaAHTHbIM TUMaMK HacsegoBaHWUSA, KOTopoe
KID-cuHOpOM (KepaTuT-uxTnos-rnyxota, Kkeratitis-ich- MaHubecTupyeT B HeoHaTanbHOM nepuoge [1-3]. MMpwu
thyosis-deafness) — 3710 opdaHHOE reHeTuyeckoe Mynb- ayTOCOMHO-PELLECCUBHLIM TUMNE HacnegoBaHusa 3abone-
TUCUCTEMHOE 3abofieBaHMe C ayTOCOMHO-peLecCcuB- BaHWe BbI3BAaHO TOMO3WIOTHOM WAW KOMMayHA-retepo-
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KID Syndrome Complicated by Multiple Abscesses
of the Parietal Region Skin: Clinical Case

Background. KID syndrome (keratitis-ichthyosis-deafness) is an orphan genetic multisystem disease with autosomal recessive and
dominant types of inheritance, it manifests in the neonatal period. The leading triad of symptoms is: skin lesions, ophthalmological
diseases and hearing organ pathology. Clinical Case Description. Girl V., 17 years old, with KID syndrome applied to the hospital
complaining on painful infiltrates of the parietal region. Multiple abscesses were lanced. Hyperkeratotic crusts were removed, unviable
skin regions were excised, and abscesses’ cavities were washed with antiseptic solution during daily dressings. Purulent discharge
from wounds has been maintaining for 7 days. Conclusion. Where is no pathogenetic treatment for KID syndrome yet. Prevention of
secondary surgical infections remains the crucial aspect in the management of such patients. Local wound treatment, symptomatic and
antibacterial therapy are effective in case of skin infection.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

3UrOTHOM MyTauuen B reHe AP1B1 Ha xpomocome 22912,
npu AOMWHAHTHOM TUNE — TreTepPO3UroTHOM MyTauunewn
B reHe KOHHeKCcHHa 26 (GJB2) Ha xpomocome 13ql2 [4].
KOHHEKCUMH 26 — CTPYKTYpHbIM 6E10K, KOTOpbin 06pasy-
€T LleneBble KOHTaKTbl, COEAMHAIOWME COCEAHUE KNETKU
M No3BONSIOWNE UM 06MEHUBATLCA HEGONbLWMMU MONEKY-
naMun U noHamu. HapyweHune 3Ton CBA3KU U, COOTBETCTBEH-
HO, MEXKIETOYHOIro 06MeHa MOXKET BANSATb HA KOMMYHWUKa-
LIMIO KIIETOK KOXXW U HEPBHOM TKaHu [1-3].

Bnepsbie KID-cuHapom 6bi1 onucaH G. Burns B 1915 .,
a ab6bpesuatypa KID 6bina BBeageHa S. Skinner n coaBT.
B 1981 r. [5]. B mupe onncaHo okono 100 cny4yaeB gaHHOro
3aboneBaHus [4]. KnuHuyeckas KapTuHa KID-cuHapoma
npeacrasneHa TpMagon CUMNTOMOB:
® KOXHble U3MEHEHMS (rMMepKepaTos, aKToAepMasbHas

AMCNNasns, CKIIOHHOCTb K BTOPUYHbBIM MHPEKLMSAM pas-

JINYHOW 3TUOMOMUK); TUNUYHAA NOKanuM3aunsa — nafoH-

Hasi MOBEPXHOCTb KUCTEN, NOAOLIBbI CTOM, KOXa rofoBbl;
e 3a60/1eBaHUS OpraHoB 3peHUs (BaACKyNSpPU3UPYIOLLMIA

KepaTuT, NOMyTHEHMUE POroBMLbl, CyXOCTb rnas, bneda-

PUT, KOHBIOHKTUBUT, CBETOOO0SA3HD);
® naTofiorMsl OpraHoB cnyxa (CeHCOHeBpanbHas Tyro-

YXOCTb, HapyleHne 3BYKOMNPOBEAEHNS BCNEeACTBME Ha-

PYXXHOro nnu cpegHero otuta) [5-71.

B uucne apyrux ocob6eHHocTen KID-cuHApoMa onucaHbl
pefKkue BONOCHl MW anoneLms, OTCyTCTBME HOITEBLIX Nna-
CTMHOK WK UX Heobbl4YHasa dopma, aHoOMallbHOe CTPOEeHME
nnu popma 3y60B, CHUXKEHHOe noTooTaeneHue [1, 7, 8].

Cuutaetcs, 4to nauuneHTtbl ¢ KID-cuHapomom noasep-
YKEHbl BbICOKOMY PUCKY pPa3BUTUS MIOCKOKIETOYHOro paKka
KOXMW, A3blKa MU CIM3UCTON 060JI04KM LWEK (B 12% cny4yaeB)
B AeTCKOM Bo3pacTe [7]. OnucaHbl cny4an MNIOCKOKIe-
TOYHOM Heonnasumu poroBuubl [1]. OnacHbIM OCNOXKHe-
Huem KID-cuHgpoma sBnsieTca U BTOpUYHaAsa WMHOeKuus,
pPa3BUTUIO KOTOPOW CrocO6CTBYET HapylweHne 6apbepHOm
OYHKUMK KoM [6, 9]. Mpn 4pe3amMepHOM OPOroBEHUN Kiie-
TOYHOrO 3ANUTENUA (TMNepKepaTos) NPOUCXoaUT 3aKynopKa
OTBEPCTUM MOTOBbLIX U CafbHbIX enes [10], 4To B cnyvyae
MHOULMPOBAHMS BeAET K Pa3BUTUIO THOMHO-BOCMaNUTENb-
HbIX MPOLECCOB.

Cneundunyeckoro nevyeHua KiD-cuHapomMa Ha OaHHbIM
MOMEHT He cywecTByeT. Bca Tepanua sBnsieTcss CMMNTO-
MaTU4YECKOM W HamnpaBsieHa Ha NPOPUNAKTUKY M NevyeHune
OCNOXHEHUN. JIeYeHNe KOXKHbIX NOpaXeHWn B OCHOBHOM
KOHCEepBaTUMBHOE, BK/OYalolWee cMmsaryatouwme cpeacrsa
M KEepaTONUTUKKU. [Nna neyeHus MXTMo3a MPUMEHSIOT npe-
napatbl apomaTU4ecKuUx peTuHouMaoB. B c¢BA3M ¢ umxTuo-
30M CO3JaeTcsi BbICOKMW PUCK MHPUUMPOBAHUA KOXKM,
4YTO OenaeT JieYeHne Takux paH 6onee CnoXHbiM [8, 11].
OnucaHbl BapuWaHTbl NE€YEHUS BTOPUYHOW WHPEKUNU
C UCNONb30BaHWEM TUAPOXMPYPrMYECKON METOAMKM, MOA-
OepXuBawllen aHTMbBaKTepuanbHOW WM MNPOTUBOrPUOKO-
BOW Tepanuu, NOBSA30K C CepebpoM, Kpema C IKCTPaKTOM
ropevyaBku ¢uonetoson [9]. B psae MCTOYHMKOB YNOMM-
HaeTcs 6GanbHeoTepanus, MexaHu3M AEUCTBUSA KOTOPOM
CBfi3aH CO CTUMYNSILMEN MPOHMLLGEMOCTU KOXM, yCKOpe-
HMEM MPOXOXKAEHUSA MUHEepaNbHbIX BELLECTB M KepaTosu-
3a [10]. OTMeyeHO, 4TO AaHHas MeToAuKa MMEET xopolure
pesynbratbl [11]. B nutepaTtype onucaHbl peaxkuve cryyau
XMPYPrUYECKOr0 NIeYEHUS] OCNOMKHEHWUI KOXHbIX nposiBne-

HWW, B OCHOBHOM MpPW MIOCKOK/IETOYHOM pake Koxu [9].
EAMHWYHbIE COOOLWEHUS MOCBSALWEHbI IEYEHUID THOMHbIX
npoueccoB B o6n1actu npoMexHocTu [8]. BocnanutenbHbin
npouecc B 061aCTM ronoBbl U €ro fieyeHume y O0NbHbIX
¢ KID-cuHapoMoM B nuTepaType He onucaHbl. Huxe npea-
CTaBfeHbl peaynbTaTbl HabGNOAEHUA MHOXECTBEHHO-
ro0 FHOMHOrO MOpPaXeHWs MOKPOBOB rOMIOBbl Yy [AEBOYKHM
¢ KID-cuHapomoMm.

KNMHUYECKUHA NPUMEP

O nauueHTe

[eBoyKa B., 17 nert, ¢ gnarHosoM «KID-cuHapom», o6pa-
TMNacb B OTAENEHWEe THOWMHOW M HEOTNOXHOM XUPYpruu
C »anobamu Ha 60Ne3HEeHHble MHOUNLTPATbl B TEMEHHON
obnactu. 3a mecsl, OO0 MOCTyrneHus y pebeHKka nosiBu-
N0Cb efWHW4YHOe O6OoNe3HEHHOE U TUNepeMupoBaHHoOe
yJIoTHEHME 2X2 CM B TEMEHHOW 06/1acTi, B CBS3M C YEM
NpPOBOAMNOCL KOHCEPBATUBHOE fieyeHne (NOBSA3KKU C npe-
napatoM Ha OcHOBe xjJopaMdeHuKona + MeTunypaumn).
[MonoxutenbHbln 3GPEKT OT NeYyeHns He oTmeyeH. B Teve-
HWE Hedenu MNOSIBUAUCH MHOMECTBEHHble MHOUNLTPaTHI,
NOCTEMNEHHO CNMBAalOLWMECT MeXay Cob60W, 60NEe3HEHHble
npu nanbnauuun. 3a ABoe CyTOK A0 MOCTYMNSIEHUS NPUCoeu-
HUnacb nnuxopaaka go 38 °C.

M3 aHamHe3a M3BECTHO, 4TO pebeHOK OT BTOPOM
6epeMeHHOCTH (6e3 OCNOXKHEHMI), BTOPbIX POAOB, AOHO-
IWUEHHbIN. B nepnoa HOBOPOXAEHHOCTU OTMEYanucb nna-
CTUHYATOE LWeEeNyWeEHNE KOXMK, CYXOCTb, YTOJILLEHME KOXMU
B 06/1aCTU rofieHeN, Weu, 1ua, NOKTEBbLIX U NOAKONEHHbIX
cKknagok. C Te4eHMeM BpPEMEHM MOSIBUIUCDL YELLYHNKU XKen-
TOBATO-KOPMYHEBOrO, MOYTU YEPHOro LBETA, B OCHOBHOM
B ob6nactu ronoBbl. C 2-mecqa4HOro Bo3pacta Habnwoaa-
etcq y JIOP-Bpaya no noBogy CEHCOHeBpasibHOM Tyroyxo-
CTH, y odpTanbmosiora — Mo noBoAdy KepaTtuta U CBETOOO-
A3HU. OmnarHo3d «KID-cMHOpPOM» YCTAHOB/IEH Ha MNEePBOM
roay KU3HW.

dusuKanbHaa AUarHoCTUKa

[Mpn ocmoTpe pebeHOoK nuxopagun (Temnepartypa Tena
0o 37,8 °C), KOXHbIW MOKPOB CyXOM, C SABAEHUAMU HONIN-
Ky/ISpHOro KepaTosa (puc. 1). PocT 6poBen 1 pecHML, OTCYT-
ctBoBan. Cknepbl UHbeLMpPOBaHbl. B o6nactn pasrnéartenb-
HblX MOBEPXHOCTEN IOKTEBLIX, KOMIEHHbIX CYCTaBOB, 06/1aCcTH
ArOAMYHOM CKNaAKM KOKa yTonleHa, runepnurMeHTnpoBa-
Ha (cM. puc. 1) Pe6eHOK nosb3yeTcs CyxoBbIM annapaToMm.
MeCTHbIN cTaTyC: y AEBOYKM MMEIOTCS MPU3HAKK TOTaNbHOM
anoneuunn. Koxka TeMeHHOW 061aCT C MHOXXECTBEHHbIMM
KENTO-KOPUYHEBLIMU KOPKaMM M Yellyrn4yaTbiMU Haloxe-
HUSIMU, MPU NanbnaymMm o6HapyKeHO HECKONbKO WUHPWUIIb-
TpaToB, 60/E€3HEHHbIX M OTEYHbIX, HEKOTOPbIE M3 HUX
¢ dnyKTyauunen.

JlaGopaTtopHble uccnegoBaHus

MpK NOCTYNNEHUN B KIMHMYECKOM aHanmM3e KPoBM YuC-
no nenkouutos 10,2X10°%/1. AHann3 MO4YM U BUOXMMUYE-
CKWIM aHanu3 KpoBu 6€3 NaToNorM4ecKux MSMEHEHUN.

MpeaBapuTenbHbl AUarHo3s
KID-CMHAPOM, MHOXECTBEHHbIE abCLECChl KOXKWU TEMEH-
HOW o6nacTtw.



Puc. 1. leBoyka B., 17 net, ¢ KID-cuHAPOMOM Npwv NOCTYyNNEHUM B CTaLMoHap

Fig. 1. Girl V., 17 years old, KID syndrome, at admission

MpumedaHne. A — runepKkepartos NoAKOoNEHHbIX AMOK, b — BWA BONOCMCTOM YaCTW ronoBbl (MHOXECTBEHHble abcLiecchl), B — OHMXOMMKO3

BEPXHUX KOHEYHOCTEN.
McTouHuK: bebeHnHa A.A. u coasT., 2021.

Note. A — hyperkeratosis of popliteal region, b — hairy part of the head (multiple abscesses), B — onychomycosis of upper limbs.

Source: Bebenina A.A. et al., 2021.

Puc. 2. leBoyka B., 17 ner, ¢ KID-cuHapomom. CocTosiHWe nocne
onepauuu
Fig. 2. Girl V., 17 years old, KID syndrome. Post surgery status

MpumevaHune. BekpbiTble abeLiecca B 061aCTM BOOCUCTON YacTu
ronosbl 6€3 rHOMHOro coaepKMMoro. A — Bua c3aau,

b — BWA cOOKY.

McTouHuK: bebeHnHa A.A. u coasr., 2021.

Note. Opened abscess on the hairy part of the head without
purulent discharge. A — back view, b — side view.

Source: Bebenina A.A. et al., 2021.

[AnMHamMuKa 1 ucxopabl

Moa annapaTHO-MacoYHbIM HAPKO30M MpPOBEAEHO
BCKPbITUE MHOXECTBEHHbIX abCLEeCCOB, B KaXAOM MX KOTO-
pbIX Haxogunocb oT 3 A0 15 MA rHOMHOrO COAEPKMMOTO.
Mo pe3ynbratam MUKPOGMONOrMYECKOro MCCnefoBaHus
3aduKempoBaH pocT Staphylococcus epidermidis. PaHbl
He LpeHMPOBaNuChb.

B nocneonepauMoHHOM nepuoge pebGeHOK nosyyan
aHTUbGaKTepuanbHyto (LedazonuH 1 r X 3 pa3a B CyTKH, B/B),
aHTUIMCTaMUHHYI0 Tepanuio (xnoponupamuH 1,0 X 2 pasa
B CYTKM, B/B), MECTHOE JleYeHne — MOBA3KKU C cepebpom,
dusnotepanesTndeckoe nevyeHue (YBY). Bo Bpems exe-
OHEBHbIX NepPeBA30K N0XKKon PonbKMaHa yaananm anemMeH-
Tbl KEPATO3a, HEXM3HECMOCOOHbIE YHaCTKM KOXKK UCCEKaNM,

Puc. 3. JeBoyka B., 17 nert, ¢ KID-cuHapomom. CocTosiHne npu
BbINUCKe
Fig. 3. Girl V., 17 years old, KID syndrome. Patient discharge status

lMpumevaHne. MacCUBHbIE HaNOXEHUS KEeNTO-KOPUYHEBbBIX KOPOK
6e3 nNpu3HaKoB BocnaneHuns. A — sua ceepxy, b — Bug czaau.
NcToyHuK: bebennHa A.A. 1 coasr., 2021.

Note. Massive depositions of yellow-brown crusts with no signs
of inflammation. A — plan view, b — back view.

Source: Bebenina A.A. et al., 2021.

nosioctM abcueccoB NPoOMbIBaaM pPacTBOPOM aHTUCENTUKa
(xnoprekcunamH 0,05%). HoeBuaHOe oTaensemoe U3 paH
COXpaHAIoCb B TeyeHue 7 cyT, 60Ne3HEHHOCTb NpX nanb-
nauuu mcyesna Ha 2—3-1 CyT, HOBbIX O4aroB BOCMNasieHUs
He OTMEeYeHO (puc. 2).

Ha 12-e cyT pebeHOK BbiNMcaH AOMOM B YAOBNETBOPU-
TeSIbHOM COCTOSAHWUM (punC. 3).

MporHos

MporHo3 ycnoBHO 6naronpuatHbii. KID-cuHapom acco-
LMMUPOBaAH C BbICOKMM PUCKOM pPas3BUTUSA MJIOCKOK/IETOY-
HOM KapuMHOMbl U MHPEKLMOHHbIX OCIIOXHEHUN BaKTepu-
anbHOW, BUPYCHOW W/UNK TPUOKOBOW 3TMoONOrMKU. M3-3a
CEHCOHeBpasibHOW yXOTbl MPWU OTCYTCTBUM UMW HepfocTa-
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Puc. 4. JeBoyka B., 17 net, ¢ KID-cMHAPOMOM. XpOHONIOrMsa TeHEeHUSt GONE3HM, KItoYEBbIE COObLITUSA M MPOrHO3
Fig. 4. Girl V., 17 years old, KID syndrome. Disease course, key events and prognosis

MepBHYHbIE KOXHbIE
nposiBneHuns

YctaHoBNEH AMarHo3
«KID-cMHapom»

Ha6noaeHve odpranbmonora,
OTO/IapUHronora, AETCKOro
xupypra

HOBOPOXAEHHOCTHN

HempoceHcopHas
TYroyxocTb

TOYHOCTM MEPONPUATUI MO CNYXOPEYEBOW peaGuanTaLmnu
(cnyxonpoTe3npoBaHWe, KoxJieapHas MMMAaHTaLUMUs) npo-
UCXOOMT 3ajlepKKa peyveBoro pas3BuTus. Backynapusauus
pPOroBULIbl, ABYCTOPOHHSS, HO acMMMETPUYHas, BCTpe-
yaeTca o4vyeHb 4YacTto (6onee 80% cnyyaeB) [6]. YacTo
Hab6naalTca NOBTOPSIOUIMECH 3P0O3UM POTrOBULLbI, NEN-
KOMbl POroBULbl, MEMGOMUT U TAMKENbIA CUHAPOM CyXOro
rnasa [6].

BpemeHHas wKana
XpoHONOrMs TeyeHus 60/e3HN, KIo4YeBble COObITUS
M NPOrHO3 415 NauMeHTa NpeacTaB/eHbl Ha puc. 4.

OBCYXAEHUE

MpeactaBNeHHbIN KIMHUYECKUI Cllydal — SPKUK Npu-
Mep pas3BUTUS MHODEKLMOHHbLIX OCNOXHEHUW Yy pebeH-
kKa ¢ KID-cMHOPOMOM, OCHOBHbLIM MPU3HAKOM KOTOPOro
ABNIAETCH YPE3MEPHOE OPOrOBEHUE KNETOYHOrO 3MNUTENUA
(rmnepkepaTo3), BCNEACTBUE HEro NPOMUCXOAUT 3aKyrnopKa
OTBEPCTUIM NOTOBLIX U CanbHbIX Xenea [12]. Ha Koxe Kne-
TOYHbIM anonTo3 MPUBOAUT K FMNeprpaHynauun 1 runep-
KepaTo3y, KOTOpble B OCHOBHOM MOpakakT KOXy rosio-
Bbl. dpuTemaTo3Hble, He lenywalumecs 6opoaaByaTtblie
ONSAWKM 06bIYHO pacnonaratoTcsd Ha Noy, LWeKax, nepuo-
panbHOM 061acTU, JIOKTAX, KOJEHSAX U BOJSIOCUCTOM YacTu
ronossl [6, 8, 10].

KID-CMHAPOM acCoOLMMPOBAH C BbICOKMM PUCKOM pas-
BUTUS MJIOCKOK/IETOYHOM KapuuHoMbl [6, 10], 6akTtepwu-
aNbHbIX, BUPYCHbIX U FPUOKOBbLIX MHOEKLUIN [12]. UMeHHO
C TaKWM OCJIOXXHEHMEM, KaK FHOMHOe BocnaneHue, eBo4YKa
nocTynuna B OTAE/IEHWE THOMHOW U HEOTIOXHOW XMPYPruu.
JleyeHve nNpoBefeHO B COOTBETCTBUKU C NPUHLMNAMK Tepa-
MU THOMHOW XMPYPrUHECKOM WHObEKLUMU. Xupypruyeckas
TaKTUKa — BCKpPbITUE W ApeHupoBaHue abcLeccoB —
060CHOBaHHa, MOCKONIbKY OHW MOTYT OblTb OC/IOXHEHbI
NPOPbLIBOM FHOS B NpUexaline TKaHu, GopMUpoBaHUEM
rny6oKux GbnerMoH ronoBbl, B T.4. MOAWIEMHbIX, YTO MpPU-
BOAWUT K pacnpoCcTpaHeHWio THOMHOro npolecca Ha uuo
M LWelo, PUCKY BO3HWKHOBEHUA TPOM6G03a KaBEepPHO3HbIX
CuHycoB W cencucy [13]. [JOMKHO MPOBOAUTLCH MUKPO-
OMONOrMYECKOE UCCNefOBaHNWe THOMHOIO COAEPXMMOro
ans nogbopa aHTMbGaKTepuanbHOM Tepanuu. g MecTHOro
Jle4eHUs peKOMEHIYIOT BCKPbITUE U ApeHnpoBaHue abeuec-
COB, yaneHWe KepaTUHOBbLIX HACMOEHUN, UCNONb30BaHWe
cepebpocojepallmx MNOBA30OK C aHTMOaKTepuasibHbIMU
CBOWMCTBaMM U3 NonnamuaHom cetku [3].

BropuyHoe
MHOULMpPOBaHHe
KOXHOI0 MOKpOBa

B xupypruyeckon npaktuke nauueHtbl ¢ KID-cuHA-
pOMOM BCTpeyvatloTcs peako. Takne 60/bHble TpebyloT 0co-
60ro noaxoda K Tepanuu BTOPUYHOW MHOEKLUMKM. Ha Haw
B3rNa4, fleyeHne nauneHtos c¢ KID-CUMHAPOMOM [AONMKHO
ObITb HaLENEHO Ha NpeaynpexaeHue pa3BuUTUS BTOPUYHbIX
XUPYPrUYeckunx, otanbMONOrMYECKUX U OTONAPUHIONOTU-
YECKUX OCNIOXHEHUW. [pn BTOPUYHOM WHOULMPOBAHUK
KOXXHOIO NMOKPOBa XOPOLWMWK peaynbTaT AaeT TOJIbKO KOM-
NAEKCHbIK NOAX0[, BKIOYAIOWMIN MECTHBIM YXO4 3a paHamu,
CUMNTOMATUYECKYIO U aHTUGaKTepuasnbHyto Tepanuio [11].
Ha3HayeHMe apoMaTUYeCKUX PETUHOMAOB (auUTPEeTUH)
B TeYEeHWEe HECKOJIbKUX MECALIEB YMEHbLIAET BbIPaXKeH-
HOCTb MPM3HAKOB MXTMO3a [11], cnoco6CTBYET BOCCTAHOB-
JIEHUIO BapbepHbIX CBOMCTB KOXM [11].

3AK/TIOMEHUE

B cTtaTbe onncaHo pa3BWUTHE MHOMXKECTBEHHbIX abCcLEeccoB
BOJIOCMCTOM 4acTu ronosbl y nauneHTa ¢ KID-cuHgpomom.
YHUKanbHOCTb HaGMIOAEHUS 3aKI0YaeTCs B PEAKOCTU AaH-
HOW NaToONOrMKn U OTCYTCTBUM OMMUCAHMA NOAOOGHOIr0 OCNOXK-
HeHua B nuTepaType. [MnepkepaTo3 W 3KToAepMasbHas
avcnnasug, xapaktepHble gna KID-cuHapoma, o6ycnoBunm
ONUTENbHOCTb U OCOBGEHHOCTH fleHeHUs (NOBS3KKU C cepeb-
poM, GusnoTepanuns) B CBA3M C BblparKEHHOW rMneprpaHy-
NAuUnen y naymeHTa.

WHO®OPMUPOBAHHOE COIIACUE

Cornacus poautenen nauueHTa Ha nybnvkauunio GoTo-
rpadun He nonyvanu. lNpeacrtaBneHHble B HAcTosLWEN CTa-
Tbe CcBeAeHuss 06e3nunyeHbl, naeHTuduumnpyowas 1MHoop-
Mauus yganeHa.
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HeHeuponaTuyeckaa ¢opma
MyKononucaxapupao3a ll tTuna:
KJIMHUYEeCKUe cnyyau
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0O6ocHoBaHue. Mykononucaxapngosd (MIC) Il Tuna — X-cuenneHHoe HacneAcTBeHHoe 3abosieBaHMe U3 rpynbl IM30COM-
HbIX 6071€3HEN HAKOMNIEHWS, PN KOTOPOM CHUXEHME/OTCYTCTBME aKTMBHOCTU pepMeHTa naypoHaT-2-cy/ibdaTtasbl IpUBOAUT
K HapylleHUto pacrnaja rmuKol3amuHorkaHoB (TAlN). HakornneHue FTAlT B in3ocoMax BEAET K HapyLIEHWIO QYHKLMM pas/iny-
HbIX TKaHen ¥ opraHoB. Pa3/in4atoT HeMponaTuiyecKyo (TSKeNy) n HEHENPONaTUYECKyo (OTHOCUTE/IbHO JIerKyto) popMbi
3abon1eBaHus. [JuarHocTnka HeHerponatuyeckon popmbl MIIC Il B paHHEM Bo3pacTe SBASETCS C/I0XKHOM 3ajadye, NOCKO1b-
Ky 3abo/ieBaHne MEANIEHHO [MPOrpeccupyeT, a paHHUEe CUMMTOMbI Masno3aMeTHbl. OnMcaHWe KAMHUYEeCKUX CJly4YaeB.
B craTbe npuBeAeHo onucaHme TpeX KIMHUYECKUX CllydaeB HeHerponaTudecKon opmbl MIIC II. Y 60/1bHbIX OTMEYEHbI Herpy-
6ble MUBMEHEHUS YepT AnLja Mo TUMY raproninama, renatoMeraams, rpbixku, peunanBupyoLmMe oTUTbl, HeBOCMHAINTE/bHbIE
KOHTpaKTypbl CyCTaBOB, NopaeHune KaanaHoB cepAua. PocT geTen cooTBETCTBOBAJ BO3PACTy MK Bblsl YyTb HUXKE pege-
PEHCHbIX 3HavYeHmi. OnuceiBaemyto popmy MIIC Il xapaKTepu30Baio OTCYTCTBUE KOTHUTUBHbIX HapylleHui. 3aKao4eHme.
loka3aHa a¢pPEeKTMBHOCTb pepMeEHTO3aMeCTUTE/IbHOM Teparnum: OTMEYEHO BbIPaXKEHHOE yayqlleHNe KIMHUYECKON CUMMTO-
MaTUKM, 3aMeaIeHNE POorpeccrpoBaHns 601€3HU U 3HAYUTESILHOE Y/YYLIEHNE Ka4yeCTBa KU3HM.

KnroyeBblie cnoBa: fetn, IM30COMHbIe 60/I€3HN HaKOMIEHWS, MyKornomcaxapuios Il Tuna, HeHernponaTnyeckas Gopma,
pepmeHTo3amecTuTeIbHas Tepanus, uaypcyibpasa

Ansa yutupoBanms: Bawakvaase H.[., ypkosa H.B., HamazoBa-bapaHosa J1.C., ®eaoposa H.B., babainnknHa M.A. Henen-
ponatuyecKkasa dopma Mykononucaxapuaosa |l TMna: KnMHMYecKue cnyvau. Borpockl coBpemeHHo# neamatpuun. 2021;
20(1):72-80. doi: 10.15690/vsp.v20i1.2238
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Non-Neuropathic Form of Mucopolysaccharidosis Type lI:
Clinical Cases

Background. Mucopolysaccharidosis (MPS) type Il is an X-linked hereditary disease from the lysosomal storage diseases group.
The absence or malfunctioning of the iduronate-2-sulfatase enzyme leads to disruption in glycosaminoglycans (GAG) degradation.
The GAG accumulation in lysosomes leads to dysfunction of various tissues and organs. There are neuropathic (severe) and non-
neuropathic (relatively mild) forms of the disease. Early diagnostics of non-neuropathic form of MPS Il is quite difficult due to slow disease
progression and because early symptoms are hard to notice. Clinical Cases Description. This article describes three clinical cases
of non-neuropathic form of MPS Il. Patients had following symptoms: non-rough facial features changes (gargoylism), hepatomegaly,
hernias, recurrent otitis, non-inflammatory joint contractures, and cardiac valves involvement. The children height conformed to the
age or was little lower than reference values. The described form of MPS Il is characterized with the absence of cognitive impairment.
Conclusion. Enzyme replacement therapy efficacy has been shown via disease progression slowing down, significant improvement of
clinical symptoms and quality of life.

Key words: children, lysosomal storage diseases, mucopolysaccharidosis type Il, non-neuropathic form, enzyme replacement therapy,
idursulfase
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OBOCHOBAHME

Mykononucaxapvgo3d, i I (MIIC Il, cuHapom XaHTepa) —
pefKoe HacneacTBeHHOe 3aboneBaHWe W3 rpynnbl JK30-
COMHbIX GONEe3HEeN HaKomnneHus, obyCcnoB/iEHHOE HedocTa-
TOYHOCTbIO MAaypoHaT-2-cynbdaTasbl. dednumnt depmeHTa
NPUBOAUT K HAKOMNEHMWIO B JIM30COMaXxX MMMKO3aMUHOIMK-
KaHoB (FAl) — renapaHcynbdata M aepmartaHcynbda-
Ta — C nocnefyowmnm HapyleHnem oGyHKLUOHMPOBaHHKS
W rnéenbto Knetok [1]. Tun HacnegoBaHUsg — X-CLEMNSIEHHbIN
(Xq28) peueccuBHbin. MIC |l sBngeTca reHeTUYECKN retepo-
reHHblM 3aboneBaHneM. W XOTs reHoTUn-beHOTUMUYECKUX
Koppensiuunm He OnucaHo, NMOKa3aHOo, YTO MPOTSKEHHblEe
feneuun v QynavMkaLmMu CanmtoB CrnjaMCuHra Moryt npuBo-
OUTb K Pa3BUTUIO TSXKENON Gopmbl 60n1e3HHM [1].

PacnpoctpaHeHHOCTb MyKonosincaxapuao3oB COCTaBns-
eT npnénnautenbHo 1:25000 HoBOpOXKAEHHbIX [2], MIC Il —
no oaHWM AaHHbIM, 0,30-0,71 Ha 100 000 K1BbIX HOBOPOXK-
AeHHbIX [2], no gpyrum — 0,38-1,09 Ha 100000 »uBbIX
HOBOPOX/AEHHbIX Manb4yMKOB [2, 3]. B eBponenckux ctpaHax
3a6onesaemoctb MIC | 1 MIC lll Bbiwe, yem MIIC I [4],
a B HOxHow Kopee n AnoHun cnyvyan MIMC |l coctaBnstoT
6onee yem 50% Bcex cnyvyaeB 3aboneBaHus [3].

KnuHnyeckne npossneHnsa MIIC |l pa3Hoo6Gpa3HbI
W 3aTparMBaloT NpPaKTUYECKW BCe OpraHbl U TKaHW. bo-
ne3Hb MaHudecTupyeT B MepBble oAbl XWU3HW YacTbiMu
pecnupaTopHbiIMU UMHPEKLMAMU, OTUTaMK, GPOHXUTAMMH,
rpbixXamu. [danee npoucxoauT orpybneHue 4yept nuua,
dopmupyetca rypaeponogobHbin peHoTun. B 6onee crap-
lWeM BO3pacTe BO3HUKAOT TYroyxoCTb, TYrONOABWXKHOCTb
CyCTaBOB, KOHTPAKTYpPbl KPYMHbIX U MEJIKUX CYCTaBOB, pas-
BMBAIOTCA HELOCTaTOYHOCTb WM/WUNN CTEHO3 MUTPaNbHOro
W aopTanbHOro KfaanaHoB, KapauomMuonaTtus, 06CTPYKTUB-
Hble 3abo0seBaHua [AblXaTeNbHbIX NyTEW, renatocnfeHo-
Meranus [5, 6].

PaznuuyatoT HenmponaTMyecKyto (TSKeNnyt) U HeHenpo-
naTUM4EeCKy0 (OTHOCUTENIbHO NErKyto, 6e3 NnopaKeHus LeH-
TpanbHOM HepBHOW cuctembl (LHC)) dopmbl 3a6oneBaHums.
Mo paHHbIM R. Froissart u coaBT., HeHenWponaTU4YeCcKum
deHoTMn nmeet mecto y 40% nauumeHtoB ¢ MIC Il [7].
Mpn Henponatvyeckon ¢opme BO3pacT Havyana 3abosne-
BaHUa — 1-3-N rogbl W3HW. Y NauMeHToB Habnwga-
10T 3aJEePKKY MCUXOPEYEBOro pasBUTUS C MOCNeayoL UM
perpeccoM HaBbIKOB, HapylleHWe KOOPAWHAaLUK ABUKEHUN,
U3MeHSEeTCH NoBeAeHne, JETU CTAHOBATCA arpeCcCUBHbLIMMU.
Hanee nopaxeHune LLHC nporpeccupyet, pa3suBaloTcs cna-
CTUYECKMN TeTpanapes, nceBfobynbbapHble HapylweHus,
CyOPOXKHbIN CUHAPOM, KOMMNPECCHS WENHOro OTAeNa CNUH-
HOro mo3ra. ¥ 4acTu nauueHToB AMarHoCTUPYOT ruapoue-
danuio. bonbHble NOrM6aloT Ha BTOPOM AECATUIIETUN UBHU
OT OCJ/IOXXHEHUM CO CTOPOHbI CEPAEYHO-COCYLUCTOM CUCTe-
Mbl Ha ¢oHe nporpeccupytowero noparxervunsa LLHC [7, 8].
KnnuHnyeckue npusaHaku npu HeHenponatuyeckon popme,
KaK npaBwuio, MaHMPECTUPYIOT B 6oee No3aHeM BO3pacTe
(c 5 net n ctapuwe). XapaKTepHO OTCYTCTBME MPOrpeccupy-
towero nopaxenua LUHC, cepbe3HbIX KOTHUTUBHbBIX U MOBE-
[LeHYeCKMX HapylweHui [8]. B ¢BS3KM C 3TUM Yy NaLMEHTOB,
UMELWMX MUHUMaASIbHble NOBEAEeHYECKUE U KOTHUTUBHbIE
HapyleHns, cHavyana BepudULMpPYIOT HEHENpONaTUYeCKyto
dopmy 3ab60neBaHNS, 1M NLLIb NO MEPEe NPOrpeccMpoBaHms
3ab0neBaHns CTaHOBMUTCH SCHbIM, YTO MaALMEHTbl UMEIOT
Taxenyto dpopmy MIMC I [9].

KIMHUYECKHUE NPUMEPDI

KnuHuyeckuint npumep N2 1

Manb4uk A., 14 net. lpn NOCTynneHun poauTenu npeab-
ABNSANN }aNoObl Ha arpecCUBHOCTb B MOBELEHUM pebeHKa.

AHaMHe3 60/1e3HU

B Bospacte 1,5 net negnatpoMm Mo MECTY XWUTeNbCTBa
yCcTaHOBJ/IeHa renatomeranusa 6e3 HapylweHWs camMoyyB-
CTBMS; B BUOXMMUYECKOM aHann3e KposBu — 6e3 NaTonoruu.
PekomeHaoOBaHO AMHamMWyeckoe HabniogeHue. Y4uTbiBas
OTArOWEHHbIN ceMenHbi aHamHes (MIC Il y gaam manbyum-
Ka No MaTepUHCKOW NMHMMK), B BO3pacTe pebeHKa 2 roga
8 MecC poauTeNnn caMoCTOATENIbHO 06PaTUINCL AJ1 KOHCY/b-
TalMK K reHeTuky. NNomrMmMo renatomeranuu, Bpay oTMETUI
YyacTble OTWUTbl, PUHUTBI, CHUKEHUE CNyXa, IMOLMOHANbHYIO
NabuibHOCTb, CBOEHPABHOCTb U GEHOTUNUYECKME OCOBEH-
HOCTM: LIMPOKYIO 3anaBlUyl0 NEPEHOCHLYY, TErKUI 3MMKaHT,
NMOMHble TyObl, MYNMOYHYIO TPbIXKY, GOMbLWON XUBOT, yme-
PEHHYIO TYronoABWMMKHOCTb B CycTaBax KOHLEeBbIx danaHr
Kucten pyk. MNpu nabopaTtopHOM o6CnefoBaHUKN BbIBIEHO
CHUXEHWe aKTMBHOCTM uaypoHaTtcynbdatasbl (0,42 HMONb
4-MU/mr 6enka/4 4; Hopma > 17), NOBbIWEHNE 3KCKpe-
umn TAI ¢ moyon o 26 Mr/MMOSb KpeaTuHWHa (HopmMa —
4o 13 mr/mmonb KpeatuHuHa). [MpoBeaeHo MoneKynsp-
HO-reHeTu4yeckoe ob6cnefoBaHue: B reHe IDS o6HapyxeH
naToreHHbI BapuaHT ¢.697A>G (p.Arg233Gly) B remusu-
FOTHOM COCTOSIHUM. Manb4yuKy ycTaHOBNEH AnarHo3 «MyKo-
nonucaxapungos Il Tuna (6onesHb XaHTepa)» (puc. 1).

NS KOMMNAEKCHOro o6¢cneaoBaHus U MHULKALKMK Tepa-
nuu B Bo3pacTe 4 neT 2 Mec NauMeHT Obl rOCAUTaNU3npo-
BaH B defepanbHbii KIMHUYECKUIK LeHTp. lNpu noctynne-
HUW Yy MafibY4nKa OTMeYanacb IMOLMOHaNbHasA NabuUnbHOCTb.
MNoBeaeHue agexkBaTHoe. B 6bITy 1 BO BpEMEHW OPUEHTUPO-

Puc. 1. Manbuunk A. (KnuHnyeckuin npumep N2 1), Bo3dpact 2 roga 5 mec
Fig. 1. Boy A. (clinical case N2 1), age of 2 years 5 months

UcTouHuK: Bawakmaase H.[. n coaBt., 2021.
Source: Vashakmadze N.D. et al., 2021.
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BaH. COH CMOKOWMHbIN. MIHTEpecbl M HaBbIKM ChHOpMUPOBaA-
Hbl COOTBETCTBEHHO BO3pacTy. Peub dpasoBasi, CloBapHbIn
3anac Hebonblwon. BHMMaHue HeycTonunBoe. MHTEeNNeKT —
Bo3pacTHag HopMma. 1o BHYTPEHHUM opraHam obpaliano
Ha ce6f BHMMaHue yBefiMyeHue MevyeHn Ha 2 cM OT Kpas
pebepHon ayru. M3-3a 4acTbix pecnuMpaTtopHbix 3aboseBa-
HUM MPOKOHCYNLTUPOBAH OTONIAPUHIONOIOM; AMArHOCTUPO-
BaHbl ajeHouabl 2-W CTENeHU, peuuauBupylolne OTUTHI.
Mo gaHHbIM axoKapauorpadum (AxoKrl): MMKcomaTo3 CTBO-
POK MWTPaNbHOrO KnanaHa, peryprutaums Ha MUTpanbHOM
(1-2-1 cTeneHW) u aopTanbHOM KnanaHax (1-# cTenexw).
Mo paHHbIM Y3W opraHoB 6pIOLIHOM MONOCTU: renaTtocnie-
HoMeranusa. Ho4yHoM KapauMopecnupaTopHbii MOHWUTOPUHT
BbISIBU CUHAPOM OOGCTPYKTMBHOIMO anHO3 CHa JIerkon cre-
neHu. No gaHHbiM MPT ronoBHOro Mo3ra 1 WenHoro otaena
NO3BOHOYHUKA: KapTUHA NPEUMYLLECTBEHHO NEPUBEHTPUKY-
NIAPHbIX 04aroBbIX M3MeHeHWW 6enoro BellecTBa 60MbLINX
nosiylapum, BeposiTHee BCero, pe3nayanbHoro reHesa; anod-
$y3Hble MHOXECTBEHHbIE paclMPeEHHbIe NepuBaCcKyNspHble
NPOCTPaHCTBA; WeWHbIM 0TAeN NO3BOHOYHMKA — HapylweHue
CTaTUKK B BUAE TEHAEHLMMU K K03y Ha ypoBHe C3—C, C yme-
PEHHbIM Cy)X€HWEM nepefHero ypanbHOro npoctpaHcTsa.
B octanbHoM MPT-KapTuHa 6e3 natonoruun. Havata pepmeH-
To3amecTuTenbHasa Tepanusa (P3T) naypcynbdal3on B go3e
0,5 Mr/Kr macchbl Tena exxeHefenbHo. Yepes 8 mec Ha poHe
®3T y pebeHKa HOPMann30BaNnCb pasMepbl MeYeHn 1 cene-
3€HKW, KOHTPaKTypbl B KUCTAX CTalM MEHEE BblparKeH-
HbIMW, BO3pOcCna [ABurate/sbHasi aKTMBHOCTb, CMSAMYUINCH
4yepTbl MUA, ynydlimMnach pedyeBas GyHKUMSA, a yepe3 1 roa
npu nNpoBeAeHWN HOYHOIro KapAnopecrnupaTopHOro MOHMU-
TOPUHIa He 6biNn OOHapPYXKeHbl U AblXxaTeslbHble HapyLeHUs.
ManbyumK nepectan 60/1€Tb pecnupaTopHbIMU 3ab60NeBaHUS-
MW, oTuTaMu. KoHueHTpauusa Al B Moye HopmanvM3oBanach
(9 Mr/mMMoOnb KpeaTuHUHA).

Puc. 2. Manbyuk A. (KnuHudeckuin npumep N2 1), Bodpact 14 net
(4epe3 10 net nocne crapta P 3T)
Fig. 2. Boy A. (clinical case N2 1), age of 14 years

UcTouHuK: Bawakmapgse H.[. u coaBT., 2021.
Source: Vashakmadze N.D. et al., 2021.

AHaMHe3 XU3HU

Pe6eHoK OT 2-1 6epeMeHHOCTH (1-9 — MeaULMHCKUIA
abopT), NpoTeKaBLlwen Ha GOHE CYOKIIMHUYECKOIO MMMOTH-
peo3a, N1erkoro TOKCMKo3a B | TpumecTpe, pecnupaTopHoOm
MHOEKUMN Ha 5-n u 18- Hep rectaumu. lepsble one-
paTuBHble poAbl nNpoBefeHbl Ha 40-k Hep BBUAY cnabo-
CTW POAOBOW [EATENbHOCTU, OLIeHKa no wkKane APGAR —
5/6/7 6annoB. Macca Tena npu poxaeHun — 3452 T,
anMHa — 50 CM, OKPYXKHOCTb rofioBbl — 34 CM, OKPY»K-
HOCTb rpyau — 33 cMm. M3-3a cuHApOMa AblxaTenbHbIX
paccTpoOMCTB NepeBefeH Ha 2-M 3Tan BbIXarKUBaHUS, rae
npoBoAMAM o6CNefOoBaHME W NEeYEeHUEe Ha MNPOTAKEHUM
2 Hed. Manb4yuK BbiNMCaH ¢ gMarHo3oM «[lepuHaTtanbHoe
nopaxeHune LUIHC runokcuyeckn-TpaBMaTM4eCKOro reHesa,
paHHUI BOCCTAHOBUTENbHbLIM nepuof. LlepebpanbHas uwe-
MUS 2-I CTENEHU, TMNEPTEH3NOHHbIM CUHAPOM, HaTanbHas
TpaBMa LWENHOro oTaefna NO3BOHOYHMKA: BEPXHUIW BSA/bIN
napanapes. BHyTpuyTpo6Has WMHPEKLMA HEyTOYHEHHOW
3TUONOT UM,

Mocne BbINUCKX Manb4yuK pa3BuBascs nNo Bo3pacty. Ha-
6ntoganca y Hesponora no nosogy MOCNAEACTBUM MepUHa-
TanbHOro nopaxkenus LHC.

lNepeHeceHHble 3abofnieBaHUsA: B paHHEM Bo3pacTe
YyacTble pecnunpaTopHble 3a60/eBaHUS, OTUTbI; BETPSIHas ocna
B Bo3pacTe 11 neT. [IpMBUT B COOTBETCTBMU C HaumoHanbHbIM
KaneHngapem npodunakTUYeCKUX NpMBUBOK.

B Bo3pacTte 13 net — nepeniom Horu.

du3uKanbHasa AUarHOCTHKa

B Bo3pacte 14 net poct — 172 cm, Bec — 64 Kr,
nHaeKc macchl Tena (MMT) — 22 kr/m2. CocTosiHUE pe6eH-
Ka 1M caMOo4yBCTBUE He cTpajaloT. He nuxopaauT. AKTUBEH.
KoxHble NOKPOBbI CMyrble, YucTble. KaTtapalbHblX fBfe-
HUWA HeT. YMepeHHoe orpaHuYyeHne NOABUMKHOCTU B flyde-
3ansCTHbIX, NJeYeBbIX M KOMEHHbIX cycTaBax. [bixaHue
WyMHoe. HocoBoe AbixaHne He 3aTpygHeHo. B nerkux
[AblXaHWe BEe3WKyNapHOe, MPOBOAWUTCH PaBHOMEPHO MO
BCEM MONAM, XPUNOB HeT. YacToTa AblxaHUd — 18/MuH.
O6nacTtb cepiua BU3yanbHO He n3MeHeHa. [paHuLbl OTHO-
CUTENbHON CepaeyHow TymocTM B HopMme. ToHbl cepaua
3BYYHblE, PUTMUYHbIE, HEWHTEHCWBHbIN AWACTONUYECKUNI
LUYM Ha OCHOBaHuK cepaua. AptepunanbHoe aasneHue (AL)
Ha pykax — 110/70 mm pt. cT., HCC — 70 ya/mMuH. XKusort
MATKUIN, 6€360/1e3HEHHbIV. [TedeHb Y Kpas peGepHon ayru.
CeneseHKa He nanbnupyetca. PU3NoNOrMyeckne oTnpas-
NleHns B Hopme (puc. 2).

JlabopaTopHbie ucciaegoBaHusi

KnuHMyYecknn aHanmMa KpoBW, OGMOXMMMYECKUM aHanu3
KpOBW, 0OLIMA aHann3 MO4YM, Koarynorpamma 6e3 nartoso-
rMyYecKkmnx nameHeHun. KonueHtpaumsa NT-proBNP HaxoauTcs
B nNpeaenax pepepeHCcHbIX 3Ha4YEHUN.

HUHcTpymeHTanbHoe o6cnegoBaHne

O9KI. 4CC — 60-68 ya./MuH. UnTepsansl RR = 1,0-0,88;
P =80 mc, PR (PQ) = 151 mc, QRS = 102 mc, QT = 388 wmc,
QTc = 397. HopManbHOe MNOSIOXKEHWE 3/IEKTPUYECKON OCH
cepaua (30C). Jlerkast cuHycoBas 6paanaputMmms. HenonHas
610Kaaa NpaBon HOXKM Nny4vka [Mca. B opTocTase — CUHYcCO-
BbIt pUTM, yBennyeHne YCC Ha 68% (M36bITOYHOE), HapyLle-
HWEe penonspu3aLnm MMoKapaa Xenyao4KoB.



XontepoBcKkoe MoHuTOpupoBaHue IKI. B gHeBHOe Bpe-
MSi JOMUHUPYET cuHycoBbIM putM, HCC B npeaenax Bo3pacT-
HOW HOpPMbI. B HOUYHOE Bpems — He3HauyuTeNbHas CuHycoBas
6paanKapans. 3apeructpupoBaHbl 2 OAMHOYHbIE MOHO-
MOP®HbIE KEeNyAoYKOBbIE€ 3KCTPACUCTONbl U 5 OAMHOYHbIX
CynpaBEeHTPUKYNAPHbIX 3KCTpacucTon. B nepuog cHa 3aperu-
CTpuMpoBaHo 16 nay3 puTMa, MakcMmanbHas NPOAOSIKUTENb-
HocTbio — 1420 mc (Hopma — o 1300 mMc) 3a cHeT apuTMnu
Ha GoHe MUrpaLmMK BOAUTENS pUTMa.

CyTo4Hoe MoHnTopupoBaHme ALl. B aHEBHOE BpeMs BbisiB-
NleHa nabunbHas cUCTONMYECKas M cTabuibHaa Anactonunye-
CKas apTepuanbHas rMnoTeH3us. B gHeBHOe Bpems cpefHee
cuctonuyeckoe Al (CAL) B npeaenax HopMmbl (113 MM pT. CT.),
cpeaHee amactonunyeckoe A (JAL) — CHWMKEHO (63 MM PT. CT.).
B HoyHoe Bpemsi cpegHme CAL v JAL B Hopme (106/59 MM pT. CT.).
B nHeBHOe BpeMsi MOBbIWEH WHAEKC BPEMEHU TMMNOTEH3UM
CAL v OAL (38 n 56% COOTBETCTBEHHO), B HOYHOE Bpems
NOBbILIEH MHAEKC BpemeHu runepteH3nn CAL (20%). Makcu-
MasnbHoe nosbieHne AL — o 138/63 MM pPT. CT., MUHUMab-
Hoe cHukeHue Al — 0o 90/44 mm pT. CT.

OxoKTI. Situs solitus. CTBOPKM aopTasbHOro KianaHa
YTOJLLEHbI, MPONanc KpaeBow 30Hbl HEKOPOHAPHOW CTBOPKMU,
HeaoCTaTOYHOCTb 2-M cTeneHn. CTBOPKM MUTPaNbHOro Kna-
naHa yTosiLLeHbl, He4OCTAaTOYHOCTb 1-M CTENEHM.

MPT no3BOHOYHMKA. JIEBOCTOPOHHUI CKOMMO3 FPyAHOro
oTaena No3BOHOYHUKA, NIEBOCTOPOHHMUI CKOMMO3 MOSICHWY-
HOro 0TAe/1la MO3BOHOYHMKA, YMEPEHHO BblparKeHHas aedop-
Mauus Ten NO3BOHKOB LWENHOro oTaena.

Y3 6prowwHoM nonoctu, novyex. bes natonoruu.

Tect 6-MuHYTHOM X0Ab6bI. Mpowen 471 m. OcTaHOBOK
1 }anob BoO BpeMs NpoBeaeHUs Tecta He 6bl/10. AQeKBaTHbIN
npupoct YCC, Al 6e3 nameHeHnn. BocctaHoBneHMe napa-
MEeTpOoB 6bICTpOE.

KoHcynbTaymm cneynannctoB (0¢TaibMO0r, OTONapPUH-
roJsior, HeBPOMNaTo/10r): NaTONOrMK HE BbISIBNEHO.

KnnHn4yecknii gnarHos

Mykononucaxapuao3 Il HeHerponatuyeckoro tuna. He-
[OCTaTOYHOCTb aopTalbHOro KnanaHa 2-n crenexHn. OK
no Ross — 0. KoHTpaKTypbl B Jy4e3anscTHbIX, Mie4YyeBbixX
N KONEHHbIX CycTaBax.

AnHamuKa n ncxogbl 3a60s1eBaHUA

Ha ¢oHe gnutenbHoro nevyexHuns naypcynbdasomn (npena-
paT nonyyaet B TedyeHue 10 ner) oTMevaeTcs BblparkeHHas
NONOXWUTENbHAA AMHAMUKa: Malib4UK He oTcTaeT B GuU3u-
YECKOM U WHTENNEeKTyanbHOM pa3BUTUM, He GoneeT pecnu-
paTopHbIMK 3ab0neBaHUAMU, HET renatocrnjieHOMeranuu,
naTonorua KapanoBacKyNsapHOM CUCTEMbI He Mporpeccupy-
eT. 3aperncTtpmMpoBaHO ymepeHHoe orpaHuyeHne obbema
OBVMXEHUN B BEPXHUX W HUIKHUX KOHeYHocTsX. loceujaer
obuieobpas3oBaTenbHylO LWKOMY, y4MTCca xopolwo. B nocnen-
HWe 4 roga 3aHnmaetca ¢yT60/10M B CMOPTUBHOW CEKLMMU.

KnuHuuyeckuit npumep N2 2
Manb4uk K., 5 net 7 Mmec. AKTUBHbIX }afi06 HeT, NoCTynui
419 NNaHOBOKW AUCNaHCepU3aLn.

AHaMHe3 60/1€3HU
YynuTbiBasi OTArOWEHHbIM cemenHbin aHamHe3 (MIC |l
y cTapliero 6pata v gsamM no MaTePUHCKON IMHUK), MallbuYnK

B BO3pacTte 3 mec 6bin 06Cnef0oBaH C y4aCcTMEM reHeTuKa
Ha HanuMyne HacneacTBeHHOro 3aboneBaHuss. OGHapyXeHo
CHWXXEHWE aKTUBHOCTU MaypoHat-2-cynbdaTtasbl (0,32 HMOSb
4-MU/mr 6enka/4 4; Hopma > 17). [lo JaHHbIM Mone-
KYNsipHO-reHeTUYeCcKoro uccnegosaHua B reHe IDS o6Ha-
pY}KEH NaTofiorMyeckuin BapuaHt ¢.697A>G (p.Arg233Gly)
B reMW3UTOTHOM COCTOSIHWMU. YCTaHOBJIEH AuarHo3 «MyKo-
nonucaxapunaos Il Tunan.

lNocne noctaHOBKM AguarHo3a B Bo3pacTe 6 mec 6bin
rocnutTann3uMpoBaH ans obcneaoBaHmns U MHUUMaumnn P3T.
Macca Ttena npu noctynnedun — 9,1 Kr, aAnmHa — 70 cwm,
OKPYXHOCTb ronoBbl — 46 cM. [oNoBy yaepxuBaeT, camo-
CTOATENbHO He caguTcs. Jlerkoe orpybneHve 4ept nuua:
MaKpoLedanus, yMePEeHHO BblpaxKeHHble HAaA6POBHbIE AyrK.
Buanmble cnmanctble 060M104KHM YUCTbIE. 3€B, MUHAANUHBI —
po3oBble. KoCcTHas cucTeMa: BbipameHHbIX KOCTHbIX aedop-
MaLuun HeT. [IBUXKEeHUs B cycTaBax He OrpaHW4eHbl, coxpa-
HeHbl B MONHOM o6beme, 6e360/e3HeHHble. [levyeHb npwu
nanbnaunmM MArkoanacTM4eCcKom KOHcUcTeHuun, + 1,5 cm
OT Kpasi pebepHon ayru. o octanbHbiM opraHam — 6e3
ocobeHHocTen. o gaHHbIM Y3W 6GpIOWHON MOAOCTU MpwU-
3HaKM ymMepeHHOW renaTomeranunu, AudPy3HOro napeHxu-
MaTo3HOro npotecca B neyeHu. Mpu npoBegeHnn IxoKI
YCTaQHOB/IEHO YTO/LWEHNE CTBOPOK MUTPANIbHOrO KnanaHa
n peryprutaumnsa 1-v cteneHu. NpoBeaeHo KOMYECTBEHHOE
ncecnegosaHve cogepxanua Al B moye — 18 mMr/mMmonb
KpeaTuHWHa (Hopma — A0 25 Mr/MMOSb KpeaTUHUHA).

AHaMHe3 XU3HU

Pe6eHoK oT 5-i 6epeMeHHOCTU (1-9 — MeaULIMHCKUA
abopTt, 2-9 — Mallb4yMK, B HacToslllee Bpems B Bo3pac-
Te 14 net, 6oneet MIIC Il, 3-9 n 4-9a — «3ameplume»
6epeMeHHOCTH), OT 2-X poaoB. bepeMeHHOCTb NpoTeKkana
Ha doHe npeanexaHns nnaueHTbl, pecnMpaTtopHoOn MHOEK-
UMK Ha 32-i Hep recTauun. Poabl onepaTnBHble Ha 39-1 Hefx
(npeablaylwas 6epeMeHHOCTb 3aKoHYUIach onepaTMBHbLIMM
poaamu). 3aKpuyan cpasy, Macca Tena npu poxaeHum —
3220 r, aamHa — 50 cm, oueHka no wkane APGAR —
8/9 6annoB. PaHHee pa3BuTME — rOSIOBY AEPXKUT ¢ 1 Mec,
rynut ¢ 1 mec, nepeBopaynBaeTcs ¢ 6 mec, caguTcs ¢ 7 Mec,
XOAMT ¢ 1 rofia KM3HMU.

MepeHeceHHble 3a60neBaHKA: BETpsiHasa ocna B 2 roaa.

dusnKanbHas fUarHocTMKa

O6uiee cocTositHME NpW MOCTYMN/IEHWM YOOBETBOPMU-
TenbHoe. Temnepatypa Ttena — 36,5°C, Al Ha pykax —
90/60 mm pT. cT., HCC — 90 ya/muH, annHa tena — 110 cm,
macca — 18 kr, UMT — 15 Kr/m=2.

CocTtosiHne pebeHKa yaoBneTsopuTenbHoe. CaMmovyBCTBUE
He cTpagaeT. AKTuBeH. lNosntueeH. He nuxopaaut. KoxKHble
MOKPOBbI YNCTblE, 6/1€IHO-PO30BbIE, YMEPEHHOW BNAXKHOCTH.
KaTapanbHbix aBNEHWUI HET. HOCOBOE AblXxaHWe He 3aTpyaHe-
HO. B nerkux ibixaHve nysapunbHoe, NPoBOAUTCS PAaBHOMEPHO
no Bcem nonam, Xxpunos HeT. O6nacTb cephua BU3yanbHO
He M3MeHeHa. [paHuLbl OTHOCUTENbHOW CepaedYHOn TYnocTu
He pacwmrpeHbl. TOHbI cepaLa PUTMUYHbIE, 3BYYHbIE, CUCTONN-
YECKMI WYyM C XopAabHbIM OTTEHKOM B/10/1b JIEBOrO Kpas rpy-
AWHbI. }KMBOT MArKKM, 4OCTYNEH rNy6oKOM Nanbnalmu Bo BCEX
oTaenax, 6e360/1e3HeHHbIN. ledYeHb y Kpas pebepHon ayru.
dusnonormyeckne otnpaBieHnss B HopMme. KOrHMTUBHbIE
@YHKLMKN coXpaHeHbl B MOHOM 06beMe.
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JlabopaTopHbie uccaegoBaHusi

KnuHnyecknn aHanna KpoBu, 06K aHanM3 MOYu, 61o-
XMMWYECKMI aHann3 KpPoBK, Koarynorpamma — 6e3 natosno-
rMYecKknx nameHeHun. Coaeprkanme NT-proBNP B npegenax
pedepeHCHbIX 3HaYEHUN.

UHCcTpyMeHTanbHble HccnefoBaHUs

I9KI. 4CC — 60-100 yn/mMuH. UHTepBansl RR = 1,00-0,60;
P =80 mc, PR (PQ) = 116 mc, QRS = 80 mc, QT = 357 Mmc,
QTc = 396. BeptukanbHoe nonoxeHne 30C. CuHycoBas
apuTMus, ymepeHHas 6paguvkapava Ha doHe Murpaumu
BOAMTENS pUTMa M3 CMHYCOBOIO y3/la B MMOKapA NnpaBoro
npeacepans. HenonHas 610Kaja npaBon HOXKKM NyyKa M1ca.
B optoctaze — perynsipHbii CUHYCOBbLIA PUTM, YBENUYEHWE
4YCC Ha 38%.

OxoKrI. Situs solitus. CTBOPKM MUTPanbHOro KianaHa
HEe3HauYUTENbHO YTONLWEHbI, MUHUMa/lbHas HEAOCTATOYHOCTb.
OcTtanbHble KnanaHbl He U3MeHeHbl. [obanbHas M peruno-
HapHas cuUCToNnYeckrne GyHKUUKU NIEBOTO U NPaBOro eny-
[IOYKOB coxpaHeHbl. HacocHaa byHKLMA cepala He HapyLle-
Ha. [leperopoaKn He U3MEHEHbI, MHTaKTHbl. MaructpasnbHble
apTepun He UBMEHEHDI.

Y3U 6prowHon nonoctu, rnoyek. Natonornn He obHa-
PYEHO.

Tect 6-MuHYTHOM X04b6bI. MNpowen 474 M. Yacto BO Bpe-
MS TecTa nepexoamnn Ha 6er (B Hayane), OCTaHOBOK M anob
BO Bpemsl NpoBeaeHns Tecta He 6bino. Mpupoct HCC — 50%
(M36bITOYHbBIN), NpupocT AL — ageKkBaTHbIN. BoccTaHoBNEHME
napametpoB YCC n ALl — 6bicTpoe (MEHEE 2 MUH).

KoHcynbtauymm cneuymnannctoB. OCMOTPEeH odTanbmoso-
roM, HEBPOMNaTo/oroM, OTONapuHrosiorom. llatonorun He
BbISIB/IEHO.

Puc. 3. Manbuuk A. (KnHnyeckuin npumep N2 3), Bo3pacTt 9 mec
Fig. 3. Boy A. (clinical case N2 3), age of 9 months

UcTouHuK: Bawakmapgse H.[. u coaBT., 2021.
Source: Vashakmadze N.D. et al., 2021.

KnuHnyeckuni gnarHos

Mykononucaxapugos |l HeHerponatuyeckoro tuna. He-
[I0CTATO4YHOCTb MUTpanbHOro KnanaHa O-1-i ctenenn. ®K
no Ross — 0.

AnHamuKa n ncxogbl 3a6osieBaHns

PaHHAs agnarHoctMka 3aboneBaHUs U CBOEBPEMEH-
HO (B 6-MecA4HOM BO3pacTe) Hayatas Tepanus MNpuBeu
K xopolwemy pesynbraty. Manb4yuMK npaxkTUYecKu 340pPOB.
duanyeckoe U KOrHUTUBHOE pa3BUTME COOTBETCTBYET BO3-
pacTy. YepTbl AMLUA HE U3MEHEHbI, MO BHYTPEHHUM OpraHam
natonorun Het. ocelaeT AeTCKOe AOWKOMIbHOE yyYperae-
HWe obLwero npoduns.

KnuHuuyeckum npumep N2 3

ManbuuK A., 6 neT 4 mec. NpeabaBnaeT Kanobbl Ha yTOM-
NEeMOCTb MpY PUINYECKOW Harpy3Ke, orpaHUYeHne aBUKe-
HW B cycTaBaXx, paccesiHHOe BHUMaHWe, CHUXKEHWE NamMsATH.

AHamMHe3 60/1e3HHU

B Bospacte 9 mec npu naaHOBOM OCMOTpPE HeBposor
3anoA03pua 3afePKKY MOTOPHOro pasBuTUA. ManbyuK He
caguics, U CO CNOB MaMbl OTMEYasCs «XpycT» B CyCTaBax.
B BospacTte 1 roga 1 mec pebeHOK 6bln rocnuTanmanpo-
BaH B cCreLuanM3vpoBaHHOE HEBPOSOrMYEecKoe OTAeNeHue
ans peabunutaumu. Mpy NOCTYyNNEHUN B KIIMHUKY 06patuim
Ha ce65 BHUMaHWe MArKWe raprofionfHble 4epTobl nua, Tyro-
NOABUKHOCTb B CycTaBax KMCTEN PYK W KONEHHbIX CycTaBax,
Manb4yuK He XOAWST CaMOCTOATENbHO. [Py MHCTPYMEHTaNbHOM
06cneaoBaHMU 06HapYKEeHbl renatocnaeHoMeranus, yBeu-
YeHne pa3MepoB MoyeK. MNPOKOHCYLTUPOBaAH OTON@PUHIO-
JIOrOM B CBSI3M C MOBTOPHbIMW OTUTaMW, AUArHOCTMPOBAHbI
ageHonibl 1-i CTeNEHU u TYyroyxocTtb. [pn npoBefeHumn cny-
XOBbIX BbI3BaHHbIX NOTEHLManNoB y pebGeHKka ¢ o06enx CTo-
POH onpefensinncb 3amegeHne nNpoBeaeHUs Ha CTBOIOBOM
ypoBHe. OdTanbmonor onpeaenun runepmeTponuyecKui
acturmatnam. Mo gaHHbiM IXOKIT — MUHUManbHas perypru-
Tauusa Ha MUTPaSbHOM KnanaHe U yMepeHHasa peryprutauus
Ha TpUKycnuaanbHoOM KnanaHe. MNpu nposegeHun MPT ronos-
HOrO MO3ra W LWEeWHOro oTAena MO3BOHOYHUKA BbISIBEHbI
MUHUMaNbHbIE CYXEHMS MO3BOHOYHOrO KaHana Ha ypoBHe
KpaHnoBepTe6pasbHOro nepexofa M Ha ypoBHe C;-C,.
3anopo3peH MIIC. Mpn nabopaTopHOM MCCnefoBaHUK yCTa-
HOB/IEHO CHWXEHWEe aKTUBHOCTU uAaypoHaT-2-cynbdartasbl
(0,38 Hmonb 4-MU/mMr 6enka/4 4; Hopma > 17). Mpu mone-
KYNSIpPHO-reHeTUYEeCKOM nccnefoBaHum B reHe IDS BbisiBe-
Ha paHee oOMuCaHHas NaToreHHas HyKneoTMaHas 3aMeHa
¢.253G>A (p.Ala85Thr) B reMU3nroTHOM COCTOSAHUN. Pe6eHKy
nocraeneH guarHos «Mykononucaxapugos, tun I (puc. 3).

B Bo3pacTe 1 roga 6 mec (4epe3 5 mec nocne ycTaHoB-
NIeHNs aMarHosa) no *KM3HEHHbIM MOKa3aHWAM Ha3Ha4veHa
Tepanua npenapatom wuaypcynbdasa B Aosze 0,5 Mr/Kr.
MepeHocMmocTb Npenapata xopouas (puc. 4).

AHaMHe3 XU3HU

M3BecTHO, YTO pebeHoK OT 2- 6epeMeHHocTH (0T 1-1 Ge-
peMeHHOCTU MajbyuK B Bo3pacte 15 net — 340poB), nNpo-
TeKaBlen Ha POHe yrposbl NpepbiBaHWs, pPecnupaTopHOM
MHbeKuUmn Bo Il TpuMecTpe, OT 2-X NpeaeBPEMEHHbIX camo-
CTOATENbHbIX PoAoB Ha 35-36-1 Hen rectauuun. pu pox-
neHun macca Tena — 2550 r, anvHa — 51 cm. OueHKa



Puc. 4. Manbyuk A. (KnnHndeckuin npumep N2 3), Bo3pact
1 roa 6 mec (nepBoe BBeaeHWe uaypcynbdasbl)

Fig. 4. Boy A. (clinical case N2 3), age of 1 year 6 months
(first idursulfase administration)

McTouHuK: Bawakmaase H.[. v coaBT., 2021.
Source: Vashakmadze N.D. et al., 2021.

no wkane APGAR — 7/8 6annoB. llocne poxaeHus cocTo-
SHME YXYAWWNOCb 3a CYET BHYTPUYTPOGHOM MHEBMOHWMH,
Haxoaunca Ha MBJT B TeyeHue 23 cyT, 3aTeM NepeBeaeH
Ha 2-# aTan BbixaxWBaHus, rae Habnoganca oo 1,5-mecsy-
HOro Bo3pacTa. PaHHee MOTOpHOE pas3BWTUE: rONIOBY Aep-
XUT ¢ 3 Mec, cnuauT ¢ 9 mec, Havan xoamtb ¢ 1 roga 3 mec.
PeuyeBoe passutue: B 1 roa cnosapHbi 3anac — 5-8 cnos,
¢ 1,5 net nepectan pasroBapmBaTb, 3aTEM BOCCTAHOB/EHNE
W pa3BuUTME peyn ¢ Bo3pacTa 3 neT (4epesd 1,5 roga nocne
nHUumaumn P3T). HacneacTtBEHHOCTb MO 6ONE3HAM HaKo-
NNEHUS He OTAroLeHa.

lNepeHeceHHble 3ab0/ieBaHUA: YacTble pecrnupaTopHble
MHDEKLMK, peunamBupyoWne OTUTbl B paHHEM BoO3pacTe,
GPOHXMT, MMKOMNa3MeHHas NMHEBMOHMSA. BaKunHaumsa npo-
BOAMUTCS B COOTBETCTBMM C HauuoOHanbHbIM KaneHgapem
NPOdUNAKTUYECKUX NPUBUBOK.

ANNepronornyeckmMin aHaMHes: MHCEKTHasa anneprus.

dusnKanbHas gMarHocTMKa

MpK nocTynneHun B cTauMoHap B Bo3pacTe 6 neT 4 mec:
Temnepatypa Tena — 36,6°C, pocT — 124 cMm, BeC — 24 Kr.

KokHble NOKPOBblI 6/1€4HO-PO30BbLIE, YMEPEHHOW BRa-
HOCTH, CbiNK HeT. CnnaucTble 060/104KKM PO30BbIE, YUCTbIE,
BNlaXHble. 3eB HE TMNEPEMMPOBaH, MUHAANNHBI HE yBENUYe-
Hbl, 6€3 HaNoXKeHUN. [TOAKOXKHO-KUPOBOW C/ION Pa3BUT yme-
PEHHO, pacnpeaeneH paBHOMEPHO. YMepPEHHOE orpaHuye-
HUE ABUXKEHWI B NEYEBbIX, JIOKTEBbIX, KOJEHHbIX CycTaBax,

MbILIEYHbIA TOHYC MOBbIWEH B BEPXHUX U HUMKHUX KOHEY-
HOCTSX, AedopmMaLns rpyaHon KneTku. Msarkue raprosovg-
Hble YepTbl NMua. blxaHne Yyepe3 HOC CBO6OAHOE, YacToTa
Abixanna — 20/MuH. O6e NOoNOBMHbI TPYLAHON KIETKU paB-
HOMEPHO y4acTBYIOT B aKTe AblxaHus. NepKyTopHbIA 3BYK
Hag NeroYHbIMMU NOMAMMU ACHBIN NeroYHbIn. AyCKynbTaTUBHO
B JIEMKMX AblXaHWe BE3UKYNSpHOE, MPOBOAUTCS CUMMETPUY-
HO MO BCEM MOASM, XpUMbl He BbicaywwuBatoTcs. O6nacTb
cepiua He M3MeHeHa. [paHuLbl OTHOCWUTENbHOW cepaey-
HOM TYNOCTM HaxoAaTcs B npegenax BO3PACTHOM HOPMBbI.
ToHbI cepAala 3BY4Hble, PUTMUYHbIE, BbICNYLIMBAETCS CUCTO-
NIMYECKMIN LYM Ha BepXyWwKe, He UppaguMupyeT, HEeCKONb-
Ko ocnabeBaeT B nonoxeHun ctod. HCC — 60 ya/muH,
AL Ha pykax — 100/60 MM pT. CT. ANNETUT XOPOLUUK.
CTyn He HapyuweH. A3blK BAaxHbIn. }KMBOT Npu nanbnauyuu
MAFKWIN, 6e360Ne3HEeHHbIN, AOCTyneH rnyboKon nanbna-
LMK BO Bcex otgenax. [levyeHb u ceneseHKa He yBenuye-
Hbl. Mo4yenonoBasi cucTemMa pasBUTa MO MYMKCKOMY THNY.
MouyewncnyckaHne cBob6oaHoe. PU3NOSIOrMYECKMe OTMNpaB-
NeHUs1 KOHTponMpyeT. Co3HaHWe icHOe, Ha OCMOTP pearupy-
€T afleKBaTHO, KOHTaKTeH (puc. 5).

Puc. 5. ManbuuK A. (KnMHu4eckuin npumep N2 3), Bo3pacT 6 net
(4epes 4,5 roga nocne Havyana GepmMeHTO3aMeCTUTENIbHOM Tepanunu)
Fig. 5. Boy A. (clinical case N2 3), age of 6 years (4,5 years after
enzyme replacement therapy initiation)

UcTouHuK: Bawakmaase H.[. n coaBt., 2021.
Source: Vashakmadze N.D. et al., 2021.
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KnuHunyeckKoe Ha6noaeHue E Clinical Observation

HUHcTpymeHTanbHbIe uccnezoBaHnus

PeHTreHorpamma opraHoB rpyHON KETKU, KapauoTopa-
KanbHbI MHaekc = 0,46.

OKI. YCC — 57-72 ya/MWH, pUTM CUHYCOBbIN, 3MM30/bl
Bblpa)eHHOW OpaavKapauu, HernofnHaa 610Kajga npaBow
HOXKM ny4yKa lmca.

9xoKI. MuHMManbHOe KpaeBoe YMNJIOTHEHWE CTBOPOK
aopTasibHOro Knanaxa.

XontepoBckoe MoHUTOpupoBaHue IKI. PUTM CUHYCOBbIN
C 9MM304amMu MUrpaLun BoaMTENS pUTMaA, HOYbIO — Bpagu-
Kapausa, 3aperucTpMpoBaHo 5 nay3 putMma, npesblliatoumx
BO3paCTHYl0O HOPMY (MakcuMasbHag — 1362 Mmc).

Y3W opraHoB 6proLwHoM noaoctn. MNpuaHakn andPy3HbIX
U3MEHEHWIN NapPEHXMMbl MEYEHU U NOAKENYAOUYHOM Kenesbl.

TecT KOPOTKONIATEHTHbIX C/lyXOBbIX BbI3BaHHbIX MOTEH-
umnanos (KCBIM). C uenblo WUCKIOYEHWUS CEHCOHeBpalb-
HOW TYroyxocTn pebBeHKy 6bliM NpoBeAeHbl perncrpaums
KCBIM — V nuK perucrpupyercs npu MHTEHCUBHOCTU CTU-
myna 60 gb HIMC (aeunben OTHOCUTENIbHO HOPMasbHOro
nopora cnbllWKMMOCTH) ¢ 06emnx CTOPOoH, permctpaums ASSR
(cTaumMoHapHble CNyxoBble NOTeHUManbl) — MNOPOru 3BY-
KOBOCMPUATUSA COOTBETCTBYIOT TYrOoyxoCTWU 2-N CTEMEHM.
YcTaHoBNeH AunarHos «HenpoceHcopHas noTeps chnyxa
[OBYCTOPOHHASA». PeKoMeHAoBaHbl GuMHaypanbHOE Clyxo-
npoTesnpoBaHre LUMOPOBLIMKU MHOFOKaHalbHbIMKU MOLL-
HbIMW C/YXOBbIMW annapatamMu, W3roTOBAEHWE YLIHbIX
BKNagbllen, KOHCyNnbTauusa cypgonegarora Wnun pedye-
Bas ayauoMmeTpus AN OLEHKM afeKBaTHOCTM HacTpou-
KW CNYyXOBbIX annapatoB M KOHTPO/Ab OCTPOThbI ciayxa
1 pa3 B 6 mec.

MPT ros10BHOro mMo3ra v LWenHOro otgesa no3BOHOYHUKA.
MP-KapTuHa ymMepeHHOW MNepPUBEHTPUKYNSPHON NenKona-
TUK, TUNONNa3na YepBsa MO3XKeYKa, paclumpeHme 60MbLIon
LIMCTEPHBbI, K1cTa anndusa. MpusHaku cmeleHns C,—C, K3a-
an ¢ dopMmUpoBaHUEM LWIENHOro Kndosla.

KoHcynbtauyms ogpranbmosnora. OU runepmerponus cna-
6GON CTEeNneHn aHW30METPOrNUYeCcKas, rmnepmMeTpornmnyecKun
acTUrmaTmam.

B cBs3n »kanobamu Ha paccesiHHoe BHUMaHWe U CHU-
EHWe MNamsATU PEeKOMEHAOBaHbl 3aHATUA ¢ AedeKTono-
rOM, HEWPONCUXOSIOFOM W BbINOJHEHUE pPEKOMeHAauun
cypaonora.

KnnHnyeckmi gnarHo3s

MyKkononucaxapuaos Il Tuna (cuHapom XaHTepa), HEHEW-
ponaTuyecKkuin Tun. MMKcomaTo3 CTBOPOK aopTaibHOMo Kna-
naHa. HewnpoceHcopHaa noteps crnyxa ABYCTOpoHHas. OU
rmnepmeTponua cnabon cTeneHn aHM30METponMyecKas,
rMnepmeTponuyeckMn acturmatuam. KoHTpakTypa nnede-
BbIX, JIOKTEBbIX, KOJIEHHbIX CycTaBOB. BopoHKoOGpa3Has
nedbopmaums rpyaHom KIeTKu.

AnHamuKa n ucxogbl 3a6os1eBaHus

MepBble KIMHUYECKNE CUMNTOMbI 3a60NneBaHnsa y Masib-
YMKa NoSBUIUCL B paHHEM Bo3pacTe. B gebiote 3aboneBa-
HUS, MOMWMO 3aAEPKKU MOTOPHOrO Pa3BUTUSA, CHUMKEHUS
cnyxa, TYronofBUXHOCTU B cycTaBax, Habnwoganu perpecc
KOFHUTUBHbIX GYHKUMI, 3a 1 Mec Ao Havana 3T manbuuk
nepectan pasroBapuBaTtb. OgHaKo Ha ¢GOHe NaToreHeTU-
YeCKoW Tepanuu pedyeBOe pas3BWTHE B HacTosilee Bpems
HaxoauTcs B npeaeniax BO3pacTHOM HOPMbI.

OBCYXAEHME

Bce onucaHHble Bbille nauueHTbl UMEeloT HeHerponaTuye-
ckuit Tn MIMC. OgHO M3 NepBbIX UCCNeA0BaHUM TaKMX NaLm-
€HTOB, onybnnKkoBaHHoe B 1982 r., npuHaanexmr 1.D. Young
n PS. Harper [10]. KnMHM4YecKkne npu3Haku MsaArkon op-
mMbl MIC Il 661 onucaxbl y 31 nauneHTta. CpeaHuin BO3-
pacT Ha MOMEHT Ha4Yana 3aboneBaHua coctaBun 4,3 roga,
Ha MOMEHT cmepTn — 21,7 roga. Y Kaxaoro naumeHTa 6biim
3adurKcHMpoBaHbl 60MbLUAsA ronosBa U HU3KUKM pocT. [ynoYyHble
M NaxoBble rpbiXKn 6bl/M 3aperncTpnpoBaHbl B 95 n 61% cny-
YyaeB, NaToNOrMa KapAuMoBaCKY/ISPHOM CUCTEMbl — camas
yactas npuyuMHa netanbHoro ucxoga — B 91% cnyyaes.
B TeyeHne nepBbix 15 NeT }M3HM NaTONOrMs MUTPasbHOro
WKW aopTaNbHOrO KnanaHoB 6bina BbiiBieHa 6onee 4em
y MOMOBMHbI MauueHToB. Briocneacteuu coctosiHWe cep-
[€4YHO-COCYANCTON CUCTEMbI YXyAWanocb, MPUCOELUHANOCH
rnopaeHve MUoKapaa, aHAoKapa U KOPOHapPHbIX apTepUi.
TaKKe BCe NauMeHTbl CTpaganu OT YacTbiX MHPEKLIMN BEpX-
HUX M HWXKHUX OblXaTenbHblX nyTen. Ocobyto onacHOCTb npes-
CTaBNSNM OOCTPYKLUMWU CPedHWX AblXxaTenbHblX NyTen. bbina
OTMeYeHa BbICOKas pacnpoCcTpaHeHHOCTb CEHCOHEBPaJIbHON
rnyxoTbl [10]. U3MeHeHna coMaTU4eCKOro cratyca M OTCyT-
CTBME KOMHUTUBHbIX HapyLleHWI Gblin aHanorMyHbl TaKOBbIM
y NaLUMEHTOB, OMMUCAHHbIX HAMM.

E.G. Shapiro 1 coaBT. NOKasanu, 4To NaLMEHTbI C HEHEN-
ponaTtuyeckon Gopmon MIC |l nMeT NpakTUYecKn Hop-
MallbHble WHTeNINeKTyallbHble CNOCOGHOCTU M NoKasartenu
namsaTn. BmecTte ¢ TeM y HUX MOTYT OblTb AMarHOCTUPOBa-
Hbl Npo6nemMbl C BHUMaHuem. B OCHOBHOM OHW CBSi3aHbl
C TSXKECTbl0O COMATUYECKOro COCTOsiHMS. HapylweHus BHU-
MaHus, KaK NpaBuI0, yMEHbLUAOTCA C BO3PacTOM, OAHAKO
no mepe B3POCNEHNS BO3HMKAET YyBCTBO HEMOMHOLEHHO-
CTU U TPEBOXHOCTL [9]. C TaKoM e Npo61eMON CTONKHYNUCH
poauTENN MU HaWMx NauneHToB. HapylweHWio KOHLeHTpaLmm
BHMMaHUSA CNoco6CTBOBaAsa U TYyroyxoCTb, ONMUCaHHasA B KIK-
Hu4yeckom npumepe N2 3. CnegyeT OTMETUTb, YTO Yy MNauu-
€HTOB C HOPMasibHbIM WHTENJIEKTOM MOFYyT OTMe4aTbCs
HEBPONOrMYECKNE HapyLIEHWUS: KapnaibHblA TYHHENbHbIN
CUHAPOM, KOMMpeccuUsi CMMHHOro mosra. Hanuuue paH-
HOW CUMMNTOMaTUKXU MOXET BCTpevaTbCs y NalUWeHTOB KaK
C HEHENpPOMNAaTUYECKOM, TaK U C HernponaTuyeckon popmamm
3aboneBanus [11].

H.Y. Lin n coaBT. npoBenu MaclwTabHoe uccnegoBaHue
KNTMHUYECKUX XapaKTEPUCTUK W BbIXKMBAEMOCTU OONbHbIX
Cc pas3nuyHbiMn TMNamu MIC B TavBaHe [12]. B nepwvop
¢ 1985 no 2019 r. 6bI10 3aperucTpupoBaHo 175 nauu-
eHTtoB ¢ MIIC, cpegHMi BO3pacT MOCTAHOBKM AMarHosa
coctaBun 3,9 roga. M3 Hux naumeHtbl ¢ MIC Il cocta-
Bunn 45%, cpegHuin BO3pacT YCTAHOBMEHMA AuMarHo3a —
3,8 roga. B pesynbrate uccnefoBaHus 6bl10 NOKa3aHo, YTO
BbIXXMBAEMOCTb MaLMEHTOB C HenpornaTtuieckon ¢opmon
MIC Il HMXKe, YeM nauueHToB 6e3 KOMHUTUBHbLIX Hapylle-
HUM (13,1 n 18,2 roga COOTBETCTBEHHO), YTO cornacyercs
C paHee ONy6MMKOBaHHbIMKM AaHHbiMK [12-14]. BmecTte
C TeM OXuaaemas NPOAOIKMUTENIbHOCTb XU3HW MaUMEHTOB
¢ MIC Il ysenunynnack B nepmog ¢ 1985 no 2019 r. npumMepHo
Ha 13 neT, U 3TO yBeNWYeHWe MPOUCXOAMNIO MOCTEMNEHHO,
nocrnie BHeAPEHUS B KIMHUYECKYIO npakTuky P3T [12]. Bece
BbllWEONUCaHHOE YKa3blBaeT Ha BaXHOCTb pPaHHEN AuarHo-
CTUKKM 3aboneBaHus, 0COBGEHHO B Cly4yasx HeHenponaTuye-
cKkon dopmbl MIIC II.



P.P. Chakraborty u coaBT. npeactaBuau ciay4ya nosaHen
[NarHoCTUKM HeHenponatmyeckon dopmbl MIC Il Tuna.
Y 7-neTHero manb4vKa, POAUBLIErocs B HEPOACTBEHHOM 6pa-
Ke, 6bl10 3aPUKCMPOBAHO HapylweHWe MOXoAKW. Poautenn
pebeHKa ob6paTunch K Bpayy ¢ anobamu pebeHka Ha 60/b
B Ta300e4peHHbIX CycTaBax M Nporpeccupyloliee Hapylle-
HME MOXOAKM Ha NPOTSKEHUU nocnegHux 2 net [15]. PaHHee
pa3BuTME ManbyMKa 6bin0 HopMasnbHbIM. lpu obcnegoBa-
HUW BbIBNEH HU3KUK pocT (SDS = -2,3). BHumaHue Bpa-
Yyen NPUBNEKIN NYNOYHasa rpbixa, NaHCUCTONIUMYECKUN LIYM
Ha MUTpaNibHOM K/anaHe W HapylleHre NoxoaKu. Y pebeHka
He BbISIBASAINCb MOMYTHEHWE POroBULbI M OpraHoMeranus.
Mpn nabopatopHom o6cnegoBaHn B GUOXMMUYECKOM aHa-
NIn3e KpoBM — 6€3 NaToN0rM4eCKnX n3MeHeHum. o gaHHbIM
WHCTPYMEHTaNbHbIX MCCNef0BaHWUI YCTaHOBNEHA YMEPEH-
Has MuTpanbHas peryprutaumns. Npu peHTreHONOorM4ecKoMm
uccnefoBaHMM AMarHOCTUpOBaHbl BecnoobpasHasa aedop-
Mauusa pebep, gedopmauus Ten NO3BOHKOB, AMCMAACTMY-
Hble BEPTAYKHble BMaAuHbl, TOYeYHble NATOYHbIE KOCTMU.
OH3MMOAMArHOCTUKA BbiiBUIA PE3KOE CHUXKEHUE aKTUBHO-
CTW naypoHaT-2-cynbdartasbl. Pe6eHKy Obl1 MocTaBneH guar-
HO3 «MyKononucaxapugos, tun Ib». B 7-netHem Bo3pacte
KOTHUTWBHbIN AePULIUT HE BbISIBNEH.

®3T npu MIC Il — 3710 perynsipHoe BBeAeHWE FeHHOo-
WMHXEHEPHbIX GEPMEHTOB C LENbl0 KOMMEHCaLUUU OTCyT-
CTBMSI B OpraHuMamMe HopMaibHO GYHKLUWMOHUPYIOLWEN
naypoHaTt-2-cynbdatasbl [4]. K HacToslWweMy BpeMeHMU
npoBeLeHO 6ONbWOEe YUCNO UCCNefOoBaHUM MO U3y4e-
HUO adpdekTnBHOCTM DP3T NpU Ha3Ha4YeHUU B paHHEM
Bo3pacte. TaK, Hanpumep, PETPOCMEKTUBHbLIA aHanu3
pe3ynbTaToB nevyeHns GUAMANUHCKKMX NnaumeHToB (n = 40),
BKJ/TIOYEHHbIX B PEECTP JIM30COMHbIX 60/M1€3HEN HaKonne-
HMUSA ¢ AHBapsa 1999 no pekabpb 2019 r., noKasan, 4To
y nauuneHToB, nonydaBwmx 3T ¢ 2017 . (N = 8; U3 HUX
4 naumeHtTa — C MeLNEHHO MPOrpeccupyioLiuM TeYeHu-
eM 601e3Hu), Habnwhannucb yBennyeHme poCTo-BECOBbIX
noKasaTenen, yMeHblUeHMe pa3MepoB NEYEHU U CeneseH-
KW, ynyylleHne MOABMKHOCTM CycTaBOB, cTabunausauus
COCTOSIHUSI KapAMOBACKYNSPHOW M AblxaTeNbHOW CUCTEMBI
[16]. CpefHui BO3pacT Ha MOMEHT NOCTaHOBKK AMarHosa
cocTaBnsan 6,9 roga, a cpeaHui Bo3pacT Havana P3T —
14 net [16]. T. Okuyama u coaBT. NPOBENN KIMHUYECKOE
ncecnegoBaHue, B KOTOPOM MpuHanu ydactne 10 B3poc-
NbIX NaLMEeHTOB MYMCKOro rojla ¢ HeHenponaTtuyecKom
MeaneHHo nporpeccupytowen ¢opmorn MMC Il B Bo3pac-
Te oT 21 o 53 net [17]. UM npoBOANNIN eXKeHedeNbHble
BHYTpUBEHHbIE UHDY3UK 0,5 Mr/Kr naypcynbdasbl Ha nNpo-
TeHnn 12 mec. Yke B TedyeHue nepBbiXx 3 Mec feveHus
NPOM30LWAN ObICTPOE CHUMKEHME WM HOPManuM3auus IKC-
Kpeunn FTAT ¢ Mo4on. Kpome TOro, 0TMEYEHO yMeHbLUEHWE
pa3mMepoB MeYEHU U CeNe3eHKWU, KOTOPOE COXPaHSI0Ch
Ha BCEM MPOTAXKEHUM UCCNIEAOBAHUSA, YNYHLIMINCL NOKa3a-
Tenu Tecta ¢ 6-MUHYTHOM X0Ab60M, GOPCUPOBAHHANA KU3-
HEHHas eMKOCTb Nerkux, MHAEKC Macchbl IEBOrO Kenynoy-
Ka (-12,4%), yBenuuuncsa ob6bemM OBUKEHUN B HEKOTOPbIX
cyctaBax — o1 8,1 go 9,0 rpagycoB. ®paKuus BbiGpoca
M COCTOSIHWE KNlanaHoB cepALa He MU3MEHWIIUCH, HO OCTaBa-
NUCb cTabunbHbiMU. Maypcynbdasa XopoLwo nepeHocunach
naumMeHTamu, MHPY3MOHHbIE PEaKLIUK (Halle BCEro KOXHble
NPosIBNIEHUS, KOTOPble He TpeboBanu Bpa4yebHOro BMeLwa-
TenbCTBa) 3apernctpupoBaHbl y 50% nauuneHToB.

®3T y nauuneHToB ¢ MIC Il B Poccrm npoBoauTes ¢ KOHUA
2008 1. Mbl naydanu apbeKTMBHOCTb Tepanun y 55 nauneH-
TOB MYCKOrO nosia B Bo3pacTe 0T 2 Mec A0 18 neT ¢ auarHo-
3om MIC Il [18]. CpeaHui Bo3pacT Havana 3T ana naymeH-
ToB ¢ MIC Il coctaBun 6 net 5 mec, Npu 3TOM AnarHo3 6bin
yCTaHOB/IEH B cpeaHeM B Bo3pacTe 3 neT 9 mec. lMepepbiBbl
B Jle4eHnn 6bln 3adUKCMpOBaHbl NpPUBAM3UTENbHO Y 20%
60nbHbIX. MpKU OTCYTCTBUM CneundUYecKoro NeYeHns B Teve-
Hue oT 1 Ao 6 Mec y BCex NaLMEHTOB OTMeYanoch yxyalleHue
COCTOSIHUSI B BME HapYLIEHWI CHa, YTOMISEeMOCTHU U cnabo-
CTW, HapyLIEeHUs MOXOAKM, yTpaTbl ABUraTeNbHbIX HaBbIKOB,
yTpaTbl peyn 1 nosisneHus ncesnobynbb6apHOro cuHapoma.
Takas peaKkuusi Ha BPEMEHHbIN MepepbiB B NE€YEHUU Tak-
e AoKa3sblBaeT aPpdEKTUBHOCTb Tepanuun naypcynbdason.
B pa6oTe 6bI10 OTMEYEHO, YTO PaHHEE HaYaso NevyeHns npe-
napatom uaypcynbdasa npegynpexjano passutue u/wvnu
3amMeansano nporpeccupoBaHne U3MEHEHWM CO CTOPOHbI
CEepPAEYHO-COCYANCTON W AblXxaTeNbHOM CUCTEM, MNOBbIWANO
BbIHOCMBOCTb NauMeHToB [18].

Mo HaweMy MHeHuto, paboTa ¢ NauMeHTamu, UMeIoLLK-
MW HeHenponatuyeckyio dopmy MIIC I, nomMmo npose-
aerHns ®3T 1 oueHKM comaTU4ecKon GYHKLMKW OpraHu3ma
C NepuonyHocTbio 1 pa3 B 6 Mec, o693aTelbHO JOMKHa
BKOYaTb perynspHble KOHCyNbTauuu Henponcuxosnora,
aedeKTonora, HamnpaB/i€HHble Ha pa3BUTUE KOHLEHTpa-
UMK U NEPEKIOYEHNS BHUMAHUSA, pa3BUTUE MOHATUMHOIO
MbILLIEHMS, CNOCOBHOCTHM K IorM4yeckomMy 0606LLEeHMIO, pas-
BUTME MNEPLENTUBHbLIX U aHANUTUKO-CUHTETUHECKUX CMO-
COBGHOCTEN, pa3BUTUE BOCMPUATUS U 3PUTENBHO-MOTOPHOMN
KOOpAMHALMKU C LieNblo COXPaHEHNUS KOTHUTUBHbIX GYHKLMA
opraHuama.

3AK/TIOMEHUE

3anofo3puTb HEHEMPOMATMYECKYIO MeASIEHHO Mnporpec-
cupytowyto dopmy MIC Il MOXKHO NpU HannyuK y NaumneHTa
peuUnanBUPYIOLLMX MaxoBbIX W MYMOYHbIX TPbIX, HWU3KOro
pocTa, TYrornoABUMXHOCTU U KOHTPaKTYp CycTaBOB 6e3 Nnpu-
3HAKOB BOCMalieHMs, YacTblX pecrnupaTtopHbIX MHOEKLUUN,
renaTtocrnjeHoMeraamm, MnopaXeHus KianaHoB cepjua.
B paHHeM Bo3pacTe He Bcerja npeactaBnieTcsd BO3MOXKHOM
npaBunbHas OLEHKa CTEMNEHN TAXKECTU KIMHUYECKON KapTu-
Hbl 3a60/1eBaHKA. [TOCKONbKY Y Y1EHOB CEMbU MOIYT BCTpe-
YaTbCs KIMHMYECKUE NPU3HAaKKU, xapaktepHble ang MIIC I,
c60p CEMENHOro aHamMmHe3a ABASIETCS Ba)KHbIM AN PaHHEen
[AVMAarHOCTMKM W OLEHKM MpOorHo3a 3aboneBaHus. PaHHee
Ha3HayeHne P3T y nauneHToB C HEHeponaTU4yecKon dop-
Mov MIC Il NpMBOAUT K 3HAYUTENIBHOMY YNYYLIEHUIO Kade-
CTBa XW3HU NauueHTa.

WHO®OPMUPOBAHHOE COIIACUE

Poautenb cnbcoB (KnMHuyeckune cnydam N2 1 v 2) panu
MHbOpPMUpOBaHHOe AOOPOBOMIbLHOE corflacMe Ha nybsvKa-
unn dotorpadum geten (ot 11 aHBapsa 2021 r.). AHanornyHoe
cornacue nosy4eHo 1 oT caMoro nauueHTta A. (KMMHUYeCKUmn
npumep N2 1). Poautenu TpeTbero pebeHKa TakKe cornacu-
NMcb Ha nybnavkauumio doTtorpadum cBoero cbiHa (cornacue
oT 11 aHuBapsa 2021 r.). doTtorpadun npeaocTtaBneHbl poau-
TEeNAMMU, MO UX XKe Npocbbe BbINONHEHO PETYLIMPOBaHUE
rnas. Cornacue ot pogutenen noay4eHo Yepes MecceHaxep.
Pogutenn geten v naymeHT N2 1 03HAaKOMJIEHbI C coAepKa-
HUEM PYKOMUCH.

~
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INFORMED CONSENT

Sibs’ parents (clinical cases N2 1 and 2) have given
voluntary informed consent on publication of children photos
(signed on January 11, 2021). The same consent was
received from the patient A. (clinical case N2 1). Third child
parents have also given consent on publication of their
son’s photos (signed on January 11, 2021). Photos were
provided by parents; at their request, retouching of the
eyes was performed. Consents from parents was obtained
via messenger. Children parents and patient N¢ 1 were
acquainted with the manuscript.
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0O6ocHoBaH#Me. [lepeKTbl nupyBaTaernaporeHasHoro komnnekca (M4AK), ysactyrolyero B UHTErpauymm npoAyKTOB MIMKOIM3a
B 3HEPreTn4ecKuin MeTaboM3m KIETOK, IBASIOTCA OAHOM M3 MPUYMH Pa3BUTUS MMTOXOHAPUAIbHON NaToaornu. [narHoctmka
3a60/1eBaH1sI MOXKET BbI3blBaTb 3HAYUTEIbHbIE TPYAHOCTH, B T. 4. M N0 MPUYMHE OTCYTCTBUS ONUCAHMSA POCCUNCKMX 6OJIbHbIX
C MUTOXOHApPHabHOM 3HLedaiomuonaTmen, Boi3BaHHON aepuumntom K. OnucaHne KanMHUYecKux cayydaeB. [lpoBeaeH
aHanan3 rnoMMoporU3aMa KIMHUYECKUX NPOSBAEHUI NPOorpeccupyroLlen MUTOXOHAPHaIbHON aHLedasomuonaTum, o6ycioB-
JIEHHOM naToreHHbIMU BapuaHTamu sgepHoro X-cuernieHHoro reHa PDHAL (KognpyeT anbga-cyobeanHuly nupyBaTaeruapo-
reHasbl), y 8 MaJibyMKoB B Bo3pacTte oT 1 4o 8 nieT. Bo Bcex ciydasix MMeso MecTo HebaronpusaTHoe Te4eHme nepmuHaTaibHo-
ro nepuoga. K MomeHTy ob6cneoBaHUs B cTayMoHape 0CHOBY CUMITTOMOKOMI/IEKCa COCTaB/IAIM 3afepIKKa NCMXOMOTOPHOrO
pas3BUTUSA, aTaKCus, MMoNaTn4eckne NposiBAeHUs. [AUCTOHMYEeCKne atakm Habagaam y 2 cubcoB. Y Bcex naumeHToB npu
MarHuTHO-pPEe30HaHCHOM TOMOrpadun rofoBHOro Mo3ra bbi/in 06HapPyKeHbl UBMEHEHMS: B 6a3a/lbHbiX s4pax — y 6 geten,
BEHTpUKynomeranusa — y 2. Y Bcex AeTen onpeaensnach runepnaxkrataungemms. 10 gaHHbIM KIMHUYECKOro o6crenoBa-
HUS y 4 naymMeHToB BbisiB/IAIach 60/1ee Taenas CcTerneHb MopaKeHUs HEPBHOM CUCTEMBI, ¥ 4 aeTen — cpeaHei cTeneHn
TskecTn. MucceHce-mytaumm reHa PDHAL o6HapyxeHbl y 6 aeten, MHcepumn ¢ Aynankauusamu, BKIYaowmmm 6 u 16 nap
OCHOBaHui, — y 2. B pe3ynbTaTte KOMMNIEKCHOro Ie4YeHNs y AeTeN OTMeYeHa yMepeHHas rnoJoXUTeIbHas AMHamuKa: ctabm-
JIn3aumnsi COCTOSIHMS, OTCYTCTBUE METab0IMHECKUX KPU30B, CHUXKEHNE YacTOTbl 3NM30408B ANCTOHMM. 3aKaovyeHune. OnvcaH
KIIMHUYECKUI MOJIMMOPOU3M MUTOXOHAPUAIbHON 3HUedanomuonatuu, obycriobrieHHon aepuumntom lMAK. lNokasaHbl pas-
JINYMS B MPOSIBAEHUSX TSHXKENION M CpeaHeTsKeoNn popMbl 601e3HU. [TpeacTaBieHHOe ONMUCaHNe MOXKET BbiTb 01€3HbIM A1
MeANKO-reHETUYECKOro KOHCY/IbTUPOBAaHUS M OKa3aHNs MEAMKO-reHETUYECKOH MOMOLLM CEMbE.

KniodeBble cnoBa: 1eT, MUTOXOHApPHaIbHas aHUedaromuonaTtusi, Aeuumnt nupyBataernaporeHassl, reH PDHAL, agnarHoc-
TUKa, GaKTopbl pUCKa, leYeHne

Ana untupoBanmsa: Huxkonaesa E.A., Bonruna C.4., Xanuyniuna Y.4., boverkos C.B., JaHnuesa M.A. MuToxoHapraibHas

3Huedanommonatusi, o6ycnoBEHHAs HELOCTAaTOYHOCTbIO MUPYBATAErMAPOreHa3HOro KOMMaeKca: BOCEMb KIIMHUYECKMUX
cny4vaeB. Bonpockl coBpemeHHou negnatpun. 2021;20(1):81-86. doi: 10.15690/vsp.v20i1.2239

OBOCHOBAHME NAK byHKUMOHMPYET B MWTOXOHAPWUANbHOM MaTpPUK-

MwuToxoHapuanbHble 3aboneBaHns — o6LWKNPHasa rete-
poreHHas rpynna HacleACcTBEHHbIX Oo0ne3Hen. TAxecTb
TEYEeHUs, MHBaNMAN3aLUMSA 1 BbICOKass CMEPTHOCTb NaLueH-
TOB ONpeaensitoT HE0O6X0ANMMOCTb MOUCKA CPEACTB paHHew
OWArHOCTUKKM U nedeHus [1-3]. HecmoTps Ha [JOCTuXKe-
HUS MEAMLMHCKON FeHETUKN 3a MOCNeAHUE rofbl U UHTEH-
CYBHOE BHeApEeHWe pe3yNbTaToB UCCNefoBaHuUM B Mpak-
TUKY, AMarHoCTUKa MUTOXOHApPUanbHbIX 3aboneBaHui
npeacTaBnseT ang nefvaTpoB 3Ha4YuTeNbHble TPYAHOCTW.
B 4acTHOCTW, KIMHMYECKME NPOSBIEHUSA 3TUX 3aboneBa-
HUIM Ype3Bbl4aHO pa3HOOOpasHbl M BKIOYAKOT 60sblloe
YACNO CUMMMTOMOKOMIIEKCOB WAN KIMHUYECKUX eHOTH-
NnoB, MHOTME M3 KOTOPbIX XapaKTepuayloTcs Hecneundbu-
YEeCKOM CUMMTOMAaTUKOM, OOYCNOBJIEHHOW BOBJIEYEHUEM
UHC 1 mMblweyHon cuctembl (aHuedanomuonaTms). OaHON
M3 MPUYUH MUTOXOHAPUANbHOW NaToNorun SBASIOTCH
fedbeKTbl MynbTUPEPMEHTHOrO NUpyBaTAErnaporeHa3Horo
Komnnekca (MAK), pacnpocTpaHeHHOCTb KOTOPbIX B AeT-
CKOM MONynsiLumn OCTaeTcs HeYyTOYHEeHHOM [4—6].

Ce W UrpaeT LieHTpanbHyl pofib B Npoueccax KIeTo4yHOM
ONO3HEPreTUKN — obecrneynmBaeT OKUCIUTENbHOE AeKap-
OOKCHMNMpOBaHMe MupyBaTa, 4TO BedeT K 06pa3oBaHuIo
auetun-KoA — BaHoro cybctpata ans uukna Kpebcea.
TakuM nNyTeM OCYWECTBAAETCS WHTerpauus npoayKToB
IMIWKONN3a B 3HepretMyeckun metabonunam knetku. MAK
coctouT 13 Tpex pepmerHtos (E;, E, n Ej), KopepmeHToB
(tvammHgudocdat, nMnoeBas KMCnoTa U apyrue) u peryns-
TOPHbIX 6€71KOB. KoMNeKe GYHKLUMOHUPYET Mo KOHTPOEM
no KpawHen mepe 6 reHos agepHon JHK. ®depment E;
(nupyBatgernaporeHasa) — TeTpamep, BKIOYaOWMKA Mo
ase anbda- n 6eta-cyébeanHuubl. Anbda-cybbeanHULb
nupyBaTaernaporeHasbl nNpeactaBafoT cO60M LeHTpab-
Hyto cTpyKTypy MAK. KoaupyeT anbda-cybbeanHUubl reH
PDHA1, pacrnonoXeHHbIn Ha KOPOTKOM MJjie4e XpPOMo-
coMbl X, B pernoHe Xp222.12. MIaMeHeHuns 3Toro reHa
ABNAIOTCA caMoM YacTon (oKono 60% cnydyaeB) NPUHMHON
CHUXeHnsa aktusHocTh MK [7]. K HacTosAwemy BpemeHu
M3BECTHO He MeHee 100 naToreHHbiX BapuaHTOB reHa
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PDHA1 [8], HacnegyemblXx AOMWHAHTHO, CLEMIEHHO C Xpo-
MOCOMOM X, C HEMOSIHOW MEHETPAHTHOCTBIO Y KEHLIMH. Y fnL,
MY>CKOrO Mnona, KaKk npaBuio, PErMCTPUPYIOT MUCCEHC-MYTa-
LMK, BO3HUKLIME de Nnovo, y KEHLWMH Yalle BCTpeyatloTcs
M3MEHEHUS B reHe CO CABUIOM paMKK cyuTbiBaHus [7, 9.
HepoctatoyHocTb MK BegeT K HapyweHWlo yTuamsauuu
YrNeBOAOB KaK OCHOBHbIX Cy6CTPaTOB 3HEPreTMyecKkoro
o6MeHa, HaKOMAEeHUIO MupyBaTa M flakTata, YMEHbLUEHWIO
aKTUBHOCTM LMKna Kpebca. YKasaHHble npouecchbl npuBo-
[T K CHUKEHWIO MHTEHCUMBHOCTM NPOAYKUMW PeayLMpPYOLLIMX
akBuBaneHtoB (NADH, FADH2), HapyweHuo GYyHKLUMOHMUPO-
BaHWA MUTOXOHAPWANbHOM 3NEKTPOHHO-TPAHCMOPTHON Lienu
N oKucnuTenbHoro ¢ochopunmpoBanHus [1, 7].

MepBble coobuweHns o0 nauyueHtax ¢ gedpuumtom MAK
nosisunucb 50 net Hasag [10, 11]. KnnuHMYeckasa KapTuHa
BapbMpPyeT Mo CTENEHM TAKECTU M BO3pacTy MaHudecTauuu
O0Ne3HN OT TAXKEeNoro, neTanbHOr0 HeoHaTalbHOro/Mna-
[EHYECKOro nakraraungo3a 40 No34HO MaHUbeCTUpYoLLEN
UHTEPMUTTUPYIOWEN aTaKcuu. KAMHMYEeCKMe NposiBNEeHUs
BK/lOYAlOT B ce6s HapylweHMe MCUXOMOTOPHOro pasBuTUS,
MbILWEYHYIO TMNOTOHMIO, BANOCTb/NETAPrunio, Cyaoporu, auc-
TOHWYECKME KPW3bl, aTakcuio, MUKpouedanuio, NULeBomn
anamopduam [6, 7, 9]. OTMeyeHO cxo0AcTBO daumanbHOro
deHoTUna ¢ nMuamMun geter npu detanbHOM anKorosibHOM
cuHapome [7]. Pexxe HabnogatoTCs MblLUEYHbIN FTMMEPTOHYC,
CNacTUYHOCTb, Nnepudepryeckas HenponaTus, NoanMpPagnKy-
NloHenponatusa no Tmuny cuHagpoma Guillain—Barré, Huctarm,
cTpabu3m, NTO3 BEK, xopeoateTold [12]. B psge cnyyaes
3aboneBaHve MMeET npeHaTanbHble MPOSBAEHMS: HapyLle-
HUE TeyeHnss BEpPeMEHHOCTUM Yy maTepen (Mpesxknamncus,
ONIUrorMapamMHMoOH, recTalMOHHbIN caxapHbli AnabeT), CUH-
LPOM 3aAEePKKM BHYTPUYTPOBHOIO pa3BmUTUS Naoaa, BEHTPU-
Kynomeranus No AaHHbIM NpeHaTanbHOW ynbTpacoHorpapum
[13, 14]. MNpn 6GUOXMMUYECKOM UCCNedOBaHUN KPOBK Yy 60Nb-
WUMHCTBA MaUMEHTOB PErUCTPUPYIOT NaKTaT- M nupysart-
auMao3, MOXKeT 6blTb MOBbIWEHA KOHUEHTPaUMS anaHuHa
B KpoBM [7]. Y 6onbluen 4acTn 60JibHbIX Ha MarHUTHO-PEe30-

HaHCHoM Tomorpamme (MPT) ronoBHOro mo3ra BbISBASIOT
CTPYKTYPHbIE HapyLWEHW — KOpPTUKaNbHYLO aTpoduio, BEH-
TPUKYNOMEranuio, U3aMeHeHue curHana B obnactn 6asanb-
HbIX raHrnunes (JIn-nogo6HbIM CUHAPOM), areHe3unto /runonna-
310 Mo3onuctoro Tena [7, 9.

BayHOCTb YCTaHOBMIEHUSA MWUTOXOHAPHUANbHON 3HLeda-
nomuonatuu, Bbi3BaHHOW geduumtom MK, obycnosneHa
BO3MOHOCTbIO MPOBEAEHUS CMneLnanM3vpoBaHHON Tepa-
nuu. B YacTHOCTH, B psige clydaeB OTMEYEH MONOKMUTENbHbIN
3QDEKT NPUMEHEHUS BbICOKMX 03 TMAMWUHA U KETOreHHoMn
aneTbl [14]. BMecTe ¢ TeM AMarHocTuKa 3aboneBaHus MOXKET
Bbl3blBaTb 3HAYWUTENbHbIE TPYAHOCTH, B T.4. M MO MpUYUHE
OTCYTCTBMS OMUCAHMUA TaKMX GOJbHbIX B POCCUICKMUX Menu-
LUMHCKMX XypHanax. B ¢BaA3M C¢ 3TMM 6bin M3y4yeH Nonu-
MOP®OU3M  KIMHUYECKUX MPOSIBAEHWN MporpeccupytoLemn
MWTOXOHAPUaNbHOW 3HUedanommonaTnuu, 06YCOBAEHHOM
MyTauuen sgepHoro reHa PDHAL. MNpeactaBneHHoe onuca-
HWE KIMHUYECKUX HabNOLEeHWM HaueneHo Ha MNoBblleHWe
0CBEJOMJ/IEHHOCTM Bpayen B BOMpocax AWArHOCTUKKU MUTO-
XOHApHWanbHOM 3HLedpanoMmmonaTum, Bbi3aBaHHOW AePULNTOM
NAK, y oeten ¢ npuaHakaMun nopaxeHus HepBHOM CUCTEMBbI.

K/IMHUYECKME HABNTIOAEHUA

Hue npeacTtaBneHo onucaHwWe pes3ynbTaToB KAMHKUYe-
CKOro U nabopaTopHO-UHCTPYMEHTaNbHOro o6cnenoBaHus
8 Manb4ymMKoB (B TOM YMce ABYX CMOCOB), CTpadatoLwmnx gedu-
umtom MAK. MonekynsipHO-reHeTUYeCKne uccnegoBaHmns
BbIMOMHEHbI METOAOM CEKBEHMPOBAHMSA HOBOIO MOKONEHUS
(NGS) B nabopatopusix PrbHY «MeanKo-reHeTU4eCK1i LIeHTP
uMm. H.Tl. boykoBa» (MocKBa), «leHomen», «[eHoaHanuTUKa»,
«[eHoTeK» (MocKBa). BannanpoBaHue BbIIBNEHHbIX U3MEHE-
HUWA HYKNEeOoTMAHOM MNocnefoBaTeNbHOCTUM OCYLECTBAANOCH
no CaHrepy.
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1 peyeBOoro pa3BuTus. Bo3pacTt aeten U OCHOBHbIE KIMHUYe-
CKMe JaHHble Npu o6cneaoBaHUKU B OTAENEHWUM NpeacTaBne-
Hbl B Ta6. 1.

HayanbHble NpU3HaKku 3a6oneBaHns B BUE 3aAEPHKKU
Pa3BUTUSA U MblLLEYHOM TMNOTOHUKN Y 3 AeTen Oblnn BbiSBe-
Hbl C POX/JAeHWA (y OIHOrO M3 3TUX MaLMEHTOB Habnoganu
pecnupaTopHbIn ANCTPECC-CUHAPOM), Y 2 AeTeln — B NEepBOM
NoNyroamu m3Hu. ¥ 3 manb4nKoB 60ne3Hb aebloTMpoBana
noae, B Bo3pacrte 1,5-3 net, nocne nepeHeceHHon pecnu-
paTopHOM BUPYCHOM MHPEKLMK; obpallanm Ha cebs BHUMA-
HWEe HapylleHWe NMOXOAKW, TPaH3UTOPHAsA AUCTOHUA U NPUCTY-
Mbl BANOCTW. Y 2 AeTew B YMCe NepBbIX MPU3HAKOB 60/1€3HU
oTMeYanu NTo3 BeK, NoSBUBLLMIACA B Bo3pacTe 6 1 18 mec.

Mo AaHHbIM reHeanornyeckoro aHanusa (7 PoOAOCIOB-
HbIX): B 5 pPOAOCNOBHbIX 60/IbHOM PeBEHOK €AMHCTBEHHbIN;

B OAHOWM POJOCNOBHON GONbHbI 2 cnbca, a B APYrow y npo-
6aHia ecTb KIMHMYECKN 3A0pOBas cecTpa B Bo3pacTe 7 neT
(reHeTU4eCcKn He obcnenoBaHa). Y 5 M3 7 maTtepen npu Knm-
HMYECKOM OCMOTpEe He OBHapyXeHO MPU3HAKOB 60NE3HM,
B T.4. Yy MaTepu ABYyx 60MIbHbIX CU6COB, ABASIOWENCS HOCUTE-
NleM naToreHHoro BapuaHTta ¢.662A>G reHa PDHAL. Y aByx
EHLWMH OTMeYEHbl aTaKeus, HapylweHe NOXO4KWU, CMal3aH-
HOCTb peyu; ofHa U3 HUX — HOCUTENb NaTOreHHOro BapuaH-
Ta reHa PDHA1, BTopasi reHeTU4EeCKN He o6criefoBaHa.
MN3yyeHne AaHHbIX NepuHaTaNbHOrO0 aHamHe3a NnoKasa-
110, YTO BO BCeX Ciyvyasx 6epeMeHHOCTb Yy MaTepen npote-
Kana HebnaronpusaTtHO — C BblpaXeHHbIM TOKCUMKO30M (7),
nHpeKumsamu (4), yrpo3omn HeBbiHaWKWBaHUA (4), XpoHUYe-
CKOM deTonnaueHTapHoM HegocTaTtodHocTbio (1). B 4 cnyya-
AX poAbl NPon3oLWwnn Ha 35—36-1 Hel 6epeMeHHOCTH, U3 HUX

Ta6nuua 1. XapaktepucTuKka aetei ¢ AeduuMTOM NMpyBaTAErMporeHa3Horo KoMmnaeKkca npy nepBomM o6¢neoBaHnM B YCIOBUSX CTalMoHapa
Table 1. Characteristics of children with pyruvate dehydrogenase complex deficiency at first examination in the hospital

PecnvpaTopHbIi
b OTCcTaBaHWe B NCUXOMOTOPHOM pa3BUTUK, | OYaru NoBbILWEHHOr0
cnacTU4ecKui TeTpanapes, rmMnoToHNS MP-curHana B Tanamyce,
1 C.A. C poXKaeHus | cMHApPOM,
MbILLEYHas aKcHanbHbIX MbIWL, aTPObUSA 3PUTENBHBIX | BHYTPEHHMX Kancynax,
HepBOB, anunencus MO30/IUCTOM Tene
rMNOTOHUS
MHOKECTBEHHbIE KUCTbI
CuHapom OTCTaBaHWe B NCUXOMOTOPHOM Pa3BUTUM,
«BSINIOr0 3ajepKKa GU3NYECKOro pasBuTHs pasnndHoro pasmepa
2 C.I. 1,5-2 ’ (0o 13 MM) B 6a3asibHbIX
pe6eHKan, MblLIE€YHas rMNOTOHWS, aTaKCUs,
aapax (NMEHTUKYNAPHbIX,
TeTpanapes TMNOMUMHUS, TUNepcanmMBaums
XBOCTaTbIX)
3agepkKa OTCTaBaHWe B NCUXOPEYEBOM PA3BUTUM, Oyarv NoBbIWEHHOro
3 0A 6-7 pa3BuTUS, NTO3 MblLEYHas rMNOTOHMSA, aTaKCus, CKONMo3, | MP-curHana B NpoeKuunu
o BEK, MbllleyHas | aedbopmauus rpyaHOM KNETKU U HUKHUX 61eAHbIX WapoB ¢ 06enx
rMNOTOHUS KOHEYHOCTeN CTOPOH
3afepxKa OTCTaBaHWe B NCUXOMOTOPHOM Pa3BUTUM,
a3BUTHSA, MblLLIE€YHas rMNOTOHMS, rTMnepcanmMBaums,
4 AA. C poxkaeHus P P . u BeHTpuKynomeranus
MblleYyHas rnonepxmeaHue, MeTabonYecKui Kpua
rMNOTOHUS C OCTaHOBKOMW AblXaHUS
3anepiua OTCcTaBaHue B NCUXOPEYEBOM PA3BUTUM, Oyarv NoBbIWEHHOro
pa3EATHS neduunT maccol Tena, MbllleyHas MP-curHana
5 H.A C poxaeHus MbILLIe‘-IHa;l rMNOTOHMUSA, aTaKCus, CKONMO3, B MeAu1anbHbIX oTaenax
CANOTOHMS nedopmaums rpyaHoM KNETKU, NULLEBON 6a3anbHbix A4ep (6neaHbix
an3mopoduam Lwapax) ¢ 06emx CTopoH
HapyweHue
NnoxoaKku, 6onu . Oyarv NoBbIWEHHOro
MHTEenneKTyanbHOM HeJOCTAaTO4HOCTH
o B HUXKHUX o MP-curHana B npoeKuunu
6 K.M. 36 HeT. MronaTU4YecKuin CUHAPOM,
KOHEYHOCTSX, 6neAHbIX WapoB ¢ 06enx
[MCTOHUYECKME aTaKu, CKONMOo3
LMCTOHWYECKHNE CTOPOH
KpU3bl
NHTenneKTyanbHOM HeLOCTAaTOYHOCTHU HET.
MHaMusl, [oBbIWEHHaA yTOMISEMOCTb, HapyLleHne
?ﬁa6ocw NMOXOAKM aTaK)(/:Lﬂ an3aptpusa i MP-kapTura kuetsl
7 K.N.** 18 i i ’ pTRU, B NpoeKunn 6negHoro
TpaH3uTOopHas MblLIEeYHas AUCTOHUSA, LUCTOHUYECKHNE waba cnpasa
LMCTOHMSA 1 XopenpopMHbIe TMNEPKUHESDI B IEBbLIX P P
KOHEYHOCTSX, CKOIMO3
[BYCTOPOHHWI Jlerkas uHTenneKkTyanbHas
nTO3 BEK, HEeAoCTaTO4YHOCTb, aTaKeus, A3apTpus,
8 K.K 18 Kocornasue, Kocornasue, CeHCoOHeBpasbHas BeHTpuKynomeranus
nNpUCTynbI TYroyxocTb, KW$OCKOIMO03, AedopMaLnus
BSIJIOCTH rPYAHON KNETKK

lMpnmeyvaHme. * — BO3pacT Ha [leHb NEPBOro KOHTaKTa ¢ 60/IbHbIMK MPU WX MNOCTYNIEHUMU B CTaLUMOHap; ** — cubebl. MPT — MarHuTHo-
pe3oHaHcHas Tomorpadusa. MPT ronoBHoro mosra B 1 cnyvae (nauneHT N2 7) 6bina BbiNo/iHEHa B MEAULMHCKOM YYPEKAEHUN MO MECTY
KUTENbCTBA 3a 2 MeC [J0 rocnuTann3aLmu, y ocTalbHbIX 60/bHBIX — B CTaLMOHape.
Note. * — age of the patient at the day of the first contact with the patient during the hospital admission; ** — sibs. MPT (MRI) — magnetic
resonance imaging. Brain MRI was performed in medical institution at the place of residence 2 months before hospitalization in 1 case

(patient N2 7), other patients had it during the hospitalization.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

B 3 c/ly4asix MyTEM SKCTPEHHOro KecapeBa cevyeHus. Hetsepo
neten poamnuck Ha cpoke 40 Hefl, U3 HUX Y 2 3aperncTpupo-
BaHa 3aJeprKKa BHYTPUYTPOOBHOIO pas3BUTUS MO rMNonaacTy-
4YeCcKoMmy Tuny.

dusukanbHaa gMarHocTMKa

CornacHo pesynbtaTtaM 06cnefoBaHUs B OTAENEHUM,
OCHOBY K/IMHMYECKOr0 CUMMNTOMOKOMMJEKca COCTaBAsAIn
3a4eprKKa NCUXOMOTOPHOr0 pa3BUTUS (y BCeX AeTen), aTak-
cusa (y 5), Mmonatmyeckune nposinexHns (y 7). JMCToHUYECKME
aTaku Habnwganu y 2 cubeos, gedopmauumm cKeneta —
y 4 neten, nuueson auamopdnam — y 1 pebeHka.

Pe3synbratbl MPT ronoBHoro mosra

[daHHble MPT rofioBHOro Mo3ra 6blv NoflyYeHbl A5 BCex
neten: B 1 cnyyae (naumeHt N® 7, Tabn. 2) uccnegoBaHuve
6blN10 BbIMOAHEHO B MEAMLMHCKOM YYPEKAEHUM MO MECTY
UTENbCTBa 3a 2 MeC [0 rocnuranusaumu, y OoCTalbHbIX
60NbHbIX — B CTauuoHape. BbiiBNeHbl xapaKTepHble Ans
nedvumnta NAK HapyweHusa: od4arn nameHeHusa MP-curHana
B 6a3asbHbIX Agpax — y 6 geTen, BEHTpUKynomeranusa —y 2
(cm. Tabn. 1).

JlaGopaTopHble uccnegoBaHus

MeTabonmyeckun aumao3 Obin O6HapyXeH y 6 nauu-
€HTOB W OTCyTCTBOBan y 2 60MbHbIX CTapllero Bo3pacTta
(N2 7, 8, cm. Tabn. 2). Y Bcex geten MMmena MecTto runepnaxra-
Taungemms ot 3,0 go 11,8 mmonb/n. B 3 cnyvyasx oTMevyeHo
YMEPEHHOE NOBbILEHNE aKTMBHOCTU NlaKTataernaporeHasbl
B KpoBM Ao 451-546 Ea/n. JaHHble 0 coaeprKaHMK anaHuHa
B KPOBM Obl/IN M3BECTHbI AN 2 60/IbHbIX: Y OAHOr0 KOHLEH-
Tpauusa 6blla HOPManbHOW, y BTOPOro — YMEPEHHO MOBbI-
weHHon ao 1095 mKmonb/n (Hopma 85-950 MKMOnb/N).
OpraHu4yeckre KMCnoTbl B MoYe 6binn onpeaenexbl y 4 aeten.
Y Bcex 4 BbiiBNeHa KETOHYpUs C BbICOKOM 3KCKpeLuewn
2-r’MAPOKCUU30MACNAHON U 3-TMAPOKCUMACSHOW KUCIOT;
MoBbILEHHAsA 3JKCKpeLuus naKktaTta v nupyBata — TONbKO
y 1 13 HuX.

Y Bcex geten AMarHo3 MUTOXOHAPWanbHOW aHLedanommno-
naTuun, obycnoBAeHHON HepgocTaTovHocTbio MAK, 6bin noa-
TBEPXKAEH pe3ynbTaTaMu CEKBEHWPOBAHWUS U BbISIBNEHUEM

naToreHHOro/BEpPOSTHO MaTOreHHOro BapuaHTa (cornacHo
pekomeHgauuam [15]) reHa PDHAL: MUCCEHC-MyTauun —
y 6 geten (B T.Y. y CMOCOB), MHCEPLUMM C OyNMKaLUSMM,
BK/tOYaWMMK 6 1 16 nap ocHoBaHWn, — Yy 2 (cM. Tabn. 2).

Tepanus

Onsa obneryeHnss COCTOAHUA NaLneHToB Oblaa UCMNosb-
30BaHa guetotepanus. B cyTo4HOM paLMoHe orpaHuynBa-
N1 cogeprkaHue yrnesonoB (4o 8—10% dunsnonorn4yeckomn
HOpPMbI), B paLMOH BKAOYanuM 6oratble AMnugamu Mnpo-
LOYKTbl (CIMBKM, CIMBOYHOE U ONIMBKOBOE Mac/o, UpHble
copTa pbl6bl, FOBAANHY, CBUHWUHY, MACHbIE GYIbOHbI, OPEXH,
aBOKago). PekomeHgoBaHHOE Ans npoBeAeHus B amby-
NaTOPHbIX YCNOBUAX MEAMKAaMEHTO3HOE SievyeHne npeano-
narano Ha3HadyeHue TnaMmuHa B go3e o 300 mr/cyT, a Tak-
e Kypcbl neBoKapHUTUMHa (50 Mr/Kr/cyT Ha NpPOTAXKEHUH
3 Mec), KosH3nma Q,n (60-90 Mr/cyt Ha NPOTAXKEHUM
6 mec), untodnasmHa (5—10 mn BHyTpMBeHHO N2 5-10
2-3 pasa B roj).

AnHamMuKa u ucxopbl

OnutenbHoe (6onee 1,5 net) HabnwaeHne 3a 4 aeTbMU
(B ocTanbHbIX cnyvyasax ucxoabl 60/1€3HM HEUM3BECTHbI) NOKa-
3a/10 YMEPEHHYIO MOMOKUTENBHYIO AUHAMUKY B BUAE CTabu-
IM3aLMU COCTOSAHWUS, OTCYTCTBUS METabO0/IMYECKUX KPU30B,
CHUXEHWS 4acTOTbl 3NM3040B AUCTOHUKU. N3 HUX y 2 aeTen
cTaplwero Bo3pacTta OTMeYeHa HU3Kas MNPUBEPKEHHOCTb
ANETUYECKMM PEKOMEHAALMAM.

OBCYXAEHME

KnuHuyeckuit nonumopdpusm

AHaNU3 KIMHUYECKMX JaHHbIX MOKa3an, YTo paHHUM npe-
OWKTOPOM CTEMEHU TAKECTU MUTOXOHAPMAbHOM 3HLEedano-
MUonaThu, No-BMAMMOMY, MOXKET 6blTb BO3PACT BO3HUKHO-
BEHWS NepBbIX NPU3HAKOB. TaK, B cnyd4ae gebiota 60n1e3Hu
B nepBble 3 Mec ¥n3Hu (NnaumeHTtol N2 1, 2, 4, 5, cm. Tabn. 1)
BbliBAANach 6osee Taxenaa creneHb HapyweHus ncuxope-
4eBOro M MOTOPHOro pa3BuUTUSA. Y 3TUX OeTen Habnoganu
cMMNTOMaTU4YecCKyto anunencuto (y 1 pebeHka), 6ynbb6apHble
CUMMNTOMbl — TMOMNEPXMBaHWE, runepcannBalus, rMNomMu-
Mus (y 2). Y 60nbHbIX ¢ 6oniee no3gHen MaHudecTaumen

Ta6nuua 2. Pe3ynbtaTthl nabopaTtopHOro 06¢neAoBannsa geten ¢ 4eduunTom NMpyBaTaernaporeHa3Horo KoMmnieKkca
Table 2. Results of laboratory examination of children with pyruvate dehydrogenase complex deficiency

pH (Hopma BEb, Mmonb/n
7,35-7,45) | (Hopma -1,5... +1,5)
1 C.A. 7,39 -8,7 7,2 396 €.1132C>T (p.Arg378Cys)
2 C.l. 7,43 -4,8 3,0 451 ¢.749C>T (p.Pro250Leu)
s | on |
4 AA 727 _118 11.8 H/n c.1258_12 7?’;155022(357'253ATCAAG777A
5 H.A. 7,37 -7,3 4,8 245 €.214C>T (p.Arg72Cys)
6 K.M.* 7,38 -6,2 9,3 546 ¢.662A>G (p.Tyr221Cys)
7 K.M.x 7.4 -1,0 5,0 259 €.662A>G (p.Tyr221Cys)
8 K.K. 7,36 -1,2 31 471 ¢.29G>C (p.Arg10Pro)

lNpumeyvaHme. * — cubebl, BEb — geduunt ocHoBaHui, JIAIT — nakrataernaporeHasa, H/4 — HET laHHbIX. Bce npeacTtaBneHHble AaHHble
nonyyeHbl Npu NabopaTtopHOM 06CNeA0BaHNK B CTaLMOHape.

Note. * — sibs, BEb — base deficit, IAI — lactic dehydrogenase, H/4 — no data available. All the data was obtained during laboratory tests
in the hospital.



3aboneBaHus (6—36 mec; nauneHTol N2 3, 6-8, cm. Tabn. 1)
COCTOSIHME 340POBbSA 6bIN0 PACLEHEHO KaK CpefHeTsKe-
noe; OTMeYeHbl YMEpPEHHOe OTCTaBaHWe B MCUXOPEYEBOM
pPa3BUTUM WK NerKas MHTENNEeKTyalbHas HefOCTaTOYHOCTb
(y 2 605bHbIX), Y 2 GO0NbHbIX CUOCOB WMHTENNEKT Haxoaus-
ca B npefenax HopMbl. TAXKECTb COCTOSHUS onpeaensnach
rnaBHbiIM 06pa3oM HanuMyinem aTakcuu (y 3 aetew), auc-
TOHUYECKMX aTaK (y 2). 1 pebeHOoK cTpajan ceHcoHeBpasb-
HOW TYroyxocTbto. 3Ha4YMMbIX pasinyMi B GUOXMMUYECKMUX
rnokasaTtensax (Cm. Tabn. 2) y AeTen ¢ pa3HbIMKU MO CTEMEHM
TaxecTM dopMaMun 3aboneBaHunss He OBHapyxeHo. Bmecte
C TEM KPU3 MeTabo/MYecKor AeKOoMMneHcauum Habnoganu
y pebeHka N2 4 ¢ Taxenon GOpmMOM MWUTOXOHAPUAbHOM
3Huedanomuonatum (nogpobHoe onucaHue npeacraBaeHO
B cTaTbe [16]). Takke cneayet OTMETUTb, YTO BblpaXEeHHOCTb
W3MEHEHMM No AaHHbIM MPT rofoBHOro Mo3ra He Koppenu-
poBana Co CTEMEHbIO TAXKECTU 6ONE3HM Y AETEN C Pa3HbIMHU
cpoKkamu gebtoTa MUTOXOHAPUaNbHOM 3HLedanoMuonaTuu:
B MoArpynnax, OTMeYeHHbIX Bbllle, OblIM AETU KaK C BEHTPHU-
Ky/lOMerafmen, Tak 1 ¢ nopaxeHmem 6a3asibHblX raHrnMeB.

O6palaeT Ha ceba BHUMaHWE HapylleHUE TEeYEHUS BHY-
TPUYTPOBHOro Nepuoaa pasBUTUS BCEX AETEN, YTO O4EBUOHO
yKa3blBaeT Ha npeHaTanbHoe BAusiHWe aeduuuta nupysart-
AermaporeHasbl. He MCKIYEHO, YTO MMeEeT MeCTo HeraTuB-
Hbl PeTanbHblM 3QDEKT Ha OPraHnU3M MKEHLLMHbI B CllyYae
HannMuunsa 60/1e3HU y BHYTPUYTPOOHOro pebeHKa. Mogo6HbIn
HebnaronpuatHbli abPEKT XapaKTepeH, Hanpumep, And
neduumnta TpudbyHKLMOHaANbHOro 6enka (3aboneBaHue K3
rpynnbl HapyLeHU MUTOXOHAPUANBHOMO [3-OKUCIEHUS KUP-
HbIX Knenort) [17, 18].

AnddepeHumnanbHaa guarHocTuka

CNoXHOCTU AMarHOCTUKM M anddepeHumanbHon auar-
HOCTMKM MWUTOXOHAPWANbHOM 3HLedanoMmnonaTum, Bbi3BaH-
HOM HepocTaTo4yHoCTbio MK, 06ycnoBneHbl CXOACTBOM KIU-
HUYECKMX M NabopaTopHbIX MPOSBAEHUH MHOroo6pasHbIX
HO30/M10rM4YeCcKUX GOpPM MUTOXOHAPHANbHbLIX 3abofieBaHU
Mexay cobor u ¢ 60Ne3HAMKU Apyror nNpupoabl. Y Habnio-
[JABLUMXCS HamMK AeTel Ha BO3MOXKHOE Halnynme MUTOXOH-
ApvanbHoro 3aboneBaHusa yKasbliBano MopaKeHne HepBHOWM
W MblLLEYHOW CUCTEM, a TaKXKe rMnepaaxkTaTauMaemMmns, MeTa-
605mMyecknm aunaos (y 6 us 8 neten), MsMeHeHns B 061actu
6a3anbHblX raHrmmMeB no AaHHbiIM MPT ronoBHoro mosra
(y 6 us 8 peten). KetoHypus, obHapyeHHasa y 4 obcneno-
BaHHbIX AETEN, TaKKe CBMAETENbCTBOBaNA B MOMb3Y MWUTO-
XOHApuanbHon 3Huedanonatnn. OgHAKO WM3BECTHO, 4TO
noAao6Hble HapyLeHUs He ABASIOTCH CTPOro crneuuduyHbiMm
M MOTyT PErMcTpuMpoBaThbCcs, Hanpumep, Npu opraHUYecKmx
aunagemusax [19] n HenpoaereHepaTUBHbIX 3aboneBaHUsSX
[20, 21], He cBA3aHHbIX ¢ AgedeKTaMn KNeTO4YHON BUO3HEp-
reTukn. MIMeHHo noatomy ob6si3aTenbHbiM METOAOM Auar-
HOCTUKM MWTOXOHAPWANbHOW NaToONOrMK M, B YACTHOCTH,
3aboneBaHui, 06YyCNOBAEHHbIX HegocTaTovyHocTbio [AK,
NPU3HAHO TreHeTU4yecKoe TecTupoBaHue [6]. BbigsBneHune
NaToIOrMYECKUX BapPUAHTOB reHa (MUTOXOHAPWANbHON MK
agepHon [AHK), KoHTponupytouwero dakTtopbl 3Hepretuye-
CKOro metabonnama, ykasblBaeT Ha MpuymMHy 3aboneBaHus
W NO3BONSAET N3b6eXaTb ANarHOCTUHECKUX OLLMOOK.

leHeTHYeCcKuit nonumopPuUsm

Bce onucaHHble HaMu 60fibHblE MMENW NaToreHHble/
BEPOSATHO NaToreHHble BapuaHTbl reHa PDHAL. Bonee Toro,
y ABYyX matepen (npobaHaoB N2 2 n 5; cm. Tabn. 1) o6Hapy-
KEeHbl NposiBNeHns 3aboneBaHus B BUAE HEYCTOMYMBOCTH
NMOXOAKM, AN3aPTPUK; ¥ OAHON U3 HUX ONpefenieH naTonoru-
YecKumn BapuaHT reHa PDHAL B reTepo3uroTHOM COCTOSIHUU.
B 1O e BpeMsa y matepu ABYX 60/IbHbIX CMOCOB, HECYLLINX

M3MeHeHUs reHa PDHAL, KNMHUYECKNX NPU3HAKOB 60/1€3HHM
He o6HapyKeHO. BoNbLIMHCTBO ANArHOCTUPOBAHHbIX Y NaLu-
€HTOB MaTOreHHbIX HYKIEOTUAHbIX 3aMEH — MWCCEHC-MYyTa-
LMK, KOTOPblE MPEBaNUPYIOT Y IULL MYXCKOr0 nosa 1 B 60/b-
LUMHCTBE CNny4aeB He yHacnefoBaHbl, @ BO3HMKatOT de novo
[6, 9]. HeTbipe M3 5 MUCCEHC-MYTaLM 3aperncTpMpoBaHbI
B MexAayHapoaHon 6a3e aaHHbIx ClinVar kak naToreHHble (3)
W BEpOSTHO naToreHHble (1). OgHa MUCCeHC-myTauua —
c.662A>G — B 6a3e AaHHbIX OTCYTCTBYET, pacLeHeHa Kak
BEPOATHO MaToreHHas!, T.K. Be4eT K HECUMHOHWUMUYHOM aMu-
HOKMWC/IOTHOM 3aMeHe B CUHTE3MpyeMoM benke. Y 2 geTen
0BGHapyKeHbl UHCEPLMK C AynanMKaluMen, KoTopble OTCYTCTBY-
t0T B 6a3€ AaHHbIX U pacLEeHeHbl KaK NaToreHHble, MOCKObKY
BEAYT K HapylWeHUo CTPOeHUs 6enKa. [eH-GeHOTUNNYECKUX
KOppensuuin He YCTaHOBMEHO, XOTS MOMHO OTMETWUTb, YTO
6onee KpynHasa aynivkaunsa umenacb y pebeHKa ¢ TaxKenon
dopmon 6onesHu (N2 4, cm. Tabn. 1).

M3BecTHO, 4TO NoKanusauusa reHa PDHA1 Ha xpomoco-
Me X 06ycnoBAMBAET reHAEpHble pPas3nuMyina B KiAUHWUYE-
CKOW KapTuHe 3abosieBaHus, BbiaBaHHOro aedpuuntom MNAK.
Y reMmn3unroTHbIX Majib4MKOB OTMeYaloT 6osiee paHHUI AebloT
60NE3HN C TAXKENbIM TEYEHMEM W BbICOKOW CMEPTHOCTbIO,
a TakKe 60/fiee BbIpaXKEHHOE CHUMXEHME aKTMBHOCTU MUpPY-
BataernaporeHasbl B numdoumntax u dubpobnactax [7, 9.
[ns reTepo3uroTHbIX UL, }KEHCKOro nosia xapakrepHa 6onee
BblCOKas NPOAOMIKMUTENBHOCTb KU3HW. [P 3TOM MeHee TaxKe-
Nble KNMHWYECKME MPOSIBAEHUS Y GOJbHbIX YXEHCKOro nona
CBA3bIBAOT C 3QDEKTOM laMOHU3aLMU — HEPABHOM WHaK-
TUBaLMK XPOMOCOMbI X B MOJIb3Y XPOMOCOMbI, HECYLLLEN HOP-
ManbHbIM reH PDHAL [7, 8]. He o6¢cneaoBaHHbIM FEHETUYECKHU
MaTepsM nauMeHToB M cectpe npobaHaa N2 3 (cm. Tabn. 1)
TpebyeTca reHeTMYecKoe TecTUpoBaHME (daHa peKomeHaa-
ums). Kpome TOro, BCe XeHLWMHbl, reTepo3nUroTHble No mMyTa-
umn reHa PDHAL, Hy»galoTca B HEBPONOrn4yeckom obeneno-
BaHuK, nposegeHun MPT ronoBHOro moasra, onpeaeneHuu
YPOBHS NlaKTaTa B CbIBOPOTKE KPOBM C LiENblo Bblavyn Meau-
LIMHCKMX PEKOMEeHJaLMI 1 HagHaYeH s Tepanuu.

JleueHue

Moa BAUSTHUEM KOMMJIEKCHOIO fIe4eHUs y eTEN C U3BECT-
HbIMW OTAANIEHHBbIMKU UCXoaamu 60NE3HN OTMEYEHA YMEPEH-
Has NoNoXuTeNbHas AMHaMWKa. B MeanumnHCKon nutepatype
cBeaeHus 06 adpdEKTUBHOCTM AMETOTEPANUM MPOTUBOPEYHN-
Bbl. B psge pa6ot [14, 22] 6naronpusiTHbi apdeEKT aneTo-
TepanuuM OTMEeYEeH NPUMEPHO Yy MONOBUHbLI GOMbHbIX, Toraa
KakK B ApYrMx uccnepoBaHuax 3TOT BbIBOA MoABepraercs
CoMHeHuto [7, 9]. Ot 10 go 50% nauneHTOB noaaaoTcs neve-
HUIO TMAMWHOM, KOTOpbIM B dopme TuamuHnupodocdaTa
CNY)XWUT aKTMBATOPOM nupyBatgernaporeHassl. penapat
Ha3HavatoT B go3e ot 150 go 300 mr/cyt. YKasaHo, 4To
3ODEKTUBHOCTb OOBLIYHO PETUCTPUPYIOT Y BOMbHbIX C MyTa-
LUMAMK, 3aTparMBaloWMMKM CavT B3aUMOAEWNCTBUS TMAMMH-
nupodocdata ¢ Ela-cy6beamHmuen MAK, B 4acTHOCTM npwu
peKyppeHTHoM MyTauuun ¢.787C>G [5, 6, 7]. lNMoa Hawum
HabnoaeHneM Takmux 60nbHbIX He 6bI10.

3AK/IIOMEHME

Oedovumt NAK — Takenoe opdaHHoe 3aboneBaHue, CBS-
3aHHOE C HapylweHUeM MUTOXOHAPHUaNbHOro 6MoaHepreTuye-
CKoro obmeHa. lNoctaHOBKa AMarHo3a nMeeT 3HavyeHue ang
onpefeneHns TakTUKKU nevyeHus, obneryatrolwero cocTosHne
neten. B 10 ke Bpems 04eBMAHO, YTO BbICOKOIDDEKTUBHOE
fleyeHne gaHHoro 3abosnieBaHWs Noka He paspaboTaHo. 3To
06CTOATENBCTBO 006YC/IOBANBAET 0COBYI0 3HAYMMOCTb Meaun-
KO-FEHETUYECKOr0 KOHCYNBTUPOBAHUS M OKa3aHus MeauKo-
reHeTUYeCKOM NOMOLLM YeHaM CeMbM B BUAE OLEHKM pUCKa
poxaeHus 601bHOro pebeHKa U NPoBeAEHUS NpeHaTa bHOM
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

[MarHoCTUKK B Cinyyae niaHupoBaHus 6epeMeHHOCTU BbICO-
KOro reHeTM4ecKoro pucka.

WHOOPMUPOBAHHOE COITIACUE

Mpw rocnuTann3almm 3aKOHHbIE NPeACTaBUTENM NaLMEH-
TOB nognucbiBann MHGopMmnpoBaHHOE 4OOPOBO/IbHOE COrna-
Ccve Ha UCMoNb30BaHWE MEAMLIMHCKUX AaHHbIX (pe3ynbTaToB
o6cnefoBaHus, IeYeHns U HabNOAEHUS) B HAYYHbIX LEeNsX.

INFORMED CONSENT

Patients’ legal representatives have signed at hospita-
lization voluntary informed consent on usage of medical data
(diagnostic, treatment and follow-up results) for scientific
purpose.

UCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH.
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PefaKktopbl 1 aBTOPbI SBASIOTCA 3BEHbSIMWU OLHOM Lienw
1 UMEIOT, Kadanochb 6bl, 06LLYy0 3ajadvy — NOBbICUTb YPOBEHb
Ony6/IMKOBAHHOIO B XypHane martepuana. 3T0 MOMOXET
yutaTeno nonyyuTb MakCMMasbHO MONE3HYI0 U KayecTBeH-
Hyt0 HOOPMaLUIO, aBTOPY — MOBbLICUTb Er0 Hay4YHbIW U NPo-
deccroHanbHbIM aBTOPUTET, XypHany — yBEIMYUTb CBOW pPen-
TUHI KaK NpodeccuoHanbHOro U3aaHnsa M, KOHEYHO, MHIOEKC
LMTUPOBAHUS, YTO SIBASIETCS Ha CEroAHs Haubonee BaKHbIM
HayKOMETPUYECKUM MoKasaTtenem 3OhEeKTUBHON paboThl
YKypHana, aBTopa 1 y4pexaeHusl, KoTopoe OH NpeacTaBnseT.

Mpn aTOM 3a4acTylo aBTOp M PeAaKkTop OKalbiBaloTcs
no pasHble CTOPOHbI GappuKagbl.

f1 nocTapalocb onucaTb CBOIO TOYKY 3PEHMA KaK aBTop
W KaK peLeH3eHT HECKONbKMUX MHOCTPaHHbIX ypHanos. Kak
aBTOp M COaBTOP, 5§ UMeto 25 NONHOTEKCTOBbIX NyGANKaLIMMA
B MHOCTPaHHbIX XypHanax nepBoro W BTOPOro KBapTu-
4. HenocpeacTBeHHO (MMeto B BMAY, YTO Obla Henocpea-
CTBEHHbIM a@BTOPOM CTaTbW, @ HE YJIEHOM WMHOCTPaHHOro
aBTOPCKOro KoJiNeKTUBa) Obll aBTOPOM OMNy6/IMKOBAHHbIX
cTaTel U OTBETCTBEHHbLIM 3a NEPENUCKY B TaKWX XKypHanax,
Kak Pediatric Rheumatology, Molecular Biology Reports,
Seminars in Arthritis and Rheumatism, Rheumatology
(Oxford), Clinical and Experimental Rheumatology, Annals
of Pediatric Rheumatology, Journal of Inherited Metabolic
Disorders, EPMA Journal, Journal of Pediatric Endocrinology
and Metabolism, Clinical Rheumatology. lNepeyeHb KypHa-
/0B, B KOTOPbIX MHE OTKa3a/u, HO OT KOTOPbIX A Mojayyan
peLeH3um, 3Ha4nTenbHo Wwupe. 31o M Annals of Rheumatic
Diseases, u Arthritis and Rheumatology, n Journal of

Mikhail M. Kostik

Rheumatology, n MH. ap. B 4em 3aknto4yaeTcs omimyne npo-
Liecca oTnpaBKK CTaTbM B MHOCTPAHHbIN ypHan oT oTeyve-
CTBEHHbIX aHanoroB? B MHOCTPaHHbIN XypHan AOCTAaTOYHO
C/IOXKHO nonacTb, HE06X0AMMO MpPaBUbHO BblIGpPaTh M3aa-
HWe, 4ToObl 6blTb MPUHATBIM Ha pPacCcMOTPeHMe ¢ NepBOro
pa3a. MHorve aBTOPbl HAYMHAIOT C «TOMOBLIX» XYPHANOB
no NPUHLMMY: BO-NEPBbLIX, <HOBUYKAM BE3€eT», BO-BTOPbIX,
CKOpee BCEro, He BO3bMYT, HO Tbl MOAYYULIb PELIEH3UIO,
HaMWCaHHYI0 CEPbE3HbIM PELLEH3EHTOM MMWPOBOrO YpPOB-
HSl, MOcneaoBaB KOTOPOW, Tbl yyylWMWb CTaTblo, YTO 3Ha-
YUTENbHO MOBbLICUT LWAHCbl OMNy6AMKOBATbCA B XKypHane
C PENTUHIOM YyTb HUXe. Mol onbIT: B cpeaHeM nonagaellb
B XypHan ¢ 3—4-# NONbITKK, OJHAKO CYLLECTBYIOT Ciyyau,
Korfa ctaTbu NPUHUManN NepBbii XypHan, a 6binn ciayyau,
Korga 5 v 6onee )ypHanoB MHe OTKa3blBanu. HYacTb cTaten
TaK M OCTanucb HeonybnnkoBaHHbIMW. [anee HaynHaeTcs
NpoLEecC peLeH3nMpoBaHus: KaKk npaBuno, 2—3, a MHoraa
4 -5 He3aBUCUMbIX PELIEH3EHTOB B «C/IEMOM» PEXUME AatoT
CBOW pekoMeHaaumu. MNpuyem 310 UMEHHO PEKOMEHJaLIMMK,
HanWcaHHblE B 04EHb KOPPEKTHOM, HUKaK HE AMPEKTUBHOM
TOHE, U He MOMHIO HM OAHOr0 pasa, 4YTobbl PEeLEH3EHTbI
UCMNPaBASAN 3@ MEHS TEKCT, UM BMEWWBaIUCh B AM3alH
nccneaoBaHus, AN yKasblBanu Ha HEO6XOAMMOCTb CCbINOK
Ha KOHKPETHbIE CTaTbM. HacTb XKypHaNoB Jayke 3acnennsator
CMUCOK My6nuKauui, 4ToObl Y peLeH3eHTa, Kak npasuio,
ABNSAIOLLErOCH CrMeuManmucToMm B 3Ton chepe U MMeloLLero
aHanorunyHble nyéanKkauuun, He 6bI10 cobnasHa B OTHOLLE-
HUW NPUHATUS PELEHUs, eCIM OH YBUAWUT B CMWUCKE LMUTH-
poBaHMK cebs NM60, HA060POT, MOXKET NPEASIOKNTL CBOIO
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NMucbmo B pegaKuuio E Letter to Editor

cTaTtbio ANa UMTMpOBaHUA. HYTo HeobxoamMmo caenatb — 37O
cobntoCcTM TpeboBaHUS PEeLeH3EeHTOB M BbicnaTb 06paTHO.
Kak npaBwno, aBTOpy MOBTOPHO BbICHINAIOT CTaTbio C yXKe
MEHbLUMM YUCIOM 3amMeYvaHUi, U Ha 3TOM NPOoLECC PeLIEH3H-
pOBaHMWA 3aKaH4YMBaeTCs, XOTa 6GbIBAOT C/y4aun, YTO peLeH-
3€HTbl HE YA0BNIETBOPEHbLI OTBETAMW aBTOPOB Ha BOMPOCHI,
M CTaTbsl OTK/IOHAETCS, HECMOTPS Ha NepBOHaYanbHoe Noso-
¥UTeNbHOe pelleHre. B Moeln npaKtuKe Obl1 TAKOW cryvau,
Koraa cTaTbsl MnojaBanacb OT YBaXaeMoro WMHOCTPaHHOMo
aBTOPCKOrO KOJIJIEKTMBA M Gblla OTKIOHEHA MOcne BHece-
HUA U3MEHEeHUN B ee TeKCT. Ob6pallaeT Ha cebsd BHUMaHWE
cTeneHb NpopaboTKM MaTepuana B MHOCTPAHHbIX KypHanax,
OHa, KaK NpaBuo, 04eHb rnyboKas.

Yr1o B Poccuu: M3 Moero AMYHOMO ny6aMKaLMOHHOrO onbiTa
S MOry BCMOMHWTb HEGOJIbLIOE YUC/IO KYypPHa/NoB, ABa U3
KoTopbiXx — «Bonpocbl coBpemMmeHHOi neanatpun» u «fepu-
aTpuyeckas dapmakonorus» — rge cywecrtByeT AeiCcTBU-
TeNbHO Cepbe3Hbli pPeLeH3UOHHbIA npouecc. Bo MHOrux
ypHanax no-npexHemy npoLecc peLeH3npoBaHus 1Mbo oTCyT-
CTBYET, 4TO 06/1er4yaeT Xn3Hb aBToOpY, HO BPsiA M CNOCOBCTBY-
€T YNYYLIEHUIO KayecTBa CTaTbM, IM60 HOCWUT MOBEPXHOCTHbIV
xapakTep. Cnefyet 0TMETUTb, YTO 3a MOCNeaHWe roabl NpoLecc
PELEH3NPOBaHNS CTajl XecTye, Aaxe B KypHanax, Kotopble
paHee He 3aHUMaNChb PELEH3UPOBAHNEM — Y HUX MOSIBUANUCH
PELEH3EHTbI 1 Cly4Yan OTKa30B, YTO HE MOXKET He PagoBaTb.

B Bawux KypHanax 3tan oGLeHUsA C peL,eH3eHTOM
AIBNSETCA OYE€Hb HENPOCTbIM W, HaBEepHoe, B LENOM
COMoCcTaBUM WM MecTaMM faXKe 6osiee C/OXEH, Yem
B MHOCTPaHHbIX aHanorax. Xo4y oTMeTUTb NJIOCbI: NPO-
Lecc NpopaGoTKU maTepuana ABASETCA 04eHb MyGOKUM
U He XyXe, 4eM B MHOCTPaHHbIX ypHanax (3To o4eHb
papyeT), HO ecTb U MUHYCbI (TPyAHOCTH). UX Gonblue.

1. B KypHane cyuiecTByeT BeCbMa HeOAHO3Ha4yHas cxe-

Ma (wabnoH) Ang HanucaHWs OPWUIMHaNbHOM CTaTbM.

HW B OAHOM pPOCCMWCKOM WM WHOCTPAHHOM XKypHa-

ne A Takoro He Buaen. OHa O4YeHb CNOXHas, He Bcerga

BO3MOXHO 3amnojiHWTb BCE Pas3fenbl, YacTb M3 KOTOPbIX

HaCTONbKO WMCKYCCTBEHHA, Y4TO He MOHMMaelWb: 3a4emM?

EcTb BENUKONENHbINM OMbIT, KAK POCCUMCKMIM (B T.4Y. BallM

ypHanbl 4o pedopmbl), TaK U MHOCTPaHHbIM. Bce noa4u-

HaeTca npasuny IMRDC (Introduction, Methods, Results,

Discussion, Conclusions). {1, Kak NnpaBuKno, He Bcerga mory

3anoNHUTb BCE pa3aenbl, PeLeH3eHTbl e TpebyioT obpaT-

HOro, TYT-TO U BO3HWKAET HeNoHMMaHwMe. lNonbITKa 3arHatb

CTaTblo B NIOXe wWwabnoHa, Kak MHe BMWAMTCH, yXyawaeT

KayecTBO CTaTbM, AENAET ee MEHEe MpuUBJEKaTENbHON Ans

Bpaya, He MMelolero onbita pPaboTbl C OPUIrMHAMLHBLIMU

uccnegoBaHusiMu. MIHorga MHe KaKeTcsl, YTo M3-3a 3Toro

TepsieTcs UHTepec yuTatenen. Moe MHeHue coBnagaet

C MHEHWEeM Apyrux aBTOpPOB, KOTOPbIE MMEIOT ONbIT Ny6u-

Kauuu B Balwux XypHanax. [locagHo, 4TO pefakums He

nbiTaeTcs cobpatb MHEHWUS aBTOPOB WK NO KpanHen mepe

BCTYNWTb B AManor. A Bceraa nuvily CBoW OTBETHblE 3aMeya-

HMS, HO, K COXaneHwuto, CTWb PaboTbl pefakumnv avanora

He npeaycMaTpuBaeT. PejlakTop Bceraa octaeTcs npas...
2. CTunb peueH3npoBaHUA KOpeHHbIM 06pa3om  OTu-

4aeTcsl OT MHOCTPaAHHOro M OT TaKOBOro BO BCEX POC-

CUWCKMX KypHanax, B KOTOpPbIX MHE MPUXOAMIOCH

nyénvkoBaTbcs. OH AWPEKTUMBHbIA. PeueH3eHT no3so-

naeT cebe OOCTaTOYHO KPYTO BAMSTb Ha AM3akH, cylle-

CTBEHHO MEHATb TEKCT CTaTbM TaK, KaK €My KaeT-

Cc  NpaBWibHbIM, [AaNeKko He Bcerga cnpawusas

aBTOpa 06 3TOM. llocne Kaxkaoro atana peLeH3MpoBaHus

S noflydan CcTaTbio, TEKCT KOTOPOM Oblfl CYLLECTBEHHO
M3MEeHeH pPefaKTopoM. Y MeHs Bcerga ocTaetcs CTOMKoe
olyLleHre, 4TO § NPOCTO 0643aH BKOYUTL peLeH3eHTa
B aBTOPCKMM CMUCOK, MOCKO/IbKY OH COOTBETCTBYET BCEM
KpWUTepmam aBTOpPCTBa cornacHo pekomeHaaumnsam ICMJE
(OH yuTan, Nucan, BHOCKA CyLLECTBEHHbIE 3aMeYaHUss —
BCE KpUTEPUM aBTOPCTBA HaNMULO), HO PEaKTOP XKypHana
He aBTop!!! TaKkoro e ObiTb HE AO/MKHO, KarKabli A0S-
YKE€H oTBe4YaTb 3a CBOE, Y KaX/J0oro ectb npasa, 06513aH-
HOCTM, TpaHuLbl M cdepbl OTBETCTBEHHOCTU. Ewe pa3
MOBTOPIOCL: TAKOTO HU B POCCUMCKMUX, HU B MHOCTPaH-
HbIX XypHanax s He BuAen. PeLeH3eHT B BalUMX XKypHa-
nax, Kak npaBuWio, OAWH, HET BTOPOro B3rnsaa. AKLEHT
B peueH3UpOBaHWW HampasfieH Ha MOMbITKY M3MEHWTb
[AM3alH nccnefoBaHus, a He Ha CMbICIOBOE COAEPKaHue
ctatbM. [pn 3TOM peLeH3€eHT YacTo NbiTaeTcs AENCTBO-
BaTb LWAGMOHHO B OTHOLIEHMW AM3arHa. 9 NoHMMato, 4To
npaBWbHbIM AM3aWH — 3anor NpaBWIbHOIO pesy/bTa-
Ta, HO AaBaWTe He 3abblBaTb, YTO Mbl }XMBEM B 0CO6O0M
CTpaHe, rae B MEAMUMHCKUX YYPEXAEHWUSX HE MPUHATO
apXMBMpOBaTb [aHHble, MHOTME aBTOPbl HE WMEIOT CUN
WM BO3MOMHOCTU Cpasy MjaHMpoBaTb MPOCMEKTUBHbIE
uccnefoBaHUs, HayKa He MoAdepXMBaAETCs [LOKHbIM
o6pas3om, Aa U MHOIMEe y4YeHble HE UMEKT HEOBX0aANMO-
ro onbiTa NNaHMPOBAHUA MUcCneaoBaHuW. Y Hac 60Mb-
LWO€e KONMMYECTBO OPUTMHaNbHbLIX UCCNEA0BAHUI B KITUHU-
4YEeCKOM MeaMUMHE HOCUT PETPOCMEKTUBHLIM XapaKTtep.
B HeKoTOpbIx 061aCTAX, TaKMX KaK U3y4eHWe CpaBHUTENb-
HO HOBbIX WKW peaKnx 3aboneBaHWi, BOOOLLE MHOrue
«wpeanbHble» MccnefoBaTeNbCKMe MNOAXOAbl Henpume-
HUMbI, MPUYEM 3TO HE TOMbKO y Hac, HO U Ha 3anage.
Y MeHs Obl1 NpuMep, KOraa peLeH3eHT Obll HeA0BOJIEH
[M3alHOM WUCCNefoBaHus, 9 NpuBeNn B NpuUMep An3ainH
MOXOXEro uccnefoBaHmsa U3 04EHb CEPLE3HOTO KypHana.
OTBET peLieH3eHTa MEHS pa3oyapoBa: eMy HE NOHPaBMK-
J10Cb, KaK CEPbE3HbIN XypHan Takoe gonyctui. MHe o4eHb
CIIOXHO 0OBACHUTb, YTO B HACTOSsLLEE BPEMS B 3TOMW NpPO-
61eMe 13-3a ee HOBWU3Hbl APYrMX BapMaHTOB UccnefoBa-
HMS NOKa ObITb HE MOXKET. MHOr4a MHE KaxeTcs, pefaKkTop
Mor 6bl ObiTb 60Niee chepyKaHHbIM B CBOUX BblCKa3blBa-
Husx. Korga y Hac 6yaeT Takow e uccnenoBaTenbCKUm
wTaT, Kak Ha 3anapge, Toraa 6yaeT Apyron pas3roBop.
[ymato, peaakTop Mor 6bl BOWTU B MOJIOXKEHWE aBTOPOB
M MOHATb, B KaKWX CNIOXHbIX YCMIOBUAX OHM paboTaloT.
BosBpalyasicb K TeMe pa3roBopa: cemyac MMeeMm TO, 4TO
nMmeem. Ha 3anage, Hao60poT, BCE HanpaB/leHO B Mnep-
BYIO O4Yepedb Ha CMbIC/IOBOE COAEPIKaHWe, CTaTbM (ECU
OHW OTHOCATCS K paspsiay KIMHUYECKKUX) OPUEHTMPOBAHbI
Ha KIMHULUMCTOB, @ HEe Ha YYeHbIX, CNeLnann3npyroLmxcs
B 06nactv QyHAaMeHTalbHbIX MCCAeA0BaHUM, KOTOpble
yauie 6uonorn, a He Bpayu. [N TakKux ydeHbIx 6yayT
CTaTbM C APYrMM CMbICIOBbIM COAEPKaHnem — 310 6yayT
dyHAaMeHTanbHble UCCNeaoBaHMs.

CyuiecTByeT elle oaHa NpobseMa B OTHOLIEHUSX C PeLeH-
3eHTaMM — Yy MEH$l JIMYHO YacTO CKNaAbiBaeTcs oulylie-
HWe (MOBTOPIOCb, 3TO MOE CYrybo NIMYHOE MHEHME), 4TO
PeLEH3EHT NbiTaeTcs YIMYUTb aBTOpa B HEKOEM MoAore.
9 noHWmalo, BCe Mbl JONyCKaeM Te WU UHble OLWWNOKM,
npo6nema «nognora» JaHHbIX HE HOBa B M34aTe/IbCKOM
[lene, Ho BCe e xoTenocb 6bl MeHee NpeaB3AaTOro OTHO-
LWEHUA Ha 3TOT cYyeT. B topucnpyaeHumMn cylecTByeT Tep-
MWH «NPe3yMnLuna HEBUMHOBHOCTMK». XOTeNoChb 6bl MCXOAHO
HenpeaB3sTOro OTHOLWEHUS.



4. TlpeanoxeHne K peueH3eHTam B OTHOLWEHWU CTPOroro

TpeboBaHus cobN0AeHNS KOHDIMKTA MHTEPECOB. A npea-
narato: nMbo XKypHan NpPUMEHSIET 3TO NpPaBUIO KO BCEM
W peanbHO OTKa3blBaeT B cay4yasx, Korga KOHOAMKT
WHTEPECOB «HaNWLO» WU €CTb «CEPbE3Hble COMHEHWUS
B HEM», TGO OCTaBASIET 3TO «Ha OTKYMN» aBTopam. B KoHLe
KOHLIOB, BCE B3POC/blE NTIOAN, U KaXKAblM AOMKEH PELWNTb
370 Ang cebs. Moe MHeHWe Ha 3TOT cyeT onybMKoBaHO
B BalleMm xypHane B 2016 r. Oco6eHHO He NoHUMalo, Ans
yero TpeboBaTb Hann4Yne KOHGANKTA MHTEPECOB B OTHO-
LIEHUN CTaTeN, rAe HET YKa3aHWs Ha IeKapCTBEHHbIE Mpe-
napatbl. 34ecb He OO/IKHO ObiTb ABOWMHbIX CTAaHAAPTOB.
Ha 3anage MMeHHO Tak M NOCTynatoT, KOHPANKT UHTEpe-
COB YKa3blBaeTCs, eCNM eCTb YKa3aHue Ha npenaparthl,
o6opyaoBaHue 1 T.M. XoTenocb 6bl NPO3PayHbIX NpPaBu
Urpbl U CO CTOPOHbI XypHana. B »ypHane ecTb peknama
HEeKOero NeKapcTBEHHOro Npenapara u ctaTbs NPO Hero,
a 'y aBTOpPOB HET KOHPNMNKTa MHTepecoB. He nosepto, 4To
3TO NPOCTOE coBMNafeHue. 9 B KU3HU Obln CBUAETENEM,
Korfa 4ecTHoe yKadaHue KOH(IMKTa MHTEPECOB CTaBUI0
noA yrposy Kapbepy M MecTo paboTbl Bpava. KypHan
[OJIKEH AenaTtb Ha 3TO NOoMpaBKy.
Kpome Toro, BO MHOIMXx POCCUMCKMX XypHanax L0 CUX
nop ocTanacb narybHas npakTtuka TpeboBaTb O0PULIK-
anbHOe HanpasfieHue ¢ MecTa paboTbl. K cyacTbto, Balum
ypHanbl no6eawnu 3Ty 60/1€3Hb, HO TaKOM MOCTCOBET-
CKMI aHaxpoHM3M CyLLEeCTBYET 10 CUX Nop. B Munpe Takoro
HEeT, CyLLLEeCTBYET MMCbMO aBTOpa B XypHas, KpaTKo nosc-
HAoLEee, NMoOYeMY MMEHHO 3Ta CTaTbsl 3ac/y*KMBAET ObiTb
ony6/IMKOBAHHOW KOHKPETHO B 3TOM M3AaHuu. lpouecc
Nnony4yeHnss HanpaBlEHNUS MOXET CONPOBOXKAATLCA OTKa-
30M aAMUHUCTPALMKU yYpeXaeHuns nyeanKoBaTbCsa B KOH-
KPETHOM )ypHase, BNaoTb 40 YKa3aHus, rae aBTopy cre-
AyeT NyGNAMKOBaTbCS, a TaKXKe TpeboBaHMEM BKIIIOYEHUS
onpefeneHHbIX CCbIIOK, aBTOPOB B TEKCT My6/MKaLuu.
BoT roe HacToawmnn KOHOANKT MHTepecoB!

5. Euwe oagHa npo6aema anaa o6CyaeHns — 310 nyénmkaums

KIMHUYECKM MPOCTbIX CNy4aeB M3BECTHbIX 3a6oneBaHui
B NMPUIOXKEHUN K HEMPUKPLITOM peKname IeKapCcTBEHHOro
npenapara («npocTble» Ciy4an 3To CyGbEKTUBHOE MHEHUE
aBTopa, OHO MOXET He CcOBMajaTb C MHEHWEM peaaK-
LmMK). A TaKoro B cepbesHbIX XypHanax He Buaen. Hacuer
case reports ectb NpaBuIO — 3TO HEOObIYHOE TevyeHue
3ab60/1eBaHuUsA, HEOObIYHbIE NMOAXOAbl K Tepanuu. MHoraa
HEeob6blYHO BUAETb B CEPbE3HOM XypHase (a Ball XXypHan
1 pacLiEHMBAIOD KaK CEPbE3HbIM WM MbITAOUMIACA BbINTH
Ha MeXAyHapOoaHbI YPOBEHb) ONUCaHUE TUMMYHOMO NaLu-
€HTa, KOTOpbIN Nony4yaeT cTaHAapTHOE NevyeHue.
91 KaK-TO y)Ke BbICKa3blBa/l MpeasioXKeHue, yBUaeHHoe
B O/IHOM W3 }KYPHaNoB, rae yKasblBaeTcsl, KTO Obla peLeH-
3EHTOM CTaTbM, C YKa3aHWEM ero KOHGINKTa MHTEPECOB.
MHe KakeTcs, Takon war ctan 6bl nokasateneM Mak-
CUManbHOM OTKPbLITOCTM W MPO3PAYHOCTM OTHOLIEHWUN
©KypHan—aBTop—yuTaTenb». B cBoen cneunanbHOCTH Mbl
3HaeMm BCEX, HaM U3BECTHO, KTO 1 YeM 3aHnmaeTcs. MHe
KaXKeTcsl, yKa3aHMe Ha TOro 3KcrnepTa, KOTOPbIK BbIMy-
CTUN CTaTblo, TaKXKe NOBbICUT UHTEPEC YuTaTens. Ho ato
BOMPOC AN15 06CYyXAEHMS.

6. Bonpoc 3TMYHOCTU pPELIEH3EHTOB OCTaBASET KenaTb
Ny4lero, BbiCKa3blBaHWA U HEKOPPEKTHblE CPaBHEHMS,
nepexo/] Ha IMYHOCTHblIE 0COBEHHOCTM aBTOPOB — MpPO-
CTO HeAonycTUMbl, HO 3TO cKopee 06LiIepoCcCCUCKas
60/1€3Hb, a He Npob6eMa KOHKPETHOr o KypHana. Ha mom

B3NS4, 3T0 MEPEKWUTKU MPOLWIOT0 U OTPaXKEHUE LLEHT-

panu3auuM COBETCKOrO MepuoAa MXW3HU. 34ecb e

BOMPOCbI O rpaHToBOWM noaaepxKe. Pepaktop Tpeby-

€T 00ObSCHEHUS, NoYeMy CTaTbsl MoAAepKaHa rpaHTOM.

Moe MHeHWe Ha 3TOT cYeT: AaHHaa Tema Ans AUCKYCCUU

MEeXAay rpaHTononyyateNnieM n opraHn3aumen, BbiaaBLlen

rPaHT, HO HWMKaK He BOMPOC KOMMETEHUMM peaaKTopa.

0630pHas cTaTbs, NoagaepKaHHasa rpaHToM, He Bbi3biBa-
€T BOMpPOCOB, a KNMHMYECKOe HabntogeHre, AMarHocTuKa

KOTOpPOro cTouna AeHer, Bbi3blBaeT Bonpochbl. Mexay

NPOYUM, FPaAHTOM MOALEPIKMBALOTCA pa3Hble chepbl aest-

TENbHOCTU y4yeHoro. TaK, HanucaHue cTaTbu 3aHMMaeT

BPEMS, KOTOpPOeE, KaK npaBuio, OTHUMAETCS OT IMYHOIo

W, KaK MpaBuo, HU UMEET MaTepuaibHOM KOMMNEHcaLnK,

a rpaHT 310 Kak pas v no3sonseT. [logpasymeBaeTcs, 410

MaeT onnaTta 3a Hay4Hylo aKTUBHOCTb, KaK pa3 BO BpeMs,

noTpayeHHOE BHE OCHOBHOW paboThl.

Tenepb noctapalcb NOAENUTLCS CBOWM OMbITOM PELEH-
3MPOBaHMUA: BECb OH COCPEAOTOYEH HA MHOCTPAHHbLIX XYyp-
Hanax, ecin He cyuMTaTb HECKOMbKMX pa3, Koraa s peleH-
3MpoBan [And HEeKOTOPbIX POCCMMCKUX XKypHanoB. 3To
Journal of Rheumatology, Rheumatology International,
Clinical Rheumatology, Arthritis Care Research, Clinical
and Experimental Rheumatology, European Journal of
Rheumatology, RMD Rheumatology # HecKoNlibKO MeHee
M3BECTHbIX XypHanoB n3 BocTtoyHon EBponbl U bBauxHero
Boctoka. Mo onbIT cocTaBnsetr 6onee 200 pelLeH3u 3a
nocnegHue 3 roga.

Mpouecc peueH3npoBaHUA B MHOCTPAHHbLIX XKypHanax
NPOCT W MOHATEH: PeLEH3EHT NPUHUMAET cTaTblo Ans pabo-
Tbl, MULWET CBOM 3aMeyvyaHus aBTOPY U peaaKTopy MW TONbKO
OAHOMY M3 HUX. TaKKe peLeH3eHT BblIGMpaeT OAHY U3 ONuuUK:
«MIPUHATb KaK eCTb», «NPUHATb C HEGOMbLUNMU U3MEHEHUAMM,
«MPUHSATb C CYLLECTBEHHBLIMU M3MEHEHUSIMMW», «OTKa3aTb». Ecnu
[Ba peLieH3€eHTa BbICKa3anuChb 3a «0TKa3aTb», KypHan CHU-
Ma€eT CTaTblo C PELLEH3MPOBAHUS U HE MPUHUMAET ee aarke
B gopabotaHHoM Buae. OgHaKO cywecTByeT MHTepecHas
ONUMSA: XKypHan MOXET nepefaTb CTaTbido B MapTHEPCKOe
n3gaHve ¢ 6onee HU3KUM perTUHrom. CTaTbsd MOXKET 6blTb
He CTONb NNoXa, HO ee YPOBEHb He YCTpanBaeT KOHKPETHbIN
YpHan, B KOTOPOM, K MPUMEPY, OrPaHNUYE€HO YUCNO0 CTPaHULL.
B cOMHUTENbHbIX CNyYasx, Hanpumep, NP HaaMYUM NOASPHbIX
MHEHWIN PEeLIeH3EHTOB, PefaKTop, Kak NpaBwuo, NpuBieKaeT
ellle HECKONTIbKMX BHELWHMX 3KCNEepTOoB, YTOObI MOHATb, KaKoe
4YMCNo ronocoB 6yaeT 6osnblue: «3a CTaTbio» MW «OTKa3aTb».
OpHako ecnv B cymMe ByaeT ABa OTKa3a, CTaTbsl OyAeT cHATa
C peLeH3npoBaHus. 3amMeTbTe, PEAKONNErUS XKypHana no cyTm
CTOMUT B CTOPOHE, Habto4as 3a 3TUM NPOLLECCOM, NMPAKTUYECKU
He BMelLMBasChb B Hero. 5 06bI4HO apryMeHTUPOBaHHO OTKa-
3blBato B 25-30% cny4yaeB, Moe MHeHUe 6onee 4yem Ha 70%
CcOBMajaeT C MHEHWEM BTOPOro-TPETLEr0 peLieH3eHTa. A mory
BUAETb PELEH3UI0O CBOEro Konnern (pasymeercsi, aHOHWM-
HYI0), TONIbKO MOc/fie OTNPaBKW CBOEW PeELIEH3UKU, B KOTOPOM
1 )K€ HU4Yero He cMory uameHuTb. Kctatu, Bo Bcex Npoduib-
HbIX YXYpHanax CTaTbl0 CHayana npocmaTpuBaeT peaakTop,
M3BECTHbIN cneunanucT B npobnemaTuKe XKypHana, Hanpu-
Mep B PEBMATONIONMM — PEBMATOSION, U TONbKO MOC/e 3TOro
NPWHUMAETCS PELUEHNE, K KOMY U3 PELIEH3EHTOB HanpaBUTb,
NIMB0 MOXKET 0TKa3aTb cpasy, HO 3TO YPOBEHb Y3KOHaMNpaBeH-
HbIX )KypHaN0B NepBOro—BTOPOro KBapTuas. Takoe npaBuio
PEeAKO OTHOCUTCS K MYyNbTUANCLUMNANMHAPHBIM XypHanam.

MHTepecHbIM, Ha MoW B3rnsag, fBASETCHS BOMNPOC Bbl6GO-
pa peueH3eHTOB. Bo MHOrux xypHanax tpebyeTcs, 4ToObl
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E Letter to Editor

MucbMo B peaaKuuio

OTNPaBASIOWNIA aBTOP yKasblBaa NOTEHLMANbHbIX PeLEeH3€eH-
TOB, UCXOAS M3 CBOEro NMpeacTaBfieHns 0 TOM, YTO 3TU oan
SBNSIOTCS cneunanmMcTaMum B JaHHOM cdhepe. MmetoTcs npasu-
na: U3 cBOeM CTpaHbl MOXHO B31Tb TONIbKO OAHOMO, PELLEH3EHT
He MOXeT paboTaTb BMECTe C aBTOPOM/aBTOpPaMu M No BO3-
MOXHOCTW He A0/KeH ObiTb COaBTOPOM Ny6AUKaLMIM B NPOLL-
oM (3TO MpaBW/IO ceryac co6MoJaeTCs pexe, MOCKONbKY
cTeneHb Konnabopauuu o4YeHb BbICOKa). Takxe aBToOp MMme-
€T NpaBO yKa3aTb HeXenaTeNbHbIX AN HEro PEeLEH3EHTOB,
HO 06513aTe/lbHO pPa3bsACHWUTL Noyemy. PefaKTop, NpuHUMato-
MM CTaTblo, MOXET Y4YUTbIBaATb NOXKENAHUS aBTopa, @ MOXET
PYKOBO/ACTBOBATLCS CBOMMM COGCTBEHHLIMU MPEACTABEHM-
SIMWU, KOFO ¥ MO KaKoW MpUYMHE MPUINacuTb B PELEH3EHTHI,
HO ero Bbl6OP OOGbLIKHOBEHHO [OSIXKEH OblTb 060CHOBaH —
peueH3eHT UMeeT nybnnKaumm B 3ToM obnacTtu. Tak, Hanpu-
mep, B Pediatric Rheumatology Online Journal ancT peLieH3eH-
TOB BKJIt04YaeT okono 200 YyenoBeK, 3T0 MPUTOM, YTO AaHHbIN
ypHan cneunann3npyeTcs Ha y3Kom Teme «neguaTpuyeckas
peBMaTonorus».

MHorga aymato: BOT 6bl y Hac Tak. POBHO oauH pa3 4
peLieH3npoBan cratblo B «Bonpocax coBpemMeHHoW neau-
aTpuK» KaK BHELLHWI 3KCMNEPT, HO MHE He NoKasanu NoBTop-
HO CTaTblo, T.€. 1 HE CMOT NMOHSATb, GblN M BHECEHbI Kakne-
60 M3 MOMX PEKOMEHJALUUN B TEKCT pyKonucu. MHe o4eHb
HPaBWTCS MPaAKTUKa MHOCTPAHHbIX XYpPHaNoB: NpuBieYeHne
CBOMX e aBTOPOB K npoueccy peueH3anpoBaHus. CTouT
ony6aMKoBaTbCs B MHOCTPAHHOM XXypHane 1—2 pasa, 1 1ebs
3aKMAaloT peLeH3nsaMU. ITO O4eHb BepHas TaKTUKa, Bedb
peueH3npys YyKune cTaTbM, Mbl YYMMCS NpaBuibHee nucatb
CBOW. ITO KaK B CNOPTE «MrpaloLLmi TPEHEP».

MHTepecHbIM pelleHneM B BoOMpocax Mpo3pavyHOCTU
crnepyeT cumTatb cepBuc Publons. PeueH3eHTYy B MOMEHT
pefaKTMPOBaHUS CTaTbW MpeanaraeTcs 3aperucTpupoBaThb-
Csl Ha 9TOM CepBMCE M eCnu aBTOP COrMMlaceH, TO ero Ums,
TEKCT peLIeH3MM M Ha3BaHWe CTaTbW NOSBASIOTCS B OTKPbI-
Tom pocTyne. TakKe MOXHO OLLEHUTb METPUKY peLieH3eHTa:
KOMY OTKa3asl, CKOJIbKO pa3, KaK 6bICTPO OTBETUJI, CKONbKO

C/IOB COCTaBWNla ero peLeH3usl, ero PenTUHr B CpaBHEHUU
C IPYrMMU peLieH3eHTaMM.

B 3akntovyeHne xo4vy nobnarogapuTb PeLIEH3EHTOB XKyp-
Hana 3a Henerkuw Tpya, 9 O4YeHb HafelCb, YTO HWMKOro
He obuaen. MHe o4eHb XO4eTcsl, YTOObl M HallW XKypHasbl,
M Hallu mccnegoBaTenn cMornu Gbl BbIATUM Ha CEPbe3HbIn
MEeXAYHapOAHbIK ypoBeHb. [ymalo, 4TO HamM UMEET CMbIC/
aKTMBHO MepPeHMMaTb OMbIT HAaWWX 3anafHbiX KOMJer Kak
cbhepe Hayku, Tak M B u3patenbCcKom fene. MHe o4yeHb
He6e3pasfIM4yHO TO, YTO MPOMCXOAMT B OTEYECTBEHHbIX XKYp-
Hanax, NOBTOPIOCb, YTO, MO MOEMY MHEHMWIO, B MeanaTpuu
BallK M3aHMA B6IMKe BCEro CTOAT K MeXAyHapoaHbIM Tpe-
60BaHUAM U CTaHAapTaM, HO MHe Obl XOTeNI0Cb, YTO6bI BblIN
clienaHbl AanbHeWlne Wwarn Bnepea, K HaMeYeHHON Lienu.
OyeHb Hagetch, YTO JaHHasa TeMa He OCTaBWT PaBHOYLLIHON
HW aBTOPOB, HW YuTaTenen u OyaeT MPOAOSIKEHA B BUAE
KOMMEHTapMEB Ha CTpaHWLaXx XXypHana, MHEHWUW Mo 3TO-
My BOMPOCY M MNpPeasioXeHun Mo onTMMM3auuu auanora
«@BTOP—pefaKTop—yuTaTeb».
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UHdopmauusa Coro3a neguatpoB Poccumn

https://doi.org/10.15690/pf.v17i6.2180

3HaMeHaTe/ibHble U I0OUJIeHbie AaTbl
ucropuu neguatpum Poccuun 2021 ropa:

300 Jer

YKkaa lMeTtpa | 06 ycTponcTBe B MOCKBE rocnutanen Ansg He3aKoOHHOPOXKAEHHbIX MnageHueB (1721).

250 Jiet

BocnutaTtenbHbi aom B [eTepbypre n PoannbHbIM MHCTUTYT MpU HEM (1771).

175 ner

«Jpyr matepen, nau MonHoe pyKOBOACTBO, KaK npeaynpexaaTb, pacno3HaBaTb AeTCKME 60/1e3HU
n neuntb nx» (Mpym-rpxunumanno K.N., 1846).

125 qer

lepBbl OTEYECTBEHHbIN NeaMaTpUyecKkum KypHan «Jdetckas meguumHar»
(1896-1905).

125 ner

BbicLwine Hay4Hble KypCbl BOCNUTATENbHUL, U PYKOBOAUTENbHUL, GU3NHECKOro 06pa3oBaHus,
opraHnsoBaHHble [1.P. Jlecradptom B NeTepbypre (1896).

125 qer

AnoHCcKoe neguatpuyeckoe oblectso (Tokmo, 1896).

100 Jer

Jekpet CoBeta HapoaHbix Komuccapos PCPCP «O getckom nutaHumn» (1921, 22 uions).

100 sieT

Hekpet CoBeta HapoaHbix KomuccapoB PCPCP «O6 oxpaHe 340p0Bbs
NOAPOCTKOB U aeTen» (1921, 15 ceHTabps).

75 JeT

«bpyuennesy geten» (0.4. Cokonosa-lNloHomapeBa, 1946).

50 Jjiet

«JeTckasa aHaoKpuHonorusa» (M.A. ykoBcKun, 1971).

b0 Jjiet

«HacnenctBeHHble 60n1e3HK y aeten» (J1.0. bagansgH, B.A. Ta6onuH, t0.E. Benbtuwes, 1971).

1 CocTtaBuTenu: BeaywWwuin Hay4Hbl COTPYAHUK, K.M.H. EropbiieBa W.B., cTaplimil Hay4HbIR COTPYAHWK, K.M.H. LLiepcTHeBa E.B. (Otaen ncropuu
MeanumnHbl PrEHY «HauuoHanbHblin HUW o6uiectBeHHoro 3gopoBbst UMeHn H.A. Cemaluko» / FSSBI «N.A. Semashko National Research
Institute of Public Health»); otdelistorii@rambler.ru
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150 Jiet

225 Jiet

Co gHsa poxaeHunsa CtenaHa ®omuda XOTOBULKOIO (1796-1885, poga.

B MecT. Kpacunos CTapoKOHCTaHTMHOBCKOIO ye3aa BosibIHCKOM ry6epHum),
OTEYECTBEHHOr0 aKyllepa W negnaTpa, 04HOro U3 OCHOBOMONOXHUKOB
neguatpun B Poccnn. Cosnan (1836) B MeaAnKO-XMpYypru4ecKom akageMmmu
B [leTepbypre 1 Bo3rnaBmn (1836-1847) camocToaTeNbHYO Kadeapy
aKyLlepcTBa C YYHEHUEM O KEHCKUX U AETCKUX BONe3HAX. ABTOP OKOJIO

30 neyaTtHbIX paboT MO aKyLIEPCTBY, }XEHCKMM GONE3HAM, NeanaTpuu,
MHOEKLIMOHHBIM 60/1€3HAM U TUrneHe. Ero gyHaameHTanbHbiM Tpya
«[legnsatpukar» (1847) — nepBoe B Poccrn pyKOBOACTBO MO NeanaTpum.
BHec BKag B pa3BuTne B CTPaHe rMrMeHn4ecKor Hayku. bbil pegaktopom
«BOEHHO-MEANLIMHCKOro )ypHana» (1833-1839).

Coy. u ant.: cM. BM3. 3-e n3a.; bC3. 3-e n3a.; bP3; buktumupos B.B.,
LLeB4yyk C.H. HoBble gaHHbIE 0 XW3HKU U aesatenbHocTn C.P. XoTOBULKOIO //
CoB. 3apaBooxp. 1989. N2 5. C. 70-73; MukupturyaH I.J1., CyBopoBa P.B.
MNepBbin pycckun neanatp C.P. XoToBULIKUK // Penbaliep 1 akyllepKa.
1987. N2 2. C. 58-61.

Co aHs poxaeHnsa KopHenun KatapuHbl E JTAHTE (C.C. De Lange 1871-1950), HUaepnaHacKkoro
neguartpa. Jana nogpobHoe onncaHne BPOXAEHHOIo CUCTEMHOIo 3abosieBaHnd (BnepBble
onncaHHoro B 1916 r. B. bpaxmaHoM) ¢ KOMOUWHaLIMEN MHOXECTBEHHbIX A€reHepaTUBHbIX
aHomManun (1938, cuHagpom ae JlaHnre I). B 1934 r. getanbHO onucana BPOXAEHHYIO MblLIEYHYO
rMnepTpoouio 1 BPOXKAEHHOE NopaxeHWe roloBHOro Mo3ra, BnepBble NpecTaB/ieHHbIE

®. bpyKom (cuHapoMm bpyka — [e JlaHre).

Coy. n mt.: cMm. BM3. 3-e na3a. T. 7. C. 89. [le JlaHre cuHapombl; Wie is dat? Gravenhage, 1948.

100 Jyiet

Co gHs poxxaerus ManunHbl HukonaesHbl CEPAKOKOBCKOM (1921-2004,

poA. B MOCKBE), pPOCCMMNCKOro rurueHncTa, akagemmka PAMH. C 1963

no 1996 r. — anpektop HUW rurneHsl geten 1 noapocTKoB. Hay4Hble Tpyab!
NMOCBSILLEHbI M3YYEHUIO BIUSHUA GaAKTOPOB OKPYKaloLWEN cpeabl Ha pa3BUTHE,
dopMHUpPOBaHMNE N 3I0POBbLE YENOBEKA B IETCKOM M NOAPOCTKOBOM

BO3pacTe, B YacTHOCTH B ycioBuax KpanHero CeBepa n Cnbupu, paspaboTre
FTMIMEHUYECKUX aCMEKTOB MPOEKTUPOBAHMS U 060PYAOBaAHUS LLKOA U AETCKUX
yUYpeXAeHUN, UCCNEA0BAHMIO TMIMEHbI GU3UYECKOrOo BOCNUTAHUS U CNOPTa;
npoénemam nNpodeccnoHanbHON OpUEHTALMN U NPOodEeCCUOHaIbHOro oTéopa
NoApOCTKOB. YaocToeHa npeMun um. @.d. SpucmaHa 3a MoHorpaduio
«CoumnanbHble YCNOBUS U COCTOAHUE 340POBbSA LLIKONbHUKOB» (1979).

Coy.: cM. BM3. 3-e 13a.; lNcuxornrneHa geten n nogpoctkos. M.: MeauuuHa,
1985. 224 c. (CoBMECTHO ¢ Aap.); 300p0oBbe, pa3BuUTHE, TMYHOCTb. M.: MeauumHa,
1990. 332 c. (CoBMECTHO ¢ ap.).

Jint.: T.H. CepatokoBckas // 60 net Poccuickon akageMmn MeauLMHCKUX HayK.
M.: 2004.




90 JieT

Co agHsa poxaeHus Bnagumupa Kupunnosuya TATOYEHKO (poa. 23 mapta 1931 . B MockBe) —
pOCCHICKOro negnaTpa.

C 1976 r. Bo3rnaensan nHeKunoHHoe (¢ 1989 r. — oTaefieHre OCTPbIX pecnnpaTopHblX MHOEKLNH
C rpynnon XPoHUYECKUX BPOHXOSIEFOYHbIX 3abonieBaHni), ¢ 1999 no 2007 r. — AMarHoCcTUYECKoe
otaenenune. C 2007 r. — rnaBHbIM HayYHbIM COTPYAHWUK OTAENEHUS NYIbMOHOMNOMMK U anneprosiornu
HWUW negnatpmun HU3/ (B HacToswee Bpema HMWL, 31 M3 P®). C 1993 no 2004 r. — yneH
Komuteta coBeTHUMKOB EBponernckoro 6topo BO3 no PacluMpeHHOM nporpamme MMMYHMU3aL 1K,
€ro BKJ1aj B IMKBUAALMIO MOJIMOMUENUTA B PETMOHE OTMEYeH crneuunanbHbiM CepTudrKaTom.

B TeueHune 28 neT pefakTnpoBan pycckoe naganue «bronneteHs BO3». OCHOBHbIe Tpyabl

B.K. TatoT4eHKO OXBaTbIBaAlOT IETCKUI TYOEPKYIES U MY/IbMOHONOIMMIO, AETCKUE UHDEKLINK

1 BaKLMHOJIOMMIO, COLManbHyo neguaTpuio U MexayHapoaHoe 3paBooxpaHeHne. 3aciyeHHbIn
aeatenb Haykn Poccuiickon ®depgepalmm, noydeTHbi yneH Coto3a negnaTposB Poccuu.

Cou.: bpoHxonero4Hbiv Ty6epKyne3 y aeten paHHero so3pacta / noa pea. C.B. PaunmHckoro. —

M., 1970. — 268 c.; MyKoBucuLUnao3 y aeten. — M., 1974 (coaT. C.B. PaunHCKUN,

H.N. KanpaHoB); bosie3Hn opraHoB AbixaHua y geten. — M.: Megunumna, 1987. — 496 c. (coaBT.
C.B. PaunHckum, P.I. AptamoHoB); OcTpble NHEBMOHUU Y AeTen. — YeboKcapsbl, 1994, — 323 ¢.;
BaKkunHonpodurnakTMKa Npu HapylleHnn 340poBbsl / noa pea. A.A. bapaHoBa. — M.: Coto3
neanatpoB Poccun, 2001. — 338 c. (coaBT. b.®. CemeHoB); MMMyHONpodunakTnka-2014.
CnpaBo4HUK. — M., 2014. — 278 c. (coaBT. H.A. O3epeuKoBcKkui, A.M. deaopos.).

JInT.: Hay4HbI UeHTp 340p0oBbs AeTten. 1763-2016 rr. JokTopa HayK. buorpadudeckuim chosapb /
noA pen. npod. B.1O. Anbbuukoro. — M.: legmatpb», 2016. — C. 603-605; kypHasnbl «<Bonpochl
COBPEMEHHOM neguaTpun», «fegmatpudeckas papmaronorms», 2011 r.

80 JieT

Co aHsa poxaeHunsa Banepus KOpbeBuda AJIbBULKOIO (poa. 14 anpens 1941 r.
B KasaHu), poccMMCKOro negnatpa U UCTOpMKa MeauLmHbI.

B.1O. ANbOULIKUIA — WU3BECTHbIN YYEHbIM, BHECLUWM 3HAYUTENbHbIN BKAA

B U3y4eHWe COCTOSAHMSA 340P0BbSA, MHBAJIMOAHOCTU U CMEPTHOCTU AETCKOro
HaceneHus Poccuinckon deagepalnu, a TakKe B U3y4eHMe UCTOPUN
oTeyecTBeHHOW MeauumHbl. O4MH M3 OCHOBOMOJIOXHUKOB COLIMAIbHOM
neguaTpuun B Halen ctpaHe. Jlaypeat npemun MNMpasutensctBa PP B o6nactu
HayKW W TEXHUKK, 3acCNyXKEeHHbIN aesdTenb Hayku Poccuinckon degepaumm

n Pecnybnunku TatapcTaH, AOKTOP MeAULMHCKMX HayK, npodeccop. ABTOp 6oJsiee
520 Hay4HbIX Ny6aMKaLnin, B TOM Ynucne 60 KHUT U y4eBHbIX MOCOBUM, UMeeT
HECKO/bKO CBUAETENLCTB O PErncTpaLunmn nporpamm ans IBM.

MM noarotoBneHo 23 AoKTopa U 49 KaHAMAaTOB MeAULIMHCKUX HayK.

Couy.: HacTto 6onetolme getn. KnMHUKo-coumasbHble acrneKTbl. [yTn
o3a0poBneHus. 1986. (coaBT. A.A. bapaHoB). UcTopus KasaHCKoro
rocygapCTBEHHOro MeAULIMHCKOro yHuBepcuteta. 2006 (COBMECTHO

¢ ap.); Uctopusa Hay4yHoro ueHTpa 300poBbs AeTel PocCMMCKOM aKageMuu
MeaULMHCKMX HayK. 2013 (coaBT. bapaHoB A.A., LLiep C.A.); AKTyasbHble
npo6semMbl coLnanbHon neguaTpun. U3 paHHbIe OYEPKM.

U3a. 2-e, gon. 2020.
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80 JieT

Co gHa poxkaeHus AnexkcaHapa AnexkcaHgposuda BAPAHOBA (poa. 15 unionga 19441 r. B fepeBHe
Ap3amatoBo LllapaHrckoro panoHa KnpoBcKon o6nacTtu), pPOCCUMCKOro neamatpa, akageMmnka PAH
(4neH Mpeananyma PAMH 2014-2018 rr.). C 1979 r. — aupekTop lopbKosckoro HAW negnatpum.
B 1987-1992 rr. — 3amectuTesnb (€ 1990 r. — 1-11 3aMecTuTeSIb) MUHUCTPA 3[1paBOOXPaHEHNS
CCCP. C 1989 r. — 3aBegyoLmi kKapeapon AeTckix 6one3Hern MoCKOBCKOW MeAULIMHCKOM
akagemuun um. .M. CeyeHoBa U OQHOBPEMEHHO Npe3naeHT MexayHapoaHoro GoHaa oxpaHhbl
300p0OBbs Matepu U pebeHka, ampeKkTop HUN rurneHsl u npodunakTukmu 3aboneBaHum aeTen,
noapocTKOB 1 monoaexu. C 1998 no 2018 r. — anpeKTop HayyHOro LeHTpa 310p0Bbs AeTeN
PAMH (c 2017 r. — HaunoHanbHOro MeaunLUmMHCKOro MccneaoBaTe/lbCKOro LIeHTpa 340p0Bbs AeTEN
M3 P®). C 2004 r. — rnaBHbIV BHeLWTaTHbIN crieumanuct negnatp M3 P®D. OCHOBHbIE Hay4Hble
nuceneaoBaHus NocsBsWeHbl yHaaMeHTanbHbIM Npo6sieMam pocTa U pa3BUTUS deTen, pa3paboTKe
HOBBbIX TEXHOIOTMN ANArHOCTUKN U NeYeHns 60NE3HEN OPraHOB MULLLEEBAPEHUS, NPOdDUNaAKTUKE
couManbHO 3HaYNMbIX 60/IE3HEN AETEN U NOAPOCTKOB, CHUKEHUIO MN1aleHYECKOM CMEPTHOCTH

B CTpaHe. [MaBHbIW pefaKTop XypHanoB «POCCUUCKUI NeanaTpruyecKnin XypHai», «Bonpocsl
COBpPEMEHHOM neamnatpumn». Ynen HayyHoro coBeta npu CoeTe 6e3onacHocTn PP, uneH CoseTa
npu MNpesnaeHte PP no HayKe, TEXHONOrUSGM 1 o6pas3oBaHuio. Jlaypeat npemuii PAMH nmenu

H.®. ®unaTtoBa 3a nyullyo Hay4HYO paboTy No neguaTpumn 1 uMmeHun A.A. boromonbLa 3a y4Luyto
Hay4Hylo paboTy No natonormyeckon dpuamonorum, npemumn MNMpasutensctea PP B o6nactu

HayKW U TEXHUKM.

Cou.: lMponegeBTUKa AETCKUX 60ne3HeN: y4ebHUK. M.: MeanuunHa, 1998. (CoBMECTHO ¢ Ap.);
3noposbe aeten Poccuu: (CoctogaHune n npodnemsol). M., 1999. (CoBmecTHO ¢ ap.); AeTckne
6onesHu: yuebHuK. M.: MeanunHa, 2001. (CoBMeCTHO ¢ ap.); 340p0Bbe, 0OYYEHUE N BOCNUTAHUE
neten: Nctopus n coBpeMeHHoCTb (1904-1959-2004). M., 2006. (CoBMecTHO ¢ ap.); MyTn
onTMMU3auUunK cTaumoHapHom nomouwu getam. M., 2006. (CoBMecTHO ¢ ap.); CMepTHOCTb AETCKOro
HaceneHusa Poccun. 3-e nsg. — M., 2009. (coaBT. B.lO. ANbOULIKUIA).

Jint.: A.A. BapaHoB // 60 net POCCMICKON aKkadeMun MeanLMHCKMX HayK. M.: 2004. C. 348-349;
BP3.; Anb6uuknin B.1O. K tobuneto akagemmka PAMH A.A. bapaHoBa // BecTHMK PAMH. 2011. N°6.
C.5-T.

80 Jer

Co gHsa poxaeHuns Hukonas HukonaeBunda BATAHOBA (poa. 24 okta6psa 1941 r.
B rop. PoaHnKn MiBaHOBCKOM 06/1aCTH), POCCUMCKOro neanaTpa, M3BECTHOIO
opraHuMsaTtopa 34paBOOXpaHeHus.

1987-1989 r1. — 3aMecTUTENb HavyalibHMKa [MaBHOro ynpaBneHus
nevyebHo-nNpoduUnakTM4eCKOM nomoLm aetam n matepam MuHsagpasa CCCP.
1989-1996 — 3amecTUTENb MUHUCTPA 3apaBooxpaHeHna PCOCP/PO.

C 1991 r. — 3aBeaywowmn Kabeapon MeanKo-coLnanbHbIX MPo6emM
OXPaHbl MaTEPUHCTBA U AeTcTBa PocCMMCKOM MEAULIMHCKOM aKkageMnm
nocneanniomMHoro o6pasoBanusa. B 90-e rr. BHeEC BECOMbIN BKNa[

B pa3paboTKy CTpaTernn ciayxo6bl OXpaHbl MaTepPUHCTBA W AETCTBa.
Bosarnasngs ¢ 1998 no 2016 r. Pecnyb6iMKaHCKYO (HblIHE POCCUICKYIO)
JIETCKYIO KIMHUYECKY0 60nbHMLY (PAKB), cosdnan Accolmalimio ETCKUX
60/1bHUL, Poccrn, OCHOBAJT Hay4YHO-MPaKTUYECKMI KypHan «eTcKas



6o/sibHUUa». 3a rogbl paboTsl B PAKB yoanocb 3Ha4YUTENLHO YyYLLUTb

BCEe OCHOBHblE NOKa3aTtenun AeaTelbHOCTU 60bHULIBI: B 4 pa3a CHU3UTb
NeTanbHOCTb, YBENUYUTb YMUCII0 rocnuTannsaumm geten M3 permoHos Poccuu
¢ 10 go 20 Tbic. B rog. JlaypeaT npemuu lNpaButenbctea PoccrncKomn
depepaummn B 06/1aCTU HAyKU U TEXHUKMK, 3aCyXKEHHbIM Bpady PoccUMCKOM
depepalmm, JOKTOP MEAULIMHCKMX HayK, npodeccop. ABTop 6onee

190 Hay4HbIX Ny6aMKaLunm, 5 MoHorpadbuin.

80 JieT

Co gHa poxaeHua Banepus TumodeeBmya MAHHYKA (poa. 7 vioHa 1941 .

B cene AbaH AGaHCKOro panoHa KpacHoSpCcKOro Kpas), pPOCCMMCKOro neanaTpa, YieHa-
KoppecnoHaeHTa PAH. B 1976-1989 rr. — pyKoOBOAUTENb OTAENEHNSA N OAHOBPEMEHHO
(1989-1992) 3amecTuTeNb AMpPEKTOPa, ¢ 1992 . — anpektop HUN meamumHCcKux npobnem
CeBepa CO PAMH. Hay4Hble nccneaoBaHns NOCBSLLLEHbI BONPOCcaM ajanTalum AETCKOro
OopraHn3ma K aKCTpeMasbHbIM YCI0BUSAM BbICOKMX CEBEPHbIX LUIMPOT, 0COBEHHOCTAM
GopmMMpoBaHUA 300P0OBbS IeTEN KOPEHHOIO U NpULWIOro HaceneHns Cubupu n Cesepa.

Couy.: OCo6eHHOCTU BaKLMHONMPOobOUNaKTUKK Kopu B ycnoBusx KpanHero Cesepa // CMUpCKui
mMen. XypHan (MpkyTtcK). 2002. N2 6. C. 74—-78; MeTeOoTpOnHble peaKkunm cepaeyHo-CoCyancTomn
CUCTEMBI M UX NpoduiaKTnKa. HoBocnbupck: Hayka, 2005. (CoBmecTHO ¢ ap.); detn CeBepa:
npo6aemMbl NCMXMYecKoro 340poBbs. MpKyTcK, KpacHospck, 2006. (CoBMeCTHO ¢ ap.).

Jnt.: 60 net PoccuicKon akageMum MeamumMHceKux HayK. M.: 2004. C. 461.
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NAMATH
HAMA30BOW AIU/I1 ABA3 Kbi3bl

MepvnaTtpuyeckas HayKa
noHecna TaXeneuwyoo yTpa-
Ty. 16 pexkabpsa 2020 r. 3aBep-
lWMna CBOW YWU3HEHHbIN MNyTb
BblAalOWMNCA y4yeHbIn-negmatp,
naypeat locynapcTBeHHOW npe-
Mun CCCP, 4neH-KOppecrnoHAEHT
PAH, pencTtBuUTENbHBIM  YneH
HaunoHanbHOW aKagemuu Hayk
Asepb6anraHa, 3aciyXeHHbIN
nesatenb Hayku AzepbanpgrkaHa,
LOKTOP  MEAMLMHCKMX  HayK,
npodeccop Aaung ABa3 Kbi3bl
HamasoBa. N3 cemun fecaTKoB NeT ee npodeccroHanbHON
LeATenbHOCTM 42 rofa MPULLIAUCb Ha COBETCKYIO 3MOXY,
NO3TOMY €CTb BCE OCHOBaHWUS CKa3aTb, YTO yLeN U3 XU3HU
He TO/IbKO BENMKUIM a3epbanaaHCKUM, HO M BblAatoLmics
COBETCKWUW AETCKUM Bpay.

Aaunna ABa3 Kbi3bl poaunacb 9 ceHTab6pa 1926 r.
B AraamMckom panoHe AzepbavirkaHa. [locne OKOHYaHUS
B 1949 r. A3epb6anKaHCKOro MeAULMHCKOro MHCTUTYTa
[01953r.3aBeoBana IeTCKOM KOHCYbTallnen B CBOEM POf-
HOM panoHe, 3aTeM y4unacb B acnupaHtype B LleHTpanbHOM
MHCTUTYTE yCOoBepLIEHCTBOBaHMA Bpavyen B MOCKBe, nocne
3aBeplleHns KoTopol paboTana acCUCTEHTOM Kadeapsbl
LeTCKMx 6ones3Hen B cBoen anbmMa matep. B 1959 r. 3awutu-
Na KaHAuAaTCKylo auccepTaumio. bygyyn ¢ 1960 no 1965 .
[oKkTopaHToM WMHcTuTyTa negnatpun AMH CCCP, B 1965 .
3aluMTrna JOKTOPCKYyo ancceptaumnio. C 1966 r. B Te4yeHue
54 net Aonna ABas Kbi3bl Hama3oBa 3aBefoBana Kadeapon
LeTCKMX 6one3Hen A3epbanaHCKOro MeAULMHCKOrO YHU-
BepcuTeTa. [10aTOMY He yAUBUTESNbHO, a BMNOJIHE 3aKOHOMEP-
HO, 4TO Ha poaunHe ALunio ABa3 Kbl3bl HA3bIBAIOT MMaBHbIM
[LeTCKMM JOKTOpOM A3epbanxaHa.

B uctopuio cosetckown neguatpum A.A. Hamasosa
BOLWMA MPEeXAe BCEro KaKk BblAalOWMNCH AETCKUM Kapau-
onor. OHa rny6oKo m3yynna GyHKLMUOHaNbHOE COCTOAHUE
cepeyHO-COCyaMCTON CUCTEMBI Yy AeTel B aKTUBHON dase
peBMaTu3ma, npeacrtaBuiia KIMHUYECKUE OCOBGEHHOCTU
BPOXAEHHbIX cenTabHblX AedeKTOB Yy AeTel, CNoCOo6CTBO-
Basa BHEAPEHUIO B KIMHWYECKYID MPaKTUKY pasinyHbIX
aneKkTpodun3nonornyecknx metonos wmccneposanms (KT,
3aNleKTpoknumorpadmsa, BektopKkapanorpadus, GoHokapau-
orpadus), 30HAMPOBAHMA MNONOCTEN cepaLa WU KPYMHbIX
cocynoB v ap. B nccnepgosanusax A.A. HamasoBow onpeae-
JIeHbl ra30Bbl COCTaB U 06bEM KPOBU B OTAE/IbHbIX Kame-
pax cepaua; pa3paboTaHa KiaccuduKauusa no creneHsm
HapyLlweHUs Manoro Kpyra KpoBoob6palleHus, onpeaeneHsbl
noKasaHua M NPOTUBOMOKa3aHUA K XUPYPrMY4ECKOM KOp-

peKkumMn BPOXAEHHbIX AedEKTOB Neperopofku cepaua,
n3yyeHbl oTaaneHHble pesynbtathl (0T 1 roga go 20 ner)
ornepauui Ha cepaue.

A.A. HamasoBa — 0OAMH M3 MMOHEPOB U3Yy4eHUs runep-
TOHMUYECKOMN U TMMOTOHUYECKON 60NEe3HM Y IeTEN N NOAPOCT-
KOB, pe3y/nbTaTtoM KOTOPOro CTaso YeTKoe NOHMMaHUE TOro,
YTO 3@4aCTyl0 KOPHW AaHHOM NaToNorMum y B3pOCbIX yXoaaT
B AETCKMI BO3pacT.

LLIMpOKMI Hay4HbIM KPyro3op B cO4YeTaHWU C 06OCTPEH-
HOW rpa*kJaHCKOM OTBETCTBEHHOCTbIO 0BYC/I0BUIIU CTAHOB-
nexnve A.A. Hama3oBoK B KadvecTBe ninaepa B AsepbangixaHe
BaXHeWLWero COBPEMEHHOIO HanpaBfieHUs MeAULUHbl —
OUOMEMLMHCKON 3TUKKM. [puBReKna LWMPOKOEe BHUMaHWE
ee KHura «3TU4HecKue NpUHUMNbl B MEAULUHE», U3[aHHad
B baky B 2002 r. Ha a3ep6anaxaHCKOM, PyCCKOM WU @aHIINM-
CKOM f3blKax. [1pn HenocpeacTBEHHOM yYacTum Agunu ABas
Kbl3bl COCTaB/ieHa y4ebHasg nporpamMma npenojaBaHus
MEANLMHCKOM 3TUKK B MEAULIMHCKUX BY3aX U CPEAHUX Mean-
LMHCKUX YYUIMLLaX.

A.A. Hama3oBa — aBTOp 60ONbLLIOIO KOIMYECTBa Hay4HbIX
ny6avKaLuum, B Yucne KOTOpbIX NONyYUBLLME U3BECTHOCTb MO-
Horpaduun «Xupyprus neperopogku cepaua» B COaBTOPCTBE
¢ b.B. MNetpoBckum (1966), «JedeKTbl MexKenygo4KoBown
M MEeXnpeacepaHon neperopogkun cepgua» (1969), «Mepbl
60pb6bLI U NUTaHWE fLeTen NpU 3a60NEBaHUAX NEYEHU U KeENY-
HbIX NyTew» (1976), <TMNOTOHWA y AeTen U NoapPOCTKOoB» (1979),
«PeLenTypHbIM cnpaBoYHUK neguatpar (1985), «Kputnyeckue
COCTOSIHWA Yy JeTer U HeoTNOoXHas nomolb» (1999, 2001),
«Bckapmnusanue petent go 1 roga» (2000), «CoBpeMEHHbIe
B3IMNA4bl HA K/IWHUKY U TeyeHue OPOHXMTOB W MHEBMOHMM
y aeteir» (2003) n ap. Moa ee pyKoBOACTBOM MOATrOTOB/IEHbI
42 KaHangaTa M 3 JOKTOpa MEeAMLMHCKMX HayK.

A.A. Hama3oBy oTin4ana akTMBHas o6LeCcTBEHHas Aes-
TenbHOCTb. C 1969 r. oHa Bo3rnaBngna O6WecTBO neau-
atpoB AsepbangaHa, B 1970-1990 rr. Bxoaguna B npe-
3nagnym O6wectea neguaTpoB CCCP. OHa Oblla YfieHoM
npeavanyma BcemupHow accoumauunn neauatpos (1992),
Komuteta 6M03TMkn npu KOHECKO ot HaumoHanbHOM aKa-
LemMuun HayK AsepbanaHa, ABfisnach YIeHoM npe3uanyma
n BULEe-npe3ngeHTom (1992-1994) AccoumaLmm negnatpos
LleHTpanbHOM A3MKN U TIOPKOA3bIYHbIX CTpaH. B 1988 1. n36um-
panacb HapofHbiM fenytatom CCCP, uneHom BepxoBHoro
CoBeta 1 CoBeTa HaLmMoHanbHocTen CCCP.

BmecTte ¢ Konneramu B AsepbangxaHe Coto3 negnatpos
Poccun ckop6uT o Taxenown ytpaTte. Namatb 06 Aaune Asas
Kbl3bl HaMa30BoOW HaBceraa COXpaHUTCS B HaWMX cepauax,
a ee UMsa 3almeT JOCTOMHOE MeCTO B UCTOpPUM a3epbanj-
YK@HCKOW 1 POCCUIMCKOM neanaTpuu.

Coto3 negnatpoB Poccun
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NAMATH
HOBUKOBOW EJIEHbI YEC/IABOBHbI

11 aHBaps 2021 r. B BO3pac-
Te 97 net ob6opBanacb MW3Hb
BblAaloWerocs y4yeHoro-neauar-
pa, rocyaapCTBEHHOro M oblle-
CTBEHHOr0o AefTenNs, 3ac/yXeH-
HOro peatenss Hayku PCOCP,
noyetHoro 4yneHa Cot3a neaua-
TpoB Poccum EneHbl HecnaBOBHbI
HoBurKoBOM.

EM. HoBukoBa poaunacb
B MockBe 30 okTa6psa 1923 .
B ceMbe cnyxaumx. CBoto y4yeby
B [lepBomM MOCKOBCKOM Meau-
LIMHCKOM MHCTUTYTe B roabl Bennkon OTe4ecTBEHHOW BOMHbI
OHa aKTMBHO coBMelana ¢ paboton B rocnutansax. Moayyns
B 1947 r. gunnom Bpaya, Bo3rnasuna B ipociaBcKon obna-
ctv [lom MnageHua, 4To onpeaennsio ee NnpodeccroHanbHyto
cyabby B KayecTtBe neaunatpa. C 1949 r. EneHa YecnaBoBHa
npoOXoAuT acnupaHTypy B WHCcTUTYyTe neawmatpum AMH
CCCP nop pykoBoactBom aKagemuka [LH. CnepaHckoro,
4TO onpeaenseT yxe 06nacTb ee Hay4YHOW AesTeNbHOCTU —
HEeOHaTo/IoOr 10, UCCNea0BaHUIO aKTyabHbIX NPO6JEM KOTO-
poM nocBsileHbl ee KaHangaTcKasa (1954 r.) 1 goKTopcKas
(1967 r.) oucceptauunun. llocne OKOHYaAHUA acnuUpaHTy-
pbl, Ha4yaB paboTatb B UHcTUTyTe neamatpum AMH CCCP
B JO/IKHOCTM MAaALWero Hay4Horo coTpyaHuka, oHa ¢ 1961
no 1981 r. Bo3rnaensgna oTaeneHne Ans HOBOPOXAEHHbIX
W HEOHOLWEHHbIX AeTen, cTaB GaKTUYECKN NTNAEPOM COBET-
CKMX HeoHaTonoros. C 1972 no 1984 r. EY. HoBnKOBa 3aHu-
Mana OO/MKHOCTb 3aMecTUTeNs MUHUCTPa 34paBooOXpaHe-
Hnsa CCCP no Bonpocam oxpaHbl 340P0BbS AETEN U XKEHLMH,
a 3atem no 2001 r. Bo3rnaBnsna opraHn3aLmnoHHO-MEeTOaAN-
Yyeckumn otaen LleHTpanbHOro MHCTUTYTa YCOBEPLUEHCTBOBA-
HUs Bpayen (HbiHe PAMIO), akTMBHO NpojoNKasa BHeApeHUe
NepcneKTUBHbIX Hay4YHbIX pa3paboToK B nNeanaTpuio.

EY. HoBukoBon ony6nuvkoBaHo 6o0nee 200 Hay4HbIX
TPYAOB, Cpeau HUX MoHorpaduu, pykoBoacTBa AN Bpa-
yen, MeToanvyecKkne pekoMmeHngaumu. Nog ee pyKoBOACTBOM
BbINOMHEHO 37 KaHAMAATCKMX U 14 AOKTOPCKUX AuccepTa-
umn. NpoBeaeHHble NO4 ee Hayanom uccneaoBaHus Obiin
NOCBSALWEHbl aKTyalbHbIM Bonpocam ¢GWU3MONOrMKM U NaTo-

JIOrMN HOBOPOXAEHHbIX U OCOOEHHO HEAOHOLWEHHbIX AETEN,
CO3[aHNI0 HOpMaTMBHOW 6a3bl OCHOBHbIX NMapaMeTPoB WX
pocCTa U pa3BUTUS, U3YHEHUIO HApYLLEHMI KPpOBOOOPaLLEHHUS
1M BPOXAEHHbIX MOPOKOB cepAaua, pasfiniHbIM acrneKkTam
MHOEKLMOHHbIX 60Ne3HeN y LeTen MaafeHYeCcKoro BO3-
pacTta. bbino ybeantenbHO AOKa3aHO, YTO MPU BHYTPU-
yepernHow poaoBOW TpaBMe Y HeOOHOWEeHHOro pebeHka
B MATOMIOMMYECKMIA NPOLIECC Yallle BOBMEKAETCA HE TOMbKO
MO3rI, HO U Becb opraHn3m B uenom. [log pyKoBOACTBOM
W NpU HenocpeacTBEHHOM yyacTuum EneHbl YecnaBoBHbI
6blnn pa3paboTaHbl HOBble AWArHOCTUYECKME W Tepanes-
TUYEeCKMe Noaxodbl NPU TaKuX Taxenblx Gopmax NaToaoruu
[eTen, pPoaMBLUMXCA HEAOHOLWEHHbIMW, Kak BHyTpuyepen-
Haa poJoBas TpaBMma, CENCUC, A3BEHHO-HEKPOTUHECKUN
3HTEPOKONUT. ECTb BCE OCHOBaHMWSA 3asBUTb, YTO CO3aHHas
EMY. HoBMKOBOM HayyHas LWKONa HEOHaTONOroB BHecna
BECOMbIN BKNaj B pelleHue aKTyalbHenwen ans BTOPOM
NON0OBMHbI XX B. NPOGNEMbl — CHUMXEHUA B MJaJeHYECKON
CMEpPTHOCTM HeoHaTalbHOW COCTaBNSAOWEN.

BosrnaBngs B TedyeHue 12 netr B MuHucTepcTBe
3apaBooxpaHeHns CCCP  cucteMy oxpaHbl 340pOBbS
maTtepu W pebeHka, EM. HoBukoBa cnoco6cTBOBana
COBEPLIEHCTBOBAHUIO MOJIMKIMHUYECKOM MOMOLLM [OETAM,
aKylWepcKon cny»bbl B CENbCKOM MECTHOCTMU, pelleHUto
npo6saemM oNTMMaNbHOro NUTaHUs AeTen paHHero Bo3pacTa
1M paboTe NO APYrMM aKTyalbHbIM HanpaBleHUAM coxpa-
HEeHUS 1 YKPEenneHusa 340Pp0Bbsl AETCKOro HaceneHus.

EM. HoBMKOBY oTiM4ana akKTMBHas 06LLIECTBEHHaAsA aes-
TenbHocTb. OHa gonruve rogbl ABAsfAachb 4neHom Komuteta
COBETCKMX MEHLMH, 4neHOM npaBfieHns Bcecoto3Horo
Hay4HOro obuecTBa AETCKMUX BPaYen, rMaBHbIM peAaKToOpoM
ypHana «Bonpocbl OXpaHbl MaTepuHCTBa W AeTcTBa».
3acnyrn EM. HOBMKOBOWM OTMEYeHbl MHOTMMMK Harpagamu,
B TOM 4ucne opaeHamu TpygoBoro KpacHoro 3HamMeHwu
1 3HakK [MoverTa.

NMamaTtb o EneHe YecnaBoBHe HOBMKOBOW poOCCUICKME
neaunaTpbl 6yayT XpaHUTb AONTMeE rofbl, OHa HaBceraa BonaeT
B WCTOPMUIO OTEYECTBEHHOM NneauaTpun KaKk BblAaloLMKCs
YyY€HbIM U 0OLWECTBEHHbIN AesdTeNb 3MNOXM NO3AHEro CoBeT-
CKOro nepuoga.

Coro3 negnatpoB Poccum

CURRENT PEDIATRICS / 2021 /V.20 / N¢ 1

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2021 / TOM 20 / N2 1
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JlbrotHaq pegakuMoHHaa NOANMUCKA

Mpeanaraem noagnucky Ha opuumnanbHbie u3naHua Corosa neguatpoB Poccuu. Bece ypHanbl BXoAAaT
B MepeyeHb BeayumMx Hay4HbIX XXypHanoB u usaavuii BAK. Agpec pegaxkuun: 117335, r. MockBa, yn. BaBunosa,
A- 81, Kopn. 1, opuc 2-8. Tenedpon: +7 (499) 132-02-07, +7 (916) 650-01-27, e-mail: sales@spr-journal.ru
Coro3

nexaTpoB
Poccun

Bonpocbl coBpeMEHHOM
neauaTpuu

LleHa nopnuCKKu*:
nonropa (3 Homepa) — 450 py6.,
rop (6 HomepoB) — 900 py6.

LleHa nogNUCKKU*:
nonropa (3 Homepa) — 450 py6.,
rop (6 HomepoB) — 900 py6.

* CTOMMOCTb YKa3aHa anst duanyeckux nuu. [locTaBKa ypHanoB BK/IOYEHA B CTOUMOCTb.

NsBemenue

Kaccup

dopma Nel1/1-4
00O U3znarennctBO «[lemmaTtpb»

(HaMMEHOBaHME TOJTyyaTeJIs IJ1aTexa)

7728798571

(MUHH nonyyarens niarexa)

Ne 40702810738110016525

(HOMep cyeTa IoJtyyaTesisi rjiaTtexa)

B Coepbanke Poccuu OAO, r. MockBa

(HaMMeHOBaHMe OaHKa 1 OAHKOBCKUE PEKBU3UTBI)

K/c 30101810400000000225

BUK 044525225

IMoanucka Ha XXypHan
[ [Mennatpudeckas hapMaKoJIOTHSs
] Borpocsl coBpemenHoit nenuatpuu Cpok: [ monrona [ ron

(Hal/lMCHOBaHl/Ie TraTexa. HyXXHO€ OTMCTI/ITb)

JlaTta CyMmMa 11aTeska: pyo. KOII.

Wudopmaliys o maTeablinKe:

(®UO, unzekce, aapec, tenedoH)

IMnarenpuyk (Moanuck)

NsBemenue

Kaccup

dopma Nel1/1-4
00O UznarenbctBo «Ilenuatpb»

(HaMMeHOBaHMe MOoJTydaTesis IiaTexa)

7728798571

(MHH noayyaress niarexa)

Ne 40702810738110016525

(HOMCP cyeTa mnoJjryJyaresis ﬂﬂaTE)l(a)

B Coepobanke Poccuu OAO, r. MockBa

(HanMeHoBaHue OaHKa U GAHKOBCKUE PEKBU3UTHI)

K/c 30101810400000000225

BUK 044525225

IMonnucka Ha XypHa
L] [Mennatpuaeckas hapMaKoJIOTHS
[1 Borrpocsl coBpemeHHoi nenuarpun Cpok: [ monrona [ rox

(HaMMeHOBaHI/Ie TraTexa. HyXKHO€ OTMCTI/ITB)

JlaTta CymMa 1iatexa: pyo. KOII.

HMudopmarnius o niaTeaplinKe:

(®UO, unmekce, amapec, TenedoH)

IMnarenpuk (moanuck)

PepakumoHHas
nognMcKa — 3T10:

° MoAnNMCKa c 1I060ro Homepa
Tenepb NoANMCATLCS MOXHO

¢ ntob0oro Homepa Ha rog,

WAW Ha Nonroaa

* ya06¢cTBO onnathbl

Mo kBUTaHLMKM B IIO6OM OTAENEHUN
Cbepbatka PD.

Pa36op4mBbLIM NOYEPKOM BNMLIUTE
B KBUTAHLIMIO CBOW JINYHBIE AAHHbIE:
®UO nonyyatens, agpec Ans
[LOCTaBKM XYPHANOB C MHAEKCOM,
KOHTaKTHbIV TenedoH. OTmeTsTe
HY>XHbIV XXYpHan v Nnepuog,
NOAMUCKN N YKaXUTE ee CTOMMOCTb.

HUndpopmayus

ANS1 IOPHAHYECKHX NTHL

[ns opopmneHns nnaTexHbix
[IOKYMEHTOB HEO6X0AMMO NpUcnaTh
3asBKy Ha NOANMUCKY (HaMmMeHoBaHne
XypHasna 1 Cpok NOAMNCKM)

1 PEKBU3UTbI OpraHm3aumum

no an. noyte sales@spr-journal.ru

AneKTPOHHbIE BEpCUU XypPHanos
Coto3a neguatpoB Poccun
Ha cante www.spr-journal.ru
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3nanpasa® — MpoBepeHHan
BpemeHem MD3T *c yenoseyeckum npodunem
rMUKO3nNMpoBaHuA anAa atdeKTUBHOro yny4lleHuA

nanpas3s
(Vinypcynbehasa)

Horga BarkHa
KAXOAA OETAIDb

Caunac | 5 net

o §

comaTU4YecKUX noKasarteneu y naymenTos ¢ MIC II"*°

Bnanpasa®

Peructpauvonnbiin Homep: JICP-001413/08

MHH: vpypeynbtasa

TNexapcTeenHan qopma: KOHUEHTPAT [A MPUTOTOBNIEHUA PACTBOPA A MHKY3Mi.

MapmakoTepanesTuieckan rpynna: MpenapaTel AA NeYeHnA 3aB0NeBaHNi NULLEBAPUTENLHOND TPAKTA U HapyleHui ofveHa Be-
LL1eGT8 — thepmienTsl. MoKa3aHWA K NPUMeHeHMIO. SNanpasa® NOKa3aHa [IA [IMTENLHOTO NEYEHA NALVEHTOB G CHHAPOMOM XaHTepa
(myrononucaxapugosom Il Tuna, MMC Il). MpoTuBonokasanua. HNMHUYECKN BbIpaMEHHAA UNU NPEACTaBNAIOLLIAA YrPo3y ANA HUSHA
NALYIEHTOB NOBLILLEHHAA YYBCTBUTENBHOCTb K MAYPCYNb(a3e W oBOMy 13 BCTIOMOTaTENTbHbIX BELLECTB B TEX CIYHaRX, KOrfia CMITTO-
Ml HE YCTPEHAIOTCA NPU MPOBEEHMA COOTBETCTBYIOLLErO NeveHnA. C 0cTopoMHOCTLI0. [T C NonHLIM OTCyTCTBMEM (deneuyen) uin
SHAUMTENBHBIM MMEHEHVEM NOCNEAOBATENLHOCTI FeHOB (DEAPAHMUPOBKOY) B OTBET Ha BBEAEHVE NPENapaTa VMEIOT BLICOKVIA PUCK
oBpa3soBaHuA aHTUTen K ugypeynbdase, B TOM Y1CNe HeRTpanm1ayioLLx aHTuTen (cm. paspen «Ocobble ykasaHuAy). Cnocob npumeHeHua
M fo3bl. TONbKO ANA BHYTPUBEHHBIX MHCDY3ui. BeepeHve npenapata 3nanpasa® HEOBXOAMMO MPOBOAUTL MO KOHTPOMEM Bpaya Win
[ApYroro MeAVLMHCKOro paBoTHYKE, HOTOPLIA UMEET OMbIT NEYEHUA NALMEHTOB C MyHONOMMCaxapuaodom Il Tuna unu apyrvmm Hacnes-
CTBEHHBIMM HapyLeHWAMI MeTaBonmawva. Mpenapat Snanpasa® CrieayeT BEOAUTL BHYTPUBEHHO HAMeENbHO B TeveHne 3 4acos B [03e
0,5 mr/Kr mMaccel Tena oauH pa3 B Hefenio. Bpema BBEAEHMA MOMHO NOCTENEHHO YMeHbLLUWTL [0 1 Yaca, ecn Ha thoHe UHAyaui He
Pa3BIBAIOTCA HerenaTensHble peakuyn. Mpumexenne y petei. Y aeTei 1 NojpocTHoB A03a coctasnAeT 0,5 Mr/Kr Maccel Tena ofuH
paa 8 Hepenio. MPUMEHEHVE Y NALMEHTOB C MOMEYHOM U NEYEHOYHON HEOCTATOMHOCTEI0. OMIT KIMHUMECKOrO NPUMEHEHVA NpenapaTa
Y MAUVYIEHTOB G MOYEYHOM 1 NEYEHOYHOM HEOCTATONHOCTbIO oTCyTCTBYeT. MoBoyHoe AeiicTBue. HerenaTerbHble peaKLy, OTMEEHHbIE
B HIVHW4ECHOM KccnegoBaHi npenapata 3nanpasa®, no4Tv Bo Beex Cry4anx Bbini NErKoi unu cpepHeit creneqn TAmecTu. Hanbonee
4aCTO HABMOMANVCH PEAKLMIA, CBA3AHHBIE C MH(Y3MOHHbIM BBE[IEHVIEM npeniapaTa. Hanbornee YacTbIM1 CBASAHHBIMY C VHCDya1e peak-
LMAMN BbINY PEBHLMN CO CTOPOHBI KOMY (CbiMb, 3y[1, KPANMBHVLE W BPUTEMA), NVXOPAAKA, KMPUMMBEIY KPOBY H HOME NMLA, CBUCTALLeE
[AbIXaHVE, OfbILIKA, rONoBHaA Gorb, PBOTa, Gorb B HYBOTE, TOWHOTA 1 Borib B rpyav. 10 Mepe NPOMOMMHERNA Tepanin YacToTa passuTiA

* (3T - (hepMEHTHAR JAMECTUTENLHAR TEPATIAA,

PEaHLWiA, CBA3AHHBIX C WHAY3Meil, CHUManack. HapyLLeHVA CO CTOPOHbI HEPBHOI CUCTEMI: O4EHb YAcTO - ronoBHaA Gofb; YacTo -
TOfIOBOKPYMHEHME, TPEMOP. HapyLUEHNA CO CTOPOHLI CepAa: YaCTO — LMaH03, 8PUTMWA, TaXnKapAA. HapyLUEHNA CO CTOPOHLI COCY/0B:
04Hb 4aCTO — MPUIMBLI (HPOBWY K KOME NULA; YacTO — NOBbILLEHWE apTepuanbHoro fasnequA (AL), cruerve Afl. HapyiieHna co
CTOPOHbI [IbIXATENBHOM CACTEMSI, OPraHOB TPYAHOM HIETHY W CPEAOCTEHNA: O4YEHb YACTO — CBUCTALLEE AbIXAHME, OfbILUKE; YacTo —
TUMNOKCWA, BPOHXOCNA3M, HaLLenb. HapylieHnA Co CTOPOHb! MENYAOYHO-HULLEYHOTD TPAKTa: O4eHb YacTo — G0Nk B HVMBOTE, TOLLHOTA,
[AViapeR, PBOTA; YacTo — OTEK A3LIKA, MMCTencuA. HapyLUEHMA CO CTOPOHLI KOMY 1 MOBHOMHLIX THAHEM: OMEHb YACTO — KpanMBHIUA,
Chirb, 3y, apuTema. HapyLUEHIA CO CTOPOHLI CHENETHO-MLILIEYHOM U COBAVHUTENLHO THAHK: YacTo - apTpanriA. OBlve paccTpoicTea
V HapYLUEHWA B MECTE BBEAEHNA: 04EHb YaCTO — MMXOPaaHa, Gorb B rPYAY; HaCTO — MPUNYXNOCTL B 06NacTy Hdyaun, OTEK n1ua, nepude-
PUHECHNT OTEK. TPaBMbI, MHTOKCUKALMIA 1 OCTIOMHEHVA MBHUMYNALMA: 04EHB YACTO — PEAKLIN, CBA3EHHLIE C UH(YBVOHHLIM BBEJEHIEM
npenapata. ViMmyHorenHocTs: B pamKax 4 nposeagHHbIX nccneposarui (THTOO8, THTO18, THTO24,/024EXT) y 53/107 nauvexTos
(50 %) B paanuyHble cpoHu BupabaTbiBanick aHTuTena Hiacca IgG K uaypeynbthage. Hactora cnyqaes GopMUPOBaHIA HEATPANN3YIOLLMX
aHTuTen coctasuna 24% (y 26/107 nauvenTos). Y feTeit: HemenaTensHble JIEKapCTBEHHLIE PEarLMK, Habniofaemsie y AeTed, He
OTNMYANUCE OT COOTBETCTBYIOLLMX PEAHLMI Y B3POCALIX NaLMeHTOB. MepeveHs Bcex NoBoiHeIX at(eHTOB NPeACTaBNEH B MHCTPYKUUK N0
MEAVILVHCHOMY MpUMeHeHi0. YEnoBuA oTnycka. OTrnycKaloT no pelenTy. OpraHusauma, YnonHOMOYEHHan BNagenbuem perncTpauyy-
OHHOTO YAOCTOBEPEHNA NEKAPCTBEHHOrO NPENapaTa ANA MEAULMHCKOrO NPUMEHEHUA Ha NPUHATHE NPETEH3NI oT noTpebuTena:
000 «LLiavtep BuioTex Pyc», Poccuiickan Menepauva, 119021, r. Mocksa, yn. Tumypa Mpykze, A, 11, cTp. 1, sTam 6, now. |, Kow. 6;
8; 12. Ten.: +7 (495) 787-04-77; tharc: +7 (495) 787-04-78. MonHan MHOPMALWA M0 NPENEpaTY NPEACTABNEHA B MHCTPYHLUM MO
MEMMLMHCKOMY NpUMeHeHwio npenapara (M),

HaCTOAWIAA COKPALLEHHAA MHCTPYKUMA Mo NpumeHervio (CYM) MpeacTaBneHa UCKMIDYUTENHO B MH(DOPMALIMOHHBIX LIENIAX 11 HE MOMET
CIYMUTb B HEYECTBE UCYEPMLIBAIOLLIErD PYHOBOACTBA MPY HasHaYeHU1 1 npumMeHeHur npenapata. CUM (V.5) ot 24.05.20183 Ha ocHo-
saHuv VMM ot 08.04.2019.

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

Mol. Genet. Metab. 2011; 103(2):113-20
3. HvHweckvie pexomenaauymn. Mykononvcaxapuaos i . 2018,

4. Muenzer J., Wraith J.E., Beck M., et al. A phase ll/Ill clinical study of enzyme replacement therapy with idursulfase in mucopolysaccharidosis Il (Hunter syndrome). Genet. Med. 20086; 8(8): 465-73.
5. Muenzer J., Beck M., Eng C.M., et al. Longterm, open-abeled extension study of idursulfase in the treatment of Hunter syndrome. Genet. Med. 2011; 13(2): 85-101.
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Ten.: (495) 833 5511, dharc: (495) 502 1625
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YBaxxaemble yuntarenu!

lNpennaraem Bawuemy
BHMMaHUIO HOBUHKU nsparenbctBa «lNegunatpb»

BAKLIMHbI N UMMYHONPO®UNAKTUKA B COBPEMEHHOM MUPE.

PYKOBOJICTBO [1NAl BPAYEN
Mop pepakuuei: Hamasosoii-bapaHosoii J1.C., bpuko H.W., ®enbabntom 11.B., 2021

B MoHOrpadhum npeacTaBneHbl HOBble CBEAEHNS O PO UMMYHONPOMUNAKTUKM B NPOrpaMMUPOBAHIN 1 COXPAHEHUM
3[10p0OBbS 4€N0BEKA, ONUCAHbI UMMYHOOUONOTNYECKME NpenapaTbl ANS aKTUBHOM W NACCUBHONA UMMYHU3auUn aeTen
1 B3POC/bIX Pa3HbIX BO3PACTHbIX FPYMM W Pa3HOro COCTOAHWUA 340poBbs. 0C060€ BHUMaHWE YOeneHo ONnuCaHUI
VHQEKLNOHHbIX 60/1e3HeR, NpefoTBPATUMbIX C MOMOLBK BakuuHauuu. OTAenbHas rnasa MOCBALLEHA HOBOW
KOPOHaBUPYCHOM nHpekuuu COVID-19, B TOM 4ucne, NMpUHUMNAM MNAHOBOW BakUWHALMW B Mepuoa naHAemMun,
ONNCaHbl HOBble Mpenapartbl Ans 3awntbl 0T SARS-CoV-2.

MoHorpadus agpecoBaHa cneuuanuctam, 3aHMMalLLMMcs npobreMamy BakLMHaUUM — neamatpam, TepanesTam,
Xupypram, akyLepam-ruHeKonoram, repuatpam, anuaemMnonoram, Bpayam Apyrux cneuuanbHOCTer, Npenofasarensm
BbICLLE LUKOMbl U KOANEeMKeA N0 MeANLMHCKAM W BUONOrMYeCKNM CMeLnanbHOCTSM, CTYAEHTaM MeLULIMHCKNX
1 hapmaLeBTNHECKIMX BY30B 1 KONEIKEN, a TaKXKe OPANHATOPAM U acnupaHTam.

BAKLIMHONPO®UNAKTUKA 3AE0NIEBAHUI, BbI3BAHHbIX BUPYCOM MAMUIINOMbI
YEJIOBEKA. METOAWYECKWUE PEKOMEHALWKN ANA NEAUATPOB
Anonuxud 0.1, bapaHos A.A., bapuyk A.A. n ap., 2021

BakunHonpodpuaaKTHKa
3a60AeBaHMii,
BbI3BAHHBIX BUPYCOM

B meToAMyecKux pekoMeHAauusaX npeacTaBieHbl ANUAEMUONOrMYecKie AaHHbIe, NAaTOreHe3 PasBUTUS Pa3NIUYHbIX
KNUHMYECKNX hopM 3a60neBaHMNil, aCCOLIMMPOBAHHbLIX C BUPYCOM Manunombl Yenoseka. Mogpo6HO pacCcMOTpPeHbI
[OCTYNHbIE B HACTOALLEe BpeMs BakLMHbI. 00606 BHUMAHWE YAeNeHO NPaKTUYECKIIM PEKOMEHAALMAM N0 NPOBELEHNI0
VIMMYHM3aUNK, ONUCAHbI Pa3NiNyHble CXeMbl BBEEHUS BAKLMH B 3aBUCMMOCTM OT MX COCTaBa M BO3pacTa nauueHTa.
OnpeneneH Becb KOMMNEKC Mep, HampaBfieHHbIX Ha COKPalleHWe O6pemMeHn NanunnoMaBuUpPYCHOR WUHAGEKLMN,
peKoMeHa0BaHHbI akcnepTamm BO3.

l3paHve npegHa3HavyeHo AN NPaKTUKYHOLWMX Bpayeli — neanatpoB, akyLIepOB-FMHEKONOroB, MHMEKLIMOHIUCTOB,
aNIepronoroB-MMMyHOSOr0B, a TaKXKe CTYAEHTOB MEAULMHCKUX OpraHn3auui Bbicliero 06pasoBaHus.

METOAMHECKME PEKOMEHAALIN AAS| TTEAMATPOB i;g;@

HALIMOHAJIbHASI TPOrPAMMA «HE[JOCTATOYHOCTb BUTAMWUHA D Y IETEW U NOAPOCTKOB
POCCHMUCKOWN ®EEPALIUN: COBPEMEHHBIE NOAXO/bl K KOPPEKLIUW», 2-E U3JAHUE

Konnektne asTopos, 2021

Q_, (5.,--..,‘.. B HauwoHanbHOM nporpamme npeAcTaBfieHbl NOCNeAHWe LaHHble NUTepaTypbl 0 3Ha4eHUn ButamuHa D B opraHusme
11 06HOB/EHNE PeKOMeHJAUNA No AUarHoCTUKe, NPOMUIAKTUKE N KOPPEKLUN HEeA0CTAaTO4HOCTYU BUTamMuHa D y aetein
RAMMALL paTaa pa3HOro BO3pacTta W PaszHOro COCTOSIHMS 340POBbA. V3aaHne npenctaBnseT co60M BTOPYHO pefakumio HaumoHanbHoM
" nporpammbl «HegocTatouHocTs BUTaMuHa D y fieTeil n nompocTkoB Poccuiickoit Geaepaunm: COBPEMEHHbIE MOAXOAbI

K Koppekuuu», ysuaesLuen ceet 8 2018 roay.
Il 13paHne npefHasHa4yeHo ANns CreunanuctoB MeAMUMHCKOrOo npoduns (Bpayen-nennarpos, HYTPULMONOrOB, LETCKUX
3HJOKPWUHONOr0B, OPTONE/OB, JETCKNX HECYPONIOroB, (DTU3NATPOB 1 BPa4en APYriX CNeLnanbHOCTen), a TakxKe CTYAEHTOB

CTapLUMX KypcoB MeAMULMHCKIX BY30B.

© OO0 NspgatenbcTBO «[legnatpb», 2021 ¢ www.spr-journal.ru PEKIAMA




