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JINXOPAZIKA YV [IETEN. BOJIE3HU ETCKOr0 BO3PACTA OT A 10 Al

BoresHu Cf AsTopbl: Hamazosa-baparosa J1.C., bapanos A.A., 9denamesa K.E. n ap., 2022
Aemekoro B =
Bo3pacma ABTOpamn pykoBOACTBA 060OLLEHbI [aHHbIE OTEYECTBEHHON W 3apYOEXHONM HAy4HOW WM METOAMHECKOR NuTepartypbl,

OCBELLAIOLLMNE COBPEMEHHbIN B3I HA 3TWOMOMAK, NaToreHe3 1 knaccudukaumio nuxopagku. 0coboe BHUMaHWE yae-
NEHO NPUYUHAM BO3HUKHOBEHUS NUXOPAJKW Y AETel, B TOM YUCIIe IMXOPALKe NPy ayTOBOCNANNTENbHbIX 3200/18BaHUAX,
NNXOPAZIKe HESCHOro reHesa, 6e3 o4ara WHAeKuUn n ap. [etanbHo paccMOTPeHbl Cnocobbl U3MepeHus Temmneparypbl
Tena, XapakTepuCTUKN XXapOMOHWXKAIOLLMX NPEnapaToB W NOKasaHus K UX NpumeHeHuto y feten. OTaenbHbid pasgen
NOCBSALLEH 0CO6EHHOCTAM TEYeHUs NIMXOPaJKN B AETCKOM BO3PACTe, TakUM Kak Aeruzaparauus, edpurbHble cynopori
1 [p., @ TaKXXe NPeACcTaBNeHbl ANTOPUTMbI JUArHOCTUKI 1 NIEYeHNSt 3TUX COCTOSHWIA Y AeTel.

"I

BAKLIMHONPO®UNAKTUKA NMHEBMOKOKKOBOI MHOEKLIUK Y JETEN.

bOJIE3HW AETCKOI0 BO3PACTA OT A 10 4
AsTopbl: Hamasosa-baparosa J1.C., bapaHos A.A., bextepesa M.K. n ap., 2022

4 boaesnu
4 xemcworo
{ Bospacma

HES (]

mA“ﬂ PykoBOACTBO [151 Bpadeil OCBELLAET COBPEMEHHOE COCTOAHNE NPO6GNEMbl MHEBMOKOKKOBOV MHAEKLMU. ABTOPbI Npes-

CTaBUN aKTyasnbHble [aHHbIE M0 PACcNPOCTPAHEHHOCTN WHBA3WBHbLIX W HEMHBA3MBHBLIX (POPM 3a60NEBAHNS, @ TaKXe

HOCOrIOTO4YHOr0 HOCUTENbCTBA Streptococcus pneumoniae. MpucTanbHOe BHUMAHME YAENeHo cneundmyeckoil npocm-

R SO NaKTUKe Kak Hanbonee 3aPMEKTUBHOMY METOAY 60pbObl C PASMMYHbIMI KNMHUHECKUMYU hOPMaMK MTHEBMOKOKKOBOI

o= VHEKLMM, BINSIOLLEMY HA CHIDKEHWE aHTUOMOTUKOPE3UCTEHTHOCTY, & TaKXKe Ha YPOBEHb 3a06011eBaeMOCTM 1 CMEPTHOCTM.

Moapo6HO NpeacTaBneHbl XapakTepucTka NHeBMOKOKKOBBIX BaKLWH, CXeMbl NPOBEAEHUs UMMyHU3aumn. OTaenbHbIA
pa3zfen NocBsLLEH BaKLMHALMKM NALWEHTOB Py pUCKa, a TakxKe 0COBEHHOCTAM MNaHa LOrOHAKLLEHR BaKLMHALWN.

TYTTTTTTTYT

BAKLIMHONPO®UNAKTUKA BETPSIHOI OCMbl. METOJIUYMECKOE PYKOBO/ICTBO
AsTopbl: bapaxos A.A., Hamasosa-bapaHoga J1.C., bpuko H.A. u gp., 2022

B MmeToamMyeckux pekoMeHAaUMsX MoApOBGHO OMMCAHbI MATOTEHETUYECKUe OCOOEHHOCTN TEYEHWs BETPSHON OCMbl.
MepeymncneHbl BUAbI OCNIOXHEHUI BETPSHOIA OCMbI, B TOM YUCAE Y HEKOTOPbIX rPynn HaceneHus. MpeAcTaBneHbl Bak-
LMHBI, NNLEH3MPOBaHHbIE Ha TeppuTopumn Poccuitckoit defepauni, faHbl NPAKTUYECKNE PEKOMEHAALMM N0 UX NpU-
MEHEHWNIO C 06CTOATENbHBIM OMUCAHMEM CXEM, METOANKM BBEAEHWUS M NPOTUBOMNOKa3aHwii. Kpome TOro, npuse/eHbi
1CYepMbIBAOLLME YKa3aHWUs MO BaKLMHALMW NPOTUB BETPAHOI OCMbI NALMEHTOB rpynn pucka. Ha 0CHOBaHWM NPUHLK-
MOB [10Ka3aTemnbHOM MeaULIMHbI MPOAEMOHCTPUPOBAHbI Pe3ynbTaThl A((EKTUBHOCTY BaKLMHALMM NPOTUB BETPAHOIA
0CMbl 1 NPOAOMKNUTENbHOCTb NOCTBAKLMHANBHOM 3aLLUTHI.

[To Bonpocam npnobpeTeHns obpatlanTech B n3aatensbeTBo «fleguatpb»
E-mail: sales@spr-journal.ru, Ten.: +7 (916) 650-01-27, Bunbma CaaksH
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A.C. Co3uHoB, 1.U. CagbiKoBa, A.10. UBaHoB, P.I. UBaHOBa, A.B. UluGynamHa

KasaHCKuUI rocyaapcTBEHHbIN MeAMLIMHCKUIA yHUBepcKTeT, KasaHb, Poccuiickas ®eaepaums

Havyano npenojaBaHUA 4EeTCKUX
60/1Ie3Hen B UmMnepaTopcKom
Ka3aHCKOM yHUBepcurteTe

KoHTaKTHas nHpopmauus:

MBaHoBa PernHa [eHHagbeBHa, KaHAMAAT UCTOPUYECKUX HayK, AMpeKTop Myses uctopuun KIMY

Appec: 420012, KasaHb, yn. bytneposa, a. 49, ten.: +7 (843) 236-46-70, e-mail: MuseumKGMU®@yandex.ru
Cratbsi noctynuna: 01.09.2021, npuHsaTta K nevartu: 31.01.2022

CraTbsi nocssileHa akTyaslbHbIM BOMpPOCcaM CTaHOBJIEHUS U Pa3BUTUSA NeJarornd4ecKon M Hay4yHou Tpaauuun B UCTOPUU
KasaHCKOoM neanaTpryecKo LWKOo/bl. Mcrnonb3ys penpe3eHTaTUBHbIE apXMBHbIE MaTepnalsbl, HEKOTOPbIE U3 KOTOPbLIX BMEp-
Bble BBOASATCS B Hay4HbIki 060POT, aBTOPbI OMNPEAEsstoT PETPOCNEKTMBY HOPMUPOBAHUSI NeAMaTPUYECKON Kopropaumm
U crieunpuKy MHOPacTPYKTYPHbIX TpaHcopMaLmi B npoLecce co3aaHus Kapeapbl AeTCKux 6oae3Hen OTgeneHuns: Bpaqyeob-
HbIX HayK MmnepaTtopcKoro KaszaHcKoro yHmBepcuteTa. B cpaBHWUTE/IbHO-CONOCTaBUTE/IbHOM K/OYE Ha (OHEe MpoLeccoB
pas3BUTUS rneanaTpun B CTOIULAX MOKa3aH BEKTOP Pal3BWUTUSI NPaKTUKM rpernogaBaHusi AUCLMITIMHBI «JeTCKne 60J1e3HU»
B KasaHu. OnpegenieHo, 470 MUMEHHO ¢ oceHn 1823 r., nan ¢ 1823/1824 akageMHUY€CKOro roga, Ha MeauLUMHCKOM QaKy/ib-
TeTe MnepaTtopckoro KazaHCcKoro yHmBepcuTeTa Havyaaochk npernogaBaHue Kypca AeTCKUX 601e3Hen. Kpome Toro, BnepBbie
B OTEYECTBEHHOM NCTOPHOrpadUu BbisiBAEHbI, M3/T0XKEHbI U NPOaHaIN3UPOBaHbl 06CTOSITE/ILCTBA BCTYN/IEHUS B 0puymasib-
HYI0 JO/IKHOCTb NepBOro rpernogaBatesisi JaHHOro Kypca, O4HOro u3 rnepBbiX BbIMYCKHUKOB-MeANKOB Ka3zaHCKOro yHuBep-
cuteta AnekcaHapa EropoBuya JIeHTOBCKOro. bosiee Toro, B CTaThbe NpoCaEXUBAETCS POJ1b NPOpEeCccopcKo-npenojaBatesib-
CKOro coctaBa KasaHCKOro yHmBepcuteTa B nNpoLjecce pasBopaynBaHns KOPrnopaTuBHbIX AUCKYCCUI MO 0BOAY BONPOCOB
Ja/lbHeHLIEero cCoBepLIEHCTBOBaHWS BpavYebHOoM 1 rnegarormiecKomn AesTeslbHOCTH.

KnroyeBblie cnoBa: 1CTOPUSA Ka3aHCKOM neanaTpuyeckon LWKosbl, A.E. JleHToBCKui

Ansa umtnpoBaHuns: CosnHoB A.C., CagbikoBa [.U., MBaHoB A.10., MBaHoBa PI., MwbynanHa A.B. Ha4yano npenogaBaHus
[eTCKux 6onesHen B Mmnepatopckom KasaHCKOM yHUBepcuTeTe. Bornpockl coBpemeHHoun negnatpun. 2022;21(1):6-10.
doi: https://doi.org/10.15690/vsp.v21i1.2380

MepBas nonosuHa XIX Beka B Poccum — o0cobbIn
nepvoa B pasBuUTUM MEAULMHCKUX NPeacTaB/EHNU B TEO-
PUU U3YYEHWUS WM MPAKTUKE NeYeHUss OETCKUX GOone3Hew.
MHorune aBneHus n npoueccol B chepe AETCKOro 3apaBo-
OXpaHeHuss PoccuicKon mmnepun 6biiv HOBBIMKU U elle
He BMOJIHE OCMbICNEHHbIMW, O4HAKO OHU yxKe B XVIII Beke
Hayanun cBA3bIBaTb BOEANHO TEOPUIO U MPAKTUKY U3YyHEHUS
W npenofaBaHus NeguaTpPUUYECKUX AMCUMMNAMH. TaK, npu
MMEBLLMXCA TOrga BOCMMTATENbHbIX AOMax CTanu nocTe-
NEeHHO OTKPbIBATbCA CaMOCTOAITE/IbHbIE MOBMBajbHbIE
WMHCTUTYTbI, WU, KaK WX MHOrAa Ha3blBanW, «3aKOHOPO-
OunbHble rocnutanun» [1]. JJOKTopa 3TUX CTOJIMYHbLIX BOC-
nuTaTeNbHbIX AOMOB, B T€YEHUE MHOMMX NeT pPeryasipHo
OCYLLECTBNSBLUME OCMOTPbLI AETen B nas3apeTrax M npo-

BOAMBLUME B HUX BCE HEOOXOAMMblE AMArHOCTUYECKME
1 TepaneBTUYECKME NpoLeaypbl, <HEBObLHO MYTEM MHOrO-
NETHUX IMMNUPUYECKUX HaBNOAEHUI 1 BpayeGHOro onbiTa
cpeaun OEeTCKOro KOHTUHreHTa GopMMpPOBannCh Kak Bpayu-
neguaTpbl», CTAaHOBSACH, MO CYTU, MEPBbLIMU POCCUNCKUMMU
[IeTCKMMK Bpadamu [2].

Mpn atTux rocnutangx paboTany BblaaloWMecs poc-
CUNCKME MEAMKW, KOTopble NMOCTENEHHO MoAHMMaNnu Poc-
CUWCKYIO MeanaTpuio Ha HOBbIW, 60/1ee BbICOKUI YPOBEHb.
Kpome Toro, B 3TOT e nepuoa Oblin OpraHWM30BaHbl cre-
UManbHble nanaTbl ANS HEAOHOLEHHbIX AETeN, Havyanocb
BeleHWe CTaTUCTUYECKOro y4yeTa AeTCKOM 3a601eBaeMoCTH
W CMEpPTHOCTH, MNOAPOGHO OMMCAHHOE B COOTBETCTBYIOLLMX
€XKEerogHbIX MeaULMHCKKX oTyeTax [3].
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MmeHHO BO BTOpon nonoBuHe XVIII — nepBon NosoBUHE
XIX B. B Poccun nonyunnu passutme nepsble HaydHble Noj-
X0[bl K MOHUMAaHWIO Pa3/IM4HbIX aCMEeKTOB CaHWTapHO-rUrue-
HUYECKOM KynbTypbl AETCKOro BO3pacTa W CTanu u3yyartbes
CBSAI3aHHbIE C 3TUM 60NE3HN HOBOPOXKAEHHbIX [3].

3apoxkaeHue Tpaguuuin npenogaBaHusa AETCKMX 60nes-
Hen B PoccuM — 3TO CNIOXKHbIM M NPOTUBOPEYUBLIN MpoLuecce,
CBSAI3aHHbIA C MOCTEMEHHLIM U3MEHEHWEM OO6LLECTBEHHOIO
OTHOLLEHMSA K [ETCTBY KakK 0COGOMY Mepuoay U3HM Yeno-
BeKa. 1o MHeHuWI0 uccnegoBsartene, Becbma aBTOPUTETHOMY
B COBPEMEHHOM OTe4yeCTBEHHOW WucTopuorpacduu, nepsbin
3Tan B USMEHEHMU 3TOr0 OTHOLIEHUS HaYMHAETCA CO BTOPOM
nonosuHbl XVIII — nepBoi YyetBepTH XIX B. B TO Bpems «neava-
Tpua elle He 6bl1a OTAENbHOW MEeAMLMHCKON ANCUMMIMHON
W Jake He Oblla 0CO3HaHa HEOOXOANMMOCTb €€ BblAeNeHUs»
[3]. Takke He06GXOAMMO OTMETUTb, YTO B TOT MEpPUOL He
CyLLEeCTBOBANIO OTAENbHOW CMELManbHOCTU «4ETCKUN Bpay».
HecmoTpsi Ha 3T daKTbl, MMEHHO CO BTOPOM MOMIOBMUHbI
XVIIl B. B Poccun nosiBunacb npakTvKa, 3akiovasluasics
B CO3AaHMM 0COBOro OnbiTa eYeHns 1 NPOOUNAKTUKK OET-
CKMX 60Ne3Hen, HaAKOMNEHHOro APYrMMU MeAULMHCKUMMU
avcumnnvHamu. Cpefin Takux QUCUMINIMH CucTeMoobpasyto-
WMMK CTanu NnoBUBaNIbHOE WCKYCCTBO, MaTonorusa u tepa-
nus, a Takke Xnpyprus. Toraqa HEBO3MOXHO 6bl1I0 FOBOPUTH
0 CaMOCTOSITENbHbIX UCCNeLOoBaHUAX B 061acTy neanaTpuu,
TaK e KaK M 06 OTAE/bHbIX YYEHbIX, UMW (MCCNefoBaHM-
AMW) 3aHMMaBlWKXCA. TeM He MeHee, OTAeNbHble BUA-
Hble Bpayn Poccuickon umnepun XVIII — Havyana XIX B.
Ha4yMHalOT WHTepecoBaTbCA BOMPOCaMW JieYeHUs U MNpo-
GUNaKTUKKN OeTCKMX 6one3Hen 1 MNOCTENEHHO BKIOYAOT MX
B CBOI MCCNeAoBaTeNbCKylO MpaKTuKy. Cpean HUX MOXKHO
Ha3BaTb C.I. 3bi6bennHa (1735-1802), H.M. MakcnumoBuya-
Amb6oaunKa (1744-1812), A.N. Odanunesckoro (1770-1815),
N.M. KameHcKoro (1771-1819) u ap. UMeHHO B 3TOT nepuoa
B MPaKTUKY 06y4eHUs CTyAeHTOB OblvM BBELEHbl BOMPOCHI
aKyLepCcTBa, }KEHCKUX U AETCKUX BoNe3HeNn.

MmnepaTopckni MOCKOBCKUIM YHUBEPCUTET 3aN0XKuA Tpa-
OMUMKU NpenofaBaHus eTCKux 6one3Hen ewe B 1765 r., Kor-
[a Gbina OTKpbITa Kadeapa aHaTOMUU, XMPYPrun U NOBUBaAb-
HOrO0 WCKyccTBa. 3aBejoBaBliMe 3ToM Kadbenpon MoraHH
dpugpux pasmyc (1765-1768), CemeH [lepacumoBuy
3bi6ennH (1768-1775), dpaHy PpaHueBuy Kepectypu
(1775-1790) cneunanbHbIX NEKUMIN, NOCBALWEHHbIX AETCKUM
60N1e3HAM, He YuTanu, OAHaKO NoAHMManM BOMPOCHI neava-
TPUKU B XOLE M3/0XKEeHUA OCHOBHOro Kypca. C 1808/1809
aKkafemuyeckoro roga MOCKOBCKUM YHUBEPCUTET BBEN
B pacnucaHue Kadeapbl OTAe/bHbIe NEeKLUMM MO NaTofioruu
HOBOPOXAEHHbIX M FPYAHbIX AeTen, YnTaeMble Npodeccopom
Bunbrenbmom Muxannosunyem Puxtepom [4]. Kak oTmeyvatoT
ncecneaoBaTenn, Kype NeKUni no AeTCKUM 601e3HAM YuTancs
nepnoanMyeckn ¢ nepepbiBamMu. [eTCKMM 60Ne3HAM yaens-
NI0Cb BCEro [iBe TEOPETUYECKME NeKuunn [5-7].

Mpu atom CtenaH PomMny XOTOBULIKUIA — OCHOBOMOSOMXK-
HUK CaHKT-NeTepOyprckon neamMaTtpuyeckomn LWKOMbl, 060c-
HOBbIBaBLWWN HEOOGXOAMMOCTb U HEU3OEXKHOCTb WMHCTUTY-
LMOHanM3aumMmM neguvaTpumM B CamoCTOATENbHYlO 06nacTb
MeAWLMHbI, — CTAHOBWTCS NEPBbLIM YYEHbIM, NPOYUTABLLNM
MOJIHbIM KypC NIEKUMIH MO AETCKUM 6onesHam [8]. 1o ctano
BO3MOXHbIM TOSIbKO nocne 1836 r., koraa B UMnepatopcKomn
BoeHHO-MeauumMHCcKOM akagemun CaHkT-lNeTtepbypra Gbina
opraHvM3oBaHa camocTosiTeflbHas Kadeapa «akywepcTsa
1 BOOOLE YYEHHUSA O EHCKUX U JEeTCKMX 6onesHsx». OgqHaKo
BMepBble OTAE/bHbIE BONPOCHI NeanaTpun GbiNn BKIOYEHbI
B Kypc aKylwepcTtBa eule B 1830 r. npodeccopom Kabeapbl
NOBMBaNbHOI0 UCKycCTBa U CcyaebHOM MeanLUMHbl AKagemun
Cepreem AnexkceeBunyeM [PomMoBbIM [9], KOTOPLIA M3Naran ux
TEOPETUYECKU B OAHOM-ABYX NEKLUMSAX, OrPaHMYMBasiCb Nepuo-
[IOM HOBOPOXAEHHOCTU M paHHEero ageTcKkoro Bo3pacta [10].

3TW NeKUMM NOCBSALLaANCh BOMPOCaM BCKapMIMBaHUS, yXo-
[la U HEKOTOPbIM 60/1E3HSAM MEPBbIX MECALEB XU3HWU. TaKUM
o6pasom, KoHel, XVIII — nepBas nonoBuHa XIX B. — Bpems
POXAEHMUA POCCUMMCKOW NnefuaTpun Kak o6acTv Hay4yHoro
W KNIMHWYECKOro ONbITa M Havyana npenojaBaHUs ee oTaeNb-
HbIX pa3aenos.

YyeHble-meankn Nmnepatopckoro KasaHCKOro yHuBep-
cuTeTa TakKe 0O0CHOBbIBaNM HEOOXOAMMOCTb U HEU36ex-
HOCTb WMHCTUTYLMOHaNW3auuu neauaTtpum B camMoCTOSATENb-
Hyl0 obnacTtb MeuLMHbI, 3aKOHOMEPHO OTpearvpoBas Ha
npoLecchl, OCTPO NOCTaBMBLLME BONPOCHI ONpeaeneHuns npum-
YWH AETCKON CMEPTHOCTMU.

[oBOps 0O MEOMUMHCKMX HayKax, npenogaBaeMbix B Ka-
3aHMu, cneayeT OTMETUTD, YTO B NepBbIe rofbl PpaboThbl YHUBEP-
cuTeTa B HEM GYHKLIMOHMPOBANO — COrNacHo YcTaBy — TOJb-
KO lWecTb Kadeap: aHatoMun, GrU3anonorum u cyaebHom Bpa-
4ebHOW HayKK; NaToNornun, Tepanun U KIMHUKK; BpadyebHOro
BellecTBocnoBus, dapmaumm M BpayebGHOM CMOBECHOCTH;
XMPYPruun; NOBMBaNbHOIO MCKYCCTBA; CKOTONEYEHMS.

KaK MOXHO y6eamnTbCs, B NpeacTaBleHHOM CMUCKE 0COo-
60 Kadeapbl (MK aaxe Kypca) AeTCKUX 60/ie3Hen He 3Ha-
yutca. OgHaKko B uucne WwecTn Kadeap paboTana Kadbeapa
NOBMBaNbHOIr0 UCKYCCTBA, Ha KOTOPOW BNepBble U Havyanocb
npenogaBaHuWe 3TOro npegmera.

Bonpoc 0 MOMeHTe Hadvana npenojaBaHUs [ETCKUX
6one3Hen B KasaHu gonroe Bpems 0cTaBascs HEMPOSICHEH-
HbIM. B pasHbIx nccnegoBaHuax ynoMUHaAUCb pasHble AaThbl
[11]. NepBoe pecatunetTve nocne odULUANBHOIO OTKPLITUSA
OTtaeneHuns BpayebHbIX Hayk Mmnepatopckoro KasaHcKoro
yHMBepcuTeTa 6blI0 HanoSHEHO AEMCTBMSIMM OpraHM3aLu-
OHHOro Xapakrtepa, dopmMuMpoBaBLIMMK cneunduKy npeno-
JaBaHWUA MEAMUMHCKMX AWCUMNAWH OyayWMM KIMHULMCTaM
1 TeopeTukaM. MeauumnHcKas Koprnopauusa dopMmynMpoBana
N KOPPEKTMpPOBasa NPUHLMMbI, METOAbI U CaMW OCHOBbI BCEMO
Kypca OCBauBaeMbIX CTyleHTaM1 Bpa4ye6HbIXx HayK. OqHUM 13
KOCBEHHbIX pe3ynbTaToB NPOoAeNaHHOM MeToAMYEeCKON pabo-
Tbl CTafi0 Havyano npenojaBaHUs Kypca AETCKUX GONe3Hew,
He OCyLLEeCTBNSBLIErocs 40 BHEAPEHMWS 3TUX HOBOBBEAEHU.

Tak, 15 uioHa 1820 r. gupekTop KasaHCKOro yHMBepcu-
TeTa (y4eHblM-MeauK, BNOCNeacTBUKU U36paHHbIi npodecco-
poM ¥ 3aBefyolnmM Kabeapor NoBMBaNIbLHOMO UCKYCCTBA)
A. BnagMmMupcKuin «Bolen B cobpaHue YHUBEPCUTETCKOro
CoBeTta C¢ 0COObIM MHEHWEM» OTHOCUTENbHO CYLLECTBOBAaB-
LEen CTPYKTYPbl y4e6HbIX KYypcoB Bcex GaKyNbTETOB B LE/IOM
n OTaeneHns BpavyebHbIX HayK B HaCTHOCTM.

Cpeon ABYyX Apyrux rnaBHblx npo6nem, Kotopble A. Bna-
OUMUPCKUI YNIOMUHaET B CBOEM obpalleHuun «[lo gonry 3Ba-
HUS MOEro Mmelo YeCTb COOBWMUTL Ha yBarkeHue CoBeTa
cneaylolme Mo MHeHUs: 1) 0 BpeMeH#, CyLecTByOLWEM ans
NIeKUMK, BECbMa 3[4paBUi0 BPEAHOM MPOAOTIKUTENbHOCTLIO
CUAEHUSI CTYAEHTOB W BPEAHOM 151 BHUMAHWUS YyTOMIEHWEM
ero, MPOUCXOASLMM OT YeTblpexdacHoM OGecrnpepbiBHOCTH;
2) 0 HeonpeaeneHHOCTU BCEX KypcoB BOOGLLE, KOM MO OCHO-
BaHWIO Bbicovailwero con3BoneHns AOMKHbI OrpaHUYMBaTb-
ca Tpems rogamu, mMexay TeM npuem CTyaeHToB ObiBaeT
€XeroAHbIN, TO MHble MOCTYNatoT K Havany, Apyrue K cpeauHe,
a TpeTMe YXe K KOHLY npenogaBaeMbiX B YHWBepCUTETE
HayK. A OT TOro NPOUCXOAMUT eCTECTBEHHO UK 6e306pa3Hoe
CMeLLEeHWe, WK TaKoW HefoCTaToK, YTO B TPU roja peakomy
yAacTCs NPONTU YUCTO U NPaBUIbHO MONOMXKEHHbIN KypC HayK»
[12], ocobbiMm 06pa3omM OTMEYEH BOMPOC, BOSIHOBABLUWM
ero 6onee [pyrux, — O «COBEPLUIEHHON HeonpeaeneHHOCTH
MEAMLMHCKOrO Kypca M PacrnosioKeHMU y4ebHbIX NpeamMeToB,
[10 Cero BpeEMeHW CoOBEPLIEHHO HenpaBuIbHOM». [10 MHEHUIO
A. BnagMMupcKoro, nepBbli NyHKT Npo6nemMbl — Heonpeae-
NIEHHOCTb Kypca MeAULMHCKMX HayK — abCoNOTHO He Tpebo-
BaN [OKa3aTeNbCTB, NMOCKOMbKY HUIAE HE yKa3biBanoCb TOY-
HOe BpeMsl, HE06X0ANMOE A/15 «OKOHYaHWS BpayebHbIX HayK».
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OgHaKo BTOPYKO YacTb NPO6SEMbI, KOTOPYIO, MO €ro MHe-
HUIO, HaAeXano pewunTb, — PacnonoXKeHne y4ebHbIx npes-
MeTOB — BnagnmMupcKui onucan Kak «M3BECTHYIO TeM, 4TO
Tepanus BMecTe ¢ GU3NO0SI0TNEN UK XMPYPIUs C aHaTOMUEN
HUKOrga NapannenbHoO npenogaBaembl ObiTb HE MOTYT, KaK
M BCe BOOOLLE MpaKTUYeCKne 4actu noapsa ¢ npuyrotosu-
TeNlbHbIMU K HUM». B 3TOM OH NpsiMO cCbllancsa Ha nejaroru-
yecKkue Tpaanumn Mmnepatopckon MeanKo-xnpypruyeckon
aKagemuu, «u3apesne cyllectayolwme» B Hen [13].

B KayecTBe ucnpaBneHus CBOMX «3aMedaHun» A. Bna-
IMMWPCKWUM NPOCUIT «PACMONIONUTb BCE HAYKU B OTAENEHUSX,
Kpome BpayebHoro, Taknm o6pa3oM, 4To6bl ogHa nocne apy-
rov cnegoBanu B NPUAMYHOM NOPSAKE W KaKabli NOCTynato-
LMW B YHUBEPCUTET BXOAWN B NPeAABEPUE U UCXOAMI, NPOMas
BCe NpeaMeTbl 4O KOHEYHOro COBEPLUEHMS, BMECTO TOrO, YTO
HbIHE CYMTaETCs OAHO BPEMS 3aHATWUI, B NMPOAO/IKEHNE TPEX
net, 6e3 BCAKOro nnaHa nomMellaembix». B Kypce xe «Bpaye6-
HbIX» HAYK OMPEeKTOop npeanaran y4ypeantb LOMNOSHUTENbHBIN,
4YeTBEpPTbIA, rog 06y4eHUss — «no npumepy MmnepaTopcKon
MeanKo-XMpypruyecKomn akageMmnm».

M ecnun nepBble Tpy roga oby4yeHuns ans CTyaeHTOB-Meau-
KOB COAepKasu, CornacHo npeasoXeHuto BnagummnpcKoro,
yacTb 06LWmx ang Bcex daKynbTeToB npeameros [14], To BO
BHOBb y4pexJaeMoM YeTBEPTOM rogy oby4eHus npegnara-
JI0Cb «MMOBTOPEHUE Tepanuu 1 XMpypruu», a Takxe BBeaeHue
NoBMBaNbHOIO UCKYCCTBA, CyAeOHON MeaULMHBI U MEAULUH-
CKOM MOMMLMK, PABHO KaK M TepaneBTUYECKOW, XMpypruye-
CKOM ¥ NOBUBaNbHON KINHMK [15].

MpeanoxeHne aupekTopa A. Bnaaumumpckoro 66110 noa-
nepxaHo CoBeTom yHuBepcuteTa 19 uioHa 1820 r. [16],
n 30 Hoa6ps 1820 r. NOCTYNUIO OKOHYaTENbHOE YTBEPK-
AeHne 4-rogMyHoro Kypca MeduLMHCKUX HayK «Mo npumepy
CaHkT-leTepbyprckon Mmnepatopckon MeauKo-xupypru-
Yyeckon akagemun» [17]. B Mmnepatopckom MOCKOBCKOM
yHuBepcuTeTe 4-roguyHbii KypC MEAMLMHCKUX HayK Obla
BBeAeH nocne yreepxaeHusa Yctaa 1804 r. [18].

24 mas Toro e 1820 r. B CoBET yHMBEpCUTETA NOCTYNUAO
npouweHue ot Niekaps JlanweBcKoro yeaaa KasaHcKkon rybep-
HuUn AnexkcaHgpa Eroposuya JIeHTOBCKOro. B 3TOM AOKyMeHTe
A. JIEHTOBCKUWI ONUCbIBAET CBON XM3HEHHbIN NMYTb U MPUYUHBI,
nobyanBluMe ero o6paTUTbCa B YHUMBEPCUTET. B yacTHOCTH,
OH OTMeYaeT aTanbl CBOEro 06y4eHus, ynoMmHas KasaHckoe
rnaBHoe HapoaHoe yuunuuie («¢ 1801 rogar), MMnepaTopcKyto
KazaHcKylo rumHaszuio («¢ 1806 roaar), rae OKOH4YM NOJHbIN
Kypc Hayk v B 1811 r. 6bin «yAOCTOEH nepeBoAa CTyAEH-
ToM B MmMnepatopckui KazaHCKW yHMBEPCUTET», MOCTYNWB
B TOM e rofly B YMC/NO Ka3eHHbIX cTyaeHToB. B 1815 T.
A. JleHTOBCKOMY Oblfla MPUCBOEHa CTENeHb KaHauaata Meau-
UMHbl, @ B 1816 r. ero otnpaBuan B CaHKT-leTepbyprckyto
MeanKO-XMPYPruYyecKytd akagemMuio «ans yCoBEPLIEHCTBOBA-
HUS1 BO BpayebHbIX HayKax», Moc/ie BO3BPALLEHUS N3 KOTOPOWM
«M0 YYUHEHHOMY MCMbITaHWIO» BO3BEIN B CTEMNeHb NleKaps
BTOPOro OTAeNeHns n onpeaennnm (No ero co6CTBEHHOMY Npo-
LIEHWIO) Ye3HbIM JIeKapeM B ropof Jlanwwes.

YnomuHasa npuymHbl obpalleHns B yHUBEPCUTET, A. JleH-
TOBCKMM B CBOEM xogaTancTee nuuweT: «[1pupoaHas CKIOH-
HOCTb MpMBENa MEHS K 3aHATUIO HayKaMW MEAMLMHCKUMMU,
a HefocTaToO4yHOE COCTOSIHME MOMX poauTener u Ux npe-
KNOHHblEe K CTaApoCTU neTa Oonpeaenunun HblHelHee Moe
mMecTonpebbiBaHne asa 6/nMxKanLero MM BCroMOLLLECTBOBa-
HUSA. HacTosawmm Kpyr MOMX 3aHATUM MO 0683aHHOCTM Bpa-
Ya B MalJioOM ye3[HOM ropoje He COBCEM YyAOB/ETBOPSAET
MOMM PaCMNoONIOKEHUAM M CTPEMIIEHMIO YCOBEPLIEHCTBOBATD-
Csl B MO3HAHWUSAX CEro pofa, CKOJIbKO MHOrOpassfiMyHbIX No
OGLNPHOCTM OHbIX, CTONbKO TPYAHbIX U TPEOBYIOLWMX A0Sro-
BPeMeHHbIX HabNoAeHWn MU OMblITOB Haj MPUPOAOI0 Yeso-
BEKa CO CTOPOHblI €ro TefecHOW M OyXOBHOW, 6e3 3HaHusd
KOWX B COBOKYMHOCTK NMOJ PYKOBOACTBOM Bpaya Ayw W Ten

cnacutens Hawero Nucyca Xpucta UCKYCHbIM Bpa4yom ObliTb
He MOXXHO. BcergalwHee moe xenaHue 6b110 NOCBATUTL cebst
Ha cny}o6y npu KazaHCKOM yHMBepcuTeTE, B 3aBMCMMOCTH
OT KOTOPOTO 1 UMEeN cHacTbe NONy4UTb BOCMMTAHKE U NepBoe
ob6pazoBaHue. HblHe M3BecTacb, 4TO Kadeapbl OtaeneHus
BpayebHbIX HayK, @ UMeHHO nNpodeccopa BpayebHOro Belle-
cTBocnoBusg, Gapmaunn M BpavyebHOW CIOBECHOCTU, MpPO-
deccopa xupypruu, npodeccopa NoBUBaNIbHOIO UCKYCCTBA,
npodeccopa CKOTONEYEHUS U UX aAbIOHKTOB HUKEM He 3aHs-
Thl, PELINNCS A HanMcaTb KOHCMEKT NOBMBASIbHOrO MCKYCCTBaA
Ha NaTUHCKOM f13blKE, KOTOPbIV MPK CEM YECTb MMEIo Npeo-
CTaBWUTb OHOMY No4TeHHenweMy CoBeTY M BCEMOKOpHenLwe
NpOoLLy, eXenn No PacCMOTPEHUMN CEro KOHCMEKTa OKaxKeTcs
OH 3acny)KMBaloWKUM BHUMaHWUS, YAOCTOMTb MEHS 3BaHUS
afblOHKTa cero ncKkycctaar [19].

CoBeT yHMBEpCUTETaA pacnopsauincs npenpoBoanTb
npeacTaBieHHbI KOHCNeKT B OTaeneHne BpayYebHbIX Hayk,
paccMOoTpeTb €ro no CyLWecTBY U NpeacTaBUTb 3aK/lyeHue
0 TOM, 4OCTOUH K A. JIEHTOBCKMI 3BaHUS afbloHKTa Mo Bpa-
yebHoMy oTtgenexuto [20].

28 nioHs 1820 r. NOCTYyNWAN OT3bIBbl HA NPEACTaBAEHHbIN
KOHCMNEKT A. JIeHTOBCKOro oT agbloHKTa M. Kopewwu, npodec-
copa Otaenenus K.®. dykca [21], a yyTb no3aHee, 17 miona
TOro e rofja, — 0T3bIB AMpeKTopa A. BnagumupcKoro.

Bo Bcex oT3biBax 4aeHbl MEOMLMHCKOM Koprnopauuu
KasaHCKOro yHuBepcuTETa MOMOXKUTENbHO OT3bIBaUCh
0 KaHauaatype A. JIEHTOBCKOro, 0flHaKO TO/IbKO B MHEHWM
A. BnagumupcKoro 6b110 BnepBble YNOMSAHYTO C/10BOCOYe-
TaHWe «1eTCKne 60ne3HW» B LIENIOM M UX YKa3aHWe B CBA3U
¢ MeHeM AneKcaHgpa JIEHTOBCKOro B YaCTHOCTH.

Tak, B KadyecTBe pe3ioMe A. BnagumupcKuin oTmeuvaer,
41O «JIEHTOBCKMM OBHSN HayKy MOBMBaHUSA, PaBHO O XEHCKUX
M OEeTCKMX 6ONe3HsX BeCbMa XOpOLO, B MpPEeKpacHenLWweMm
nopsiaKke W Hanucan CAoromM YUCTbIM M KpacuBbIM, MPUHOCS-
MM NoxBany ero yyeHocTu. OH BecbMa 6naropa3dymHo nocrne-
[0Ban PYKOBOACTBY 3HAaMEHWTOr0 OTEYECTBEHHOrO Hallero
npodeccopa [PoMoBa 1 TeM YaCTUYHO YCTPaAHUICS MHOropas-
JINYHbIX HAUMEHOBAHWI TPYAHbLIX POJOB M 3@ HUMW — MOKa-
3aHUIM K UCKYCCTBEHHbLIM MPOM3BOACTBAM, BbllyMaHHbIM aKy-
liepaMu, B NPOAOSIKEHUE CYLLECTBOBAHWSA HayKu, OH u3ber
TaKXe MHOropasnuinsg UHCTPYMEHTOB, OAO/KEHHbIX OGbITUEM
CBOMM YCUIIMIO K HOBM3HE. MICKYCCTBEHHYIO YacTb COCTaBu/
JIeHTOBCKMI 6€3 BCAKOIro U3NMLLIECTBA, MPOCTO U MPaBUIbHO».

M xota A. BnagMmupckui BbICKasasncs O KayecTBe
KOHCMEKTa B MOJIOXKMUTENbHbLIX TOHAX, BCE YXE MPeanoxuin,
«MOEJSIMKY HEU3BECTHO elle, MOXET Nn JIEHTOBCKMI TaK XOpo-
IO M3bACHATLCA M3YCTHO, KaK OH MULIET», AaTb €My Ha roa
UcnblTaTeNbHbIA CPOK «C aAblOHKTCKUM YanoBaHWeMm W npo-
4YMMK BbIFrOAaMW», MO MPOLWECTBUMU KOTOPOro «MOYTUTb YXKe
M HaCTOSLLEl0 CTEMEHbBIO aAblOHKTa 6€3 BCAKOro obpsaaa n no
oaHOMy yaocTtoeHuto OTaeneHuns B Jape CI0BECHOIo U3bsc-
HEHUS UK CNoCOBHOCTM NpenojaBaHus» [22].

CoBeT yHMBepcuTETa, B3BECHB BCE NPUCIAHHbIE MHEHUS
n onpepenus, 4to «OTaeneHne no GO0MbWWMHCTBY FON0COB
3aTpyaHseTcs gaTb pelnTenbHoe MHeHue O JIEHTOBCKOM»,
31 aBrycta 1820 r. BblHeC pelleHue fAaTb JIeHTOBCKOMY
[IONOJSIHUTENbHOE 3aflaHue B BWAE NMPOYTEHUS B YHUBEPCH-
TeTe HECKOJIbKUX MPOOHbIX NIEKLUMIA B NMPUCYTCTBMUM YSIEHOB
OTaeneHns M AMpeKkTopa yHuBepcuTeTa.

YKe nocne NeTHUx Bakauui, B NepBOM MONYroguun cne-
aywouwero akagemuyeckoro 1820/1821 roga (@ MMEHHO
23 oKTa6pa) A. JIeHTOBCKUIM npoyen aBe NpobHble NEKLMN Ha
NaTMHCKOM fa3biKe: «De scarlatina» n «De inversione ingenere»,
Ha3Ha4yeHHble OTaeneHnem BpayebHbiX HayK. Kak BMAHO 13
Ha3BaHWM 3TUX NIEKLMIM, OAHA M3 HWUX NOCBSLLEHa CKapfaTuHe,
nopaatowen NpeMMyLecTBEHHO AeTeN, a 3HAYUT, OTHOCKB-
Lenca HenocpeacTBEHHO K 061acTh AETCKUX 60/1I€3HEN, KOTO-
pble JIEHTOBCKOMY BCKOPE NpeacTosio npenoaaBars.



Mocne 3Toro y Y1eHOB YHUBEPCUTETA HE OCTasOCh HUKAKMX
COMHEHWW OTHOCUTENBHO KaHAMAaTypbl A. JIEHTOBCKOIO, U OHM
«HalM ero [JOCTOMHbIM 3BaHWS aAblOHKTa MOBMBANbHOIO
MCKyccTBar». N meHee yem 4yepe3 mecsl, 12 Hos6ps Toro xe
1820 r., CobpaHrem CoBeTa yHMBepcuTeTa 6bl1I0 NpoBeaeHO
6annotMpoBaHne JIEHTOBCKOMO B aAblOHKTbl MOBMBANbHOMO
MCKyccTBa Ka3aHCKOro yHMBeEpcUTETa, YTBEpXKAeHHoe abcCo-
NOTHbIM 6onbluMHCTBOM roniocoB (10 3a, npotve 1) [23].
6 aHBaps 1821 r. pelueHne CoBeTa 6bI10 0106PEHO MUHUCTPOM
[YXOBHbIX A€N WU HAapOAHOro npoceelleHnst POCCMMCKON nmne-
pun A.H. TonuupiHbiM [24]. Takum o6pasom, A. JIeHTOBCKMK
BOLUEN B COCTaB MEAMLIMHCKOM Koprnopaunn Ka3aHCKoro yHu-
BepcuTeTa B 1820/1821 akagemM1M4YeCcKoM roay.

B aTOT nepuoa oTaenbHOM AUCLUMMAUHBI «AETCKME 601e3-
HW», PABHO KaK W 06aBEHUst 3TOr0 Ha3BaHUS K Kypey «yye-
HME O EHCKMX M AEeTCKMX 60Ne3HaX» B pacnncaHum He 3Ha-
yutes. «PacnonoxeHne YHMBEPCUTETCKUX NpenoJaBaHni Ha
aKkagemuyeckuit rog ¢ 15 aBrycta 1820 no 05 maprta 1821 r.»
(B pasgene, oTHOCAWEMCA K MeAWUMHCKOMY daKynbTeTy)
BK/IOYAET AN 3aHATUI CTYAEHTOB-MEANKOB 4-ro OTAeneHus
TONbKO AWMCLMM/NHBI «MOBMBaNbHOE UCKYCCTBO» U «KIIMHMKA
TepaneBTUYecKas, XMpyprudyeckas v noBmBanbHas» (Hapsay
C «NMOBTOPEHMEM» TEPANUK U XMPYPrUK; cyaebHOM MeanLIMHbI,
MeANLIMHCKOM NOMULMK U CKoToNneYeHus) [25].

Heo6xo4MMO OTMETUTb, YTO B TO e caMOe BpeMs, KOor-
da A. JIeHTOBCKUM n36upancs, YyTBeEpXAaaacs U CTaHOBUI-
CSl 4acTblo KONJIEKTMBA npenojaBaTenen MeAauLMHCKOro
dakrynbteta KazaHcKoro yHuBepcuTteTa, B pacnpeaeneHuu
CTyAEeHTOB-MEAMKOB MO KypcaM 06y4eHus (B Te roabl UMeHO-
BaBLUIMMCS «OTAENEeHUAMU») Habnganacb BeCcbMa HeobblY-
Haa cuTyauus. Tak, B HECKOJIbKMX Tabensix ycneBaeMoCcTu
ctyaeHToB OTAeneHuss BpayebHbIX HayK 3a nepBoe Mnosy-
rogne 1820/1821 y4ye6Horo roga (K npumepy, 3a HOA6pb)
HannyecTByeT ocobasi 3anucb, yKasblBalollas, 4TO CTyAeH-
TOB-MeAMKOB 2, 3 U 4-ro oTAeNeHnI He umeeTcs [26].

B BegomocTsax «0 npenojaBaHusX Hayk B dakynbrete
BpayebHbIX HAayK C O3HA4YeHWeM MPOWAEHHbIX MPeaMETOB,
3amMeyvyaHnem OTIMYHENLW KX npenogaBaTtenen, Tpyaontobuem
W yCNexoM MpenogaBaHus, a paBHO C NOKa3aHWEM YyCnexoB
CTYAEHTOB W chyllaTenen» TOro e nonyroams no6aBneHo
npuMevaHue, 4To «Mpoyne MeanLMHCKMe, BCnoMoraTe/bHble
OHbIM M NPOYME HAYKM B HbIHELWIHEM rogy B MeAWLMHCKOM
daKkynbTeTE HE NPENOAATCSA MO HEUMMEHWIO CTYAEHTOB Meau-
UMHbI 2-r0, 3-r0 U 4-ro OTAENEHUN, B KOTOPbIX OHble HayKu
NpoOXoauTb NpeaHa3HayeHo» [27].

CnepoBaTtenbHo, U B cnegyowme 3a 1820/1821-m aBa
aKagemuyeckux roga — 1821/1822-n n 1822/1823-n —
CTyAEeHTOB 4-ro Kypca B Hann4mu He nmenoco [28]. MNoatomy
HeKoMy 6bl10 MpenogaBaTb Kak AWCLUMMAUHY «NOBUBasb-
HOE WCKYCCTBO», TaK M FOTOBYIO K MpenojaBaHuio (B CBSA3MK
¢ BK/to4yeHneM A. JIEHTOBCKOro B COCTaB npenojaBaTefb-
CKOro coctaBa daKynbreTa) AUCLUMUMINHY «1eTCKUE BONE3HM».

A.E. JleHTOBCKOMY, n36paHHOMY aJblOHKTOM MoBMBasb-
HOrO UCKYCCTBA, B OXXMAAHUU CTYAEHTOB 4-ro Kypca BpeMeHHO
NPULWNOCH NEPEKIYNUTLCA Ha NpenoAaBaHue apyrux aucum-
MAvH. Tak, BO UCNOIHEHME cTaTbn 14-11 6eceabl noneynuTens
KazaHckoro yye6Horo okpyra M.J1. MarHuyKoro, 03By4eH-
HOWM Ha 3aceaaHun CoBeTa yHMBepcuTeTa 8 Mas 1822 roaa,
Kakabll npenofjaBatenb [O/MKEH Obl1  NpeacTaBUTb
(«He Mo3Ke OKOHYaHMS HblHewWwHero y4ebHoro roga — K 10-my
aBrycTa») NPOEKT MHCTPYKLUMKU O NpenogaBaeMbiX UM AUCLM-
N/IMHaX, a TaKKe UCTopMYecKoe 0603peHMe O TOM HanpaBe-
HUU, «<KOTOPOE €ro HayKa npuHsana B EBpone», ¢ ykazaHnem
YCMEeXoB U OTKPbITUI, «<KOW B HEW caenaHbl» [29].

AObloHKTY A. JIeHTOBCKOMY 6bl10 MOPYYEHO HanucaTb
NMPOEKT WMHCTPYKUMKM NO PU3MOAOTMK, YTO FOBOPUT O Bpe-
MEHHOM npenogaBaHun um ousnonorun [30]. 3gecb xe
Heo6xo0aAMMO caenaTb pemMapKy 0 TOM, YTO COCTaBEHME NPO-

€eKTa MHCTPYKLMK MO XMPYPrum v NOBMBASbHOMY MCKYCCTBY
6bI10 NOPYYEHO AMPEKTOPY YHMBEPCUTETa BnagumupcKomy,
B HelaBHEM BPEMEHU YTBEPKAEHHOMY B 3BaHUKU SKCTpPaop-
AMHapHoro npodeccopa NoBuBanbHOro nckycctea [31]. 370,
Ka3anocb 6bl, MOXET yKa3dbiBaTb Ha HEro Kak Ha MnepBoro
npenogaBatens AeTcKux 6onesHen. OgHaKo AeTcKue 6ones-
HU B KazaHCKOM yHMBEpCUTETE BCE e Havan npenogaBaTb
uMeHHO A.E. JIEHTOBCKWMW, O 4eM $ICHO CBMAETENLCTBYIOT
UCTOPUYECKNE NCTOYHUKMH.

13 aHBapa 1823 . B OXMAaHUMKM Havana npenojasa-
HUS AUCLMNAUHBI «AeTCKMEe 60ne3HM» B HacTynaslwem 1823/
1824 roay (Korga HakoHel, yXKe NOosIBUINCHL CTYAEHTbl 4-ro Kyp-
ca, ycrewHo 3aKoHuuBLiMe 3-1 Kypc), A.E. JleHToBCKMIM nogan
panopT O MOKyMNKe 3a CYeT CyMMbl, Ha3Ha4YeHHOW Ha comep-
*KaHue KnnHMyecKoro MHCTUTYTa M 60NnbHMLbLI KasaHcKoro
YHUBEpPCUTETA, OCOOOM KHUMKU, CTaBlleh MNepBbiM YyYEOHbLIM
nocobvemM, Mo KOTOPOMY Ka3aHCKUM CTyAeHTaM-MeauKam
Havyanu npenogaBaTb KypC AETCKUX 6ONE3HEN.

370 6blna KHUra «O pacno3HaBaHWK U BpayeBaHUKM OET-
CKUX 6onesHen» poKtopa Pobepta Tomaca, nepeBeaeH-
Has C aHMMWCKOro Ha «POCCUMCKMM» A3bIK LITab-NeKapem
Kpenctu, Kotopyto A.E. JIEHTOBCKMI NPOCKUA KyNnTb B LIECTH
aK3emnagpax — nNATb ANS «CTyAEHTCKOM OGUONMOTEKU»
W oauMH — ans pyHaaMeHTanbHoM 6MbnMoTeKkn. Ero panopt
6bln noadepxaH Kak OtaeneHnem BpadvyebHbIX HayK, Tak
n CoBeToM yHuBepcuTeTa, U 10 deBpang Toro e 1823 T.
OblNI0 peleHo NpuobpecTn 6 IK3EMMNIAPOB, KaXKAablM M3
KoTopbIx oueHuBancs B 10 py6nen [32].

27 ceHTa6ps 1823 1. MMHUCTP AYXOBHbIX A€M U HApOAHO-
ro npoceeuweHus A.H.lonnubiH ytBepaun A.E. JleHToBCKOro
B 3BaHWWM 3KCTpaopauHapHoro npodeccopa, a 3 OKTA6pS
1823 r. Ha 3acefaHun OTaeneHus BpavebHbIX HayK Oblio
06bSBMEHO pacnucaHue 3aHATUI ANs CTYAEHTOB B HACTYMuUB-
wem 1823/1824 akagemM1UyYeCKOM roay.

B Hem BnepBble Npo3Byyana AWCUMMIMHA «O YEHCKUX
WM OETCKMX 6O0Ne3HsAX», KOTOpylo Obl0 Ha3HayeHo npeno-
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CcTyaeHTam 4-ro OTAENeHWs OAMH pa3 B Hefdento Hapsay
C 3aHATUSAMM NO cyaebHOW MeauLmHe, «NPUNOKEHUEM XMPYp-
rMYECKUX NOBA30K», BETEPUHAPHbBIM MCKYCCTBOM U HYaCTHOM
Tepanven [33]. Takum o6pas3om, ¢ oceHn 1823 r., unu
c 1823/1824 akageMWyecKoro roga, Ha MeAWLMHCKOM
daKkynbtreTe MMnepaTopcKoro KasaHCKOro yHuBepcuTeTa
OOHWM W3 MEPBbIX TPEX €ro BbINMYCKHUKOB-MEANKOB ANeK-
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TpaH3UTOPHOE TaXUMHO3
HOBOPOXAEHHOro: naToreHes,
AWArHOCTUKa MU JIeYeHHUue

KoHTakTHaa undpopmauus:

LLlectak EBrenuit BayecnaBosuY, Bpa4 aHeCTE3MONOr-peaHnMaTonor OTAeNEHUS peaHUMaLumM U UHTEHCMBHOM Tepanuu EkaTepuHByprekoro
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Cratbfl noctynuna: 21.10.2021, npuHaTta K neyatu: 26.01.2022

B 0630pe npeactaBsieHa aKTyasbHas MHPOpMaLUusi 0 pa3BUTUU TPAH3UTOPHOIO TaxMnHO3 HOBOPOXKaeHHoro (TTH) ¢ yueTom
GU3N0I0rMM paHHEro nocTHaTaslbHoOro repuoga M natopu3anosiorM4ecKmx rnpoueccoB. [NpuBeaeHbl AaHHbIE O paKTopax
puckKa pa3Butns TTH, 0CO6EHHOCTSIX Te4eHUS 3ab601eBaHMS U ero AndoepeHLnaibHoN gnarHocTMKku. OcBelleHbl TPaauLMOH-
Hble MeTOAbl 1e4eHUs naumeHToB ¢ TTH, a TakKe pe3y/ibTaTbl COBPEMEHHbIX UCC/IEA0BaHUI 3PPEKTUBHOCTU HEMHBa3MBHOM
pecnmpaTopHoO MNOAAEPIKKH.

KntoyeBble cnoBa: TpaH3MTOPHOE TaxmMmHO3 HOBOPOXAEHHOI 0, AblXxaTe/lbHas He40CTaTOYHOCTb, NaTOreHes, aKTopPbl PUCKa,
anoepeHumnanbHbIN aUarHo3, HeMHBa3nBHas pecrnvpatopHas Tepanus, CPAP

Ans yntupoBanus: LLlectak E.B., KoBTyH O.[1. TpaH3MTOPHOE TaxMNHO3 HOBOPOXAEHHOrO: NaToreHes, IMarHocTMKa u neve-

HuWe. Boripocsl coBpemeHHown neamatpun. 2022;21(1):11-18. doi: https://doi.org/10.15690/vsp.v21i1.2381

BBEAEHUE

Poabl 9BASIOTCS CNOXHBIM GU3MONOTMYECKUM NpoLec-
COM ¥ B 6ONbLUMHCTBE C/lyYaeB 3aBepLUAlOTCs PoXKAeHUEM
300poBOro pebeHKa, afanTUPOBaHHOIO K BHEYTPOGHbLIM
YCNOBUS XN3HU. B Te4eHne o4eHb KOPOTKOro nepuoaa Bpe-
MEHW MOCNe POXAEHUS MPOUCXOAUT cepus Gpusmonormye-
CKMX M3MEHEHWI KapaMopecnupaTopHOM CUCTEMbI pebeH-
Ka: yaaneHve GpetanbHOM KUAKOCTU 1 3aMoIHEHWE aNlbBEOS
BO3AyXOM, Ha4yano PEeryaspHoro AblXaHWs, CHUXKEHME COCY-
AMCTOrO COMPOTUBIIEHNS B JIETKUX U yBEIMYEHME KPOBOTOKA
1Mo MasioMy Kpyry KpoBoobpauieHus [1].

BonbLWKMHCTBO HOBOPOXKAEHHLIX (OKONO 85%) He TpebytoT
LOMONHUTENBbHOM MOMOLLM B POAOBOM 3asi€, HO B OCTalIbHbIX
cnyyasx BO3HUKAIOT [bIxaTeflbHble HapyLleHWs pasnnyHon
cTeneHn Taxectu [2]. MMeHHOo AbixaTenbHas HeaocTaTou-
HOCTb ABNSIETCS MMaBHOM MPUYMHON NPOBEAEHNS peaHuMa-

Evgenii V. Shestak? 2, Olga P. Kovtun?2

LIMOHHBbIX MEPOMNpPUATUI KaK cpaly Mocne poXAaeHus, Tak
M B NepBble Yacbl XN3HN pebeHKa [3—5]. Bo3HKKaeT oHa
BCNEACTBME 3adepKKU PeTanbHOM KMAKOCTU B NErKMX,
HE3PENOCTU NIETKUX U AblXaTeIbHOro LIeHTpa, BPOXAEHHOM
NMHEBMOHMMK, CUHAPOMA YTEYKM BO3ayXa, OGCTPYKLMM Ablxa-
TeNbHbIX MyTen, acPUKCUM NPU POXKAEHUM, BPOKAEHHbLIX
NopoKoB cepaua [3]. He3penocTb Nerkux u AplxatenbHoro
LleHTpa XapaKTepHbl A1 HeJOHOLWEHHbIX AEeTEN, a TAXeCTb
OblXaTeNbHbIX HapyLWEeHUN TEM Bbille, YEM HUXKe rectauu-
OHHbIXN BO3pacT npu poxaeHun [5, 6]. O6CTPYKLMA MOXKET
BO3HWKHYTb BCNEACTBUE NONajaHus B AblXxaTefibHble MyTH
MEKOHUS, KPOBW, THOS WU MKENYAOYHOrOo COAEPHKMMOro
M HabnogaeTcsd B 1t060OM rectaumoHHOM BO3pacTe, Kak
W BPOXKAEHHas MHEBMOHMWSA. BMmecTe ¢ TeM B [JOHOLIEHHOM
M NO3AHEM HEJOHOLIEHHOM CPOKax B MepBble Yachl *KU3HU
camas yacTasl NpuYMHa AblxaTeNbHOW HEeJOCTaTOYHOCTN —

1 Ekaterinburg Clinical Perinatal Center, Ekaterinburg, Russian Federation
2 Ural State Medical University, Ekaterinburg, Russian Federation

Transient Tachypnea of the Newborn: Pathogenesis,

Diagnosis, Treatment

The review provides up-to-date information on the development of transient tachypnea of the newborn (TTN) considering early postnatal
period physiology and pathophysiological processes. Data on risk factors of TTN development, feature of disease course, and its
differential diagnosis are presented. Traditional treatment methods for patients with TTN as well as results of modern studies on efficacy
of non-invasive respiratory support are covered.

Keywords: transient tachypnea of the newborn, respiratory failure, pathogenesis, risk factors, differential diagnosis, non-invasive
respiratory therapy, CPAP
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3amMep/ieHHas pe3opoumns deTtanbHOM MUOKOCTU B NErkux,
NpPOABAAIOWANACA TPAH3UTOPHbLIM TaXMMHO3 HOBOPOXAEHHbIX
(TTH) [5]. Mo mexayHapoaHOW KnaccuduKaLun 6onesHen
10-ro nepecmotpa TTH KoaupyeTtcs P22.0 [7].

BnepBble KNMHWYECKWE NPOSBAEHNS AbIXxaTeNbHON Heao-
CTATOYHOCTH, CBSA3aHHbIE C 3aepXKKon deTaNbHON HUAKO-
CTU B JIEFKUX BHYTPUYTPOOHOro pebeHKa, GblinM OnucaHbl
M.E. Avery eule B 1966 r. [8], HO MWb B NocneaHee AecsaTu-
NeTme NpoBefeHbl UccneaoBaHWa BMeLWaTeNbCTB AN1a npea-
ynpexaenuns passutns TTH. Kpome Toro, akTyanbHbIM OCTa-
eTCc U3dyvyeHune HecneundbrUyecKon KIMHUYECKOM KapTUHbI
3abonieBaHus, 0COBEHHOCTEN AMArHOCTUKK, IPDEKTUBHbLIX
METOA0B PeECNMPATOPHON MNOALAEPHKKU. [TpoaoKaeTcs NOMCK
afleKBaTHOM 1 6e30MnacHoOM MelMKaMEHTO3HOW Tepanuu.

SANMUAEMHUOJIOIUA

OTmevaeTca TeHAeHUMS K yBenuvyeHuio 3aboneBae-
MocTM TTH npu CHUXKEHUMM TrecTauMOHHOro Bo3pacTa:
[0 1% — y JOHOLWeEHHbIX AeTer, 5% — cpelu poXAEHHbIX
B Bo3pacTte 35—-36 Hea, 0o 10% — B Bo3pacTte 33-34 Hefn
[9-11]. BmecTe ¢ TeM OTMeuYeHo, 4To puck TTH accounnpo-
BaH He TOMbKO C MO3AHMMMW HEAOHOLWEHHbIMU AETbMU, HO
M C PaHHUMWU [OHOLIEHHbIMU C recTalMOHHbIM BO3pPacTomM
379-387 Hea No cpaBHEHUIO C MOJSIHOCTbIO JOHOLIEHHbIMU
(399-40° Hen) v MO3AHMMM AOHOLWEHHbIMK (41°0-418 Hep)
HOBOpOXAeHHbIMK [12, 13]. HeKkoTopble uccnenoBaHusa
noKasblBaloT pocT YactoTbl TTH Ao 13% y no3aHux AOHO-
IWWEHHbIX W [OHOWEHHbIX HOBOPOXAEHHbIX, POXKAEHHbIX
nyTem KecapeBa ceveHus [14-16].

NMATOFEHE3

MpMMepHO Ha 6-M Hepd BHYTPUYTPOOHOM }KU3HW 3MuTe-
JIMA NErkMx 3[0POBOr0 BHYTPUYTPOGHOTO peGeHKa Hauu-
HaeT ceKkpeTMpoBaTb (eTanbHY0 XMAKOCTb CO CKOPOCTbIO
1,5-2 MA/Kr/4, Kotopas yBenuyuBaetrcs A0 5 MA/Kr/d
K KOHUY 6epeMeHHOCTU 1 gocTuraet oobema 25-30 mn/Kr
K MOMEHTY POXAEHUS, YTO MPUMEPHO PaBHO PYHKLMOHaNb-
HOM OCTaTOYHOW €MKOCTWU NIerkux HoBopoOXKaeHHoro [1, 17].
deTanbHasa XMAKOCTb HEOBX0ANMA AN HOPManbHOro pocTa
M PasBUTUSA NIErKUX U perynsaumMm obbema OKONMOMAOAHbIX
BoA [18]. 3a HecKoNbKO AHEN A0 Hadana GU3N0NOrMYecKmnx
BarMHanbHbIX POAOB MPOAYKLINS XKMAKOCTU CHMKaeTes [19].

C Ha4anom poaoBON AeATENbHOCTU MaTEPUHCKUE rOpMOo-
Hbl, TAKWE KaK aapeHasivH U rMIOKOKOPTUKOUAbI, MPOHMUKAIOT
yepes nnaueHTy U aKTUBUPYIOT Y BHYTPUYTPOOHOrO pebeHKa
YyBCTBUTENbHbIE K aMWNOPKUaY 3nUTeNnasnbHble HaTpUeBbIe
KaHanbl (ENaC), koTopble 3anyckaloT npouecc pe3opouuu
deTanbHoM xugroctn [1]. ENaC — cneumduryeckuin 6enokK,
HaxoAaLWMICS B anMKanbHON 4acTu aNUTENUabHbIX KNETOK
NnoYeK, KMWEYHNKA M NIErKUX, KOTOPbIA perynMpyeT npowecc
TpaHcnopTta noHoB Na* n K* [1]. Mpouecc o4nLEHUS TErKNX
OT PeTanbHOM KWAKOCTU HA4YMHAETCH C NAcCCMBHOMO TpPaHC-
nopta HaTpusa 4yepe3 ENaC, pacnonoreHHble Ha MOBEPXHO-
CTW anbBeOoLMTOB 2-ro Tuna. Becnen 3a HaTpueM No rpagmneHTy
OCMOTMYECKOro AaB/iEHUs anbBeoNbl MOKMAAET BoAa, Nona-
[as CHavyana B WMHTEPCTMUMANbHYO TKaHb M Aanee B Kpo-
BEHOCHble U numdaTtnyeckne cocyapl [20—-22]. AKTMBaLUM
ENaC Takxe cnoco6CTBYIOT BbIGPOC 3HAOMEHHOro agpe-
HalMHa W MOBLIWEHWE HAMPSKEHUS KWUcnopoda B TKaHAX
nocne poxaeHus [17]. bonbluas 4acTb GeTanbHON XUOAKOCTH
OOJI)KHaA MOKWHYTb NNerkne pebeHka B TeyeHue 2—6 4 nocne
poxaeHus [17, 23]. B aKcnepuMeHTanbHbIX }XUBOTHbIX MOJe-
nax 6noknpoBarHve ENaC npuBoanno K ToTanbHOM 3aAepKKe

deTanbHOM XWOKOCTU B NErkux, pa3BuUTUIO NPOrpeccupyto-
LLLero pecnupaTopHOro AMcTpecca n cMmepTtu [24].

Hapsigy ¢ aktuBaumen ENaC peluatollee 3Ha4eHne B Kiu-
peHce deTanbHOM KUAKOCTU UrpaeT aspauus nerkux [25].
PeHTreHOKOHTPaCTHblE MCCIeAOoBaHUA CMOHTAHHO AbllaLinX
KPONMMKOB MOKa3asu, 4TO MepBMYHOE 3amnofIHEHWE NErKMX
BO3/yXOM MponcxoauT B ¢pas3y BAoxa, 63 Bo3BpaTa XKUAKO-
CTU B anbBeonbl Mexay BAoxaMu [1, 26]. TakxKe nokasaHo,
4YTO M3HaYallbHbI U3BbLITOYHbIN 06BbEM (QETaNbHOM XUOKO-
CTM MOXET MPenaTcTBOBaTb HOPMasabHOW aspauuun. B npo-
uecce pa3utua TTH deTanbHas UAKOCTb HakanaMBaeTcs
B MHTEPCTULIMM NIETKMX M NOCTynaeT 06paTHO B AblXxaTeNlbHble
nytu [1, 26].

MoBbllWeHWe JaBNeHUs B FPYAHOM KNeTKe pebGeHKa npu
NPOXOXAEHUWM €ro No PoLOBLIM MyTAM BHOCUT MWHWUMab-
HblM BKNa4 B NPOLIECC OYULLEHMS NIEFKMX OT XKUAKOCTHU, XOTH
B TeYEeHWe AUTEeNbHOro BPEMEHM MMEHHO eMmy NnpuaaBanmu
0co60e 3HaveHue [27].

HeKoTopble nccnegoBaTenu npeanosiaratoT, YTO CHUMKEH-
Has QYHKUMUS cypdaKTaHTa Yy AOHOWEHHbIX HOBOPOXAEHHbIX,
POXIAEHHbIX MyTEM MJAHOBOIO KecapeBa Ce4YeHus, TaKKe
MOXET ObITb MPUYMHON pa3BuTua TTH [28].

3Hauynmyto posb B natoreHese TTH MOXET urpaTb OKCUA
azota (NO), KoTopbIv BAUSET HA TOHYC COCYAOB M PEryNsaLmIo
nyAbMOHapPHOro KpoBoToKa [29]. B nocnegHue roabl nsyva-
eTCA CBSI3b COCYAWCTbIX 3aboneBaHW U acMMMETPUYHOrO
onmvetunapruimHa (AAMA), KoTopbln SIBNSETCH CTPYKTYp-
HbIM aHanorom L-aprMHuHa M GyHKUMOHaNbHO MHIMGMpyeT
cuHTe3 NO [30]. Hegoctatok NO B aHAOTENUK, B CBOO O4Ye-
peab, NpuBOAMT K Basocnasmy [29, 30]. Kak nokasbiBaeT
nccnepoanue D.U. Isik n coaBrT., y geten ¢ TTH oTmeyvaetcs
noBbllWEeHHass KoHueHTpauua AMA, accoummpoBaHHas co
CrMa3MOoM JIErOYHbIX COCYAOB, BEAYLIMM K 3aMe/IEHNIO BbiBE-
[eHUs PeTanbHOM KUAKOCTU U3 JIETKUX, YTO MOXKET cTaTb
NPUYUHOW AbixaTeNibHbIX HapylweHun [30]. B akcnepumeHTe
J.J. Cummings uHctuangaumns NO BHYTPUYTPOOHbIM SArHA-
Tam MpPUMBOAMAA K CHUKEHMIO ¥ HUX MPOAYKUMK deTanbHOM
wugroctm [31].

GDAKTOPbI PUCKA

CuunTaercs, 4To pUCK pa3BuTUA TTH Bbilwe npu OTCyT-
CTBUW €CTECTBEHHOIO CTpecca M ropMoHalibHOro BbiGpoca
B poJax, T.e. y leTel, POXKAEHHbIX MyTeM KecapeBa CevYeHus
[27, 32]. Mpu coyeTaHnn KecapeBa CEYEHUS U OTCYTCTBMSA
poAOBOV AeATEeNbHOCTM PUCK pa3BuTus TTH BTpoe Bblile,
4yeMm y JeTen, POXKAEHHbIX TaKXe NnyTem KecapeBa CeyvyeHus,
HO MpPOBEAEHHOro nocfe Havana pPoOAOBON AesdATeNIbHOCTH
(yactoTa cooTBeTCTBEHHO 3,6 1 1,2%), n 60onee 4em B 7 pa3
BbIle, YeM Y IETEN, POXKAEHHbIX Yepe3 eCTeCTBEHHbIE POLO-
Bble nyth (0,5%) [33, 16].

YyuTtbiBas MMeloLmMeca JaHHbIe O CBA3MW KecapeBa ceve-
HUA C pas3BUTUEM PEecrnuMpaTopHOW MNaToNOrMM y HOBOPOXK-
neHHbIX, B Poccnn n CLLUA cywecTBylOT pekoMeHaaumu no
OrpaHUYeHuIo MaHoBbIX onepaTuBHbIX PogoB Ao 390 Hep
recTauMoHHoOro Bo3pacta [34, 35].

B uncne matepmHCKux GaKTopoB C BbICOKMM PUCKOM pas-
BMTMA TTH accounmnpoBaH caxapHblv Auabet y matepu [36],
OfHAKO HY)XHO Y4MTbiBaTb, YTO KECApEBO CEYEHUE MOXKET
MCKaXKaTb JOCTOBEPHOCTb CTAaTUCTUYECKMUX AaHHbIX, ABNSACH
KodpaKTtopoM TTH, TaK Kak OHO 4Yalle BbINOHAETCa npu 6epe-
MEHHOCTH, OTAroweHHon anadetom [37]. OxupeHue [38]
N 6poHxmnanbHasa actma [39, 40] TakKe BbICTynakT U3BECT-
HbiIMK daKkTopamMun pucka. WMccnegosanve Z. Gundogdu



(2020) nokasano, 4TO KONMYECTBO BEPEMEHHOCTEN B aHaM-
He3e M HacToslWwaa MHoronsogHas 6epeMeHHOCTb (3 aeTen
1 6onee) TaKKe accoLMMpoBaHbl C YBEIMYEHUEM HaCTOThI
TTH [40]. Co cTopoHbl pebeHKa daKTopaMun pUcKa pa3BuTHUs
TTH aBngtoTca Manas unun 6onbluas Macca Tena 19 COOTBET-
CTBYlOLLEro cpoKa rectauuu [40, 41]. My»KcKov non — Hesa-
BUCUMbIK daKTOp puUCKa BOOOLLE pecnupaTopHoin 3abone-
BaeMOCTM HOBOPOXAEHHbIX, B T.4. TTH [42].

KIMHUYECKASA KAPTUHA

KnuHuyeckne nposieneHns TTH BO3HMKaKOT B MNepBble
Yyacbl M3HW. B uXx uymcne Hecneumduyeckne CUMNTOMbI
[OblXaTe/lbHOM HEeAOCTaTOYHOCTH: TaxMMNHO3 6onee 60 B MUHY-
Ty, CTOHyLle€e AblXaHWe, HapylleHne GMOMeEXaHWKK AblXxaHus
(y4acTMe B aKTe [AblxaHus BCNomoraTenbHOM MycKynary-
pbl, BTSXEHWE HaAK/IOYMYHBIX SMOK, SIPEMHOM BbIPE3KM,
rPYAUHbBI M rappuCcOHOBOWM 60p03abl, pa3ayBaHUE KpPblibeB
HOCa), pa3BUTUE LIMaHO3a CO CHUMKEHMEM caTypaLnn KPoBHM
[4, 6, 43]. Npn ocMOTpe MOXET obpallaTtb Ha cebs BHUMA-
HMe 604KoOobGpa3Hasa dopma rpyaHON KNETKU HOBOPOKAEH-
HOro BCNEeACTBUE TMMEPBEHTUAALMM U TaxunHoa [4, 6, 43].
CornacHo npukasdy MunsgpaBa Poccumn N2 203H ot 2017 T.
[44], npu TTH Bpay JO/MKEH NPOBOAUTL OLIEHKY THAMKECTU
AbIXaTeIbHOW HEA0CTaTO4YHOCTM HOBOPOXKAEHHOMO MO LWKane
Silverman (ans HegoHOLWEHHbIX) [45] naM moanduunpoBaH-
HoM WwKane Downes (4ns OOHOLWeEHHbIX) [46]. Mpu nerkom
TeYeHUn 3abofeBaHNS CUMNTOMbI OObIYHO MPOXOAAT CaMo-
CTOSATENIbHO OT HECKONbKMX YacoB Ao 1-3 cyt [47, 48], Ho
okono 10% nauuneHToB ¢ TTH TpebyloT rocnutannsauuu
B OTAENEeHne MHTEHCUBHOM Tepanuu [49].

AWATHOCTUKA

MporpeccupoBaHne AbixaTeNbHbIX HAPYLIEHUI Y AeTEN
C npeanonioxutenbHbiM TTH TpebyeT npoBeaeHnsa 4onos-
HUTENbHbIX AWMArHOCTUYECKUX MEPONpPUATUR C LEenbio
UCKYeHns apyron natonorun. Cambin 9ddEKTUBHbIN
W AOCTYMHbIA KNACCUMYECKUI MHCTPYMEHT B OnpeneneHuu
NPUYUH PECcnMpaTopHOro AuMcrtpecca — peHTreHorpadpus
rpyaHon kneTtku [50]. TTH aBnsetcs AMArHO30M WCKIO-
YyeHus, U anga ynoécerea anddepeHumanbHOM AnarHoCTu-
KW NMPUYUH PECMUPATOPHOro AMCTpecca nocne poxaeHus
B MHOCTPaAHHOW NUTepatype MOXHO BCTPETUTb aKPOHUM
TACHYPNEA [51]: TTN (TTH), Aspiration (acnupauusa MeKo-
HWeM WAn KpoBblo), Congential anomalies (BpoxAeHHble
nopokn passutusa), HYaline membrane disease (CuHA-
POM TMaNMHOBBLIX MeHOpaH uan aeduunT cypdakTaHTa),
PNeumonia (BpoxaeHHas nHeBMoHus), Effusion (Bbinot
B nnaeBpanbHou nonoctu), Air-leak syndromes (CMHAPOM
YyTEYKN BO3yXa — MHEBMOTOPAKC WM MHEBMOMELMUACTU-
Hym). HeKoTopble aBTOpbl YKa3blBalOT Ha HEOBGXOAMMOCTb
BKMOYEHUSA B npouecc anddepeHunanbHOW AUarHoCTU-
KW 1 NEPBUYHON LUIMAPHOM AUCKUHE3UK (primary ciliary
dyskinesia) [52].

MOHO BblAeNnTb cneayloline KIMHUYEeCKUE U PEHTIeHo-
Nlorm4yeckme oco6eHHOCTU YKa3aHHbIX Bbllle COCTOSHWUNM:
® BpOX/JAEHHas NMHEBMOHUA — WMEET XapaKTepHble u3me-

HEHWS Ha PeHTreHorpamMmme (ToTalbHOE WM o4aroBoe

YNJIOTHEHWE JNIErO4HOM TKaHW, BO3AylWHas O6POHXO-

rpamma [53));
® CMHAPOM acnupaLmnu MEKOHMEM UM KPOBbIO — HEOBXO-

AMMO y4uTbIBaTb AaHHblIE aHaMHe3a U XxapaKTepHYo Kap-

TUHY acnupauun Ha peHTreHorpaMmme (Mo TUMY «CHEXHOM

Gypw» [54]);

® BpPOX[JEHHble NOPOKM Pa3BWUTUS, B T.4. MOPOKK CepAey-
HO-COCYAMCTON CUCTEMbI, BPOXAEHHasA AunadparmManb-
Has rpbiXa, KUCTO3HO-ageHoMaTo3Has Manbdopmauus
Nnerkmx (ocmoTp, peHTreHorpaduyeckoe uccnegoBaHue
rpyaHon knetku, Y3U cepaua);

® CUMHAPOM YTEYKM BO3AyXxa — Hanu4yme no [AaHHbIM
peHTreHorpadmm cBOOGOAHOrO ra3a B rPyaHOW KiETKe
C NPU3HaKaMW HaMNpPsSKEHUS U CMELLEHUS CPEAMHHbIX
CTPYKTYp [55];

e neduumnt cypdakTaHTa (BEPOSATHOCTb BbIWE Y HELOHO-
WEHHbIX [OeTeW, PEHTreHoNornyecKas KapTuHa Mo Tumny
«MaToOBOro ctekna» [56]), xota B cpoke 33-35 Hen andode-
peHumanbHasa gnarHoctuKa mexay TTH 1 pecrnvpatopHbim
[OUCTPECC-CUHAPOMOM HEAOHOLIEHHbIX 3aTpyaHeHa [12];

® achOUKCKUa MPU POXKLEHUM — TMPUYUHOM [bIXaTesSibHbIX
HapylweHUn MOXKeT OblTb LepebpanbHOE MNOBPEXK-
nexue [57];

® epBUYHbIE MPOSIBIEHUS PaAHHEro HeoHaTalbHOro cen-
cuca (B OAMHaMUMKe — Mporpeccupylolas abixatenbHas

HeaoCTaTo4YHOCTh [58]).

PeHTreHonornyeckne ocobeHHoctu TTH HeapKo Bbipa-
¥eHbl (puc. 1). Bmecte ¢ Tem HeEO6XOAMMO OTMETUTb TaKue
NPU3HaKK, KaK nepepasfytve Nerknx C ynnoweHuem gua-
dparmbl, BbINOT B MEXAOJIEBbIX LLENSAX, YCUIEHWE COCYANCTO-
rO PUCYHKA OT KOPHS NErkux B BUAE NaTTepHa «CONHEeYHble
nyydm» [59]. MaBHaa oco6eHHOCTb TevyeHns TTH — ncyesHo-
BEHWE KIMHUYECKUX U OONbWMHCTBA PEHTITEHONOMMYECKUX
NPU3HaKOB K 48—72 4 xu3Hu [59, 60].

Ons onddepeHuManbHON AMArHOCTUKKM 3aboneBaHuK,
COMPOBOXAAIOLLMXCS Pa3BUTUEM AblXxaTe/lbHON HegoCcTaTou-
HOCTM Y HOBOPOXAEHHbIX, BCE Yallle CTajn MCMNonb30BaTb
yNbTpa3BYKOBble MeToAbl uccnefoBanus (Y3U) [61]. Ang
TTH xapaktepHbl cneaywouwme Y3U-Npu3Haku: ytonueHue
WUIN HEYETKOCTb NeBpPaNbHOM IMHUU, YAaCcTUYHOE WK MON-
HOe uc4e3HoBeHME A-IMHWIK (HECKOJIbKO TMMNEP3IXOreHHbIX
rOPU30HTaSIbHbIX JIMHWUIA Ha PaBHbIX MPOMENXYTKax OT MieBs-
panbHOW NWHWMKW W Opyr oT Apyra), nosiBieHne 3 u 6onee
B-nuHUI (BepTUKanbHble TMNEPIXOreHHble peBepbepalu-
OHHble apTedaKTbl, BO3HUKaOWME OT NnJieBpasibHON JIMHUM,
pacnpocTpaHstownecs Ao danbHero Kpas akpaHa 6e3 3aty-

Puc. 1. PeHTtreHorpadus nerkux naumeHtos ¢ TTH B nepsble 4 4
Nnocne POXAEHUS U Pa3BUTUS KIMHUYECKOW KapTUHbI AblXxaTeNbHOM
HeJOCTaTO4HOCTM Ha GOoHe pecrnMpaTopHon noaaepxKku (CPAP)
Fig. 1. Thoracic organs X-ray of patients with TTN in first 4 hours
after birth and development of the clinical picture of respiratory
failure against the background of respiratory support (CPAP)

L

MpumedaHue. BUusyanusmpyiotcs crneyiolime peHTreHonormyeckmne
npu3Hakun TTH: nepepasaytue nerkux ¢ ynnowieHmem anadparmbl

1 yCUEHWEM NPUKOPHEBOro COCYAUCTOr0 PUCYHKa (A), a TakKe
rOpU30HTaNbHbIM NonoXeHnem pebep (b).

WcTtoyHuK: LLecTak E.B., 2021.

Note. The following radiological signs of TTN are visualized: lungs are
over-blowed with flattening diaphragm and accentuated hilar
vascular pattern (A) as well as horizontal ribs position (B).

Source: Shestak E.V., 2021.
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0630p NuTepaTypsbl

Puc. 2. Y3 nerkux 310poBoro HOBOPOXKAEHHOTrO (cneBa)
¥ nauneHTta ¢ TTH (cnpaBa)

Fig. 2. Lung ultrasound of healthy newborn (on the left)
and patient with TTN (on the right)

lNpumevanme. Y 300poBoro pebeHka A-MHUK (OTMEYEHbI
CTpenKamu) napaniefbHbl N1EBPE U BU3yanu3npyotcs

Ha OJMHAKOBOM pacCToAHUM Apyr oT Apyra. Y pebeHka ¢ TTH
OTMEYEeHO MOJSIHOE UCYE3HOBEHME A-TMHUIM MOA AaTYNMKOM

1 NOSIBNIEHNE MHOXECTBEHHbIX B-nnHWI (OTMEeYeHbI CTpeikamu).
MUcTtouHuk: LWWecTtak E.B., 2021.

Note. Healthy child has A-lines (marked by arrows) parallel to pleura,
they are visualized equidistantly. Child with TTN has no A-lines under
the sensor but has multiple B-lines (marked by arrows).

Source: Shestak E.V., 2021.

XaHUS CWUrHana v ABWratolWMeCs CUMHXPOHHO CO CKOJIbXKe-
HMEM Nerkux) B obnactu nojg gatyvMkom (puc. 2) [62, 63].
BmecTe ¢ Tem cnegyet OTMETUTb, YTO MPU MCMONb30BaHUK
TexHonornn Y3W B AMArHoCTMKe Nero4yHon natonorum nme-
lOTCS CyLLECTBEHHbIE OrpaHMyeHus. B 4acTHOCTH, aHaTOMMU-
4yecKoe CTpOeHWe rpyaHon KNeTKU, NO3BONSAOWEE UCCNeao-
BaTb He 6onee 70% nneBpasbHOM NOBEPXHOCTU, OTCYTCTBUE
cneundnyeckmx NpU3HaKoB (aTenektasbl U MHEBMOHMS
OaloT cxoxylo Y3U-KapTuHy), Hanvyine MHOXecTBa apTe-
daKToB [64, 65]. B cBSI3K C 3TUM HEOOXOAMMbI AanbHENLIne
nccneaoBaHma aPpOEKTUBHOCTU U HAAEKHOCTM 3TOr0 METO-
[a nccneaoBaHus.

NMPO®UJIAKTUKA

Kak onncaHo Bbllle, NpeXAeBPEMEHHbIE POAbl ABASAOT-
csl 3Ha4YMMbIM PaKTOpPoOM pucKa pa3sutua TTH. B 6onbliom
MHOMOLEHTPOBOM [ABOMHOM CfleNoM pPaHAOMMW3UPOBAHHOM
KOHTpoNMpyemMom uccnegosaHun ALPS npoBeaeHa oueHKa
BNUAHUSA 6GeTaMeTa30Ha Ha JfIeroyHyto naTtonoruio HOBO-
POXAEHHbIX NPU BBEAEHWUU ero G6epeMeHHbIM XKEeHLWKUHaMm
C PUCKOM MpexaeBPEMEHHbIX POAOB B CPOKe recrauuu
349-366 Hepn. B rpynne nauuMeHToB, MaTepu KOTOPbIX Mosy-
yunmn 6eTaMeTas’oH, OTMEYEHO CHUXEHWEe pUCKa pa3BMU-
TUS TSXKENbIX IErOYHbIX OCNOXHEHWN, TTH, 6poHxonero4yHom
avcnaasun u NoTpebHOCTU B MPUMEHEHUN CypdaKTaHTHOM
Tepanuu [66].

JNIEYEHUE

B TeyeHve AnUTENbHOrO BPEMEHU CTaHAaPTHbIMU METO-
JaMu neyveHuns naumeHtoB ¢ TTH ABnsAMCb nogadva KUcno-
poja cBO6GOAHBIM MOTOKOM M MOAAEPMKMBalOWas Tepanus
(coxpaHeHVe TepMOHENTPanbHOCTHU, 3HTepanbHOe KopmJie-
HWe U MHDY3MOHHasa Tepanus). 3HaHWs O npoLieccax, Npouc-
Xoaswmux B nerkux npu TTH, npegonpenennnu paspaboTky
HEWHBa3MBHbIX CNOCOG0B PECNMPATOPHON NOAAEPIHKKK [67].
B yacTHOCTW, uUccnefoBaHWA Ha XMBOTHbIX MOKasanu, 4To
pacTsyKeHue anbBeon aktmBuaupyet ENaC, a nonoxurenn-
HO€e JaBfieHUE B AbIXaTesbHbIX MYTAX HE TO/IbKO NPENSTCTBYET
Konnancy anbBeon W yaaneHwuto GpeTanbHOM MKUAKOCTU, HO
1 yBENNYNBAET CMHTES cypdaKTaHTa [68].

HeuHBa3uBHas pecnupaTtopHan nogaepkKKa

MocTosiHHOE NONOXKNTENIbHOE JaB/ieHHe B AbiXaTe/lb-
HbIX nyTsAX (continuous positive airway pressure, CPAP) —
TUN PecnuMpaTopHOM NOAAEPIKKU C MOCTOSHHBIM WX Bapua-
6enbHbIM MOTOKOM, CO3JalolWni MNOCTOAHHOE AaBAeHue
B AblXaTebHbIX NyTax. B KayecTtBe nuueBoro vHrepdenca
MCMNONb3YIOTCH FEePMETUYHbIE KOPOTKUE HOCOBbIE KaHIoNn
WX MacKu, a TakKe Ha3odapuHreasbHble KaHoNn U MOHO-
Ha3asnbHble TPy6Kn. CPAP MOXHO o6ecneynBaTtb HECKONbKU-
MK cnoco6amu: Ny3bipbKoBbii CPAP — co3aaHune aaBneHus
3a CYET BbICOTbI CTONI6A HUAKOCTU, Yepesd KOTOPYI NMPOXOAUT
BO3/yLLHas CMeCb; peaHMMaumnoHHas T-cuctema, Ucnonb3ye-
Mas B YCNIOBUSIX POAMUIIBHOTO 3asia M pexe — Npu TpaHcnop-
TUPOBKE HOBOPOXAEHHOrO; reHepaTopbl MOCTOSAHHOIO WU
BapuabenbHoro nortoka. CornacHo HauuoHanbHOMY PYKO-
BOACTBY MO HEOHATONOrMK, NMOKasaHWeM ANA MpoBefeHUs
CPAP npu TTH aBnseTcs oueHKa AblxaTeflbHOW HeaocTaTou-
HOCTM no wkKane Downes > 3 6annos [69].

BesonacHocTb U adpeKTuBHOCTL CPAP-Tepanuu y Heao-
HOLUEHHbIX MOATBEPXAEHbl pe3y/bTaTtaMh KOKPEMHOBCKUX
0630poB, ony6anKoBaHHbiXx B 2015 n 2016 rr. [70,71].
MNosgHee B uccnegoBaHnn A.M. Osman 1 coaBT. (2017) 6bi10
noKa3saHo, YTO paHHee (B poaoBOM 3asne) npumeHeHne CPAP
y neter ¢ TTH ¢ NOMOLLbIO MLLEBOVM MAacKu U peaHuMaum-
OHHOWM T-CUCTEMbI CHWMano NPOAOCIKMUTENbHOCTb TaxMMHO3
(9 npotne 30 4) 1 6Ly NPOAOIKUTENBHOCTL FrOCNUTaNn3a-
umu (3,3 npotmB 4,1 cyT) B CPaBHEHMU C KUCNIOPOAHOM Tepa-
nuen. MotpebHocTb B MBJ1 B cpaBHMBaeMbIx rpynnax 6bina
O[IMHAKOBOMW, Cly4aeB MHEBMOTOpPaKca He 3adUKCMPOBaHO
[72]. CornacHo gaHHbIM M. Celebi u coaBT. (2017), adpdeK-
TMBHO ¥ npodunaktuyeckoe npumeHeHne CPAP B TeyeHue
20 MUWH y AOHOLWEHHbIX U HELOHOLWEHHbIX AETEN, POXKAEHHbIX
nyTem Kecapesa cevyeHus. Takasd TaKTUKa NpuBena K CHUXe-
HWIO YacCTOTbl rOCNUTaNM3auUui B OTAENIEHME peaHumaLnn
B CPaBHEHWM C NaLMeHTamu, NoslydaBlIMMK CTaHAAPTHYIO pea-
HUMALMOHHYIO NOMOLLb, 6€3 YBEIMYEHNS HaCTOTbl MOGOYHbIX
apdekToB [73]. PetpocnektuBHoe uccnegoanve C. Gizzi
n coaBT. (2015) noKas3ano CHUXEeHWe MPOLOIKUTENbHOCTH
rocnutanuMsaumu B OTAENIEHME peaHUMaLnn U NoTpebHOCTH
B Kucnopoge B rpynne CPAP no cpaBHEHUIO C NauueHTamm,
nosiy4yatowMMmn KMcnopos cBo60AHbIM NMOTOKOM. 10 AaHHbIM
3TOr0 e uccnegosaHus, ucnonb3oBaHne CPAP B pogoBom
3ane No3BONI0 CIKOHOMUTL B cpeaHeM oKono 7000 eBpo
Ha pebeHKa 3a CYET CHUXKEHUS NPOLOIKUTENBHOCTU FOCMK-
TanuMsaumun 6e3 yBenMYeHWs 4acToTbl Cry4YaeB CuUHApPOMa
yTeYyKu Bosayxa [74].

BbicoKonoTo4yHasi Ha3asbHas KaHionsa (high-flow
nasal cannula, HFNC) no3Bonser obecne4yuTb nopavy
KOHAMLMOHMPOBAHHOW BO3AYLWIHOW cmecu pebeHKy 4epes
HOCOBbIE KaHIONIM CO CKOPOCTbIO MOTOKa 6onee 2 51/MWH.
Ony6nuMKoBaHbl KOKPEWHOBCKME 0630pbl MO MPUMEHEHUIO
HFNC y HepoHOLWeHHbIX aeTen. NoKasaHO NpenmyLecTBO
HFNC nepen CPAP nocne akcTy6auum B CBSI3M C MEHbLUUM
NoBpPeXAEHUEM HOCa U CHUXKEHWEM YacTOTbl MHEBMOTOPAK-
coB [75]. B aByx Apyrnx o63opax HU3KOE Ka4yeCcTBO JOKa3a-
TEeNbCTB HE MO3BONSET BbIABUTL NpenmyuiectBa HFNC and
nieyeHns 6POHXMONUTOB Y AeTew [76] 1 NnauMeHTOB B BO3pac-
Te oT 4 Hep fo 16 net [77]. B otnanumne ot HazanbHoro CPAP,
co3gaBaemoe HFNC paBneHue BapuabenbHO U 3aBUCHUT
OT NoToKa [78].

Ha3anbHas npepbiBUCTasi BEHTHU/ISAALUUS C [MOJIOXKHU-
TeNbHbIM pgaBaeHunem (nasal intermittent positive
pressure ventilation, NIPPV) BKno4yaeT HeMHBa3MBHYIO



NPUHYAUTENBHYIO M BCMOMOraTeNbHY0 BEHTUAALMIO C pas-
HbIMWU BapuvaHTaMu CUMHXPOHW3aALMKU C AbIXaHWEM NaLUeH-
Ta. KOKpenHOBCKUI 0630p noKasa, YTo Y HELOHOLEHHbIX
NIPPV B cpaBHeHunn ¢ CPAP 6onee apdEKTUBHO CHMKaeT
PUCK pPasBUTUA AblxaTeNlbHOW HEAOCTaTOYHOCTU U NOTPeL-
HOCTHK B MHTY6aumn 1 UBJ1 (oTHocHTenbHbIM puck (OP) 0,78;
95% posepuTenbHbin uHTepsan (AU) 0,64-0,94) [79].
0630p wuccnepoBaHuin npumeHeHns NIPPV Kak metoaa
pecnMpaTopHOMn NoaaepP KN HEOHOLWEHHbIX HOBOPOXAEH-
HbIX MOC/e 3KCTyb6aunn B cpaBHeHuMn ¢ CPAP Take noka-
3a/ CHWXEeHUe pUCKa HeydayHoM 3KcTybauuu B rpynne
NIPPV B Teuenue nepmnopaa ot 48 4 no 1 Hep (OP 0,70; 95%
AN 0,60-0,80) [80].

HasanbHasi BbICOKOYacTOTHasi BeHTUAsumsa (nasal
high-frequency ventilation, NHFV) — oTHOCMTENbHO HOBbIN
METOA PecrnupaTtopHON MOALEPIKKM, OCHOBAHHbLIA Ha MNpwu-
MeHEeHUM KonebaTenbHoM GOpMbl BOMHbI AaBNEHUS B Ablxa-
TeNbHbIX NYTAX C UCNOSIb30BAHMEM Ha3anbHOro nHTepdenca
B BMAE MACKMW MW Ha3abHbIX KaHtO/b, aHaNOrM4YHOro MHTep-
dency o6opyaoBaHusa CPAP [81, 82]. B paHAOMW3MPOBaHHbIX
KOHTPONMPYEMbIX MCCNEeAoBaHMAX BblI0 NOKa3aHo, 4TO Npu
NIe4YEeHUW HEeJOHOLWEHHbIX JETEW C peCNMPaTOPHbLIM ANCTPECC-
cuHgpomoMm NHFV B cpaBHeHun ¢ CPAP oka3biBaeT 6onee
Bblpa)keHHoe BAnsHME Ha anumMuHauuio pCo, 1 B Gonbluewn
CTEMEHN CHUXKaET PUCK WHTy6aumn 6e3 BAUAHUSA Ha PUCK
cmepTtu [83-85].

Cuctematnyeckmh 063op L. Moresco n coaBT. (2020)
[86] BKtOYaN Tpu UccneaoBaHMa (06LLee KONMYeCTBO NaLu-
eHToB — 150) BAUAHUS NpUMEHEHUS Kuciopoja 6e3 co3-
[laHWs NONOXKUTENBHOIO AaBneHns (HasanbHbi CPAP, NIPPV
mnn NHFV) Ha TeyeHue TTH. MeTaaHanu3 pesynbraToB
nccnefoBaHMii He Gbln BbIMOJHEH W3-3a reTepOreHHOCTH
METOA0B M MapaMeTpoB pecrnupaTopHoi Tepanuu. B 0630p
BKJIIOYEHO OHO M3 YNOMSHYTbIX Bbille uccnegoBaHum [72].
B apyrom uccnegoBaHum nNpu cpaBHEHWU Ha3anbHoro CPAP
1 NIPPV pasnuuui no BCEM U3y4aeMbIM UCXOAAM HE BbISiB-
neHo [87]. TpeTbe uccnegoBaHWe noKasano COKpalleHue
NPOAOIKUTENBHOCTM TaxmnHoa B rpynne NHFV no cpaBHe-
HUIO ¢ rpynnow HazanbHoro CPAP 6e3 oTnnMyuni no notpeo6-
HocTM B WIBJ1 n yactote nHeBmoTOpakca [88]. Tak Kak
Ka4yecTBO UCCeaoBaHuUI Obl10 04EHb HU3KUM, NO pe3yNbTa-
TaM cUcTeMaTUHECKOro o63opa HEBO3MOXHO OMpPeaenuThb,
ABNSETCA M HEWHBA3WBHAsa pecnupaTopHas noagepka
6e3onacHon n apdeKTBHOM Npu TTH.

OrpaHu4YeHue XUAKOCTH

YyutblBast natoreHe3d TTH, pa3dyMHOM BbIMMSAWUT TaKTu-
Ka orpaHuM4eHust o6bema MHPY3MOHHON Tepanumn AaHHbIM
naymeHTam. B HEKOTOpPbIX MCCeaoBaHUAX 6bl10 MOKa3aHo
CHUXEHWe pecnupaTtopHOM 3aBUMCUMOCTU U MPOAOIKUTENb-
HOCTW TaxMMHO3 B rpynnax c PecTpUKTUBHOM cTpaTernen
MHOY3NOHHOM Tepanuu. Bmecte ¢ TeM cuctemaTtu4yecKkui
0630p N. Gupta u coaBT. (2021) He NPOAEMOHCTPUpPOBan
yb6eauTenbHbiX AoKasaTenbcTB 6e30MacHoCcTU U adodeK-
TUBHOCTM 3TOM cTpaTerMm B Tepanuu TTH Kak y OOHO-
WEHHbIX, TaK U y He[AOHOWeEHHbIX geTen [89]. Mpexae
4yemM BBO/IMTb B PYTMHHYIO MPAKTUKY TaAKTUKY OrpaHuye-
HUS KMAKOCTH, TpebyeTcsa NpoBeAeHME [OMOSHUTENbHbIX
ncenegoBaHum.

MepaguKamMeHTO3Hasa Tepanus
JononHutenbHo B Tepanun TTH NpUMEHSIOT AUYPETUKM,
WMHIransiumm ¢ rioKOKOPTUKOCTEPOUAaMM, 6eTa-aroHnCTamMm

n agpeHanmHom. OgHako meTaaHann3 M. Kassab v coaBT.
(2015) nokazan OTCYTCTBME pa3HULUbl MO MNPOAOSIKUTENb-
HOCTU TaxMMHO3 M rocnuTann3auun B rpynne c AuMypeTu-
KaMU M KOHTPOAbHOW rpynne. Y4uTbiBas OrpaHU4eHHble
[laHHble U M3BECTHble NOOOYHbIe 3PDEKTbI, Tepanus any-
peTuKaMmn He MOXKET 6biTb PEKOMEHAOBaHa K PYTUHHOMY
NPMMEHEHUIO B HacTosawmn momeHT [90]. B cBs3uM ¢ oTcyT-
CTBMEM yOeauTeNbHbIX AaHHbIX B MOMb3y 3POEKTUBHOCTH
WMHTaNsaUMOHHbIX TIOKOKOPTUKOCTEPOMUIOB Tepanus MMM
TaKXXe He PEKOMEHA0BaHa B PYTMHHOM MpaKTUKe Tepanuu
peten ¢ TTH. B yactHoCcTM, B uccnegosanmu Y. Vaisbourd
n coaBT. (2017) He BbIABNEHO NpeumMyllecTB 6yaecoHmaa
B CpaBHeEHMK ¢ nnauebo B Tepanuun TTH y no3gHMX Heao-
HOLWEHHbIX U AOHOLWEHHbIX AeTen [91]. B TO e Bpems
eCTb MCcCnefoBaHus, AOKasblBatowme NoBbIWEHHbIA PUCK
pasBUTUA BGPOHXMaNbHOM acTMbl y AeTen, YbM MaTepu Ha
NO3AHMX CpoKax 6epeMeHHOCTU MNPUHUMaNMU [IOKOKOP-
TUKOCTEPOUAbI, B T.4. ANA MNPOPUNAKTUKM OblXxaTelbHbIX
pPacCcTpOMCTB Yy HOBOPOXAeHHbIX [92]. o pesynbtatam
cucteMmatuyeckoro o63opa L. Moresco u coaBT. (2016) He
Nony4yeHo ybeanTebHbIX AaHHbIX B M0/1b3Y 3QHEKTUBHOCTH
1 6e3onacHocTu 6eTa-aroHUCcTa canbbyTamosa B Tepanuu
TTH [93]. OgHako B nocnegyowem Oblna nokasaHa ero
3pPEKTUBHOCTb MO cpaBHeHUO ¢ nnauebo (0,9% NaCl)
B CHWXEHWW MPOAOSIKUTENBHOCTU TaxWMMHO3 U AAUTENb-
HOCTU rocnuTanu3daumn [94]. YuuTbiBass U3BECTHblEe daH-
Hble O POAM 3HAOMEHHOrO0 U MaTEPMHCKOro ajpeHanunHa
B npouecce abcopbuumn detanbHON KUAKOCTU [17], BBe-
[leHne 3K30reHHOro agpeHannHa Takxxe paccMaTpuBaeTcs
KaK MoTeHLUMaNbHO MNepcneKTUBHas MeToAMKa NevyeHus.
B cnenom paHoomMun3npoBaHHOM MnaLeb0o-KoHTponupye-
MOM MWIOTHOM WMCCeA0BaHUU BAUSHUS UHFANALMOHHOIO
afpeHanunHa Ha NpoomKMTeNbHOCTb TTH He o6Hapy»XeHo
no60o4HbIX 3hDEKTOB Tepanunun. BmecTte ¢ TemM HE NOATBEPK-
neHa n ee apdeKTUBHOCTb [95].

UCcXoabl

B 60onblIMHCTBE cydYaeB KynupoBaTb cumniTombl TTH
yaaeTcs B T€YEHWE HECKONbKMX AHEW, HO LOArOCpPOYHble
NnoCNeacTBUSA MNepeHeceHHOoro 3aboneBaHUs A0 KoHua
He u3y4yeHbl. B nuTepatype vMmeeTcs onucaHue cnydva-
eB NHeBMoTOpaKca [96], popmupoBaHus y 60/bHbIX TTH
NepcuUCTUpyloWen Nero4yHon runepteHsumn [97], Heobxo-
ammoctn nposeaeHua UBJT ¢ «kecTKMMUM» NapamMeTpamu
W 3KCTpaKoprnopanbHOWn MemOpaHHOW OKcureHauuun [98].
He unckntoyaeTcs v netanbHbln Ucxon y naumeHtoB ¢ TTH
[74, 97, 98].

[oKkasaHa cBA3b nepeHeceHHoro TTH npu poxaeHuu
C pasBuTMEM OGPOHXManbHOM acTMbl B OETCKOM BO3pacTte
[98]. HabnopaTenbHble McceaoBaHWA MOKa3blBalOT, YTO
y aeten ¢ TTH B aHaMHe3e oTMeYaeTcs 60/1ee BbICOKMIM PUCK
pa3BUTUA TaKMx 3abosieBaHUM, KaK OCTPblM GPOHXMT, GPOH-
XMONUT U BpoHxManbHasa actma [100, 101].

3AK/TIOMEHUE

TTH — 3aboneBaHWe C NpeunmylecTBEHHO Gnaronpu-
ATHLIM WCXOAOM, OJHAKO HEpPEeAKM Ciydyau TSKENoro tede-
HUS, rocnuTanuM3auun B OTAENEHUs peaHumaluu U aaxe
cmepTu. KnuHnyecKass KapTuHa HecneunduyHa u Tpebyet
anddepeHunanbHON AMarHoCTUKM CO MHOrMMK 3abonesa-
HUAMW, COMPOBOXAAMWMUMUCA Pa3BUTUEM [AbIXxaTelbHOM
HeaoCcTaTOYHOCTU. TaKTMKa neyveHust 6onbHbiX ¢ TTH pas-
Hoo6pa3Ha, HO 6Ga3npyeTcs Ha NPUMEHEHUM METOAOB HEUH-
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0630p NuTepaTypsbl

Ba3MBHOW peCnMpaTtopHOM MOAAEPKKMU, XOTA UX aDDEKTUB-
HOCTb M 6€e30MacHOCTb TPeOBylT AasbHERWero M3yyeHus.
OtnaneHHble nocneacteus TTH TakKe TPpeByloT U3YHEHUS, HO
yXe umetoLasncs nHdopmauus No3BoSeT rOBOPUTb O CBA3M
nepeHeceHHoro TTH ¢ pa3ButMeM 6pOHX0NEroYHbIX 3abosne-
BaHMMN B JETCKOM BO3pacTe.
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CeneKtuBHasi gop3asnbHasi pn3otomuns (CAP) — meTon HempoxXmpypruyeckor KOPPEeKLUMM CnacTUYHOCTM C [JOKa3aHHOM
3(OEKTUBHOCTBIO M 6€30MacHOCTbIO A/ JIeYEHNUS MauMEeHTOB CO CracTMY4ecKumu dopmamu [EeTCKOro uepebpasibHoro
napanunya (AUM). Llenb 0630pa — NO3HaAKOMMTb LUMPOKUIA KPYr CreLnasncToB ¢ Bo3moxkHocTamu CAP npu AUI, nokasa-
HUSIMU U NPOTUBOMOKa3aHUSIMK 451 onepaLmnn, KpUTepusamm oTbopa naLlMeHToB 418 BMellaTebCcTBa. Ha ocHoBaHUM aHa-
in3a MexayHapoaHoro onbita nposeseHus CAP, 6amkKanilumx n oT4aneHHbIX pe3yabTaToB ornepaummu gaHbl peKoMeH[aumm
10 BKJ/IIOYEHUIO PU3OTOMMM B KOMIJIEKCHYIO peabuantaymio nauneHToB ¢ LepebpasibHbiM napaindom, ee apOeKTMBHOMY
COYeTaHUIO C ApYrMMnU MeTogaMu KoppeKumn cractmyHocTu. Ocoboe BHUMaHWE yAeneHO Bbl6OpYy TaKTUKW NMPUMEHEHUS
CAP npn ccpopmMmpoBaHHbIX BTOPUYHbIX OPTOMNEAMYECKMX OCT0KHEHMSX. CoOBpeMeHHOe npeacTaBieHme 0 BO3MOXHOCTSIX
n orpaHmyeHunsx CAP npu cnactudeckux dopmax ALIM no3BOAMT CBOEBPEMEHHO Hanpas/sTb NayneHTOB Ha ornepawlmio
M ONTUMaJibHO MCMO/b30BaTh NPenMyLLecTBa JaHHOro MeToja.

KntoyeBble cnoBa: cenieKTuBHas 4op3asibHas pu30TOMUS, AETCKMI LiepebpasibHbli napanny, CnacTM4HOCTb, crnacTuyecKas
aunnerusi, cnacTMyecKuii Tetpanapes

Ansa untnpoBanusa: Knodykosa O.A., KonecHukoBa E.[., 3nHenko [A.10., bepanueBckasa E.M. CeneKtMBHas gop3asnbHas
pPU30TOMMS B IEYEHUW CMACTUYHOCTM Y NALMEHTOB C AETCKMUM LiepebpasbHbiM NapannM4yomM. Bornpockl coBpeMeHHOH neam-
atpun. 2022;21(1):19-28. doi: https://doi.org/10.15690/vsp.v21i1.2382

BBEJEHME 06YCNOBNEHHLIM HEMPOrpeccupyroWMMm MoBpeXaeHUeM
[eTcknin uepebpanbHbii napanuy (AUM) — rpynna M/ aHomanuen pasBuBaloOWErocs rojfloOBHOro Mo3ara
CTabUNbHbIX HapyweHW pa3BUTUS MOTOPUKM W noaaep- Yy BHYTPUYTPOGHOrO pebeHKa uin HoBOpoOXaeHHoro [1, 2].
aHWs No3bl, KOTOpble MPUBOAAT K OrpaHUYeHuUto QyHK- Beaywmm nposisnenvem LM aBnsercs HapylweHue aBura-
LMOHaNbHOW aKTUBHOCTU W [ABWUraTeslbHbIM HapylleHUsM, TENIbHOr0 Pas3BUTUSA BCNEACTBUE MOBPEXAEHUS BEPXHEro
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Selective Dorsal Rhizotomy in Treatment of Spasticity
in Patients with Cerebral Palsy

Selective dorsal rhizotomy (SDR) is effective and safe neurosurgical method for the treatment of patients with spastic forms of cerebral
palsy (CP). The aim of the review is to introduce the opportunities of SDR in CP patients, to present indications, contraindications,
and current inclusion criteria for the surgery for the broad audience of specialists. Authors have given recommendations on SDR
implementation in complex rehabilitation of CP patients and have defined its effective combination with other methods of spasticity
treatment according to the international experience of SDR, and its short-term and long-term results. The particular attention was paid
to the application of SDR in cases of secondary orthopaedic deformities due to CP. The understanding of opportunities and limitations
of SDR will allow us to give the patients relevant help and use the advantages of this method.
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MOTOHeNpoHa. OgHMM M3 KIOYEBbLIX CMMMTOMOB [aHHO-

ro MOBPEXKAEHUS BbICTyNaeT MNaToNorM4yeckoe M3MeHeHue

MbILLIEYHOr0 TOHyca: CNacTUYHOCTb, MMMOTOHNUS UAW AUCTOHMKS

[3]. MoBbllWEHME MbIWEYHOr0 TOHYCa N0 CNacTUYECKOMY TUIY,

KoTopoe nmeetca y 70-80% nauueHTtoB ¢ LI, BanaeT Ha

BCE acneKTbl JaNbHenlWwero pa3Butus pebeHKa, Bbl3biBaeT

dopmurpoBaHMe BTOPUYHbBIX OCIIOXHEHUN U OPTONEAUYECKMX

nedbopmauui, 601€BOro CUHAPOMA, NMPUBOANUT K CHUMKEHUIO

KayeCTBa MKM3HM MaLMEeHTa U yXxakMBaloLWMX 3a HUM ul,

T.e. K NporpeccupylolemMy yxyaweHnUo COCTOSHUS 340PO0BbS

Ha GOoHe HenporpeccupyoLWEero NoOBpPeXKAEHUS LeHTpanbHOM

HepBHOW cucTtembl (LLHC) [4-6].

CornacHo Knaccuyeckomy onpegeneHuto J.W. Lance,
CrnacTMYHOCTb — 3TO 3aBMUCALLEE OT CKOPOCTU ABUKEHUS
yBENMYEHNE MbILIEYHOr0 TOHYCa U MOBLIWEHNE CYXOXKMUIbHbIX
pedniekcoB, BO3HMKalOWME B pesysbraTe rmnepBo3byammo-
CTV PeLenTopoB PacTAXKEHUS B MbllWLAX B paMKax CMHApOMa
NOBPEXAEHUA BEPXHErO MOTOHENpPOHa [7]. MexaHn3m pas-
BUTUS CNACTUYHOCTM NOSHOCTbIO HE U3yyeH. B nepByio oye-
pedb natoreHe3 CnacTUYHOCTU CBSA3bIBAOT C HapyLlEeHWEM
PErynsiTOPHbIX BAUSHUIA CO CTOPOHbI MOBPEXAEHHbIX CTPYK-
TYp rO/IOBHOro MO3ra Ha GYHKLMOHMPOBaHME pedneKkca Ha
pacTaKeHWe, 3aMblKaloLLerocs Ha ypoBHe CMMHHOIMO Mo3ra
[8]. OoHaKo 60MbWWMHCTBO PeabUIUTALMOHHBIX U NeYebHbIX
Meponpuatiin npu QUM npsgMo uan KOCBEHHO HanpaBfieHO
Ha CMMMTOMAaTUYECKOE CHUKEHWE MaTONOrMYECKOro Mbllley-
Horo ToHyca [9, 10].

Mpegnaraemble B HacTosiLee BPEMS METOAbI KOPPEKLMM
cnactuyHocTu npu JLUIMN paznnyaloT no cteneHn MHBa3uMBHO-
CTW 1 HEOBpPaTUMOCTU BMellaTenbcTBa [11]:
® KOHCepBaTMBHbIE BMellaTesbCTBa (ABWraTenbHas pea-

6unuTauns, NocTypanbHbli MEeHegXMEHT, opTe3upoBa-

HWe, aTanHoe rMNcoBaHWe) — HanpaB/eHbl Ha pa3BuUTUe

W noaaepxKaHve aBuratenbHbiXx GyHKUMI U HE3aBUCUMO-

CTW, obneryeHme yxoga U MNO3ULMOHMPOBAHUA, NPOPHU-

NTaKTUKY BTOPUYHbIX gedopmMaLmit;

* (papmMaKoJIorM4eckue BMellaTesbCTBa (nepopanbHble
aHTMCnacTMyeckre npenapatbl (6aknopeH, TU3aHWIMH,
TONNEPU30H, Avasenam), BHYTPMMbllLeYHOE BBeAeHue
60TyNMHUYEeCcKoro TokcuMHa tuna A (bTA), 6noKaga nepwm-
depnyecKnx HepBOB cnUpTaMmun U GEeHoNoM) — Hanpas-
NleHbl Ha CUCTEMHOE WU TOKaNIbHOE CHUMEHME Mbllley-
HOrO TOHYCa M KOPPEKLMIO COMYTCTBYIOLLMX CUMMNTOMOB
(6011, MblLIEYHbIX CNa3MOoB);

®  XMpypruyeckume BMellaTe/bCTBa (MHTpaTeKanbHas Te-
panua 6aknodeHoM (MmMnnaHTauuMs 6aknodpeHOBOM
noMmMbl), CeneKTMBHasa gop3anbHas pusotomus (CAP),
HEBPOTOMMSA, XPOHWYECKas anuaypanbHas CTUMyNsaUMs
CMWHHOIO MO3ra, OAHOMOMEHTHblE MHOrOypOBHEBbIE
opToneguMyeckne BMelWaTeNbCTBa) — HanpaBieHbl Ha
CHWXEHWE CNacTUYHOCTH, YMEHbLUEHWE 6ONKN U ycTpaHe-
HWE BTOPUYHbIX AedOpMaLIni.

CTOMKOCTb TepaneBTMYecKoro adpodeKTa B OTHOLEHUMU
CHUXXEHMS MbllLEeYHOro TOHYCa Y pasHbIX METOAOB KOPPEK-
LuMn HeoguMHaKoBa. B nocnegHem cuctematmyeckom o63ope
MeToaoB npodunaktukn n nederdmns LM I Novak u coasT.
Oblna NpensioXKeHa OpurMHanbHas cucteMa peKkoMeHaaLnn
NPUMEHEHNS BMELWIATENbCTB N0 NpUHLKNY «cBeTodopar [9].
3eNeHbiM LBeToM OblIn 0603HaYeHbl MEeToAbl C BbICOKUM
YPOBHEM [OKa3aHHON 3PPEKTUBHOCTH, T.€. PEKOMEHI0BaH-

Hble K MPUMEHEHWIO B MEPBYIO 04epeab, KENTbIM — METOAbI,
KOTOpble, BEPOSATHO, CTOUT MPUMEHNATb, @ KPacHbIM — He
nokasasline cBoen 3GPEKTUBHOCTU A9 OOCTUKEHUS pac-
cMatpuBaeMon uenu. B pasgene nedyeHuss cnacTUYHOCTU
K «3e1eHOM» 30He 6blI OTHECEHbI WL HEKOTOPbLIE METOABI:
MHBEKLUMK BOTYIMHMYECKOro ToKCMHa Tuna A, CAP, uHTpa-
TeKanbHoe BBeAeHue 6aknodeHa, npuem avazenama. Ans
OCTallbHbIX CTEMeHb AOKa3aHHOW 3P EKTUBHOCTU OCTaET-
CSl Ha «WKEeNTOM» YPOBHE — «BEPOSATHO, CTOWUT MPUMEHATb»
(nepopanbHbIK Npuem 6aknodeHa, TM3aHUAMHA, CTUMYAALNS
rOMIOBHOMO MO3ra TOKOM HW3KOW MHTEHCUBHOCTW, aKymyHK-
Typa, unnoTtepanus, BMOGpPaALMOHHOE BO3OENCTBME Ha BCe
Teno, HelpopasBuBatwlasa Tepanusa (neurodevelopmental
therapy)) nnu gake HUXe rpaHuLbl LLenecoobpas3HoCTH Npu-
MEHEHUS (MpMeM AaHTponeHa, UHbeKUMn deHona u cnup-
TOB, Macca, PacTaXKW, OAHOMOMEHTHbIE MHOrOyPOBHEBbIE
opToneanMyeckue onepaumm).

BonbWHWHCTBO pPEeKOMEHAOBaHHbLIX B MEPBYO o4vepeib
METOA0B MOAPOBGHO OCBELWEHO B OTEYECTBEHHOM nUTEpa-
Type M JOCTATOYHO LUMPOKO MPUMEHSETCS B KIMHUYECKOWM
npakTtuke [4, 5, 12]. OgHaKo B POCCUMCKMX HAY4YHbIX CTaTbsX
KpanHe mano uHdopmauum o CAP — Henpoxupypruye-
CKOM MeToje Nle4yeHns cnacTMYHOCTU y nauuneHToB ¢ AL
B yXe ony6arMKoBaHHbIX paboTax SIM60 BCKOMb3b YNOMUHA-
0T CyWecTBOBaHME U BO3MOMXHOCTU AaHHOro metoga [13],
NM60 06CYXKAaaloTCsa crneunasnbHble acrneKkTbl NPUMEHEHUS
[14, 15] v npoTMBOpeYnBbIE pesynbTaTbl MPOBEAEHHbIX BMeE-
waTtenbcTB [16]. Ony6arMKoBaHO cOO6LLEHNE O HaYane NuaoT-
HbIX MPOEKTOB NO U3Y4YEHUI0 BO3MOXKHOCTEN JaHHOIO MeToaa
B Pecnybnuke KasaxcTtaH [17]. B MMPOBOW NpaKTUKE HaKo-
NAeH ANUTENbHbIA NONOXMUTENbHbLIM OMbIT MCMOAb30BaHMUSA
CAP ans KoppeKuun crnactmyHocty npu AU, npocnexkeHbl
GnvXKanMe U OTAaNEHHble pesynbTaTbl HECKOMIbKMX ThiCsY
onepaunn [18]. Cuctematnuyeckme 0630pbl NOATBEPKAAOT
3pODEKTMBHOCTb M Lenecoobpas3HOCTb AaHHOW onepauuu
npu NpaBuibHOM O0T6OPE NAaLMEHTOB M NOCNeonepaLnoHHOM
peabunutauuu [9, 19].

Ha Haw B3rnsag, B Poccun MMEIOT MECTO: HU3Kasa ocse-
LOM/IEHHOCTb AETCKMX HEBPOIOIrOB M OPTONELOB O BO3MOXK-
HOCTSIX, MOKa3aHMAX U NMPOTUBOMNOKa3aHMAX K MPOBEAEHMIO
C[IP; oTcyTcTBME aKTMBHOro B3aMMOAEWCTBUS MEXay crne-
uManMcTamu, 3aHMMaKLWUMUCS KOHCEPBATUBHON peabuiu-
Tauunen nauymneHTtoB ¢ AL, n Henpoxmnpypramu; He6onbLioe
4YUCNO KBOT, Bblgensemblx ansa GpuHaHCMPOBaHUS AaHHOM
BbICOKOTEXHOMOrMYECKOW onepauun; HeaocTaTodHasa npeem-
CTBEHHOCTb MeXay cneunannctammn Ha Ao- 1 nocneonepawm-
OHHOM 3Tanax. Bce 3To NpMBOAUT K HeonpaBAaHHOMY UTHO-
pPYPOBaHMIO METoAa MK ero HeOMTUMaNbHOMY MPUMEHEHMUIO.
B cBs3M € 3TMM LeNb HacTofAWero o63opa — O3HaKOM-
fIeHWe LMPOKOro Kpyra CrneuuannctoB ¢ BO3MOXKHOCTAMM
CAP, onTMManbHbIMW KpUTEPUAMKW OTOOpa MNauLMEHTOB ANs
[aHHOro BmelwartenbcTBa U aaropuTMom npumeHexus CAP
B KOMMJEKCE C APYrMMWU METOAAaMM KOPPEKLIMM CNacTUYHO-
ctny geten ¢ ALIMN.

METOAMKA U MOKA3AHUSA AN CENEKTUBHOM

AOP3AJIbHO PU30TOMUH

CAP — Heob6paTtMmMoe XMpypru4yeckoe BO3AENCTBME Ha
addepeHTHOE 3BEHO pPedneKTOPHON Ayrn, KOHTPOIMpPYHO-
Ler MblleYHbIM ToHyc. Onepauuns MoxeT 6biTb NpoBeaeHa



Ha KOpellKax WeNHOro WU NOsICHUYHO-KPECTLLOBOIO OTAENO0B
CMWUHHOIO MO3ra, HO Ha cerogHaWHnM aeHb CAP npuMeHsoT
B OCHOBHOM /1 KOPPEKLUMN CNacTUYHOCTM B MbILILAX HOT
y AeTen ¢ uepebpanbHbiM Nnapann4yom, T.e. BMelaTeNbCTBO
NPOBOAST Ha YPOBHE MOSICHUYHO-KPECTLLOBOro OTAeNa CruH-
Horo moa3ra [20].

McxogHO MeToamKa Aop3anbHOM PU30TOMUKU ANt KOPPEK-
LMK cnacTUYHOoCTKH, npeanoxeHHaa O. Foerster B 1908 r.,
3aK/yanacb B HECENIEKTMBHOM MepeceyeHun 3afHuX
(4yBCTBUTENbHbLIX) KOPELWKOB CMMHHOMO3IOBbIX HEPBOB
[21]. OgHaKo PUCKMK, CBSI3aHHblIE C U36bLITOYHOW, HEU3OU-
patenbHon geaddepeHTaumern U HeobXxo0AMMOCTbIO yaane-
HUS HECKO/IbKMX [OYyXEeK MO3BOHKOB 15 JOCTyna K ChWH-
HOMY MO3ry (HepeaKo MNpPMBOAMBLUEN K HECTabunbHOCTH
NO3BOHOYHMKA M CKONMWMO3Y), MpEBbIWann MOTEHLMaNbHYIO
nonb3dy BMelwartenbcTea. MeToanKka He Halwna pacnpocTpa-
HEHWS, OAHAKO CMyCTs NonBeKa 6bl0 NPEAIOKEHO YacThy-
HOe nepeceyvyeHne YyBCTBUTE/bHbIX KOPELIKOB, OCHOBaHHOE
Ha npegonepalyMoHHOM oOueHKe (YHKUMK nauueHTa [22],
a NOTOM U CeNeKTUBHAA PU30TOMUSA NOL KOHTPOSIEM UHTpa-
onepaumoHHon muorpadum [23]. W.J. Peacock u L.J. Arens
YCOBEPLUEHCTBOBA/IN TEXHWKY OMepaLmu, NPeaioxKuB Ocy-
LWEeCTBASATb AOCTYN K KOPELWKaM He Ha YPOBHE KOHyca CMMH-
HOrO MO3ra, a AucTanbHee — Ha YPOBHE KOHCKOro XBOCTa,
4YTO MO3BOMIMNO COKPATUTb YacToTy Ciyd4aeB AUCPHYHKLMM
MOYEBOro My3bIps U KUWeYyHuKa [24]. TexHnKa onepaumu
no Peacock 6bina n ocTaeTcs LWKMPOKO pacnpoCTpaHeHHOM
BO BCceM mupe [25]. T.S. Park n J.M. Johnston moaudunum-
poBanu onepaunoHHbIM JOCTYM, OrPaHUYUBLLMUCH TAMUHIK-
TOMMEN Ha ypOBHE OAHOrO NO3BOHKa [26]. 3TO 3aTpyaHsno
nposefeHne onepaumm C TEXHUYECKOM TOUYKU 3PEHMS, HO
OCTaBNSA/I0 MEHbLUMK MNOCneonepaLmnoHHbIn pybel, YMEHb-
Wwano npoao/IKUTENbHOCTb nocneonepaunoHHon 605u,
a TaKXe BEpPOSATHOCTb ATPOreHHON HecTabubHOCTM NO3BO-
HOYHMKa, YTO NO3BOASIO BbICTPEE NEPEXOAUTb K aKTUBHOM
peabunuTtaummn nauueHTa [27].

Ha cerogHslWHWN OeHb GONbLIWHCTBO HENPOXUPYPIrU-
YECKMUX LEHTPOB MCMoNb3yloT MoaAndUKaLMKM onepauu-
OHHOM TEeXHWKM, npegnoxeHHon W.J. Peacock, T.S. Park
n J.M. Johnston [28]. Bo Bpems onepauuu naumeHT Haxo-
OWUTCS B MOJMIOXKEHUM Ha XKUBOTE. dfieKTpoMuorpadmnyeckme
JAaTYMKM pacnonaratloT Ha MblWUAX HUXKHUX KOHEYHOCTeWM
M MaxoBown 061acTu (aHanbHOTro COUHKTEPA). XMPYPruYeCcKni
[OCTYN K KOHYCY M KOpeLKaM CMMHHOIo Mo3ra OCyLLecTBAS-
0T MOCPEeACTBOM JaMUHOTOMWUKU/NaMUHIKTOMUKN Ha YPOBHE
no3BoHKOB Th12-L1 (pexe L2-L4). MOTOpHblIe KOPELIKH
OTAENSI0T OT CEHCOPHbIX W 3alMLLAIOT OT MOBPEXKAEHUS.
CeHCOopHble KOpPELWKN MAEHTUPULMPYIOT MO YPOBHAM MUO-
TOMOB ¥ pa3genstoT Ha 4—5 Ny4yKoB, MNPOBOAAT UX ANEKTPU-
YEeCKylo CTUMYAAUMIO, GUKCUPYS OTBETbI C MblWL,. BonokHa,
NPOAEMOHCTPUPOBaBLUME NATONOrMYECKUIA OTBET, Nepeceka-
0T. MaKkcMmanbHasa foNna peseLmpyeMbix BOOKOH KopellKa
OTNIMYAETCS B Pa3HbIX HEMPOXMPYPrUYECKMX LIEHTPaX M MOA-
6upaeTcs TakuMm o6pa3om, 4ToObl B AOCTATOYHOW CTEMEHMU
CHU3WUTb CNACTUYHOCTb, HO MPW 3TOM He Bbi3BaTb MbllUEY-
Hyl0 €naboCTb M 3Ha4YMMble HapyLleHWUS YYBCTBUTENbHOCTU
[11, 28]. NUHTpaonepauNOHHbIA 3NEKTPOMUOrpaPpryecKmi
MOHMWTOPUHI HEOBXOAMM He TONbKO A5 TOYHOro onpeaene-
HUS MOTOPHbIX M CEHCOPHbLIX KOPELIKOB, BbIBNEHUS BOJ/O-
KOH C MaToN0rMYecKMm OTBETOM, HO M ANsl NPeAoTBpalLeHums

HapyweHUs GYHKLMKM Ta30BbIX OPraHoB 3a cYeT MaeHTudHKa-
LI UHHEPBUPYIOLMX UX BONOKOH [14, 26].

HakonneHne paHHbIX O OGAMXKAWWKUX WM OTAANEHHbIX
pesynbratax CAP npuBeno K Tomy, 4To B HacTosllee Bpems
OCHOBHbIM MOKa3aHWEM K AaHHOMY BMellaTenbCcTBy SBNSA-
€Tca Hannyme cnacTU4yecKon [ABYCTOPOHHen dopmbl LM
C NPENMYLLECTBEHHbLIM MOPAXEHMEM HWMMKHMX KOHEYHOCTEMN
[20, 28]. W.J. Peacock u L.A. Staudt oTmeyanu, 4to pesynbra-
Tbl C[IP He cTONb BbipaxeHbl NpKU KOPPEKLMHU CNacTUYHOCTH
MHOW aTnonormm (He ALUIM): aHOKCcUK, aHUedanuTa U HENpO-
fereHepatuBHbIX 3aboneBaHui [29]. Bmecte ¢ Tem nosiB-
naTes Ny6aMKaumMm 0 NONOKMUTENBHOM OMbITe NPUMEHEHMS
COP ansi KOppeKuMn CnacTUYHOCTM, YNYyYWEHUS MOXOAKM,
6anaHca v noaaeprkaHus nosbl, CHUXEHUS 60NeBOro CUH-
ApomMa Yy NnauMeHToB CO cnacTMyeckum remunapesom [30],
a TaKXe 0 NoTeHUManbHON BO3MOMHOCTM MCMONb30BaHMUS
CAP ona CHUXEHUs CnacTUYHOCTM NPU HacNeACTBEHHOM chna-
ctuyeckon napannernu [31]. MNpu oueHke BanaHua CAP Ha
dYHKUMOHANbHbIE AOCTUKEHUS M BEPOSTHOCTb MPOrpeccu-
poBaHWsa BTOPUYHbIX OPTONEAUYECKUX AedopMaL it pesyb-
TaTbl nNpotuBopeynBbl [20, 28] u 6yayr 60nee nNoapo6GHO
06CyXKAEHbI B cneayoLLmx pasgenax gaHHoM cTaTbm.

KPUTEPUU OTBOPA NALIMEHTOB

ONA NPOBEAEHUA CAP

W.J. Peacock ¢ kKonneramu npuioXKuaM MHOIO YCWUIWH
ana nonynsipusaumn CAP npu AU, oco6eHHo B CeBepHom
AmepuKke. UMun xe 6blnn cHOpMyInMpoBaHbl NepBbIE KpK-
Tepuu oTbopa NauMeHToB AN onepaunu. HecmoTps Ha
[0CTaTOYHO LWMPOKKUe nokazaHus ana CAP (CHU»eHue cnac-
TUYHOCTU B HWMKHUX KOHe4yHocTax npu ALUM), Hanayydwux
pe3ynbTaToB yAaBanoCb LOCTMYb Y OMpefeneHHbIX nauu-
eHToB. Habnoaas B TevyeHue ot 1 go 5 net 60 yenoBek co
cnactnyecknmu dopmamu LM nocne CAP, aBTOpbI NpULLIAK
K BblBOAY, YTO ONTUMabHbIMK KaHanaatamu ana CAP asng-
IOTCA NaLMEHTbl C COXPaHHbIM WMHTENNIEKTOM, CMOCOGHbIe
cuaeTb 6e3 onopbl U nepeaBuraTbCs CaMOCTOATENbHO WK
C OMopoW, MMEBLUME HapPYLIEHNE MbILEYHOrO TOHYCa TONbKO
no cnactuyeckomy Tuny (6e3 AUCTOHMMK) NPEUMYLLECTBEH-
HO B MblWLIAX HOr, He noABepraBlUMECS OPTONEeANYECKOMY
XUpypruyeckomy nedeHuto [32]. Hanmume PUKCUMPOBAHHbLIX
KOHTPaKTyp, 3HAYUTENbHOM CNaboCTM B MbllILAX HOr, aTe-
TO3a MM aTaKCUK pacLEeHMBANOCh KakK MPOTUBOMNOKa3aHue
K onepaunn. Kpome Toro, W.J. Peacock n coaBT. nog4yepKu-
BasM, YTO 419 AOCTUKEHMS MaKCUMabHbIX GYHKLMOHANbHbIX
pe3ynbTatoB HEOO6XOAMMbI MHTEHCMBHAs WM HenpepbiBHas
ABUraTenbHas peabunuTtauns v aprotepanus B nocneonepa-
LIMOHHOM nepuoge [32].

Pe3ynbraTbl 3TOM paboTbl NPUHATBHI 3a OCHOBY Mpwu onpe-
LeNeHUN Kputepres 0T6opa B KIMHUYECKMX MPOTOKONAxX Mo
COP B pasnuyHbIX HEMPOXUPYPrHUYECKUX U peabunuTtaum-
OHHbIX LeHTpax Nno BCEMY MHUPY, XOTS U NpeTepnenn 3Hayu-
TefnbHble n3MeHeHus [19, 28]. B oAHOM M3 cUCTEMATUYECKMUX
0630poB nccnegosaHu CAP nogyepKkmMBanoch, 4To He cylle-
CTBYET eAMHbIX PeKOMeHAALMA OTHOCUTENbHO «MAaeanbHOro
KaHangata» ANna onepauuu, v LEeHTPbl OnMpaloTcs npenmy-
LECTBEHHO Ha KNWMHUYECKMUE CUMMTOMbI, @ He CTaHAapTU30-
BaHHble METOAbI M LWKanbl namepeHus [20]. B 6onblumMHCcTBE
LleHTpoB oT6op nauuneHtoB ana CLAP ocyllecTBAsSEeT MeX-
avcumnavHapHas KoMaHaa, cocTosilias M3 Herpoxupypra,
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neguatpa, HeBponora, optonega, GU3nM4ecKoro TepanesTa
(peabunutonora), aprotepaneBTa, a TaKXKe Mpu Heobxo-
OMMOCTU MEAULIMHCKMUX CecTep M/unu coumanbHbix paboT-
HWKOB, ncuxonora, ncuxmatpa [20]. B npouecce o06Cyx-
[EeHNs OLEHMBAIOTCA aHaMHEe3, K/IMHUYECKOE COCTOSIHWE
M UTOMM TECTUPOBAHUS MO CMELMaNU3UPOBaAHHLIM LUKanam,
pe3ynbTaTbl MHCTPYMEHTAaNbHbIX MCCNefoBaHWiA (B MepBYyto
oyepeab MarHUTHO-pe3oHaHcHou ToMorpadun (MPT) ronos-
HOro M CMMHHOIO MO3ra, peHTreHorpad®uu Ta3zob6eapeHHbIX
CyCcTaBOB), NPOBOANUTCH BMAeOaHann3 noxogkn. CoBMecTHO
C CeMbeN MauueHTa onpeaensioTcs LenuM BMelwaTenbcTBa
[20]. NMoapobHOe onncaHWe yKa3aHHbIX Kputepues otbopa
nauuneHToB ana CAP npeacrtaBneHo ganee.

ToHyc 1 cuna Mbiliy

OcHOBHbIM KpuTepuem oTb6opa nauuneHtoB ansa CAP
SBASIETCS HanM4Me CnacTUYHOCTU, ONpeaensitoLLen BO3MOX-
HOCTb M Ka4yecTBO ABMXKEeHMW. OnTUManbHbIM Ans BMelwa-
TeNbCTBA CYUTAETCS MOBbIWEHWE MbILEYHOro TOHyca OT 2 A0
4 6annoB no wkKane dweopTta [33]. CNnacTMYHOCTb AOMKHA
ObITb 4BYCTOPOHHEN, 3aTparnBaTb NPEUMYLLECTBEHHO MbILU-
Lbl HOF M 3HA4YMMO MellaTb NEPEABUKEHUIO /UK yxody 3a
nauneHTom [20]. JonONHUTENbHO ANS OLEHKWU MbILLEYHOro
TOHyca n ob6bemMa ABWXEHWM B cycTaBax (AMHaMMYecKoro
NN GUKCUPOBAHHOIO XapaKTepa KOHTPaKTyp) MOXET OblTb
Mcnosib3oBaHa WKana Tapabe [34].

BmecTe ¢ Tem cnegyeT y4uTbiBaTb, YTO Y YacT NauMeHTOB
CMaCTUYHOCTb BbIMOMHAET KOMMEHCATOPHYIO QYHKLMIO U Npur
Bblpa*EHHOM MbIlLEYHOM cnaboctn obecrneymBaeT onop-
HOCTb, HEOBXOAUMYIO O/ MEPEABMKEHUS C NoadepKKou [8].
B TaKoW CUTyaLMK CHUMKEHWE MbIWEYHOro TOHyca B pesynbraTte
CP mMoXeT noBneyb yxyaweHne pyHKLMOHaIbHbIX BO3MOX-
HOCTEN naumeHTa. B cBA3K ¢ aTM npegonepaLmoHHOE TECTH-
pOBaHME MblLUEYHOM CW/bl U KaYecTBa CENEKTUBHOMO Mbllley-
HOr0 KOHTPOJI — 06513aTeNlbHbI 371EMEHT 0T60opa NauMeHToB
Ha onepauumto [19]. N5 OLEHKM MbILLIEYHOW CUJIbl UCMONb3YIOT
CcTaHaapTHylo wWkKany CoBeTa MO MEAWMLMHCKUM UCcnefoBa-
HuaM Benukobputanmum (MRC) [35]. Ana addektnBHon CLAP
cuna B MblliLLAX HOT JOMKHA OblTb HE HUXKe 3 6annoB (Kak
MUHUMYM JOMKHa ObITb COXpaHeHa XopoLwas aHTUrpaB1TaLm-
OHHasl cuna B MbllLax — pasrnbartensx KONeHHbIX CyCTaBoOB)
[28]. CeneKTMBHbIV MbILLIEYHbIN KOHTPOb OLlEHMBALOT, TECTU-
pys M30MMPOBAHHO [BUXEHUS B Ta306eApEHHbIX, KOJeH-
HbIX M TONIEHOCTOMHbIX cycTaBax [36]. Hanuune rnobanb-
HbIX CUHKMHE3WN MOXET O6blTb NPoTMBOMOKa3aHuem K CAP,
MOCKOJIbKY CENIEKTUBHbIN KOHTPO/b 3aBUCHUT OT LIEeHTPaNbHOM
perynauuMn natrepHoB ABWMKEHWIM U He U3MEHsieTcs nocne
CHUXEeHMS cnacTtuyHocTn [36]. N9 OO6bEKTMBHOM OLIEHKMU
CENEKTUBHOIO MbIWEYHOro KOHTPONA U pe3ynbTaToB onepa-
UMM MOTYT MCMOMb30BaTbCs NOBEPXHOCTHAs 3NEKTPOMHUOrpa-
dua n 3D-BuaeoaHannsa noxodku [37]. 3D-aHann3 Noxoaxku
n HeobxoaMMasn Ans ero npoBefeHus nabopatopus AOCTYMHbI
HEe BO BCEX KIMHWYECKMX LEeHTpax, BbinonHswowmx CAP w,
COrnacHO MHEHWIO psja aBTOPOB, He ABNSAITCA 06s3aTesb-
HbIM 3Tanom OT6opa nauueHToB Ana onepauunn [11, 20].
AnbtepHatuBon 3D-BuaeoaHanmnady NOXOAKU MOXKET CNYKWTb
BHaeodpuKcaLms xoabbbl NaumMeHTa ¢ nocnemyowmm aHanu-
30M C MCNOJIb30BaHMEM KIMHUYECKMX LUKaS.

CHUKeHMe cnacTuyHocTn nocne CAP MOXXeT geMacKupo-
BaTb HE TO/IbKO MblWEYHY0 €1aboCTb, HO WU AUCTOHWMIO, YTO

YXYALWWUT ABUraTelbHble BOSMOXHOCTU MaLMEHTOB U CHU3UT
YAOB/IETBOPEHHOCTb pe3ynbratamu nedeHuns [38]. B cBAswn
C 3TMM Ba)KHbIM 3/1IEMEHTOM KIMHMYECKOro otéopa nauu-
eHToB Aanga nposegeHus CUP saBnseTcs oueHKa XapakTe-
pa M3MEHEHWN MblleYHOro ToHyca. Ana anddepeHumnaumm
CNacTUYHOCTU WM AUCTOHMM MOTYT OblTb PEKOMEHAOBAHbI
wKana HAT (Hypertonia Assessment Tool) [39], a TaKxke
NOBEPXHOCTHAsA aneKTpoMuorpadpus 1 aHanns noxoaxku [37].
lMOoCKONbKY AMCTOHMS He BcCerga OTYET/IMBO MPOABASETCS
B paHHEM BO3pacTe W WMMEET TeHAEHLUMIO HapacTaTb Mo
Mepe B3pocseHns [8], AONONHUTENbHbIM KpUTEPUEM OTOOpPA
BbICTYNaeT OLeHKa CTPYKTYPHbIX UBMEHEHW FO/IOBHOrO MO3-
ra npu nomoum MPT.

MarHuTHo-pe3oHaHcHasa Tomorpadpusa

MP-naTTepHOM MOBPEXAEHUSA TOIOBHOrO MO3ra, PeKo-
MEHAOBaHHbIM B KavyecTBe Kputepus otéopa ana CAP, asns-
eTca NepuBeHTPUKyNspHas nenkomanauma (MBJ1), a Takke
OTCYTCTBME MOBPEXAEHUWM 6GazanbHblX raHrIneB, CTBONa
MO3ra U MO3KeuKa, MPU3HAKOB HeMpPOAEreHepaTUBHOMO UK
MeTabonmyeckoro 3aboneBaHunsa [11, 20]. MIMEHHO TaKow
Habop MP-npu3HaKoB 4alle Bcero npuBoamMT K GOpPMUPO-
BaHWIO Y NaLMeHTa ABUraTeNIbHbIX HAapyLWeEHUI, NPKU KOTOPbIX
MOXeT 6biTb adpdeKTMBHO npumeHenne CAP. Tak, MBI/,
ABasowancs Hanbonee TUNUYHLIM NATTEPHOM MOBpPEXAe-
Hus npu UM, o6HapyxuBaeTcs y 6onee 70% naunMeHToB €O
cnactuyeckon gunnerven [40]. Hanbonbwnn puck dopmu-
poBaHus MBJ1 xapaKTepeH ans aeten, poXKAeHHbIX 40 32 Heq
rectauuu [41], COOTBETCTBEHHO, HEOOHOLIEHHOCTb TaKXe
MOXeET ObITb OTHECEHA K OAHOMY M3 KPUTEPUEB «MAeaNbHO-
ro» nauneHta ana CAP. He6onbwure oyvaru lMBJ1 B o6nactm
3a[HMX POroB M LEHTPanbHbIX OTAEN0B GOKOBbIX Xenyaou-
KOB TFO/OBHOrO0 MO3ra MposIBASIOTCH HapylleHWeM ABUKe-
HUM MPEUMYLLECTBEHHO B HOrax (CnacTMY4eCKoW Aunneruen).
Mpn yBenn4eHnn cteneHn noBpexaeHns 6enoro BellecTsa
n GOPMUPOBAHMM KUCT, 3HAYUTENBHON BEHTPUKYIOMEraInu,
MCTOHYEHWWN MO30JIUCTOrO TeNa HapacTaeT U cTeneHb ABura-
TenbHbIX HapyweHun [40]. MNMpu 6onee Taxenbix dopmax AL
(TeTpanapese) Ha ABUraTenbHy0 QyHKLUMIO NaLuMeHTa BAUSeT
He TOMIbKO CMacCTMYHOCTb, MO3TOMY, KaK CnefcTBuUe, pesyib-
Tatbl CAP cTaHOBATCA MeHee npeackasyembiMu [20, 27].
MoBpexaeHus 6a3anbHbIx raHINEB, Tanamyca 1 rmnnokam-
na XapaKTepHbl 415 TMNOKCUYECKU-ULWEMMUYECKOrO Mnopa-
YKEHWUS TONIOBHOrO MO3ra y AOHOLWEHHbIX HOBOPOX/AEHHbIX.
Takne noBpexaeHUs Yalle Bcero npuBoAsT K GpopmupoBa-
HUIO AUCTOHUYECKMUX M aTakcudeckunx dopm AUIM, yTo aBns-
eTca npotuBonokasdaHnem ang CAP [20, 40]. MNMpoBeaeHue
MPT cnnHHOro mMo3ra Ha npegonepaumoHHOM 3Tane peKo-
MEHOBaHO TaKXe W AN UCKIIYEHUS aHOMaNUI Pa3BUTHS
M TOYHOrO onpefeneHns oNTMManbHOro YPOBHS AOCTyna BO
Bpems onepauuu [28].

UcxoaHbln PYHKLMOHANbHbIN YPOBEHb

W ero BIMAIHWE Ha pe3ynbTaThl onepawmm

B oTanyne OT fOKa3aHHOrO MOMOMKMUTENbHOrO BMSAHMS
C/[IP Ha cnacTM4HOCTb, CTEMEHb U CTOMKOCTb GYHKLMOHAMb-
HbIX yNydlWeHWU nocne onepauun no-npexHeMy Bbi3blBatoT
LMCKYCCUM W, BEPOSITHO, 3aBUCHAT OT MCXOAHbIX GYHKLMOHANb-
HbIX BO3MOXHOCTEN nauneHToB [42]. Tak, T.S. Park n coaBT.
B cBoeM HabnoaeHun 95 naunentos ¢ AU (y 79% — cnac-



Tnyeckas aunnerus, y 20% — TteTtpanapes, y 1% — Tpuna-
pes) KoHcTaTupoBanu, 4to Yepes 20-28 net nocne CAP 42%
nauueHToB OTMeYanu yaydleHne OYyHKLMKM nepemelleHus
Nno CpaBHEHWIO C AOONEPaALMOHHbIM YPOoBHEM, 42% coXpaHu-
JIM NPEXHUIN YPOBEHb aKTMBHOCTHU, Y OCTa/IbHbIX OTMEYanoch
yXyaleHne cnocobHOCTU K nepemMeleHunto. 91% y4acTHUKOB
oTMeYanu, YTo onepaLms ynyymna ux Ka4ecTBo KU3HU, Tor-
fa Kaky 2% — yxyawwuna [27].

MccnepoBaHusl, B KOTOPbIX 419 OLEHKU GYHKLIMOHANbHbIX
pesynbratoB onepauuvn ucnonb3osanu wkany GMFM-66
(Gross Motor Function Measure), npogeMoHCTpUpoBau
ynydlleHue rokasaTtenen ABuratefibHon GyHKUMKM B 6K-
»anwwne nocne CAP roabl [43-48], ogHaKo nvlb B ABYX
ny6AnKaLmsax aTM AaHHble Gbliin CONOCTaBMEHbI C UCXOAAMM
ectecTtBeHHoro Tevyenns AUIM [44, 46]. E.A. Bolster un coaBT.
noKasanu, 4To B rpynne nauMeHToB C YPOBHAMMU GONbLIMX
MOTOpPHbIX GyHKUMK | 1 Il no wkane GMFCS (Gross Motor
Function Classification System) yepes 5 net nocne CAP
ynydweHue 6onee 4eM Ha 20 LEHTUNEN OT UCXOAHOM0 YpOB-
HA npogemoHcTpupoBanu 3 (27%) n3 11 yenosek, B rpynne
nauneHToB ¢ GMFCS Il — 7 (39%) 13 18, xoTa pasnuuus
Mexay rpynnamu 6bliv CTAaTUCTUHECKM HEe3HauYMMbl. Yepes
10 net HabnwoaeHua y 6 (30%) 13 20 nauneHToB C U3BECT-
HbIM Pe3yNbTaToM fle4eHUsl No-MPEXHEMY OTMeYanuch 6onee
BbICOKME 3Ha4yeHUs noKasaTenen QyHKLUMOHaNbHbIX BO3-
MOXHOCTEW MO CPABHEHMUIO CO CTAHAAPTHLIMU LLEEHTUAbHbLIMM
3HavyeHnaMu y naumertos ¢ AUM [44]. B 10-neTHeM Habnto-
neHunn A.L. Josenby 1 coaBT. cpeaHas OLEHKa ABUratebHOM
akTnBHocTM no GMFM-66 nocne CLP 6bina Bbllwe, YeM CTaH-
JapTHble NonynsUMOHHbIE NOKa3aTenu y nauueHTtos ¢ AU,
y KOTOpbIX onepauus He Obina npoBefeHa [46]. B apyrux
paboTax No HabNAEHMUIO AONTOCPOYHbIX pedynbratoB CAP
6bI10 OTMEYEHO, YTO MALMEHTbl C YPOBHAMM [BUraTeIbHOro
pa3sutua GMFCS II-1ll geMOHCTpPUpPYIOT Nydlumne n 6onee
CTOMKME GYHKUMOHaNbHble pe3ynbTaTbl, YeM nNauWeHTbl
¢ GMFCS IV-V [45, 46, 48]. B 10 e BpeMs cpegHue noka-
3aTenu no wkane GMFM-66 yepe3 10 n 17 net nocne CAP
CHMWKAIOTCS MO CPaBHEHWIO C MUKOBLIMM 3HAYEHUSAMU B Teye-
Hue 3 net nocne onepaunn [42]. OgHaKo Takoe yxyAlleHne
PYHKUMOHaNbHbIX BO3MOXHOCTEN XapaKTEPHO U 415 ecTecT-
BeHHOro Tevyenunsa ALIMN B cuny popmuMpoBaHms BTOPUYHbBIX
OpTONeAnyYeCcKMX OCNTOKHEHUIN U capKoneHuu [49].

Taknm o6pa3oM, 6amKanwune n otganeHHble GyHKLUMO-
HanbHble pe3ynbratbl CAP He mMoryT paccmartpuBaTbcs 6€3
y4yeTa MCXOAHOro YPOBHS ABUraTeflbHOM aKTMBHOCTM Nalu-
eHTtoB 1 ¢dopmbl AUM. C PyHKUMOHANBbHOM TOYKM 3pPEHUSN
nauymeHtel ¢ GMFCS II-Ill BbiurpbiBaloT OT MpPoOBEAEHUS
CAP 6onblue, 4yem nayueHtol ¢ GMFCS V-V, 4yTo Haxoaut
OTpa*KeHMe B COBPEMEHHbIX KpuTepusx oTbéopa Ha CAP
B GO/bLIMHCTBE KIMHMK, MPOBOAALMX AAHHYIO onepauuio
[20]. Ana nauymeHToB ¢ GMFCS | uenecoo6pasHoctb CAP
OCTaeTCst CMOPHOMN, y4uTbiBas CONOCTaBAEHNE NOTEHLMaNb-
HOW MNONb3bl M PUCKOB OT BMmewaTtenbcTBa. MNMpn GMFCS |
COMOCTaBUMbIX PEe3yNbTaTOB CHUMKEHUS CNaCTUYHOCTU MOXK-
HO OOCTMYb MeHee TpaBMaTUyHbIMWM MeTogamu [11]. Ansd
nayneHtoB ¢ GMFCS Il npu nnaHnpoBaHumn CAP cneay-
€T 0CO6EHHO BHMMATENbHO YYMUTbIBaTb CTEMEHb MblleY-
HOM CNaboCTU B HUMHUX KOHEYHOCTSIX, @ TaKXe KayecTBO
CENEKTUBHOIO MbIWEYHOIO KOHTPOAS, HanM4yne BTOPUYHbIX
opToneanvyeckux ocnoxHeHunn [28, 36]. Bmecte ¢ Tem psag

ncenegosatenen [19, 20, 28] oTMevatoT, 4TO cpeaun nauueH-
TOB CO crnacTuyeckum TeTpanapesom n GMFCS V-V Toxe
MOryT 6blTb OTO6paHbl KaHanAaTbl 4ns nposeaeHunsa CAP, Ho
B 9TOM C/lyyae 3agayun BMeLaTeNbCTBa CMeLLatoTcs B CTOPO-
Hy o6nervyeHus yxoaa, NO3MLMOHWPOBAHUS, ABUraTeNbHON
peabunuTaumn M NpoPUIaKTUKM KOHTpaKTyp. [ns aTown
KaTeropuu nauneHToB NPOTMBOMNOKa3aHUSMK K BMellaTeNb-
CTBY NO-MPEXHEMY OCTAOTCH ANCTOHWUS, TMMOTOHWUS, MblLLEY-
Has cnaboCTb, MHOMECTBEHHble KOHTPaKTypbl CYCTaBOB,
HeCcTabunbHOCTb Ta300€4PEHHbIX CYCTAaBOB U BblPaxKEHHbIN
cKonuos [19].

Bo3pacTt nauueHToB

Mpn AUIM cnacTMyHOCTb He nosBAsSeTCH cpasly nocne
POXAEHUS, @ UMeeT TEeHAEHLUMIO K MOoCTENeHHOMY Hapac-
TaHuto. CornacHo LWBeACKOMY peructpy nauueHtos AU
(4162 yyacTHMKa, 60nee 57 TbiC. MPOTOKONOB MOBTOPHbIX
OCMOTPOB), TOHYC B MKPOHOXHOM MbILLILIE MPU CNACTUYECKMX
dopmax LI HapacTaeT 40 MakKcMmyMma NpUMEPHO K BO3-
pacty 5 neT U 3ateM CHUXKaeTcs K Bo3pacty 15 nert, 4to
MOXKET C OnpeaeneHHbIMU JONYLEHUAMM OTpaxaTb 06LLYi0
TPaeKTOpUIO MBMEHEHUS MbILLIEYHOro ToHyca y aeten ¢ AU
[50]. C BoO3pacTom HapacTaHuMe cnacTMYHOCTM coBnagaeT
C nepuvogoM Haubosniee aKTMBHOIMO OCBOEHUS pPebEeHKOM
ABUraTenbHbIX HaBblKOB, B CBfI3U C YeM CBOEBpPEMEHHas
KOPPEKLMSA MbILEYHOro TOHyca ABASETCH OAHUM U3 onpeae-
NAOWMX peabunmTaumnoHHbIX BMelwaTenbeTs. Noatomy npo-
BegeHne CAP B paHHeM BO3pacTe No3BONASET B OO/bLIEN
CTeNeHn BO34enCcTBOBaTb Ha GOpMUMpPOBaHME NpaBUIbHOIO
ABUraTeNbHOro ctepeoTnna M NpPodUNaKTUKY BTOPUYHBIX
opToneanyecKnx ocnoxkHeHun [28]. B nepBbix Knaccu4ecKumx
ncenegoBaHuax, nocesweHHbix CAP, Havnydwme pesynbra-
Tbl le4eHnss 6blin LOCTUIHYTbl Y MaLMEHTOB, MEpPEeHeCLUnX
onepauuto B Bo3pacte ot 4 go 10 net [51, 52]. B 6onee
no3gHux nyénukaumax T.S. Park u coaBT. oTMe4anun Xopo-
WWA PYHKUMOHaNbHbIM U MPOrHocTUYeckun addekt CAP
y NauneHToB, NEepeHeclWnx BMeELWaTenbLCTBO U B BO3pacTe
oT 2 go 4 net [18]. B.A. MacWilliams 1 coaBT. noKa3anu, 4Tto
y naumeHToB, nepeHecwmnx CP B 60o5ee cTapliem Bo3pacTe
(ot 10 po 20 nerT), B ganbHenlwem Habng4anocb CHUXKEHNE
ABUraTenbHblX GYyHKUMI, CONOCTaBMMOE C TaKOBbIM Y MaLu-
eHToB 6e3 onepauuu [53].

BmecTte ¢ Tem oT6Op MNauMeEHTOB Majllero Bo3pacTa
ana nposegeHns CAP MOXeT OblTb OrpaHuMyeH HeoaHo-
3HAYHOCTbIO OLEHKM M NMPOrHO3MPOBaHUS Pa3BUTUS ABUra-
TeNbHbIX QYHKUMIA B CAMOM paHHEM BO3pacTe, CMOXHOCTbIO
npoBeaeHns 06BbEKTUBHbBIX METOAOB MCCNEeA0BaHUS, B TOM
yucne 3D-aHanu3a MOXOAKW, TPYAHOCTAMW B Koonepauuu
Cc pebeHKOM Ha 3Tane nped- M nocneornepaumMoHHON pea-
6unnTaumKn, a TakKe BbICOKMMU pe3epBamMun HEMPOHaNbHOM
NNacTUYHOCTU, KOTOpble MOTYT 6blTb MPUYMHON 3HAYUTENb-
HbIX QYHKUMOHANbHbIX ynyylleHUh Ha $OHe KOoHCepBaTUB-
HOro BmelatenbcTBa [28]. Kpome Toro, y aeten paHHero
BO3pacTa He BCerga 3amMeTHbl MPOSIBAEHUS AUCTOHMMU, YTO
MOXET CYWECTBEHHO MOBAMATL Ha pe3ynbraTbl onepalumu.
Y nauuneHTtoB ¢ UMM ctapwe 10 neT, Kak npaBuno, ABura-
TeNbHbIA CTEPEOTUN OMNPEeAensieTca He TONbKO M CTOSIbKO
CMaCTUYHOCTbIO, CKOIbKO HAaKOMNEHHbIMW OpTONeAnYeCKUMU
aedopmaumamu, NnoaTomy nydwme GyHKLMOHaNbHbIE pe3yb-
TaTbl MOTYT GbITb JOCTUTHYTLI C UCMOSIb30BAHWEM MHOIOYPOB-
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HEeBbIX OAHOMOMEHTHbIX OpTOoneauYyeckux onepauun [53].
B LenomM Bo3pacT naumeHTa He SBASETCS KECTKUM YCIOBMEM
ot6opa ana CAP, HO B KaxAOM KOHKPETHOM cny4ae crneayet
YYUTbIBATb MHAMBUAYANbHbLIE LLESIN CHUMXEHMS CNACTUYHOCTH
M daKTopbl, KOTOPbIE B CUYy €CTEeCTBEHHOro TevyeHunsa AU
NoTEHLMaNbHO MOTYT MOBAUATb Ha pe3ynbrat.

YpoBeHb KOMMYHUKaLUK

M NCUXOPEYEBOro pa3BUTUS

OauH u3 onpegensowmnx ¢daxktopos ycnexa CAP —
COBNI0AEHNE MHTEHCUBHOIO pexuma nocreonepaumoHHOM
peabunutauumn U NOCTyPanbHOr0 MEHemXMEHTa, XOTa eau-
HbIX MEXAyHapoAHbIX MPOTOKOMOB peabuauTauun nocne
C/[P He pa3paboTaHo. BoNbWKWHCTBO KIMHUYECKUX LEHTPOB
PYKOBOACTBYIOTCA JIOKA/IbHbIMW PEKOMEHAALMAMM, YUUTbI-
BalOWMMN OCOBEHHOCTU TeppuTOpManbHON MeAMLMHCKOM
nomolum. Tak MAM MHavye GONbLIMHCTBO aBTOPOB CXOAATCHA
BO MHeHuu, 4yto nocne CAP Heob6xoaMmbl aKTUBHblE Tpe-
HUPOBKW, HanpaBfieHHble Ha MOAAEepPIKaHWe CWUIbl, AWHbI
M 3NaCTUYHOCTM MbIlWL, HOT, a Takxke dopmMupoBaHue 6onee
GU3NONOTMYHOrO ABUraTeNbHOro CTepeoTuna MU ynydlleHue
CENEKTUBHOIO MbIIEYHOro KOHTpons [19]. ®PyHKUMOHANb-
Hble LleNIe0PMEHTUPOBAHHbIE TPEHMPOBKK MogpalymeBatoT
aKTMBHOE BK/OYEHWE M MOTMBALMIO caMoro pebeHka, cno-
COBHOCTb MOHMMaTb WM BbINOAHATL 3a4aHUs, AOCTATOYHYHO
COXPaHHOCTb CEHCOPHbLIX CUCTEM (B MEPBYID o4yepedb 3pu-
TENbHON U CMYXOBOW), NO3TOMY B 6O0JIbLUMHCTBO NMPOTOKO/I0B
otéopa ana CAP BXOAMT OLIEHKA BO3MOMHOCTU KOMMY-
HUKaLMU, KOTHUTUBHBIX U MNOBEAEHYECKMX OCOBGEHHOCTEWN
nauuvenToB [11]. B paHHeM nocneonepauMoHHOM nepuoae
HepeaKo OTMeYaeTcsi U3MEeHeHUe YyBCTBUTENLHOCTH (B T.M.
NPOMNpUoOLENLNN) B HUKHUX KOHEYHOCTSX, YTO Yy NaLMEHTOB
C MNPEeAWECTBYOWMMN CEHCOPHBIMU HAaPYLUEHUSIMU MOXKET
Bbl3BaTb CTPECC M yXydlleHWe ABurateNibHOM YHKLUMK, He
CBSI3aHHOE HanpsimMylo ¢ PyHKLMEN OMOPHO-ABUraTelbHOro
annapara [28].

OueHKa KOMMYHUKaTUBHbBIX M 3MOLMOHaNbHbIX 0COBGEH-
HOCTEN pebeHKa M Koonepaunn ¢ peabunmutonorom tpedyet
[OMNOSIHUTENIbHOrO BPEMEHM MO CPABHEHUIO CO CTaHAAPTHOWM
OUEHKOW ABUratenbHbiX GYHKUMK. [103TOMy OnTMMasbHbI
HEe TONbKO OAHOMOMEHTHbIN MEXAUCLUMMAMHAPHbIN OTOOP
nauveHToB ansa nposeneHus CAP, HO M NOAroToBKa K one-
paumun cneunanuctamu, paboTtaloWwmMmMn B JaHHOW obnacTw.
Xota B wuccnegoBaHun P. Steinbok v coaBT. Ha npumepe
26 nayMeHToB NpU AOMNOMHUTENIbHOW MHTEHCUBHOW dU3NYe-
cKon Tepanuu go CAP He 6bl/10 NOKa3aHOo 3HaYUMbIX NPEUMY-
ecTs B GyHKUMOHaNbHbIX pe3ynbratax [54], Ha Haw B3rnaa,
npegonepaunoHHas NoAroToBKa MOXET BKAOYaTb HE TONbKO
[BUraTebHyto TePanuio, HO U pelleHne Taknx BOMPOCoB, Kak
nog6op W agantauusa HeLOCTalWMX TEXHWYECKUX CPencTB
peabunutauun, CPeacTB Ans anbTepHaATUBHOM W AOMOMHM-
TEeNbHON KOMMYHHUKaLMK, NIaHMPOBaHWE U3FOTOBAEHNUS UK
aganTauum opTe30B B NocneonepauuoHHOM Nepuoae.

OpTtoneguuyeckue gedpopmayum

CAP poCTOBEPHO CHUMKAEeT MbllEYHbIA TOHYC, HO He
BNIMSIET Ha yXKe chOopMUMpPOBaBLUMECS BTOPUYHbIE opToneau-
yeckune aedpopmauun [9, 28]. PUKCUPOBaAHHbIE OrpaHUYEHUs
OBUXEHWW B CycTaBaXx (KOHTPaKTypbl) HE U3MEHSAIOTCS nocne
CAP w1 TpebytoT AONOMAHUTENbHbBIX OPTONEANYECKUX BMeELla-

TenbctB [42]. COP He cnocobHa NOMHOCTbIO NpeaoTBpa-
TUTb U JanbHenlee dopmMMpoBaHME KOHTpaKTyp [47, 48],
NMOCKO/IbKY MeXaHW3M KX BO3HWKHOBeHUS npu LN ceasaH
He TOJIbKO C MOBbIWEHMEM MbllLEeYHOro ToHyca [55]. OaHaKo
CBOEBPEMEHHOE CHUXXEHWE cnacTUYHOCTH Npu nomolun CAP
MOXET OT/IOXMUTb MM YMEHbLWWTL ObLiee KOMYECTBO one-
pauun, TMNUYHbIX Ang nayueHTtoB ¢ AU [45, 56]. Tak, npu
ponrocpoyHom (ot 24 o 70 mec) HabnAwaeHUU 3a ABYMSA
Koroptamu naumeHToB (B Bo3pacTtax 2—4 n 5-19 ner), nepe-
Hecwwux CAP, 6bin0 NOKa3aHo, YTO B NepBOKM rpynne nocne-
aylolwne opTonegnMyeckne BmellaTenbCTBa NoTpe6oBanmch
B 22% cnyyaeB, Bo BTopon — B 45% [57]. B HabnogeHun
52 peten co cnacTUYECKUM TeTpanape3oMm, He MMEBLUMX
B aHaMHe3e opToneamyeckux onepaunin go CAP, 66110 noka-
3aHO, 4YTO B TeyeHue 5-9 net nocne CAP yacTtota opTo-
neguMyeckux onepauui 6bina Bblle B rpynne nauMeHTos,
nepeHecwux CAP B Bo3pacTe oT 6 Ao 14 neT, 4eM B rpynne
2-5 net (70 1 34% cooTBETCTBEHHO) [58].

CoxpaHsoTCs M NPOTUBOPEYNS OTHOCUTENBHO BAUSHUS
CAP Ha pedopmaumm TasobeapeHHbix cyctaBos npu AL
CyLecTBYyOT Ny6AMKaLMK 06 YMEHbLLUEHWN TIXECTU Aucnna-
3un 1 noasbiBUXxoB nocne CAP [59, 60], ogHaKo HegaBHO
0ony6/IMKOBaHHbIM CUCTEMATUYECKUI 0630p BMELLATENbCTB,
npeaoTBpallaoWmx Aucnnasuio Ta3obedpeHHbIX CycTaBoOB
npu AU, He NoKa3an 04HO3HAYHOro MOMOKUTENBbHOIO UK
HeratuBHoro BangHua CAP [61]. Hannune nokasaHun ang
onepaTtMBHOM KoppeKuunn pedopmaumn TasobeapeHHbIX
CYCTaBOB, KOHTPaKTyp WMAM WMHbIX opToneauyeckux gedop-
Mauur npu UM, Kak npaBuio, SBASETCA OrpaHU4yeHuem
ona otéopa nauueHtoB ang nposegeHuss CAP. MNpu Hanu-
4YuM NOABbIBMXa/BbiBUXa 6edpa M ero nporpeccMpoBaHms
OpTONEeAMYECKYID KOPPEKLMIO 06bIYHO MPOBOAAT KaK MUHU-
Mym 3a rog go CAP ans nonHoOUEHHOW mnocneonepauu-
OHHOM peabunutauum [28]. OQHOMOMEHTHOE NpoBeaeHue
CAP 1 MHOroypoBHEBbIX MSATKOTKAHHbIX OPTONEAUYECKUX
onepauui HeonpaBAaHHO M3-3a Pas3HbIX 3ajay U NOAXOA0B
B peabunuTauumn nocne Kaxaoro tuna onepauuu (Hanpumep,
HEeo0BX0AMMOCTH ASIUTENIbHON UMMOGUIN3aLMK Moce OpTo-
neauM4yeckoro BMelWaTenbCTBa B NPOTUMBOMOMOXKHOCTb PaH-
Hen akTuBu3auumun nocne CAP) [28]. McKnovyeHneM MOXKET
OblTb CUTyaLMs C M30JMPOBAHHOM 3KBWMHYCHOM KOHTPAKTY-
poK, KoTopasi MOXeT nomewartb peabunutauuum nocne CAP.
B atom cnyyae psig aBTOpOB AOMNYyCKatloT NpoBeAeHUe Maso-
MHBA3WBHOIO YAJIMHEHMS MbIWL, B 6NiMKallee BpemMs nocne
COP ana obecrnevyeHus OMNTUMaNbHOM OMOPHOCTU HUMKHUX
KOHe4YyHocTen. YacTb AaHHbIX NaLUMEHTOB B Mocneaylwem
TpebytoT NOBTOPHbLIX onepauun [62]. MNMpoTMBONoKasaHuem
K npoBeaeHunio CAP HeKOTopble aBTOPbI CHUTAIOT U Hann4mne
TSXKENoro NporpeccupytoLLero ckonnosa [63-65].

Bo mHorux cnydasx, Korga y nauumeHtoB ¢ AUM crtap-
Wwero Bo3pacTa Bpems A9 ONTMMaNbHOrO MCMoJfib30Ba-
Hua CLP ye npoLio U OCHOBHas MpuYMHa ABUraTeNbHbIX
HapylWeHW M NaToNOrMYecKMx YCTaHOBOK CMeCTMNacb OT
CMNAacTUYHOCTM K CTOMKWMM KOCTHO-MbIlEYHbIM AedopmaLin-
SIM, NPEeANOoYTEHNE AOMKHO OblTb OTAGHO MHOMOYPOBHEBbLIM
opToneanMyeckum onepauunam [28].

Taknm 06pa3oM, Ha CEerofHsWHUN AeHb MOXHO Bblae-
NINTb NPUMEPHbIA NepeYeHb KpUTepmMes KaHanaata ans npo-
BeageHus CAP, ocHOBaHHbIM Ha OUEHKe BAuXKaulnx 1 oTaa-
JIEHHbIX MOCNEeOonepaLnoHHbIX pelynbratoB (Tabn.). Bmecte



Ta6nuua. OpMeHTUPOBOYHbBIV NEepeYeHb KpUTepues oT6opa NaumeHToB ¢ AL ana npoBeaeHUs ceneKTMBHON JOP3anbHOM PU30TOMUK
Table. Preliminary list of entry criteria for selective dorsal risotomy in cerebral palsy patients

UCTOYHMK faHHbIX Kputepum ot60pa KommeHTapumn
OnTUManeH, Ho BO3MOXHO U3MEHEHWE Ananas3oHa C y4eToM
BospacT ot 2 1o 10 net o
WMHAUBMAYaNbHbIX KIIMHUYECKUX OCOBEHHOCTEN
HefoHOLWEHHOCTb, TMMNOKCUYECKH- Hanbonee yacTto NnpMBOANUT K GOPMUPOBAHMIO JBYCTOPOHHMX
MweMUYeCcKoe NoBPEXAEHME rOSI0OBHOMO MO3ra | cnactuyeckux dopm LM
[BycTopoHHue cnactuyeckue dopmbl ALMN MpenmylecTBEHHO cnacTuyeckas gunneruns
MoOXeT MCNoNb30BaTbCA U NPU APYrMX NPUYMHAX CNACTUHHOCTH
OTCyTCTBME APYTUX MPUYUH CNACTUYHOCTH B MbILLLL@X HOT, HO Hauny4lWne GyHKLMOHaNbHbIE pe3ynbTaThl
B HacToslee BpeMs onuncaHbl y nauneHToB ¢ LN
AHamHe3 NHTepBan 4—6 Mec COOTBETCTBYET CPeAHEMY Nepuoay
4—-6 mec nocne NpeawecTBYOLWEN UHBEKLUN npeKkpaweHns AencTBus 60TYNOTOKCMHA U BO3OOHOBNEHNUS
60TYNMHUYECKOr0 TOKCUHa ThNa A CMacTUYHOCTU, OJHAKO MOXKET OblTb NEPECMOTPEH C YHETOM
MHAUBMAYaNbHON 3PbEKTUBHOCTH BOTYIMHOTEPANUK
Bonee 1 roaa nocne npegflwectsyloLen
. CpOK BOCCTaHOBJ/IEHUS 3aBUCUT OT TUNa onepauuu
opToneanYecKom onepaLmm
. [octuxeHne onTuManbHbIX GYHKLIMOHANbHbBIX pe3yisTaTtoB
[locTynHOCTb nocneonepaunoHHom
npeanonaraeT MHTEHCUBHYIO NOCNEONepaLMoOHHy0 peabunutaumio
peabunnTauumn, roTOBHOCTb CEMbMU
. (B cpeaHeM oT 6 o0 12 Mec) U MOTUBUPOBAHHOE COTPYAHUYECTBO
K 06ecneyeHuno perynspHblx 3aHATUN
pe6eHKa co crneunanncTom
MauwnenTsl ¢ LN, cnocobHble K caMOCTOATENIbHOMY
. nepemetiexuio. inq rux ypoBHent GMFCS Lenv n BO3MOXXHOCTH
DYHKLMOHaNbHbIN ypoBeHb GMFCS I1-1Il P ”‘l Ans Apyrux yp 4
BMeLllaTeNbCcTBa 06CyKJatoTCs JONONHUTENIbHO C YHETOM PUCKOB
1 NOTEHLMaNbLHOM NONb3bI
YpoBeHb CnacTM4HOCTM N0 MOAUDULIUPOBAHHOW | YPOBEHbL CNACTUHHOCTH, 3HAYUMO BAUSIOLLNIA Ha ABUraTeNbHYIO
WKane dweopTa 2—4 6anna dyHKLMIO
[NCTOHWA U TMNepPKUHESbI He KoppeKTUpytoTcs nocne CAP
OTCyTCTBME AUCTOHUM (TMNEPKUHESOB) 1 MOTyT CTaTb 60/iee 3aMeTHbIMU, YTO yXyAwaeT GYHKLMOHaNbHble
pes3ynbTaTbl onepauuu
ChopmMrpoBaHHbIM NOCTYPasbHbIM KOHTPOb
1 COXpaHHasa aHTUrpaBMTaLMOHHas cuna
P P H . Cuna mblwy, Hor — 6onee 3 6annos no wrkane MRC
OcmoTp MbILILL HOT (B NEepBYio o4epeab pa3rubatenem
KONIEHHbIX CYyCTaBOB)
. . o Hanunyune rno6anbHbIX CUHKUHE3NI OrpaHuYnMBaeT
CoxpaHHbIN CeNneKTUBHbIV MOTOPHbIA KOHTPONb
B MbILILEAX HOT nocneonepayluoHHy0 peabunutaumio n yxyaluaet
dYHKLMOHaNbHbIE UCXOAb! onepaLmm
OTcyTCTBME GUKCUPOBAHHBIX KOHTPaKTYp DUKCMPOBaHHbIE KOHTPAKTYpPbl HE KOPPEKTUPYIOTCS B pe3y/bTaTte
CycTaBoB CP v MoryT orpaHuynBaTh nocneonepaLmnoHHyio peabunuraLmio
CKONMO3 He KoppeKTupyeTcs B pedynstate CP, moxeT
OTCYTCTBME TAXKENOro NPOrpeccUpytoLLero
CKONMO3a OorpaHnyYnBaTh TEXHUYECKYIO BO3MOXHOCTb NPOBEAEHUS onepaLmn
1 nocneonepaylmoHHON peabunuTtaunm
YpOBEHb KOTHUTUBHOMO U 3MOLIMOHANBHOIO NHTeHCMBHas nocneonepaunoHHan peabunutaums,
pasBUTUS, 4OCTATOUHbIN 415 NPOAYKTUBHOM KaK npaBuio, 3aHMMaeT oT 6 4o 12 mec, B AanbHeNLEM
nocneonepawLmoHHON peabunutaLmm Heo6X0AMM NOoAAEPKUBAIOLLMI YPOBEHD Harpy3oK
MatTepH NOBpeXAEeHNS, XapaKTEPHbIN AN BYCTOPOHHMX
MPT ronosHoro MNepuBEHTPUKYNSpHaa nenKkomanauums. cnacTuyeckux dopm ALUM. OTcyTcTBUE CTPYKTYPHBIX UBMEHEHWN,
mMo3ara OTCyTCTBME NOBPEXAEHNSA NOAKOPKOBLIX SAEP NoTEHUMaNbHO NPUBOAALLMX K MOSBAEHNIO AUCTOHUN
U rTMNepKnHe3oB
Perren OTCyTCTBME NO A@HHBIM PeHTreHorpadum NPpM3HaKoB NoABbIBUXa
Ta306eapeHHbIX WHpekc Penvepca meHee 40%
CycTaBoB 1 BbIBMXa 6eapa, TPebyoLMX ONepaTMBHOIo NeYeHns

C TeM MOpSAOK oT6opa KaHAMAATOB AN AaHHOM onepauuun
OCTaeTCs KOMMNEKCHOW 3ajavyen U B BONbLIMHCTBE CllyYaeB
TpebyeT NOMCKa KOMMPOMUCCA MEXAY «MAeanbHbIMU» KpH-
TEPUAMU U MHAMBKUAYaNbHBIMU BO3MOXKHOCTAMM, 3aavamu
M NOTEHLMANOM KOHKPETHOrO NaLmeHTa.

OCJ/IOXXHEHUA cAP
K ocnoxHeHnam CLP, HenocpeaCTBEHHO CBSA3aHHbIM
C onepauunen, oTHOCAT:

® aHeCTe3nonorn4yecKkune (6poHxocnasm, acnupanms);

® WHTpaonepaLMOHHblE KPOBOTEYEHUS W MOBPEKAEHMS
npUAeXaLlmx CTPYKTYP, B T.4. U3-3a HapyLEHUI HOpMasb-
HblIX @aHaTOMMYECKUX COOTHOLWEHUN nNpu AedopMaumsx
NO3BOHOYHUKA;

® ocneonepaLmoHHY0 IMKBOPEID U rON0BHY0 60/b;

° npexoaslime HapylleHns GyHKLMM Ta30BbIX OPraHoB;

® TPaH3UTOPHYI [AM3ECTE3UI0 WAW 3YA B HUMKHUX KO-
HEYHOCTSIX.
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COBpEMEHHbIN MHTpaornepaLnoHHbIn 3IEKTPOMUOrpa-
PUYECKUA MOHUTOPUHT NMO3BONSET NPeaoTBPaTUTb CTOMKKE
HapylweHns GYHKLMM Ta30BbIX OPraHoB 3a CYeT MAeHTUU-
Kaluun MHHEPBUPYIOLLMX MX BOMOKOH [14, 26].

Cpean OCNOXKHEeHUW, pa3BMBalOWMXCA B OTAANEHHOM
nepuvoge nocnae onepauuu, — 6014 B CINUHE U HECTaAOW/Ib-
HOCTb MO3BOHOYHWKA, YCUSIEHWE MOSICHUYHOro 0pao3a,
0COBGEHHO NpK JOCTyNe Ha YPOBHE HECKONbKMX MO3BOHKOB
[11]. JaHHasa npobnema YaCTUYHO pellaeTcs UCMoNb30Ba-
HMEM AOCTyna Ha ypoBHE OAHOro no3BOHKa [26]. BmecTe
C Tem psj aBTOPOB MOAYEPKMBAIOT HEBO3MOMXHOCTb TOYHOIO
cyxaeHnsa o ponu CAP B dopmupoBaHumn gedopmauunm
NO3BOHOYHUKA y NauueHtoB ¢ LI, yen pucK cKonmosa
MCXOZHO Bblle B pe3y/bTaTe eCTeCTBEHHOro TeyeHns 3abo-
nesaHug [18, 20].

KOMBWHUPOBAHUE CEJIEKTUBHOMW [JOP3AJ/IbHOM

PU30TOMMWHU C APYTUMU METOAAMMU KOPPEKLIUU

CMACTUYHOCTHU NMPU ALIN

B cuctematnyeckom 0630pe OTAaNeHHbIX pe3y/bTaToB
CP 6bl10 NoKa3aHO A0ArOCPOYHOE U CTOMKOE CHUKEeHue
MbILEYHOro TOHYyCa WM [axe ero Hopmanusauus nocne
onepaunn [42]. Bmecte ¢ Tem nposegeHne CAP He ncKnto-
YyaeT nocnegywollee NpMMEHEHWe BCEro CneKTpa MeTohoB
KOPPEKLUWUU crnacTUYHOCTU. [BuratefnibHas peabunuTtaung,
opTe3npoBaHMe M MNOCTypalibHblIM KOHTPO/b — 06a3aTeNb-
Hble COCTaBNfOLWINE WMHTEHCMBHOW MocneonepaLuoHHOM
peabunuTaunn, OLHaAKO AaHHble KOHCepBaTUBHblE METO-
[bl BO34ENCTBMA LOMKHbI MPOAOMKATECA U B OTAANEHHOM
nocneonepaumMoHHoM nepuoge [19].

boTynuHoTepanusa MOMeT MNPOBOAMTLCH KaK [0, TaK
n nocne CAP. OgHako npu nnaHupoBaHuu CAP cneayet
BblAepaTb MHTEpBan ¢ 60TyMHOTEPANnUMen, OOCTaTOYHbIN
08 NpeKkpaweHns OencTBus npenapata U OObeKTUBHOM
KIMHWYECKOW OLEHKM MbIlIEYHOro TOoHyca. KaK npaBwuno,
370 4—6 Mec nocne UHbEKLUMA GOTYIMHUYECKOro TOKCUHa
TMna A [11]. Mocne CAOP moxeT noTpeb6oBaTbCs NPOAoIKe-
HWe 60TynMHoTEpPanuu [42], 0CO6EHHO y4YnUTbIBas, 4YTO onepa-
LMS BAMSET NPEUMYLLECTBEHHO Ha MblLWLbl HOT U He 3aTpa-
ruBaet pyku. OgHaKo HeEpPeaKOo CoXpaHAeTcs HeoB6X0ANMMOCTb
LONONMHUTENbHBIX MHBEKUMIA M B MbllWLbl HUXHUX KOHEY-
HocTen. E.A. Bolster n coaBT. coobuwmnu, yto nocne CAP
nposegeHne 60TyNNMHOTEpPanuun notpeboBanocb B 45% cny-
YyaeB, NPEUMYLLECTBEHHO B MKPOHOMHbIE MbllwLbl [44], no
faHHbiM R.W. Dudley u coaBT. — y 12,5% 60nbHbIX [45].
YacTb nauueHToB MPOAOMIKAT NPUHMMaTb nepopasbHble
aHTUCNacTMYeCKMe npenapatbl MAK HYXKAAeTcs B YCTaHOB-
Ke 6aknodeHoBon nomnbl. Tak, B HabawgeHun E.A.Hurvitz
n coaBT. nocne CAP 60TynMHOTEPAnns No-npexHemy Tpebo-
Banacb 53% nauneHToB, NpuemM nepopasbHbiX MUOPENaK-
caHToB — 38%, a ycTaHOBKa 6aKnodeHoBon nomnbl — 15%
[66]. No gaHHbIM T.S. Park u coaBT., nocne CAP npogone-
HME nepopanbHOM Tepanuu cnacTUYHOCTM MoTpeboBanochb
22% nauMeHToB, ycTaHOBKa 6akiodeHoBOM nomnbl — 3%
[27]. Takon pas3bpoC AaHHbIX, BEPOATHO, OOYCNOBJSIEH He
CTO/IbKO Pas/iMyMsaMU B TEXHWKE MNPOBEAEHMS onepaumu,
CKOJIbKO HEOAHOPOAHOCTLIO NALMEHTOB, BKIIOYEHHbIX B YKa-
3aHHble UccnefoBaHus. BmecTe ¢ TeM npaKTMYecKu Bce
aBTOpPbl OTMEYaloT, YTO CBOEBpPeEMEHHO nposeaeHHas CAP

No3BONSET 3HAYMMO CHU3UTb 4acTOTy U WHTEHCWMBHOCTb
MCNOMb30BaHUSA APYrMX MeAWKAMEHTO3HbIX U HEMPOXUPYP-
rMYEeCcKUX BMelaTenbcTs [42].

3AK/TIOYEHUE

CAP — Hemnpoxupypruyeckas onepauus, apdeKTMBHad
n 6e3onacHas Ond CTOMKOrO CHUXEHWA TOHyca B MblLU-
Lax Hor y nauueHToB cO crnactudyecknumu dopmamun ALM.
BnusHue CAP Ha aBuratenbHylo GYHKUMIO M NPodUNaKTK-
Ky opTtoneauyeckux gedopmauui BO MHOMOM 3aBUCUT OT
MCXOQHOrO BO3pacTta M QYHKLMOHANbHOIO YPOBHSA Mauu-
EHTOB W TpebyeT AaNbHENLWEro M3y4yeHus W [AONrocpou-
HOro HabnwaeHus. YuuTbiBass BO3pacTHble OCOBEHHOCTH
MbILLEYHOrO TOHYca W opToneauyeckux gedopmaumn npu
[ALMN, orpaHnyeHHble 3HaHUSA 06 oTaaneHHoM BAngHuu CAP
Ha MporpeccMpoBaHNE KOHTPAKTYpP M BbIBUXOB B CyCTaBaXx,
BaXHO MNJaHWpoBaTb MOCNefoBaTeNbHOCTb HENPOXUPYP-
FTMYECKUX WU OPTOMEAMYECKMX BMeELLATeNbCTB M OOGbEKTUB-
HO OLeHMBaTb peabWnUTaLMOHHbBIA MOTEeHUMan nauueHTa.
KoHcepBaTMBHbIE M MeAMKAMEHTO3Hble METOAbl JieYeHUs
CMaCTUYHOCTM MOXKHO MCMONb30BaTb Ha 3Tane MOAroTOBKM
1 nnaHmnpoBaHunsa CAP. Oco6eHHO aKTyanbHO 3TO ANA nauu-
€HTOB M/ajLlero Bo3pacrta, KOraa CnacTUYHOCTb YIKe Mella-
€T ONTUMaNibHOMY MOTOPHOMY Pa3BMUTUIO U peabunuTauuu,
HO pebGeHOK MO psady NPUYMH He FOTOB K BMeELLATeNbCTBY
MAW NaTTepH CMacTUMYHOCTM MOMIHOCTbIO HEe CHOPMUPOBAH.
CAP He wuckno4YaeT Heob6XxoAMMOCTb Mocneaylowen Kop-
PEKLMM CNAaCTUYHOCTH, B T.4. B MbIlLAX HOM, XOTS 3HA4YMMO
CHUXaeT NoTpebHOCTb B MHBA3MBHbLIX MeTodax. ITOT paKT
Heob6xoaMMo 06a3aTeNbHO coobWaTh CeMbe NaLMeHTa BO
n3berKaHMe HeonpaBAaHHbIX HaAeXa W pasovyapoBaHUW.
AddekTnBHOCTL CAIP onpeaensetcs TWaTelbHOCTbO 0T6opa
KaHAMaaToB Ans onepauuu, rpaMoTHOM Ao- W nocneone-
paLUMOHHOM peabunvTauMen, a TaKKe yMEeHMeM coveTaTb
[aHHbIN METOZ C APYrMMU BO3MOXHOCTSMM KOPPEKLIMK NaTo-
JIOFMYECKOro MblleYyHoro ToHyca npu AL,
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060ocHoBaHHe. [pyaHOEe MOJIOKO SIBASIETCS ONTUMAaJsbHbIM MUTaHMEM A1 MO34HMX HEAOHOLIEHHbIX AETEH, HO MaTepu TaKmx
AeTen HepeaKo CTaJlKMBaKoTCsl C TPYAHOCTAMM MPH OpraHu3aLmMm rpyaHoro BCKapManBaHus, CBA3aHHbIMU C Ha4yaaoM U cTa-
HoBneHnem naktaumun. enb nccnegoBaHmusi — n3y4nTb GaKTopbl, aCCOLUNNPOBAHHbIE C YCMELHbIM rPYyAHbIM BCKapMInBa-
HMeM MOo3HNX HEeAOHOLEHHbIX AeTel B HEOHaTa/lbHOM cTaumMoHape. MeTtogbl. B peTpocneKTnBHOe uccieoBaHne BKIIO-
YeHbl UCTOPUM BONIE3HU MO3AHNX HEAOHOLIEHHbIX AeTel (rectauMoHHbIN BO3pacT 34—36 Hej), NOCTYyNMBLUMX B OTAE/NEeHMEe
HeoHaTo/10rMn B TEYEHUE OHOIr0 KaleHAapHOro roga. YunTblBam pakTopbl CO CTOPOHbI MaTepes n HOBOPOXKAEHHbIX B CBA3M
C MUCKIIYMTEIbHO TPYAHBbIM BCKapMAUBaHWEM MPU BbIMACKE M3 CTalMoHapa. MICKIYMTEebHO TPYAHOE BCKapMJUBaHME
onpeaensin Kak oTCyTCTBME APYroM MUY MK NUTbS, AaxKe BOAbl, KDOME rpyAHOro MOJIOKa (CLIEKEHHOro Mau JOHOPCKOro),
HO Mo3BoJIsiIOLLEE MAAAEHLY MOJlydaTb SHTEPAJIbHO XUAKOCTb C LIE/IbI0 pernapataumm, a TakKe Kariu u cUporbl (BUTamMm-
Hbl, MMHEpa/bl, nekapcTBa). OnpeageneHne He3aBUCHUMbIX MPEAUKTOPOB BbIMOJHEHO C MCM0/b30BaHWEM MHOIOM)aKTOPHOM
OGMHapPHOM TIOrMCTU4ECKOM perpeccumn. PesynbTtatbl. [1py BbINUCKe M3 CTaLMOHapa UCKIOYUTENIbHO rpyAHOe BCKapMnBaHMe
nony4ann 84 (41%) pebeHKa, ocTtasibHble HOBOPOKAEHHbIE HAX0ANINCh Ha UCKYCCTBEHHOM MM CMEeLIaHHOM BCKapMJ/IMBaHUN.
MHOrogaKkTopHbIN aHain3d rnokasasi, YT0 C OTHOCUTE/IbHO BbICOKOM BEPOSITHOCTbIO C UCKITIOYMTENIbHO FPYAHbIM BCKapMInBa-
HMEeM Mpu BbIMTMCKE U3 CTalMoHapa Oblan CBSi3aHbl recTalMoHHbIN BO3pacT 36 He (B cpaBHEHUU ¢ 34 He[l OTHOLLIEHUE LaH-
coB (OLl) 2,16; 95% poseputenbHbir nHtepsan (AN) 1,18-3,98) u Ha4yano KOPMAEHUS MAaTEPUHCKUM MOJIOKOM B NepPBbIe
6 4 u3Hu (OLL 2,38; 95% [N 1,19-4,75), ¢ HU3KOHM BEPOSATHOCTbIO — Haauyue gsornHm (OL 0,31; 95% AN 0,15-0,65).
3aknovyenme. BckapmanBaHme no3gHUX HEAOHOLWEHHbIX AETEH MaTePUHCKUM MOJIOKOM (B T.4. CLUEXEHHbIM) B NepPBbIe Yachbl
KU3HU MOJIOKMTEIbHO BJINSIET HA CTAHOBJIEHME NlaKTalUMn U ob6ecrnedyeHne UCKIOYUTENIbHO rPYAHbIM MOJIOKOM 3TUX NaLMeH-
TOB B HEOHaTa/lbHOM CTalunoHape. K rpynne pucka paHHero npekpalyeHms rpyaHoro BCKapM/IMBaHUs MOryT GbiTb OTHECEHbI
M03JHNE HEOHOLLIEHHbIE AETH C reCTallMOHHbIM BO3pPacToM MeHee 36 Hej v AeTU U3 JBOEH.

KnroueBblie cnoBa: HeJOHOLEHHbIE AETH, MO34HNE HEAOHOLLIEHHbIE, PYAHOE MOJIOKO, JaKTaLusl, rpyaHoe BCKapMaMBaHHue,
KecapeBO ceyeHMue, KeaTyxa

Ana untnpoBanHus: MNMpuxoabko E.A., bensea W.A., Kpyrnskos A.1O0., Muxeesa A.A., lopeB B.B. ®aKTopbl, acCOLMUPOBaHHbIE

C UCKIOYNUTENBHO FPYAHBIM BCKapMAWBaHUEM NO3AHUX HeJOHOLIEHHbIX AETEN B HEOHATa/lbHOM CTalloHape: 0HOMOMEHTHOE
ucenegoBaHue. Boripockl coBpemeHHon neanatpmmn. 2022;21(1):29-35. doi: https://doi.org/10.15690/vsp.v21i1.2384

OBOCHOBAHME 0TYaCTU MOTOMY, YTO MOCNELHME OTIUYAIOTCH OTHOCUTESb-

B TeyeHne nocnegHux AecATUNETUI COBEpLLIEHCTBOBA-
HWEe NepBUYHOM peaHUMaLUU U MHTEHCUBHOIO BbIXaXKMBa-
HUS MNafleHLEB, POAUBLLMXCA rNYOGOKO HE3penbiMU, NpuBe-
N0 K 3HAQYUTENIbHOMY CHUMKEHUIO M1aieHYEeCKOM CMEPTHOCTH
[1, 2]. BmecTe ¢ TeM anuTenbHoe BpemMs HelooLeHWBanach
npo6aema nocTHaTanbHOM aganTauun MnageHLUeB, PoanB-
LIMXCA MNpeaeBpeMeHHO, U 0COBEHHO MO3AHUX HEeAOHO-
LEHHbIX (rectalMoHHbIM Bo3pacT — 34-36 Hep) [3, 4],

HO 6/1aronpuATHBIM TEYEHMEM HeoHaTa/lbHOro nepuoja
N 60nee HU3KUM PUCKOM Pas3BUTUS MepMHaTanbHOM naTo-
norun [5]. bonee TOro, paHee no3gHWe HeOOHOLWEHHbIE
OLIEHMBANMCb KaK «MOYTK JOHOLEHHbIE», HE Hy}alowunecs
B [OMNONHUTENIbHOM 06CnefoBaHuM U HabnLeHuu [6, 7].
B nocnegHee pecatunetve pesynbraTbl 601bWONO KOMW-
yecTBa MCCNefoBaHUM CBUAETENLCTBYIOT O MOBbILIEHHOM
PUCKe HapyLleHWn NocTHaTanbHOM aganTauuu [8, 9], oTcpo-
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YEHHbIX pPacCTpoOMCTB obMeHa BellecTB [9] M XPOHUYECKON
HeMpocoMaTU4YECKOM NaToNorMm Yy NO3AHUX HEAOHOLLEHHbIX
[10]. B nepuoge HOBOPOMKAEHHOCTM y TaKUX MAadeHLEeB
MOTYT pa3BMBaTbCSA HapyLWEHUS, BO MHOrOM 06YCNOB/EHHbIE
HeJoCTaTOYHbIM BHMMaHMeM K npo6nemMaM KX BCKapmau-
BaHWA: TMNOTEPMUS, TUNOMIMKEMMUS, IKCUKO3, YpesmepHas
noTeps Maccbl U MeA/IeHHOe ee HapacTaHWe, WHTEHCUB-
Hasa enTtyxa [6, 9, 11]. OTMe4YeHbl TaKKe BbICOKUIA PUCK
NMOBTOPSIOWMXCS anHO3 M MOBbILWEHHAsA BOCMPUUMYMBOCTb
K MHbeKuuam [12, 13].

OaHMM U3 Haubonee BaXKHblX YCMNOBWUM YCMELWHOro
BbIXa)XMBaHUS MO34HMX HEAOHOLUEHHbIX SBASETCS rpyaHoe
BCKapMmnunBaHue [8, 9]. OgHaKo, Mo AaHHbIM KOrOpPTHbIX
nuccneaoBaHwWi, NO34HWE HEAOHOLWEHHble B CPaBHEHWUM
C [JOHOWEHHbIMW HOBOPOXKAEHHbLIMW PEXKE MOoayYatoT NOSHO-
LleHHOe rpyaHoe BCKapMavMBaHue B nepBble 10 Hea KWU3HU
[14]. ObecneyeHne aTUX MnageHUEB MaTEPUHCKUM MOJIOKOM
BO MHOIMX CTalMOHapax OrpaHM4eHO B CBA3U C OCOGEH-
HOCTSIMW CTaHOBJIEHUS NaKTauuMKM y MaTepen u Hanuyinem
daKTopoB, NPEenATCTBYIOWMX NPUKNadbiBaHUIO pebeHKa
K rpyau [8, 15]. MpoaBuKeHWe rpyaHOro BCKapMIUMBaHUSA
Hanbonee ycnewHo MNpu paHHEM Hayane BCKapMaWBaHMUS
HEJOHOLEHHbIX FPYAHbIM MOJIOKOM (ONTUManbHO — B Teye-
HWe NepBOro Yaca Nocne POXAEHMS), PerynsapHbIX KOHTaKTax
MNageHLa ¢ MaTepbto («KOXKa-K-KoxKe»), a Npu BblHYXXAEHHOM
pasnenibHOM npebbiBaHMKM MaTepu U pebeHKa HECOMHEHHa
3HAYUMOCTb PEryispHOro CLUEXMBaHUA TPyaAHOro MOJOKa
ONna coxpaHeHus naktauuu [8, 16, 17]. Hanpotus, ¢ Heao-
CTaTOYHOCTbIO BCKapM/IMBaHUS, B NEPBYIO o4Yepedb C OTCYT-
CTBMEM WM HEAOCTATOYHbIM OGBLEMOM FPYAHOr0 MOJSIOKa,
cBsi3aHa He06X0AMMOCTb MOBTOPHOM roCMUTann3aLmmn 3TuxX
MnageHuesB cnycts 7—10 cyT nocne BbINMUCKU M3 HEOHa-
TanbHOro crauuoHapa [8, 18]. B Poccun uccnegoBaHus
$aKTopoB, CBA3AHHbIX C HEAOCTATOYHbIM BCKapM/INBaHWEM
rPYAHBLIM MOJIOKOM MO3AHMX HEAOHOLWEHHbIX AETEN, He Npo-
BOAMNWCL. AKTyanleH aHaiv3 poau BAMSIOWMX Ha ONTUMMU-
3aUMI0 BCKApMIMBaHUS KakK MaTepuHCKUX GaKTopoB, TaK

W YCNOBUIM Cpefbl, a TaKKe UHAMBWUOYaNbHbIX OCOBEHHOCTEN
MnafeHLEeB.

Llenb uccnepoBaHua — M3y4ntb GaKTopbl, acCOLUMUPO-
BaHHble C YCMelWHbIM IPYyAHbIM BCKapMAMBAHMEM MO3AHMX
HEe[lIOHOLIEHHbIX AeTel B HeOHaTalbHOM CTalMoHape.

METOAbI

Aun3aiH uccnegoBaHus

MpoBeaeHo 0JHOMOMEHTHOE UcCNeoBaHWe C aHanM30om
MeAULIMHCKOM AOKYMEHTaL WM.

YcnoBus npoBeAeHUsA UccnefoBaHusa

Bbi60pKy nccnegoBaHnsa GopMUpoBanv U3 YnUcna aeTen,
rOCNUTaNM3nPOBaHHbIX B OTAENEHWE HEOHATONOMMKU U HEOHa-
TanbHOM XMPYyprum MoOpO30BCKON AETCKOM FOPOACKON KAUHU-
yeckon 60nbHULbBI (MOCKBa) B Te4eHMEe OAHOro KaneHgap-
Horo rofa (¢ 1 aHBaps no 31 gexkabps 2018 r.), a TakkKe Ux
mMaTtepen. CTaunoHap paboTtaeT no npuHuuMny «<MaTb U AuUTS»
C KPYrOCYTO4YHbIM MpebbiBaHWEM MaTepen B CTalMoHape.
JT0 NO3BONSIET OpPraHn3oBaTb MHWULMALMIO U NOAAEPHKKY
rPyaAHOr0 BCKapM/MBaHWS, a NpyM HEBO3MOXKHOCTM MpPUKNIa-
OblBaHUSA pebeHKa K rpyaM — cuexuBaHue u 6esonacHoe
XpaHeHue rpygHoro monoka. Kpome Toro, pa6ota craumo-
Hapa OCHOBbIBAeTCA Ha npuHuunax «10 waros ycnewHo-
ro rpyaHoOro BCKapMAMBaHus», npeanoxeHHbix BO3 [19].
M3MeHeHU B NpaKTUKe opraHM3aLnun rpyaHoro BCKapmiu-
BaHMA ¥ BbIXaXMBaHUSA HEAOHOLWEHHbIX AETEN B CTaLMoOHape
B Mepuoj uccneaoBaHus He 6bio.

Kputepum cootBeTcTBUA

Kputepumn BknoyeHus

McToprmn 60n1e3HM HeJOHOLIEHHbIX AETEN, POXAEHHbIX B CPO-
Ke rectaumnn 34—36 Heq, BKIOYas JaHHble aHamHe3a MaTepen.

Kputepun HeBKNOYEeHUS
B uccnenoBaHue He BKIOYaNU Uctopum 601e3HKU OeTen
C BPOXAEHHbIMW MOPOKaMK pa3BUTUS, TKeNnon achukcuen
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Factors Associated with Exclusive Breastfeeding of Late
Preterm Infants in Neonatal Hospital: Cross-Sectional Study

Background. Breast milk is the optimal nutrition for late preterm babies, but mothers of these babies frequently experience difficulties
with breastfeeding associated with lactation onset and establishment. Objective. The aim of the study is to examine factors associated
with successful breastfeeding of late preterm infants in neonatal hospital. Methods. The retrospective study included medical records
of late preterm infants (gestational age of 34—-36 weeks) admitted to neonatology department within one calendar year. Maternal and
infant factors on exclusive breastfeeding were considered at hospital discharge. Exclusive breastfeeding was defined as absence of
any other food or drink, even water, except breast milk (expressed or donor), whereas enteral fluid for rehydration, as well as drops
and syrups (vitamins, minerals, medicines) were allowed. Determination of independent predictors was performed via multifactorial
binary logistic regression. Results. 84 (41%) of children received exclusive breastfeeding at hospital discharge, others were on formula
or mixed feeding. Multifactorial analysis has shown that gestational age of 36 weeks (compared to 34 weeks, odds ratio (OR) 2.16;
95% confidence interval (Cl) 1.18-3.98) and breastfeeding onset in 6 first hours of life (OR 2.38; 95% Cl 1.19-4.75) were associated
with relatively high probability of exclusive breastfeeding at hospital discharge, and twins (OR 0.31; 95% DI 0.15-0.65) — with low
probability. Conclusion. Breastfeeding of late preterm babies with maternal milk (expressed milk included) in the first hours of life
positively affects the lactation establishment and the provision of exclusively breast milk to these patients in neonatal hospital. The
risk group for early cessation of breastfeeding may include late premature infants with gestational age less than 36 weeks and twins.
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npu POXAEHUW, TeHepann3oBaHHOW WMHPEKLUMEN, TremMOonu-
TUYECKON 60/1E3HBID HOBOPOMKAEHHbIX, HACNEACTBEHHbIMMU
3a601eBaHMUAMN U BPOXKAEHHBIMW aHOMANUAMMK PA3BUTUS.
He BKIOYanu Takxke AeTen, MaTepu KOTOPbIX CTpajanu anko-
ro/ibHOM WKW HapKOTUYECKOM 3aBUCUMOCTbIO /UK HE Npo-
XOAWNW MNaHOBOE MefULMHCKoe obcneaoBaHMe BO Bpems
6epeMeHHOCTH.

MoTeHuManbHbie NPeAUKTOPbl BCKApMIMBaHUA

WUCKJIIOYUTE/IbHO FPYAHbLIM MOJIOKOM

B uncne nokasartenen, accoumanmio KOTOPbIX CO BCKapm-
NIMBAHWEM WCKIIOYUTENbHO TPYAHbIM MOJSIOKOM MO3AHMUX
HEeAOHOLEHHbIX HOBOPOXAEHHbIX MNIAaHUMPOBANU W3YYUTb,
6blnn onpeaenexbl cneaylouine: co CTOPOHblI MaTepPU — BO3-
pacT U [aHHble aKyLlepCKOro aHaMHe3a (MapuTeT, Hannune
rectosa, rectaLMOHHOro caxapHoro auvabeTta, MHOromnno-
[Me, onepaTnMBHOE poaopaspellieHre, 6epeMeHHOCTb nocne
MUCMONb30BaHUA BCoOMOraTe/bHbIX PENPOAYKTUBHbBIX TEXHO-
JIOTUW); CO CTOPOHbI HOBOPOXKAEHHbIX — FeCTalMOHHbIN BO3-
pacT, aHTPONOMETPUYECKHNE JaHHble NMPU POXKIEHMM, OLIEHKa
no wkane APGAR Ha 1/5- MUWH, TedyeHMe ajanTalnoHHOro
nepvoga ¢ AMHAMWYECKOW OLIEHKOW TSXKECTU MnepuHaTalb-
HOW nmaTtofiorMn n obbema MeauLMHCKOW MOMOLLK, CNOoCcoO
NnoNyyYeHns aHTepanbHOro NUTaHWAa (MpUKNagbiBaHWe K rpy-
1, KOPMJIEHME CLUEXEHHbIM MaTePUHCKUM MOJIOKOM) Mpu
NOCTYMNEHUN U NPKU BbIMUCKE U3 CTalMOHapa, a TaKKe CPOKM
W NPOLIEHT MaKCUMasbHOM NepBOHavYanbHOW YObIIM MaccChbl
Tena HOBOPOX/IEHHOro, BOCCTAHOBNEHWS MaccChl Tena npwu
poxaeHmn K 8—10-M CYT KW3HW, NpPOBeAeHME M MpPoaoS-
YUTENbHOCTb aHTMOGaKTepuanbHOM U GoToTeEpanuun, Bpems
M cnocobbl Havyana rpyaHoro BCKapmanBaHus.

NcKNtounTeNbHO rpyaHoe BCKapMMBaHWe pebeHKa npwu
BbIMUCKE ONpeaensiiu Kak OTCYyTCTBME APYron MWLM UK NAUTbS,
Jlayke BO/ibl, KPOME rpyAHOro MOJIOKa (CLEKEHHOro WK A0HOP-
CKOro), Ho Mo3Bonsaollee MNaAeHLy MnonyyYaTb 3HTepPasbHO
MAKOCTb C LIe/bl0 pernapartauuun, a TakkKe Kanaum v cuponsbl
(BUTAaMMHbI, MUMHeparbl, iekapcTBa). MCKycCTBEHHOE BCKapM-
NIMBaHWe Onpeaensiv Kak WCrnonb3oBaHWe ANs KOPMIEHUS
MnafeHua no6oro Buaa MOMOYHbIX CMECcen Nnpu OTCYTCTBUM
rpyfHOro MosioKa. B cnyyae KopmneHus MnageHua Kak rpya-
HbIM MOJTIOKOM, TaK U MOJIOYHOW CMECHIO TUM NMUTAHUS KNaccu-
dUUMPOBaANMN Kak CMellaHHOe BCKapMaMBaHWE He3aBUCUMO
OT COOTHOLLEHWUS KOMMOHEHTOB.

CBefeHns 0 MaTepsix M AaHHble No noKasaTensm uccne-
[IOBaHUS, BKAOYaa onpeaeneHve Buaa BCKapMIMBaHWS,
nonyyanu nytTeM BbIKOMUPOBKU HEOBXOAMMbIX CBEAEHUIN U3
3M1EKTPOHHbIX UCTOPUIN BONE3HU HEAOHOLIEHHbIX AETEN.

CTaTucTM4YecKue npoueaypbl
MpuHUKNbI pacyeTa pasamepa BbIOOPKHU
Paamep BbIOOpKM NpeaBapuUTENIbHO HE pacCYUTbIBaNN.

CraTucTHYECKHE METOAbI

AHanu3 AaHHbIX NPOBEAEH C MCMOMb30BaHMEM NaKeTa
cTaTtucTnuyeckux nporpamm Tibco Statistica 13.3 (TIBCO
Software Inc, CLLUA). OnnucaHne KoM4YeCTBEHHbIX NoKa3aTe-
JIen BbINOSIHEHO C YKa3aHWeM MeauaHbl (25-1, 75-1 nepueH-
TMNK). HesaBUCUMbIE MPEAMKTOPbI UCKNOYUTENBHO FPYAHOIO
BCKapMIMBaHKS yCTaHaBAMBaAU C NMOMOLLbIO MHOrodaKTop-
HOM BUHAPHOW NIOFMCTUYECKON perpeccun nytemM BKIKOYEHUS
B aHanu3 MnoTeHUMabHbIX MNPEeANKTOPOB, MEPeYUCNeHHbIX
BbllWe (KOMMYECTBEHHbIE M KayYeCTBEHHble MepeMeHHbIe).
Bbi6bop NpeanKTopoB Ans MHOrodpaKToOpHOro aHanusa ocy-
LWeCTBASAM MO pe3ynbraTaM OAHOMEPHOro aHanusa nytem
CpaBHEHUS TPynn ¢ pa3HbiM BCKapMAMBaHWEM NPU BbIMKUC-
Ke U3 cTaunoHapa (rpyaHoe B CpaBHEHUM CO CMeLWaHHbIM/
WCKYCCTBEHHbIM BCKapManBaHUeM). PerpeccruoHHble moge-

N1 6bIM NPOBEPEHbI HA HanuMyue MyNbTUKONIMHEAPHOCTH
OOBACHAOWMX MNEPEMEHHbIX C MPUMEHEHUEM KO3IDDULM-
€eHTa yBenu4yeHus aucnepcuun (variance inflation factor).
Hanuine MynbTUKONIMHEAPHOCTM NpW3HaBanu Npu 3Hade-
HUM KoadPuLMeHTa > 3.

CpaBHeEHWE KONMYECTBEHHbLIX MEPEMEHHbLIX B rpynnax
BbIMOIHEHO C MCNONAb30BaHUeM t-KpuTepus CTblogeHTa ans
HEe3aBUCKMMbIX BbIGOPOK, KAYECTBEHHbLIX MEPEMEHHbIX —
Kputepusa lupcoHa Xxu-kBagpaT. B MHOrodaKTopHbIM aHa-
M3 GblM BKAKOYEHbI BCE MEPEMEHHbIE, aCCOLMMPOBaHHbIE
C ucxoaoM uccnepgosaxmsa (npu p < 0,05). OnucaHune pesynb-
TaTOB MHOro®aKTopHOro PerpeccMoHHOro aHannsa BbiMos-
HEHO C YKa3daHWeM OTHolweHus waHcos (OLU), noBepuTenbHbIX
nHTepsanos (OW) n p-3aHavyeHui. [LJononHUTENBHO NPUBEAEHDI
CTaTUCTUYECKME XapaKTEPUCTUKM PErPECCUMOHHON MoAenu:
NnceBAOKOIOPULMEHT AETEPMUHALINKN, KOIDDULMEHT aeTep-
MWHaumn HagenbKepKeca, nnowanb nog ROC-kprBon.

JTHyecKas aKcnepTUsa
MpoTOKON MccnefoBaHUS C 3TMYECKUM KOMMUTETOM He
cornacoBbiBau.

PE3Y/IbTATbHI

dopmupoBaHue BbIGOPKU UCCNef0BaHUSA

B nepuoa vccnegoBaHWst B OTAENEHWE HEOHATONOMUM
W HeoHaTallbHOM XMPYPruun 6bin rocnutanuamposaH 231 Heao-
HOLUEHHbIN PEBEHOK, POXKAEHHbIN B CPOK rectaumm 34—36 Heq.
He BKAtoYeHbl B aHanus gaHHble 24 (10,4%) geten. MNMpuynHbl
HEBK/IOYEHUS: BPOXAEHHbIM MOPOK cepaua — y 4, HeoHa-
TanbHble cygoporn — y 3, no 2 cayyas TpoM603MO60ANN leroy-
HOW apTepuu, TAKEeNon acPUKCUU, TrEHETUYECKUX aHOMann
WU BPOXAEHHbIX aHOManuWn pPas3BUTUS MOYEBbILENUTENbHON
M NUWEeBapuUTENbHON cucTeM, Mo 1 criyyalo CenTUYecKoro
LLOKa, HeoHaTa/lbHOM KOMbl, aHTEeHaTalbHOro KPOBOW3/U-
SHWA B TOIOBHOM MO3r, BPOXAEHHOMO MMMYHOAEDULMTHO-
r0 COCTOSIHUSI U FeMONIMTUYECKOW KenTyxu no Rh-dakTtopy.
TakKe B UccnegoBaHWe He BKIOYNUIM JaHHble AETEN, maTepu
KOTOPbIX CTpaganv repoOMHOBOM HapKOMaHUEN, anKorosibHOM
3aBMCUMOCTbIO M He Habnwgannucb BO BpeMs GepeMeHHo-
ctM, — Bcero 4 cnyyasd. Takmm ob6pas3om, B uccnegoBa-
HUe 6blnn BKAOYEHbl 207 HEOOHOLWEHHbIX U 177 MaTepen
(60 peten oT MHoronnoaHon 6epemeHHocTn — 30 ABOEH).

XapaKTepUCTUKU rpynn ucciefoBaHusa

Mpv BbINUCKE M3 CcTauMoHapa BCKapMMBaHWE WCKIIO-
YUTENbHO TPYAHbIM MOJIOKOM nonydvann 84 (40,6%) pebeH-
Ka, CMellaHHOe WM WMCKYCCTBEHHOE BCKapM/MBaHWe —
123 (59,4%). Ipynnbl ¢ pasHbiM BCKapMIUMBaHWEM OblIn
cornocTaBuUMbl MO BO3pacTy MaTepen, naputeTy U OCObEH-
HOCTAIM Te4YeHUs 6epeMEeHHOCTH (MaTepuHCKMe daKTopbl),
a TaKXKe Nno nokasaTtensiM Maccbl Tena Npu POXKAEHUN, KOAK-
4eCTBY NaUMEHTOB, POXKAEHHbLIX MaNbIMKU 415 FeCTaLMOHHOro
BO3pacTa, oueHKe no wkane APGAR Ha 1/5-1 MuWH, YacToTe
Cny4yaeB nepuHaTanbHOW MNaToNoruu, NevyeHus B OTaene-
HUM peaHMMaLMU U MHTEHCMBHOM Tepanuu HOBOPOMKAEH-
HblX, MPOAOIKUTENBbHOCTU rocnuUTanu3auun (MnageH4yecKkue
daKTopbl). BmecTe ¢ Tem oGHapy)KeHbl pasfvyusa no cre-
AYIOLWMM MOoKa3aTensM: 3a4aTtMe C MCMoSb30BaHWEM BCMO-
MOraTenbHbIX PENPOAYKTUBHBIX TEXHOMOMUIH, KOAMYECTBO
MHOrOMI0AHbIX 6EPEMEHHOCTEN (POXKAEHWE ABOEH), cnocob
poJopaspelleHns, 0N HOBOPOXKAEHHbIX C recTalMOHHbIM
BO3pacTtoM 36 Hepd, noslydeHue rpyaHoro mMosoKa B 1-e cyT
YW3HW (B T.4. B NepBble 6 Y }N3HHK) (Tabn. 1). 3TM NnoKasaTtenu
6bINN BKIKOYEHbI B MHOTOaKTOPHbIM aHanna. CTaTUCTUYEeCKHU
HE3Ha4YMMbIMU B CBSI3M CO BCKapMIMBaHMEM UCKIIOYUTENBHO
rPYAHBIM MOJSIOKOM MPWU BbIMWUCKE ObiNM MOKasaTenn «0gHo-
nnogHass 6epemMeHHOCTb», «MCMOSb30BaHWE BCMOMOraTesb-
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Original Article

OpuruHanbHas cTaTbs

Ta6nuua 1. XapaKkTtepucTMKa No34HUX HEAOHOLEHHbIX NaLMEeHTOB, MOAyYaBLIWX FPYAHOE K CMELLaHHOe/UCKYCCTBEHHOE BCKapManBaHue

Npun BbINUCKE U3 CTallMoHapa

Table 1. Characteristics of late preterm infants administrated with breastfeeding and mixed/artificial feeding at hospital discharge

MNokasartenb Mpynna 1 Mpynna 2 P
MarepuHckune paKTopbl*
BospacTt matepu, roapl 32(17;42) 32(17;45) 0,758
MNepBas 6epeMeHHOCTb, abc. (%) 15 (24) 39(34) 0,150
lecTos, a6e. (%) 14 (22) 23(20) 0,912
[ecTaUMOHHbBIN caxapHblv Anaber, abce. (%) 9(14) 16 (14) 0,906
BcnomoratenbHble penpoayKTUBHbIE TEXHONOrMK, abe. (%) 2(3) 11 (10) 0,049
OpHonnoaHas 6epemMeHHOCTb, abc. (%) 60 (95) 37(32) < 0,001
KecapeBo ceyeHue, abe. (%) 26 (41) 70 (61) 0,002
MnageH4yeckne paKTopbI**

My»cKoit non, a6e. (%) 42 (54) 73(57) 0,700
[iBoWHs, a6ce. (%) 10 (13) 49 (38) < 0,001
[ecTallMOHHbI BO3PACT, HeA:

34 16 (21) 40 (31) 0,100

35 11 (14) 26 (20) 0,271

36 51 (65) 63 (49) 0,020
Macca Tena npv poxxaeHuu, r 2549 (1700; 3970) 2466 (1574; 4900) 0,446
Marnble ans rectauMoHHOro Bo3pacTta, abe. (%) 10 (13) 19 (15) 0,701
BoccTaHoBneHMe Macchl Tena Npu poxaeHUn K 8—10-M cyT Kun3HH, abe. (%) 39 (50) 65 (50) 0,547
OueHKa no wkane APGAR, 6annbl:

Ha 1- MUH 7 (6; 8) 7 (5;9) 0,258

Ha 5- MUH 8 (6;9) 8 (5; 10) 0,409
Neyenne B OPUTH, a6c. (%) 45 (58) 82 (64) 0,091
KoHblorauMoHHas xentyxa, notpeboBaBLuas nposeaeHus dototepanuu, aée. (%) 14 (18) 22 (17) 0,869
Llepe6panbHasa aenpeccus, abe. (%) 57 (73) 90 (70) 0,611
PecnupaTtopHbIi AUcTpecc-cMHAPOM, abe. (%) 46 (59) 82 (64) 0,510
PecnupatopHas Tepanus, abce. (%) 23(29) 44 (34) 0,491
MNepuHaTtanbHble MHOEKLMK, abc. (%) 46 (59) 75 (58) 0,906
MpoAoMKUTENBHOCTD FrOCNUTANU3aLU MK, AHU 10 (5;11) 11 (7;14) 0,924
KopMneHne MaTepUHCKUM MOJSIOKOM, a6c. (%):

B NepBble 6 4 Nnocne poXKaeHus 63(81) 81 (63) 0,021

B 1-€ CyT KM3HHU 66 (85) 89 (69) 0,012

* PaccuuntaHo ana 63 n 114 matepen B rpynnax 1 u 2 COOTBETCTBEHHO.

** PaccynTaHo ana 84 n 123 mnaaeHueB B rpynnax 1 1 2 COOTBETCTBEHHO.

lpumedaHune. 1/2 rpynna — NO3AHWE HEAOHOLWEHHbIEe NaLMeHTbl, nonyvyaBlune rpygHoe (rpynna 1) u cmelaHHOe/UCKYCCTBEHHOE (rpynna 2)
BCKapMm/AnBaHWe Npu BbiNUCKe U3 ctauumoHapa. OPUTH — otaeneHune peaHMMaunM U UHTEHCUBHOM TepanumM HOBOPOXKAEHHbIX.

* Calculated for 63 and 114 mothers in groups 1 and 2 respectively.
** Calculated for 84 and 123 infants in groups 1 and 2 respectively.
Note. 1/2 groups — late preterm infants on breastfeeding (group 1) and on mixed/artificial feeding (group 2) at hospital discharge.

NICU (OPUTH) — neonatal intensive care unit.

HbIX PEnpPOAYKTUBHbLIX TEXHOMOMMI» U «KecapeBO CeYeHwuer.
Mo npuynMHe MyNbTUKONNMHEAPHOCTU U3 MHOrodaKTopHOM
MOJENM WUCKIIOYEH MOKa3aTeslb «KOPMNEHUEe MaTePUHCKUM
MOJSIOKOM B 1-e CyT Xu3HW». PUHaNbHaa mMoheNb BKIOYana
Tpu daKtopa, U3 Yyucna KOTOPbIX C OTHOCUTENBHO BbICOKOM
BEPOSATHOCTbIO WUCKNOYUTENBHO TPYAHOrO BCKapMIMBaHMUSA
npu BbINWUCKE M3 cTauuoHapa ObliM CBA3aHbl rectauuoH-
Hbl Bo3pacT 36 Hef (B cpaBHeHUMU ¢ 34 Hel) U KOpMeHue
MaTEPUHCKUM MOJIOKOM B MepBble 6 4 XKU3HU (B CPaBHEHUU
¢ 60/1ee NO34HMM Ha4yanoM rpyaHOro BCKapm/MBaHus), C HU3-
KON BEPOSTHOCTbIO — POXAEHWE ABONHHM (Tabn. 2).

OBCYXAEHME

Pe3lome uccnepoBaHus

OnpeaeneHbl NPeanKTOpbl UCKIIOYUTENBHO TPYAHOrO
BCKapPM/IMBaHWA NO3AHUX HEAOHOLEHHbIX AETEN NPU BbIMK-
CKe W3 HeoHaTanbHOro crauuoHapa. Co CTOPOHbI MaTepu
3TO0 BO3MOMHOCTb O6GecneyeHuss mnafeHua MaTepUHCKUM
MOJIOKOM B NepBble 6 4 ero *mn3Hu, Co CTOPOHbI MnajeHua —
6onee 3penbiv rectalMoHHbIN Bo3pacT (36 Hen). PoxaeHue
neten B ABOMHE — (daKTop, acCoOLUMMPOBAHHbBIN C HU3KOWM
BEPOSATHOCTbIO WUCKIIIOUYUTENBHO TPYAHOrO BCKapMIMBaHUSA
K BbIMUCKE U3 cTalMoHapa.



Ta6nuua 2. [penMKTOPbl UCKITIOYUTENbHO MPYAHOMO BCKAPMIMBAHUA MNO3AHUX HEJOHOWEHHbIX AeTEeN K MOMEHTY BbIMUCKKU U3 cTalMoHapa
Table 2. Predictors of exclusive breastfeeding of late preterm infants at hospital discharge

MpepukTop oL 95% AU p
[BowiHg, abc. (%) 0,312 0,151-0,646 0,002
[ecTaunoHHbIM Bo3pacT — 36 Heq 2,162 1,176-3,975 0,013
KopMneHue maTepMHCKMM MOJIOKOM NepBble 6 4 nocne poxaeHus, abe. (%) 2,377 1,188-4,754 0,014

lMpnumeyvaHme. Ol — oTHoweHwue WwaHcoB; IN — foBepuTenbHbIN UHTEpBas. CTaTUCTUYECKME XapaKTEPUCTUKKN MOLeNnn: NCeBAOKOIDDULMEHT
netepMmuHaunmn — 0,091; koadpdurumeHT aeTepmuHaumnmn Hagenbkepkeca — 0,155; nnowaab nog ROC-kpuson — 0,691. Mogenb chopmupo-

BaHa Ha OCHOBaHMM AaHHbIX 207 HabnoaeHnwn.

Note. OR (OLU) — odds ratio; Cl (A1) — confidence interval. Model's statistical characteristics: pseudo-coefficient of determination — 0,091;
Nadelkerkes coefficient of determination — 0,155; area under the ROC-curve — 0,691. The model is formed on the observation data of 207 cases.

OrpaHu4eHUs uccnegoBaHus

YynutbiBasi PeETPOCMNEKTUBHbLIN XapaKTep MccnefoBaHus,
BK/IOYABLUMMA TONbKO aHann3 MeAULIMHCKOM AOKYMEHTauuu,
He Bcerga coaepralien HeobxoauMMbli 06beM WHbOpPMa-
LMK, OTCYTCTBOBafia BO3MOXHOCTb B MOJIHOM Mepe ole-
HWUTb COLMaANbHbIN U CEMENHbIN aHamMHe3 maTepen. TeM He
MeHee, OCHOBHbIE KIIMHWMKO-aHaMHECTUYECKME XapaKTepu-
CTUKM OeTEN U mMaTepen OblM NpeacTaBieHbl B UCTOPUAX
60/1€3HU NOMHOCTbIO, B COOTBETCTBMM CO CTaHAApTOM Beae-
HWS UCTOPUM B HEOHATaNbHOM cTauMoHape. OrpaHUyYeHHbIN
06beM BbIOGOPKM He NO3BONSET PacnpoCTPaHUTb MONy4eH-
Hble BbiBOAbl Ha BCIO MONYNALMIO NO3AHUX HEAOHOLIEHHbIX
aeten. B Hawen cTpaHe MNonyasUMOHHbIE WCCNeAoBaHMA
B OTHOLWIEHWW NO3AHUX HEAOHOLWEHHbIX AETEN HE BbINOJHS-
nncb. B 3apybexHbix Ny6nnKauusax Takxe npefcTaB/eHbl
[laHHble MPEeUMyLLEeCTBEHHO OAHOMOMEHTHbIX JIOKaNbHbIX
nccneaoBaHum.

UHTEPMNPETALUA PE3YJIbTATOB UCCJ/IEQOBAHUA

MccnenoBaHus, BbIMOMHEHHbIE B MOcnegHee fecatune-
THe, CBUIETENbCTBYIOT O TOM, YTO MO3AHWE HEAOHOLEHHbIE
et UMetoT GaKTopbl PUCKa, CBA3aHHbIE C HeyCnelHo-
CTblO WX FPyAHOro BcKapmansanua [9, 16, 20]. 3Ha4yMMoCTb
NONHOLEHHOrO o6ecneyeHnss rpyaHbiM MOIOKOM MO3AHWUX
HEeOOHOLWEHHbIX [JeTel He BbI3blBAET COMHEHWM, B TO e
BpeMsi OOLLENPUHATLIX MPOTOKOSIOB MOAAEPHKKN MCKIOYK-
TeNbHO FPyAHOr0 BCKapM/MBAHWS U «ynpaBieHUs NMUTaHUEM»
3TOM MOnynsuMM nauMeHToB NoKa He pa3paboTaHo; B pas-
HbIX YY4PEXAEeHUsX cTpaTernm onTMMmn3almnm BCKapmanBaHus
CyllLeCTBEHHO oTnmyatotes [9, 21]. HeapekBaTHOe BCKapM-
NMBaHWe NO3AHUX HEAOHOLIEHHbIX, B T.4. paHHee BBeAeHune
CMELLaHHOro MM UCKYCCTBEHHOIro BCKapMJ/IMBaHMUS, CBA3a-
HO CO 3HA4YMTENIbHOM YacTOTOW HapyLIEeHMN NOoCTHaTalbHOM
agantaumun [8, 17]. B To e Bpemsa HeAoCTaTOYHbIA MO
06BbEKTMBHLIM MPUYMHAM 06beM TpyaHOro MOJOKa, Mony-
Yaembl HE[JOHOLWEHHbIM PeBGEHKOM MPU €ro UCKIOYUTENb-
HO FPYAHOM BCKapMJ/IMBaHWU, SBNSIETCH OAHOM M3 MPUYUH
NOBTOPHbIX FOCAUTANN3aLINA U3-3a KENTYXU U 06e3BOXKMBA-
Hug [5, 20]. Cpean MaTepUHCKUX GaKTOPOB pPUCKa Hapylle-
HUS NaKToreHe3a MNpu MO3AHWMX MPEeXAeBPEMEHHbIX poaax
YKa3blBalOTCA MHOronnogHas 6epeMeHHOCTb, OC/IOXHEHWE
6epeMeHHOCTH, ornepaTMBHOE poopa3peLleHne, Kak NpaBu-
N0, NpUBOASLLEE K pa3fenbHOMY npebbiBaHUIO ¢ peb6eHKOM
noc/e ero POXAEHUs U OTCYTCTBUIO KOHTaKTa «KOXa-K-KoXe»
[20, 22]. MomuMo aToro, Anst Matepen HeOHOLEHHbIX AeTEN
XapaKTepeH BbICOKWUI YPOBEHb TPEBOXHOCTU (MCUXONOrmnye-
CKMI OUCTPECC), YTO TOPMO3UT CTAHOBJ/IEHWE NTAKTaLMOHHOM
JOMWHAHTbl ¥ MNPUBOAMT K 3ano3ganov M HeaoCTaTOYHOM
nakTauuu [8, 15, 22].

B Hallem peTpocneKkTMBHOM WCCNefoBaHWMM MNepBOHa-
YanbHO (B 04HOPAKTOPHOM perpeccun) onpeaensnacb JOCTO-
BepHasi 3HAa4YMMOCTb CBSI3W OMepaTMBHOIO POAOPa3peLlEHHUS

C OTCYTCTBMEM WCKI/IIOYMTENIbHO TPYAHOr0 BCKapM/IMBaHWUS
NpW BbIMUCKE; OAHAKO NPW NPOBEAEHUM MHOrOQaKTOPHOro
aHanM3a JOCTOBEPHOCTb 3TOW CBSI3W He noaTBepAnnacb —
BO3MOXHO, B CBSAA3M C OTHOCUTE/IbHO HEBO/bLIMM 06beEMOM
rpynnbl HabnoaeHus. Kak vM3BecTHO, peanu3auus Hebna-
rONPUSATHON PONIM KecapeBa CEYEHUS Ha NTaKTOreHe3 ocy-
LLLEeCTBASETCA NOCPEACTBOM PA3/IMYHbIX MEXAHWM3MOB, B T.u.
yepes HENMPOIHAOKPUHHYIO chepy MaTepu [23, 24], ee MOTH-
BalLMOHHble yCTaHOBKM [25], a TakKe 4yepe3 obcrosTesb-
CTBa MEAMKO-OPraHM3aLMOHHOIO0 XapaKTepa, CBfi3aHHble
C 3aTPYAHEHUSIMU PAHHErO KOHTAKTa «KOXa-K-KOXe» U paH-
Hero CTapToBOro NpuKnagbiBaHus mnageHua K rpyau [26].
TaK, B OTAeNbHbIX Ny6AMKALMAX YKaA3blBA€TCS Ha BarKHYto
posb 3ana3abliBaHns NEPBOro NpUKNaabiBaHWs K rpyavn Mmate-
pU M/Mnun 3anasabliBaHns NEPBOro CLEXMBaAHKS C MOCneayto-
Len goTaumen MaTepuHCKOro MOJIOKa MaafeHuy B pa3Bu-
TUM OTCPOYEHHbIX HaPYLUEHUH NaKTaLMKW y KEHLWKUH nocne
KecapeBa ce4yeHus [24] n, COOTBETCTBEHHO, B YMEHbLUEHUN
[OCTYNHOCTU FPyAHOro MOJIOKa AN JeTen.

B oTaenbHbIX UCCneaoBaHMsX OTMEYaeTcsl, YTO MPUopHU-
TETHYIO POJib B PaHHEN MHULIMALIMU TPYAHOI0 BCKapM/IMBaHMS
UrpaeT nNpoLueaypa «KEHrypy», UK KOHTAKT MaTepu ¢ pebeH-
KOM «KOXa-K-KOXe», cpasy Noc/e PoXAeHUs MaajeHua, npm-
4yeM He3aBMCUMMO OT crocoba pogopaspelleHns (B T.4. nNpu
KecapeBOM Ce4vyeHuu nof anuaypaibHOM aHecTesuen) [27].
B cBA3M C orpaHWyYeHHOCTbIO AOCTYNMHOM HaMm MHdOpPMaLmm
0 paHHeM MOoCTHaTalbHOM MEPMOAE HaWMX MaLMEHTOB Mbl
HE CMOIMN OLIEHUTb 3HAYUMMOCTb 3TOro @akTtopa. MOXKHO
NPeanooXnTb, YTO GaKTOp KecapeBa CeYeHUsl, HECOMHEH-
HO, OTPa3u/Cs Ha CPOKax MHUUMALMKW BBEOEHUS MaTEpPUH-
CKOro MofoKa. TaK, B rpynne nauWMeHTOB, HaXOAMBLUMXCS
Ha WUCKMIOYUTENBHO FPYAHOM BCKapM/IMBaHWM NPU BbINMUCKE
M3 HeoHaTalbHOro cTauuoHapa, 6b110 60Mblle MNaAEHLEB,
noJly4yaBLUMX MaTEPUHCKOE MOJIOKO B MePBblE 6 Y XKU3HMU.
B cBfI3M C 3TUM BaXKHO OTMETUTb Pe3yNbTaTbl UCCEA0BaHUNA,
COrlacHO KOTOPbIM AMHAMMUKa MPUBEPKEHHOCTU K FPYAHOMY
BCKapM/IMBaAHWUIO Ha NPOTSKEHWW Nepuoda CTauMOHapHOro
NIe4YEeHUs MO3AHUX HEAOHOLEHHbIX MOXET CYLLECTBEHHO pas-
HUTbCS. TaK, MO OAHUM [aHHbIM, EC/IM B Ha4vane npebbiBaHus
B CTauMoHape AoAs NO3AHWX HEAOHOLIEHHbIX Ha MCKIIYM-
TeNbHO FPYAHOM BCKapmauBaHuuK cocTaBuna 4,5%, 1o npu
BbINUCKe OHa yBenniunaco 4o 14,4% [21]. B apyrux paborax,
HaNpPOTMB, COOBLLAIOT O CHUKEHWM YACTOTbl BCKApM/MBaHMS
LETEN UCKTIOYUTENBHO IPYAHLIM MOJTIOKOM YXKe Ha 3Tarne Heo-
HaTanbHOro cTauMoHapa [28], a TaKKe B TeyeHue 1-1 Hep
rnocne BbINUCKM [8, 29].

Halwe nccnegoBaHue 6bl10 OQHOMOMEHTHbIM, T.e. Nocne-
Aylolwero HabnogeHus aeTer OHO He BK/I0Yano. Tem He
MeHee, eCTb OCHOBaHMWS HafesTbCsl, YTO yChellHas UHULN-
aUMs WUCKIOYUTENBHO TPYAHOrO BCKapM/IMBAHWSA Y HalUMX
nauueHToB 6yaeT cnoco6CTBOBATb NMPONOHIMPOBAHUIO rpya-
HOrO BCKapM/IMBaHMS M B MOC/EAYOLIME MECALbI MX KUSBHMU.
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B cBA3WM C 3TUM 3acnyKMBaeT BHUMaHWUA UcCcliegoBaHue,
BbINOMHEHHOE B AnoHum [30], NOCBSLLEHHOE AETAM C HU3KOM
Maccon Tena npu PoXKAEeHWKU, cpean KOTOPbIX 3HAYUTENbHYIO
[10/110 COCTaBWU/IM HeAoHOoLWeHHbIe. Mpu BbINUCKE U3 oTaene-
HUS peaHUMaLMn U UHTEHCUBHOM TepanuM HOBOPOKAEHHbIX
22,6% 3T1X NaLUMEHTOB HaxoAWIUCb Ha UCKIOYUTENBHO rpya-
HOM BCKapM/iMBaHWW, K MOMEHTY BBEeeHUS NpPUKopMa Aons
OeTen Ha rpygHOM BCKapMAMBaHWKW cHU3unacb Ao 15,7%.
C nomoubto 0AHOMEPHOro CTaTUCTUYECKOro aHanm3a 6bl1o
YCTAHOB/IEHO, YTO Haubonee ycneuwHbiM rpyaqHOe BCKapM-
NMBaHWE OKa3anocb Yy geten 6Gonee MONoAblXx MaTepew.
MHorodaKTOpHbIM aHann3 Mo3BOANA YCTAHOBUTb MPUOPHK-
TETHYI0O 3HA4YMMOCTb PaHHEro ctapta aHTepPasbHOro NUTaHUs
(B nepBble Yacbl XU3HW) B OCYLLECTBIEHUN UCKITIOUYUTENBHO
rpPyAHOro BCKapMIMBAHMA KaK Npu BbIMUCKE MNajeHua, TaK
1 B BOo3pacTe BBeaeHus npukopma [30].

Taknm o6pa3oM, daKTopbl, 06 LEKTUBHO 3aTpyaHAOWMNE
CTapT rpyAHOro BCKapMMBaHUSA B NEPBbIe Yachl )U3HU, KaK
npaBuio, NPenaTcTBYIOT Nnocneayolle opraHMaauum noj-
[IEPXKKMU NaKTaumMmM 1 NocTynaTenbHOro yBennyeHus obbema
rPyaAHOro MOOKa, nofiydaemoro pebeHkom. Cpeau aTmx
GaKTopoB B MeEPBYIO o4Yepeab Ha3BaHa pPo/b OonepaTUBHO-
ro pogopaspelleHuns [28]. B atom uccnegoBaHWu, BbIMon-
HEHHOM B ABCTpafiMM, OTMEYEHO, YTO B TEeYeHMe MepBOro
yaca nocne poXAeHus WUHULUMALMUS TPYAHOro BCKapMIMBa-
HUA MMena mecto nuwwb y 21,1% no3aHWUX HEeAOHOLWEHHbIX
B cpaBHeHUU ¢ 41,5% paHHUX OOHOLEHHbIX. O60CHOBaHa
3HAYMMOCTb MCUXOJIOFMYECKON MOAAEPKKM MaTepu CO CTO-
POHblI MaTEPUHCKMX PaBOTHUKOB U YIEHOB CEMbM ANS yCnell-
HOrO NPOJOIKMUTENBHOIO FPYAHOr0 BCKAPMIMBAHMSA MO3AHMUX
HegoHoLWeHHbIX [31, 32].

Mo HalWWMm [AaHHbIM, Cpeau MNO3AHWX HEeAOHOLWEHHbIX
neten 6onee BbiCOKasi BEPOSATHOCTb UCKITIOYUTENBHO MPYAHO-
ro BCKapM/IMBaHUA Ha 3TOM 3Tane OHTOreHe3a MMEeeT MeCTo
y 6onee 3penblx geten. OgHaKo nMetoTcs paboThbl, B KOTOPbIX
Takasi 3aBMCMMOCTb He BbisiBNieHa. TaK, cornacHo mccneao-
BaHuio [21], B rpynne HeAOHOLWEHHbIX K MOMEHTY BbIMUCKHK
M3 HeoHaTa/lbHOro cTalMoHapa Hanbonee BbicCOKas YacToTa
WUCKIOYUTENBHO TPYAHOro BCcKapmaunsaHmsa (21,1%) otmeye-
Ha cpeau MnafdeHueB, PoaMBLLMXCS Ha 34-1 Hep 6epeMeH-
HOCTU, B TO BpeMs KaK y poauBlimnxca Ha 35—36-1 Heg aons
TakuMx mMnageHueB 6blna 3Ha4yuMTeNbHO HUXKe (oKono 12%).
Bo3MOHO, 3TO 6bl10 06YCNOBNEHO 6ONbLIEN ANUTENBHO-
CTblO CTALMOHAPHOrO NlEeYeHUs y AeTer nepBOW rpynnbl.
bonee npogomKMTENbHbIM NEPUOA CTaLlMOHAPHOMO NEeYEHUS,
no-BMAMMOMY, MO3BOJAN flevallemy Bpady obecneyvynTb He
TOMIbKO MHULIMALMIO FPYAHOIr0 BCKApPMIMBAHKSA, HO U ero pac-
LUIMPEHKUE; NPU HaxoXAeHUW MaTepu B CTalMoHape BmecTe
C pebeHKOM obecrneymBanmCb OMNTUMasbHble BO3MOXHO-
CTW nponaraHdbl rPyaHOro BCKApMAMBAHMA WM MOATOTOBKM
K COXpaHEeHWIO NaKTaluMu nocne BbINMUCKU MaaaeHLa u maTte-

py 4OMOW.
Cpean nauneHToB aHanu3uvpyemMom HaMu rpynnbl 3Ha-
yuTenbHyto gonto — 59 (29%) —cocTaBnanuM MnageHubl

M3 ABOEeH. B rpynne geten Ha WUCKIOYUTENbHO TPYyAHOM
BCKapM/IMBaAHWM K MOMEHTY BbINMUCKM TaKWX OKal3aNloCb
13%, Toraa Kak B rpynne cpaBHeHus — 38%. Taknum obpa-
30M, GaKT pPOXKAEHUSA NO3AHEro HeJOHOWeEHHOro pebeHKa
OT OAHOMo0AHOW 6epeMEeHHOCTM OKal3ascs AOCTOBEpPHbIM
NPEeANKTOPOM WCKOYUTENBHO TPYAHOro BCKapMIMBaHUS.
daKTop MHOrona0AMA Haxoawacs B [1OCTOBEPHON o6paT-
HOW CBSI3W C FpyAHbIM BCKapManBaHWeM. Kak M3BecTHO,
B nocneaHue [AecaTUNeTus 4YactoTa MHOronioaua cylle-
CTBEHHO BbIpOC/ia, 3TO CBA3AHO C LUMPOKMM pacnpocTpa-
HEHMEM BCMOMOraTesibHbIX PENPOAYKTUBHBIX TEXHOMOTMN,
npuyeMm cpeam Oetem OT MHOrornjaogHon 6epeMeHHOCTH
npeo6nagatT HegoHolweHHble [32, 33]. TaK, B KOrOPTHOM

nccnegoBaHumn, BbinoHeEHHOM B Utanuu, 87% 61n3HeLoB
Obl/IN HEAOHOLWEHHbIMK, NpudyemM nodtn 40% umenu recta-
LMOHHbIM Bo3pacTt 35-36 Hea. B atom wuccnegoBaHuu
yacToTa KOpPMAeHUs 6NM3HEL0B UCKIOUYUTENBHO TPYAHbLIM
MOJIOKOM Oblfla Bbllle MpU CPpoKe B6epeMeHHOCTU MeHee
33 Hef, 4TO aBTOpPbl CBA3bIBAOT ¢ 60Mbluen MOTUBALMEN
mMartepen n 6onee paHHUM Havyanom CTUMYNSALMK NaKTaumm
npu 6onee HeJOHOLEHHOM 6EPEMEHHOCTU, a TaKXKe C HaNu-
ynem B 3TOM CTalLMOHape 6aHKa [JOHOPCKOro rpyaHOro
MOJIOKa, 4TO NO3BOJIMNIO 06ecnevymBaTb rpyaHbIM MOTOKOM
Hanbonee He3penblXx MaaAeHLUEeB NPU OTCYTCTBUMU MaTEepPUH-
CKOro MonokKa. lNoatoMy aBTOpbl CNpaBeaIMBO yKa3biBatoT
Ha He06X0AUMOCTb MCUXOSIOTMYECKOM NOAAEPKKM U Apyron
nomoLuiM Ans Matepen, poauBLUMX 6AM3HELOB, YTO MO3BO-
NUT npeofonieTb CTOMKME npeayberkaeHnss O HEBO3MOXK-
HOCTM MOMHOro obecneyeHns 060mMx GIM3HELOB TPYAHbIM
MonoKoMm [32, 34, 35]. YKa3biBaeTcs, YTO HeAOCTaTO4HbIN
ONs ABOMHM 06BbEeM rpygHOro MOJsioKa MOXKET ObITb YBEU-
YeH NMpu MCnoJsib30BaHWM Hay4HO OGOCHOBAHHbLIX METO/0B
CTUMYASLUMK NakTaunmn [32, 36, 37]. MHTepecHOo, 4To cocTaB
MOJIOKa Y EeHLWMKWH Mnoc/ie MHOronaogHon 6epemMeHHOCTH
OT/IMYaeTCcs OT TaKOBOro NpuM O4HOMAOAHOM U 6osiee CooT-
BETCTBYET MOTPE6HOCTAM He3penblXx MNajJeHUeB, TaK Kak
MMeeT NOoBbIWEHHOE coaeprKaHue 6eNKoB U 6onee HU3Koe
coaeprkaHue nakto3sbl [38].

3AKJ/IIOMEHUE

B pesynbrate nccneqoBaHus BbiiBNEHbl GaKToOpbl, acco-
LLMMPOBAHHbIE C UCKITIOYUTENBHO rPYAHbIM BCKAPMAMBAHMEM
No3HUX HeAOHOLWEHHbIX AETEN B CTaLMOHAPE: CO CTOPOHbI
MaTepu 3TO BO3MOXKHOCTb O6GecrneyeHus MnageHua maTte-
PUHCKMM MOJSIOKOM B MepBble 6 4 €ero W3HW, CO CTOPOHbI
MnageHua — 6onee 3pefbii recCTalMOHHbIM BO3PacT U POXK-
OeHne OT ogHonoaHOW 6epemMeHHOCTU. TpebyeTcs Aonon-
HUTENbHOE M3y4YeHMe 3HAYMMOCTU BbIBIEHHbLIX (GAKTOPOB
N ONTMMMU3aLMK NPOrHO3MPOBAHWA WU pelleHus npobnem
rPyAHOro BCKapM/IMBAHWUS, C KOTOPbIMWU MOTYT CTOJIKHYTbCS
Nno3JHWe HeJOHOLIEeHHble AETU U UX MaTepu B CTaLMOHapax
1M amOBynaTopHbIX YCIIOBUSX.
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0O60ocHoBaHue. [JucTpopuyecKas popma BPOXKAEHHOro 6yae3Horo anugepmonnsa (Bb63) — peaKoe KoxHoe 3abosieBaHme,
O[JHUM M3 OCJ/IOXKHEHMUI KOTOPOro SIBASIETCS BTOPUYHbIN 0CTeornopo3. COCTOSIHNWE KOCTHOIO PeMOAEMpPOBaHNs Mpu JaHHOU
naTton0rMm U3y4eHo HegoctaTtoyHo. Llenb mccnegoBaHMsi — U3Y4NTb XapPaKTEPUCTUKU HOCPOPHO-KaslbLiIMEBOro 06MeHa
1 MeTabosiM3mMa KOCTHOM TKaHU y AeTen ¢ AucTpopuydeckon popmor B63. MeTtoabl. B nccaegoBaHue BKIYaam geTen ¢ guc-
Tpopuyeckomn popmor BE3 B Bo3pacTe oT 3 o 18 neT, npoxoauBLUMX CTaluMoOHapHoe nedyeHne. Onpeaensnu o geten
C HapylUeHUsIMM pOCPOPHO-KalbLIMEBOro 06MEHa: CHUKEHMEM KOHLEHTpaL 1 06LLero KaabLmus < 2,2 MMOJb/N, pocpopa —
< 1,25 mmonb/n. [ornoaHUTEIbHO yCTaHaBANBa I Halludue OTKIIOHEHUI OT pepEePEHCHbIX 3HaYeHUI KOHLeHTpaumum 25(0H)D,
rnapaTropMoHa, octeoKasbUuHa, C-KoHueBoro Tenonentuga KoanareHa | tuna (CTX) U aKTMBHOCTM LL€/I04HON ocgaTasbl.
Pesynbrartsl. 13 39 getei ¢ BE3 (22 geBoykn, MeamaHa Bo3pacTta 77 (46; 136) mec) runokasbLmemus BoisiB/ieHay 16 (41%),
runogpocepatemns — y 3 (8%). YpoBeHb ButammHa D Huxxe ontumarsbHoro (< 30 Hr/mn) yctaHoBrieH y 29 (74%) neten ¢ B63,
HU3Kasl KOHLEHTpaLusl ocTeoKasblUnHa — y 26 (67%), CTx — y Bcex 60/1bHbIX. [1py 3TOM MeanaHHoe 3Ha4EHUE KOHLIEHTpa-
ummn CTx (1,32 Hr/mn) 6osee 4em BABOE MPEBbLILLIAN0 BEPXHUE 3HAYEHUS pePEPEHCHOIO MHTEpBasaa A4/1s1 3TOro rnokalartess
(< 0,573 n < 0,584 Hr/mn y 4EBOYEK U MaslbYMKOB COOTBETCTBEHHO). HU3Kas KOHLIEHTpaLusl napaTropMoHa ornpejeseHa
y 1 (3%) 60s1bHOro0. AKTMBHOCTb LLIEI0YHOM (pocgaTasbl BO BCEX C/y4asx HaxoAunachb B npeaenax 3HavyeHuin pepepeHcHoro
UHTEepBasa. 3aKn4eHue. HapyleHnss pochopHO-KaibLMEBOro (MpenmMyLeCTBEHHO KajlbLiMeBOro) obMeHa UMeroTesl y 60/1b-
woro yucna geten ¢ auctpopuyeckon gopmon BBI. Bmecte ¢ aTumM y 60/bLUIMHCTBA 60JIbHbIX OTMEYEHbI HEAOCTaTOYHOCTh
BUTaMuHa D, a TarkKe npusHaku JOMUHUPOBaHMS KOCTHOM pe3opbumnu (BbicoKasi KoOHUeHTpauus CTX) Hag ¢opmupoBaHmMemMm
KOCTHOM TKaHM (HM3Kasi KOHLIEHTpaLms oCcTeOKasbLiMHA). B Lie/10M 06HapyKEeHHbIE UBMEHEHUST BUOXUMUYECKMX NTOKa3aTenen
KOCTHOro pemMofenpoBaHusl yKasbiBaloT Ha pa3BuTUe y 60/blLLIMHCTBa AeTen ¢ BE3 BTopuYHOro octeornoposa.

Knro4eBbie cnoBa: KasbLni, ¢ocoop, BPOKAEHHbIN ByA1€3HbIN 3NnaepmMonmn3, ButaMmH D, ocTeokasnbUuH, C-KOHLEBOH
TenonenTug KoanareHa | Tuna, KOCTHoe peMogempoBaH1e, 0CTe0Nopo3

Ansa untnpoBaHus: NpoHuHa W.10., MypawkuH H.H., Makaposa C.I., BepwuHuHa M.I., CemuknHa E.J1., MaBpukngmn E.®.
dochopHO-KanbLMeBbin 06MEH U MeTaboNIM3M KOCTHOW TKaHW Yy AeTen ¢ AUCTPOodUYECKON GOpMOM BPOXKAEHHOro 6yn-
NIe3HOro anuaepMonu3sa: OAHOMOMEHTHOe uccrnefgoBaHue. Bonpockl coBpeMeHHou neauatpuu. 2022;21(1):36-41.
doi: https://doi.org/10.15690/vsp.v21i1.2385

OBOCHOBAHME

BpoxaeHHbIn 6ynnesHbin anuaepmonna (BB3) — ato
pefKoe reHEeTUYeCKoe My/nbTUCUCTEMHOE 3aboneBaHue,
KoTopoe BcTpevaeTtca y 19 13 1 000 000 HOBOPOXKAEHHbIX
BHE 3aBMCUMMOCTHU OT Nofia U ATHUHECKON NPUHAANIEXHOCTH
[1]. BEQ pasBuBaeTcs BCneacTtBuMe MyTauum B reHax, otee-
Yalowmnx 3a CUHTE3 KepaTuHa, NaMWHWHa WK KoJsinareHa
VIl Tuna [2], 4TO KIMHUYECKU BblpaykaeTcs B MexaHU4ecKomn

XPYMKOCTU KOXMW U CIU3UCTbIX 060104EK NPU HE3HAUYUTEb-
Howv TpaBMme. K Hanbonee TaxenbiM dopmam 3abosieBaHuUs
OoTHOCUTCS aucTpoduyeckasa dopma BEI, cumnToMbl KOTO-
POV NPOSABASAOTCS C poxaeHus [3].

KnuHnyeckn ans auctpoduydeckon dopmbl BB xapak-
TEPHblI HanW4yMe LWKMPOKUX My3blpeEN KaK Ha TpaBMUPO-
BaHHbIX, TAK M Ha HETPAaBMMWPOBAHHbIX y4aCTKaX KOXMW
WU 3aXKMBNeHWe 3po3un ¢ obpal3oBaHMEM aAUCTpoduUYe-



CKMUX pybuos [4]. HacToe noparKeHue CcanM3nucTon 060s04-
KM NOMOCTU pTa (3pO3UKN, MUKPOCTOMUS, aHKMUIOIIOCCUA
1M aHomManuu 3y60B) M NULLEBOAA (3PO3UN U CTEHO3) MOXKET
Bbl3BaTb alIMMEHTapPHYI0 HEAOCTaTOYHOCTb, AedULMUT BUTa-
MWHOB M MWKpoanemeHToB [5]. KaK cneacteue, y ageten
¢ auctpoduyeckon popmon BBI oTmevaeTcs 3amenneHune
pocTta 1 Habopa Macchl Tefa, YTo B COBOKYMHOCTHU C 4acTbl-
MW nepuojamMmn MMMOGUNIU3auuu BcieacTBue OoOLWMPHOro
NOopakeHWs KOMXHOro MOKpoBa MNPUBOAMT K OTCTaBaHMIO
npuMpocTa MMHEpPanbHOW NIOTHOCTM KOCTHOM TKaHu (MIKT)
Mo CpaBHEHUIO CO CBEPCTHMKamu [6]. OgHaKo A0 cux nop
HEW3BECTHO, KaK UMEHHO MeHsAtTcs pocdopHO-KanbLue-
Bbli 0O6MEH U MeTaboM3M KOCTHOW TKaHW MpWU AaHHOM
3aboneBaHuu. Tak, B Poccun npoBOAMIOCH TOJIbKO OAHO
ncenegoBaHue obecnevyeHHocTn ButammHom D y 30 peten
c auctpoduyeckon dopmon BBEI; medbunumt ButamuHa D
(koHueHTpaumnsa 25(0H)D < 20 Hr/mn) BbiSBNeH B 67% cny-
yaeB [7]. B atou ke paboTe 6bl10 NPOAEMOHCTPMPOBAHO,
4YTO NoKasartenn GocPopHoO-KanbLMeBoro obmMeHa (KOHLEH-
Tpauua Kanbuusg, dpochopa, aKkTMBHOCTb LenoYHon pocda-
Tasbl) y aeten ¢ BB3 Haxoaunuck B npegenax pepepeHcHbIX
3HayeHun. CnegyeT TaKKe OTMETUTb, YTO KOHLIEHTpaLuu
MapKepoB KOCTHOIO peMofenvMpoBaHUsa M napaTropMoHa,
KOTOpble MOTYT pPacKpbiTb MNaTtoreHeTMyecKne MexaHu3mbl
pa3BUTUA BTOPUYHOrO OcCTeonopo3a y 60nbHbIX ¢ BBJ,
paHee He U3y4anuchb.

Llenb uccneposaHua

N3yunTb XapaKTepUCTUkM GocdOpHO-KanbLmMeBoro o06-
MeHa U MeTabonM3Ma KOCTHOM TKaHUW y AeTen ¢ auctpoduye-
cKon dopmon BB3.

METOAbI
Aun3aiH nccnegoBaHus
MpoBeaeHo 0AHOMOMEHTHOE CMJIOWHOE UccliefoBaHKe.

YcnoBus npoBeeHusa uccieaoBaHusa

B uccnepgoBaHue BKIOYANM NaLMEHTOB, MPOXOAMBLLMX
NneyeHre B AEPMaTONIOrMYEeCKOM OTAENEHMUM C FPYNMov nasep-
HOM xupyprun HauuoHanbHOro MeAMLIMHCKOro uccneno-
BaTeNIbCKOro LeHTpa 340poBbsa Aeten (MockBa) B nepuoj
¢ nong 2020 no mapt 2021 1.

Kputepuu cootBeTcTBUSA

Kputepuun BKIoYeHUs:
e neTu B Bo3pacTe oT 3 go 18 ner;
e auctpoduryeckas dopma BEI.

[dnarHos 3aboneBaHus ycTaHaBIWBaNU nevallme Bpaydu
N0 COBOKYMHOCTU KIMHUYECKUX AaHHbIX C Y4ETOM PEKOMEH-
nauww [4, 8, 9].

Kputepun HeBKI0YeHUSI:
e ocTpas MHOEKUMs Ha AeHb B3ATUS KPOBUW Ans onpeaene-
HUS LieneBblX TabopaTopHbIX NOKasaTenen nccneaoBaHus.

LieneBble noKa3zaTenu uccnefoBaHus

OCHOBHOM MoKa3aTeJ/lb UCCleJOBaHUS

Onpenenanu ponto AeTer ¢ HapylleHnamu docdopHo-
KanbuueBoro obmeHa. B uucne nokazatenen docdopHo-
KanbLuneBOoro ob6MeHa aHaIn3npoBanm KOHLUEHTpaL Mo obLe-
ro Kanbuus U dpocdopa B CbIBOPOTKE KpoBW. HapyweHuem
CYMTaNN CHUXKEHME KOHLIEHTPaLUMK 06LLEro KanblLma MmeHee
2,2 mmonb/n, docdopa — meHee 1,25 mmonb/n (tabn. 1).
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Phosphorus-Calcium and Bone Metabolism in Children

with Dystrophic Epidermolysis Bullosa: Cross-Sectional Study

Background. Dystrophic epidermolysis bullosa (EB) is a rare skin disease, and secondary osteoporosis is one of its complications.
The bone remodeling condition in this pathology has not been studied enough. Objective. The aim of the study is to study the
characteristics of phosphorus-calcium and bone metabolism in children with dystrophic EB. Methods. The study included children
with dystrophic EB aged from 3 to 18 years undergoing inpatient treatment. The ratio of children with phosphorus-calcium metabolism
disorders was determined: reduced concentration of total calcium < 2.2 mmol/I, and phosphorus < 1.25 mmol/I. Additionally, deviations
from reference values for 25(0H)D, parathormone, osteocalcin, C-terminal telopeptide of type 1 collagen (CTX-I) concentrations and
alkaline phosphatase activity were established. Results. Hypocalcemia was revealed in 16 patients (41%) and hypophosphatemia —
in 3 (8%) patients out of 39 children with EB (22 girls, median age 77 (46; 136) months). Vitamin D level was lower than optimal
(<30 ng/ml)in 20 (77%) children with EB, while lower osteocalcin concentration — in 26 (67%), and lower CTX-I concentration — in all
patients. At the same time, the median CTX-I concentration (1.32 ng/ml) more than doubled the upper values of the reference range
for this indicator (< 0.573 and < 0.584 ng/ml for girls and boys, respectively). The low parathormone concentration was revealed
in 1 (3%) patient. The alkaline phosphatase activity was within the reference range in all cases. Conclusion. Disorders of phosphorus-
calcium (mainly calcium) metabolism are present in large number of children with dystrophic EB. Therewith, most patients have
shown vitamin D deficiency, as well as signs of bone resorption dominance (high CTX-1 concentration) over bone development (low
osteocalcin concentration). In general, all revealed changes in the biochemical indicators of bone remodeling indicate the development
of secondary osteoporosis in most children with EB.

Keywords: calcium, phosphorus, epidermolysis bullosa, vitamin D, osteocalcin, C-terminal telopeptide of type 1 collagen, bone
remodelling, osteoporosis
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OpuruHanbHas cTaTbs

Ta6nuua 1. PedepeHcHble MHTepBasbl NokasaTenen GochopHo-KanbLMeBoro o6MeHa U meTabonn3mMa KOCTHOM TKaHU U aHanutTuyeckas

4yBCTBUTE/IbHOCTb METOAOB UCC/IE40BaHNA

Table 1. Reference ranges of phosphorus-calcium and bone metabolism indicators and analytical sensitivity of research methods

MoKka3sarenb PedepeHcHbIt UHTEepBan* Aunana3oH
O6LWUI Kanbunin, MMOSb/N 2,2-2,7 1-5
docdop, Mmonb/n 1,25-2,16 0,32-6,4
25(0H)D, Hr/mn 30-70 3-70
MapatropMoH, nr/mn 10-65 5,50-2300
[eBOoYKN/ManbynKm
6 mec — 7 net: 44-130/39-121

7-10 net: 73-206/66-182
OcTeoKanbLMH, HF/MA 10-13 ner: 77-262/85-232 0,5-300

13-16 net: 33-222/70-336

16-18 net: 24-99/43-237

. neBo4ykn < 0,573

C-KOHUEeBOW TenonenTug konnareHa | tuna, Hr/mn ManbUMKN < 0,584 0,01-6
LLlenoyHasa docdaTtasa, Ea/n 60-400 5-1500

lpumevaHue. <*> — pedepeHCHble MHTEePBasbl NPefOoCTaBNEHbl IOKaNbHOM nabopaTtopuen.

Note. <*> — reference ranges are given by local laboratory.

AononxumutenbHble NoKasaresn uccaefoBaHus

Onpegenanu fonto feten ¢ HapyweHuem metabonuama
KOCTHOM TKaHW. B uncne nokazatenen metabonnama KocT-
HOWM TKaHW aHanM3upoBann KoHueHTpauuto 25(0H)D, napart-
ropMoOHa, OCTeOKasblMHa (Mapkep GOpPMUPOBAHUS KOCT-
HOM TKaHwu), C-KOHLEBOro TenonentMaa KonnareHa | tvna
(CTx; MmapKep KOCTHOW pe30op6Lumn) U aKTUBHOCTb LLIENTOYHOM
docdaTasbl. HapylweHune ycTaHaBnMBanu MNpu 3HaAYEHUSAX
KaXkaoro nokasaTens BHe npeaenoB pedepeHCHbIX UHTep-
BasoB (CM. Tabn. 1).

MeToabl u3mepeHUs LesieBbiX NoKa3aTenen

Y BCex BK/IIOYEHHbIX B UCCNeaoBaHWE NaLMEHTOB YTPOM
(08:00-10:00) HaTowWwaK npoBOAMIM B3ATUE KPOBU U3
nepndepruyecKon BeHbl B MaacTUKoBble Npobupku Becton
Dickinson International Vacutainer Plus ¢ aktuBatopom
cBepTbhiBaHWs KpoBu v renem 13X75 n 13X100 (Becton
Dickinson International, CLLA) ¢ nomouibto mrnbl-6a604-
kn BD Vacutainer Safety ¢ nioep-agantepom 0,6X19 mm
(Becton Dickinson International, CLUA). lanee ocywecTtBns-
v ueHTpudyruposaHue obpasuyoB (HETTICH Rotanta 460,
HETTICH, lepmanus) npu 2000 06./MUH B TeyeHne 10 MUH
npu KoOMHaTHOM TemnepaType. O6pa3sLbl CbiIBOPOTKM 3aMO-
parkuBanu B anneHgopdax o6beMoM 2 M/ Mpu Temnepa-
Type —40°C. TecTupoBaHue MpPoOBOAMIU OJHOMOMEHTHO
nocne cé6opa 6MONOrMYECKOro matepmana oT BCEX y4aCTHMU-
KOB MUCCeAOBaHMS.

Buoxmmunyeckoe ncecnegoBaHMe KpoBKW 415 onpeaeneHuns
OCHOBHbIX MoKa3zaTenen ¢ocdopHO-KanbLMEBOro obMmeHa
(Kanbuun obwmn, docdop, wenoyHas docdataza) 6biNo
BbinosHeHo Ha UniCel DxC 800 Synchron Clinical Systems
(Beckman Coulter, CLUA). AHann3 CbIBOPOTKM KPOBMU Ha
OCHOBHblE MapKepbl KOCTHOrO pemoAenupoBaHus (OCTeo-
KanbUuH 1 CTX) M NapaTropMOH BbIMOMHANN 3/1EKTPOXEMMU-
NloMUHecLeHTHbIM MeTooM (ECLIA) Ha aHannzaTope Cobas
6000 Module €601 (Roche, LBenuapus). OnpeaeneHuve
25(0H)D npoBeaeHo Ha annapate Liaison XL (DiaSorin,
Utanusa). Bce nabopaTopHble MCCNeAO0BaHUSA BbIMOHEHDI
B LEHTPanM30BaHHOW KJIMHWMKO-AMArHoCcTM4yecKkon nabopa-
TOPUM C TPYNMNOM ISKCMPEeCC-ANarHOCTUKU nabopaTopHOro
oTaena HaunoHanbHOro MeAMLMHCKOrO MccneaoBaTenbCKo-
ro LeHTpa 340poBbs aeter MuH3apaBa Poccuu.

CraTucTMyYecKue npoueaypbl

lpuHUKNbI pacyeTa pa3dMmepa BbIGOPKH

Heob6xoauMbii pa3mMep BbIGOPKM Ha 3Tane naaHupo-
BaHWS WCCNeAOBaHUSA He pacCyuTbiBanu BBUAY PEOKOCTH
naTonoruu.

CratucTnyecKkme MeTofbl

AHanuM3 [aHHbIX NpoBedeH C MCMNOb30BaHWEM MaKkeTta
cTtatncTmyeckunx nporpamm STATISTICA v. 13.3 (StatSoft Inc.,
CLUA). OnucaHmne Konn4ecTBeHHbIX MOKa3aTeNen BbINoJHEHO
C YKa3aHWeM meanaHsbl (25-1; 75-1 nepueHTUn).

JTU4YecKan akcnepTusa

lMpoBeneHne uccnegosaHua no teme «CraTyc BUTaMu-
Ha D u coctosHMe MeTabosiM3Ma KOCTHOW TKaHMW y AeTewn
C BPOXAEHHbIM 6ynne3HbIM 3NUAEPMONU30M» 0A06PEHO
JloKanbHbIM 3TUYECKUM KOMWUTETOM HauuoHanbHOro meau-
LIMHCKOr0 MccnefoBaTeNbCKOro LeHTpa 340pO0Bbs AeTew
(npotokon N¢ 13 ot 20.11.2020). BkatoyeHue naumeH-
TOB B MCCNeaoBaHWE OCYWECTBASAM MOCAe MOAMUCAHUSA
3aKOHHbIMW NPeACTaBUTENSIMM NALMEHTOB M AeTbMU cTapLue
14 net MHPOPMUPOBAHHOIO [O6POBOJSILHOrO cornacus Ha
y4acTve aetein B UccneaoBaHum.

PE3YJIbTATbI

XapaKTepucTUKKU BbIGOPKMU (rpynn) uccnefoBaHus

M3 39 petein ¢ auctpoduryeckon d¢opmon BB, rocnuta-
IN3UPOBAHHbIX B AePMaTofiorM4yecKoe oTae/leHne B nepu-
o[l uccnegoBaHus, Bce OblIM BKOYEHbl B HacToslee
nccnegoBaHve (nonepeyHasi BblI6oOpKa). XapaKTepucTuKa
nauMeHToB nNpeacTtaBneHa B Tabn. 2. Hanuyne 6enkoBo-
3HEepreTM4ecKomn HeaoCcTaToO4HOCTU No nHaekcy WAZ (< —2)
6bl/10 ycTaHoBNeHO vy 9 (23%), no nHaekcy BAZ (< —-3) —
y 12 (31%) neten.

OCHOBHbI€e pe3ynbTaTbl UCC/IEA0BaHUA

[Mnokanbunemns BbisiBieHa 6onee Yyem y 40% 60SbHbIX,
Torfa Kak KOHUueHTpauusa docdopa KpoBu Yy GONbLIMHCTBA
naumMeHToB ¢ auctpodumyeckom ¢opmon BB Haxogunack B npe-
nenax pedepeHcHoro nHtepsana (taén. 3). lMnodocdaremus
o6HapyeHa MeHee 4yeM Yy 10% peten. CneoyeT OTMETUTD,
YTO [Jaxe MNpv BbICOKOM YacToTe C/y4yaeB MnoKasbLMemun




Ta6nuua 2. OCHOBHblE XapaKTEPUCTUKM NaLMEHTOB ¢ AUcTpoduyeckon dopmoi BB

Table 2. Main characteristics of patients with dystrophic EB

Boapacrt, mec

77 (46; 136)

Mon (3keHckui), abe. (%)

22 (56)

WAZ -1,01(-2,77; -0,4)
HAZ -0,89(-2,39; -0,31)
BAZ -1,61 (-3,4; —0,24)

lMpumevarHmne. WAZ — macca Tena ana sospacta; HAZ — anvHa Ttena (pocT) ans Bo3pacrta; BAZ — uHAgeKc maccbl Tena ans BospacTta.
Note. WAZ — weight for age; HAZ — height for age; BAZ — body mass index for age.

Ta6nuua 3. KoHueHTpaumm obLiero Kanbums n dochopa y nauneHTos ¢ guctpoduyeckon popmon BB
Table 3. Concentrations of total calcium and phosphorus in patients with dystrophic EB

6L KanbL#, MMOnb/n 16 (41) 2,24 (2,14; 2,41) 1,96-2,69
(BCE BKIIOYEHHbIE NALMEHTbI)

O6Wwmi KanbLUun, MMOSb/N

(B rpynne nayueHToB 2,11 (2,02; 2,15) 1,96-2,19
C rMnoKanbLuemuen)

docdop, Mmmonb/n 3(8) 1,6(1,48;1,74) 1,09-2,03

MpumedaHne. <*> — nonsa NaLMEeHTOB CO 3HaYEHWeM NoKasaTens HUXe HUKHEN rpaHuLbl pedepeHCcHOro HTepaana (noapobHee cM. pasjaen

«MeTtoabl»).

Note. <*> — ratio of patients with values below the lower limit of reference range (see “Methods”).

Ta6nuua 4. XapaKTepuCcT1Ka A0NONHUTENbHBIX NOKa3aTenen ¢ochopHo-KanbLMEBOro 06MeHa U MapKepoB KOCTHOro peMoAenMpoBaHns

y NauneHToB ¢ auctpoduyeckon dpopmoin BEI (n = 39)

Table 4. Characteristics of additional phosphorus-calcium metabolism indicators and bone remodeling markers in patients

with dystrophic EB (n = 39)

29 (74), U3 HUX
25(0OH)D, Hr/mn 20-30 Hr/mn — 8 (20), 19,5 (12,5; 36,0) 6,0-69,6
<20 Hr/mn — 21 (54)
MapaTropMoH, nr/mn 1(3) 29,6 (21,8; 39,8) 12,9-67,9
OcTeoKanbLUWH, HI /MmN 26 (67) 60,96 (37,3;81,1) 23,9-177,1
CTX, Hr/Mn 39 (100) 1,32 (0,95;1,74) 0,61-3,33
LLenoyHasa docdatasa, Ea/n 0 135 (112; 203) 68-280

MpnumeyvaHme. CTx — C-KOHLeBOW Tenonentua KonnarexHa | tuna.
Note. CTX-I — C-terminal telopeptide of type 1 collagen.

B BblIGOPKE McCnefoBaHms TONIbKO Y OAHOro pebeHKa 6bin avar-
HOCTMPOBAH BTOPUYHbIV rTMNepnapaTMpeos.

[lononHuTenbHble pe3ynbTaTbl UCCIEA0BAHUSA

Y 6onbliern YacTu aetewn ¢ auctpodbuyeckon dopmont BB
yCTaHOB/IEHa HeOCTaTO4YHOCTb BUTaMuHa D (Tabn. 4). Y aByx
TpeTerh 60sbHbIX Oblla 06HapyXeHa OTHOCUTENLHO HWU3Kas
KOHLIEHTPALMA OCTeOKa/lbLiMHa, Y BCEX — OTHOCUTENbHO
BblCOKas KoHueHTpauus CTX. MHTepecHO OTMETWTb, 4TO,
B OT/IM4ME OT OCTeOKalbLiMHa, APYron (MeHee cneunduyHbIn)
nokasaTe/lb KOCTeo6pa30BaHUA — aKTUBHOCTb LLEN04YHON
docdartasbl — Haxoauncs B npefenax pedpepeHcHOro MHTep-
Banay BCeX NaLueHTOoB.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbraTta UcCle0BaHUs

Momumo peduumta BuTamMmHa D, B paboTe NpoaemoH-
CTpMpOBaHa TeHAEHLUMS y NauMeHTOB C AUCTPODUYECKOM
dopmon BB K pa3Butuio runokanbumMemMmmm 6e3 KoMmneHca-
TOPHOrO MOBbIWEHUS KOHLEHTPaUUM napatropmoHa. KoH-
LeHTpaumnsa docdopa U aKTUBHOCTb LWEeNo4YHon docdaTtasbl
y 6O0NblUIMHCTBA MNaUMEHTOB He 6blin M3MeHeHbl. BmecTe
C TeM Mbl OGHapyXunn npeobnajaHue pe3op6LMu KOCT-
HOW TKaHW Haj KocTeobpal3oBaHWEM, YTO, MO-BUAMMOMY,
ABNSETCA CNeACcTBMEM HepocTaTka BuMTaMuHa D M Kanbuus
M OCHOBHOM MPWYMHOM Pa3BUTUS BTOPUYHOIO OCTeonopos3a
npu 4aHHOM 3aboneBaHuu.

CURRENT PEDIATRICS /2022 /V.21 /N¢ 1

BONPOCbl COBPEMEHHOW NEAUATPUM / 2022 / TOM 21 / Ne 1



Original Article

OpuruHanbHas cTaTbs

OrpaHM4yeHUs uccnegoBaHus

OrpaHuYyeHnMemM HacTosWero ucciefoBaHUa aBASETCS
OTCYTCTBME [aAHHbIX O MWUTaHWM MALMEHTOB (B 4aCTHOCTH,
0 cofep¥aHuu B AueTe MPOAYKTOB, COAEPKaLUMX KanbLui
n docodop) U npueme OONONHUTENbHBIX MULLEBLIX 40OABOK
(Hanpumep, BuTaMuHa D).

PenpeseHTaTMBHOCTb BLIGOPKKU UCCIEA0BaAHUS, ee COOT-
BeTCTBME 06Len nonynsumMm 60/bHbIX C AUCTPODUYECKOM
dopmon BBEI (ueneBasa nonynaums), a 3HauuT, reHepannaye-
MOCTb MOJYyYEHHbIX Pe3yNbTaToB OCTalTCs NoL BOMPOCOM.
B uccnepoBanve BKMoYanu 60MbHbIX, FOCAUTaNIN3MPOBaH-
HbIX B CTauMOHap. He WCKNOYEHO, YTO TAXECTb COCTOSAHUSA
Ha MOMEHT NOCTYNNEeHUs MOr/la OKa3blBaTb 60/1e€ 3HA4YMMOe
B/IUSIHWE HA M3MEPEHHble B UCCnefoBaHun Guanonoruye-
CKMWe napameTpbl, HEXeNU COBCTBEHHO 3abosieBaHuMe.

UHTepnpeTauusa pe3ynbTaTtoB UCCNEe[0BaHUSA

KoppeKuus nutaHus M CBOEBPEMEHHOE Ha3HayeHue
OMONOMMYECKN aKTUBHbIX 406ABOK ABNSIOTCA HEOOXOAMMbIM
KOMMOHEHTOM Jie4eHMsa NaLMeHTOB ¢ AUCTpoduyecKkomn dop-
Mon BB3, nocKonbky noTpebrieHne 6enKoB, BUTaMWHOB
M MUKPOI/EMEHTOB BaXXHO AN19 pocTa AeTen, npeaoTepalle-
HUS HEJOCTATOYHOCTU MUTAHUS U 3AXKMBJIEHUS PaH, a TaKKe
[N YCTOMYMBOCTU OpraHu3ma K BTOPMYHbIM GaKTepuasb-
HbIM MHbeKumam [9, 10]. HecmoTpsi Ha nopaeHwe Ciu-
3UCTbIX 060/I0HEK XKENYAOYHO-KMIIEYHOrO TpaKTa, B paHee
ony6/MKOBaHHbIX MCCNefoBaHMAX He GbiNo MOATBEPKAEHO
pasBuUTUE KMLIEYHOW Manbabcopbumm npu AMCTPObUYECKOM
dopme BBI, 4To npeanonaraet BO3MOXHOCTb KOMMEHCcaL MK
nedvumTa TEX UK UHBIX BELLEeCTB NOCPEACTBOM Ha3HAYeHUs
nuuieBbIx 106aBoK [3]. Tem He MeHee, KaK B 3apyberKHbIX,
TaK M B OTEYECTBEHHbIX MCCeAOBaHUsAX AEMOHCTPUpYETCS
Hann4yne OCTPON M XPOHWUYECKOW HYTPUTMBHOM HeaocTaToM-
HOCTW Yy IeTew ¢ aucTpoduryeckon dopmon BB3 [3, 9, 11].

B Halwen paboTe Mbl Nokasanu, 4To y 60/bWOro 4yucna
neten ¢ guctpoduyeckon popmon BB umeetcs runokans-
LMeMnsi BMecTe C HeJoCTaTO4YHOCTbIO BUTamuHa D, HM3KowM
KOHLIEHTpauMen ocTeoKanblMWHa (MapKkepa ¢opmunpoBa-
HUS KOCTHOWM TKaHMW) M BbiCOKOM — CTX (MapKepa KOCTHOM
pe3opbunun). MNMony4yeHHble pesynbTaTbl cornacyloTcs ¢ AaH-
HbIMK 3apybeXHbIX nccnefoBartenewn, XoTa BbICOKas yactoTta
c/lyyaeB rMnNoKanbUMEMUU paHee He Oblna onucaHa, uTo,
BEPOSATHO, 06YCNOBMEHO HEGONbWNMU BbIGOPKamMK (0T 7 A0
24 yenosek) [5, 6, 12], 0AHAKO TaKXe MOXKEeT ObiTb cnea-
cTBMEM 60siee aKTMBHOMO Ha3HaYeHUs MULEBLIX A06ABOK,
cofepxalmx Kanbumn. Jednumnt 25(0H)D npu auctpodu-
yeckon dopme BBI cBfizaH Kak ¢ HEXBATKOWM COHEYHOrO
cBeTa (NauMeHTbl HacTo HOCAT 3aKPbITylO OAEXKAY, ANUTENbHO
HaxogaTca B MOMeELLEHWW BcneactBue 3aboneBaHus), Tak
M C HEAOCTaTOYHbIM NOCTYMNIEHNEM BUTAMMHa C NULLEN U3-3a
HegocTaTo4HOCTM NuTaHusa [13]. BmecTe ¢ TeM aKTMBHas
dopma BuTamuHa D (1,25(0H)2D3) npu anctpoduyeckon
dopme BBEI He n3meHsietcs [5], 4TO cBMAETENLCTBYET 06
OTCYTCTBUM HapPYyLWEHUN NOYEYHOro la-rMAPOKCUIMPOBAHMUSA
N MOXET 0OBbSACHWUTb OTCYTCTBME MOBbIWEHMS NapaTropMoHa
B OTBET Ha CHWXXeHWe BUTaMuHa D. B HaweM nccnegoBaHun
TONbKO Y 0AHOr0 pebeHKa Obln BbIABEH BTOPUYHbIV rnnep-
napaTvpeos, Npu 3TOM ypoBeHb BMTaMuHa D He 6bin Kpu-
TUYECKM HU3KMM (25 Hr/MN), OAHAKO cofepKaHue KanbLus
HaXo[MNOCb Ha HUXHEN rpaHuLEe pedepeHCHOro nHTepBana
(2,24 mmonb/n). Bee 310 yKa3biBaeT, Mo HallemMy MHEHUIo, Ha
HEO0O6X0AMMOCTb MpUeMa MNULLEBLIX A06ABOK, COAEepMKallinx
KaK BUTaMKH D, TaK 1 KanbLKK.

B npoBegeHHoOM paboTe Mbl BMEpBble M3YYUIM MOKa-
3aTeNIn KOCTHOrO PeMOAENMPOBaHUA y AeTel ¢ AUCTPO-

dunyeckon dopmon BBEI. CornacHo nonyyeHHbIM pesyib-
Tatam, pe3opbuna KOCTHOW TKaHuM npeobGnagaetr Hapg
KoCcTeo6pa3oBaHWeEM, YTO OOBACHAETCA HE TONbKO HYTPU-
TUBHOM HEAOCTATOYHOCTbIO U AedUUMTOM BUTamMuHa D, HO
W BbIHY}AEHHbIM OrpaHnYyeHMeM NoABUKHOCTU NaLMEHTOB
C JaHHOM dopMown 3abosieBaHus BBMAY 6ONEBOr0 CUMHAPO-
Ma, KOHTPaKTyp CycTaBOB W/Wnu cnaboCTh, BbI3BAHHOWM
aHemuen [14]. OTcyTCTBME MExXaHW4YEeCKOM Harpy3ku Ha
KOCTHO-MbILLIEYHbIN KapKac HeraTMBHO BIUSET Ha aHabonu-
YyecKue npolecchl B opraHMame, BKIoYas GopMnpoBaHune
KOCTHOM TKaHu [15]. IMeHHO NMOo3TOMy NauneHTam C auc-
Tpoduyeckon dopmon BBI HeobxoaMmo noaaepKuBaTb
MaKCHMMasbHO BO3MOXKHbIA B KaXKAOM KOHKPETHOM Ccily4ae
ypoBeHb GM3MYECKOM Harpy3kun. Kpome toro, anutenbHoe
3aXKMBMiEHWE paH B COYETAaHUU C MHPULMPOBAHUEM Bbl3bl-
BaeT COCTOSIHME XPOHMYECKOro BOCManeHus, KOTOpoe UHK-
LMMPYeT NOBbILWEHNE KOHLEHTPALMK LMTOKMHOB [16]. TaK,
HEKOTOpPbIE LIMTOKUHbI YBETMYNBAIOT aKTUBHOCTb OCTEOKNa-
cToB, Hanpumep, TNF-a n IFN-y cTumynupytoT o6pa3oBaHue
OCTEeOK/1aCTOB KaK Hanpsmyto, Tak n yeped RANKL (nuraHa
K peuentopy RANK), cyMMapHO oKa3biBasi KaTaboNn4YeCKni
3bdPEKT Ha KOCTHYIO TKaHb [17 —20]. BO3MOXHO0, 3TOT dheHo-
MEH JIEXXMT B OCHOBE BbISIBIEHHOrO HamMu npeo6nagaHus
pe3opbunn Hag opMUPOBaAHNEM KOCTHOM TKaHU U ABASET-
CSl OCHOBOW HapyweHnss docPpopHO-KanbLmMeBOoro o6MeHa
y aeten ¢ BB3.

3AKJ/IIOMEHUE

Y peten ¢ guctpoduyeckon dopmon BB yacTto Habnto-
[laeTcs conmyTcTBylOLLaa NaTonorus ckeneta, Kotopas npea-
CTaBnseT cobon 3amenneHne NTMHENHOro pocTa U pa3Butue
0CTEeonopo3a unm octeoneHun. MiccnegoBaHue nokasano, YTo
npU3HaKkK npeobnagaHns KOCTHOM pe3opbuunn Hag npouec-
caMKU KocTeobpa3oBaHUA UMeloTcs Y GONblUMHCTBA AeTeN
c BB3. B ¢BS3M C 3TUM Mbl Mosiaraem, 4To BCe [JETU C AUC-
Tpodumyeckon dopmon BEI HyxaaloTca B NnpuemMe nuieBbIX
[o6aBOK, codepxallumx BuTaMmH D n Kanbuumn, ang npo-
PUNaKTUKN HapyleHnn ¢$ochopHO-KanbLMEBOro o6MeHa.
[Mpn aTOM BCe MaLUMEHTbl JO/MKHbI Moay4yaTb HEO6XoaMMOe
fleYeHne 3B M 3P03MI KOXHOIO MOKPOBa A1 KyNMpOoBaHMs
XPOHMYECKOro BOCMaNeHUs, a TaKXKe Noaaep:KmnBaTb JocTa-
TOYHbIM U BMECTe C TeM 6e30MacHbl YpoBEHb GU3NYECKON
aKTUBHOCTMU.

UCTOYHUK ®UHAHCUPOBAHMUSA
MccnepoBaHne BbLINOAHEHO MNpU Noadeprke ¢oHAa
«[1eTn-6aboykm».
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O6ocHoBaHue. CuHapom KopHenun ge JlaHre — peakoe reHeTudeckoe 3abosieBaHUe, NposiBASIIOLEECS HU3KUM POCTOM,
aHoOMaIsIMN KOHEYHOCTEH, YEepPEernHO-IMLEBbIMU ANCMOPOUAMNU M 3a[EPKKOM MCUXMYECKOro pa3BuTus. [peHaTasbHoe
BbISIB/IEHWE CUHAPOMa SIBJIIETCS aKTya/lbHOM 3afadvyei ynbTpa3BYKOBOW AMArHOCTMKW. OnMcaHWe KIMHUYEeCKOro ciy-
qas. [1py yn1bTpa3ByKOBOM MCCEA0BaHMM MOHOXOPHUaIbHOMW ABOMHM BO Il TpumecTpe 6epeMeHHOCTHU Gbiaia ycTaHOBJ/IeHa
3aepKa pocTa BHYTPUYTPOOHbIX AETeH (MoKa3aTenm Macchl Tesia — MeHee 1-ro nepueHTusi) 6e3 Nnatoa0rMyecKkux name-
HEHWI MaToYHO-IM/1040BO-M1aL€HTapPHOro KPOBOTOKA (M0 AaHHbIM gonsieporpagumn). OTmMeyeHo mMHorosoame. o gaHHbIM
¢eTanbHOM axOKapanorpadumn obHapyKeHa TPaHCno3M1LmMs MarnucTpasibHbIX apTePUI Y MepPBOro BHyTPMYyTPOBHOIro pebeHKa.
N3y4eHne nuLeBbix CTPYKTYP BHYTPUYTPOOHbIX AETEN MOKa3as0 BAaB/IEHUE epeHOCHLbl, B3AEPHYTbIA HOC, AJIMHHbIA GUILTP
M MUKPOrHaTumio. Y BTOPOro BHyTPMyTPOGHOIro pebeHKa onpeaesieHbl peayKLUMOHHbIE MOPOKM BEPXHUX KOHeYHocTeHn. C neBon
CTOPOHbI OTCYTCTBOBAJ1a OfHa KOCTb MPeAnieybsi, MPeAnoi0KUTE/IbHO, JIOKTEBaS, Jly4eBasi KOCTb YKOpPOYeHa, MMesiach 0Jin-
rogaktmuaus (Bu3yanusmpoBaau 2 nasbla). Ha npaBov KMCTU OTCYTCTBOBas GE3bIMSIHHbIN nanel, UMenachb KIMHOAaKTUANS
naToro nasabla. [eHETMYECKOE TECTMPOBAHUE He BObl/I0 MPOBEAEHO M3-3a HEAOCTYNHOCTU UCCIEA0BaHUS B CTPpaHe MpoXunBa-
HWS M PUHAHCOBBIX OrPaHNYEHUI ceMbM A/151 CCae0BaHMs 3a ee npejenamn. B 35 Heg 6epeMeHHOCTU NpexxaeBpeMeHHO
poannch 6IM3HELbI My>XCKoro rnosia maccov tena 1680 m 1640 r (noka3aTesin Macchl Teia — MeHbLUe 5-ro nepUeHTUIs).
lMocne poxkaeHusi MaageHLUbl 6blM KOHCY/IbTUPOBaHbl FrEHETUKOM, YCTAHOB/IEH KIIMHUYECKMI ANarHo3 «cuHAPom KopHeanmn
Ae JlaHre». Pe6eHOK ¢ MopoKom cepgla ymep Ha 23-u CyT XU3HU, BTOPOK B yAOBIETBOPUTE/IbLHOM COCTOSIHUM BbINUCaH
aomovi. 3aknwdeHune. CrHapom KopHenmun ge JlaHre MOXKET MposiBASITbCS Y MOHOXOpUasbHbIX 6JIM3HEL0B. [JuarHocTuKa
3a€epPKM pocTa BHYTPUYTPOOHOro pebeHka Bo Il-Ill TonmecTpax 6epeMeHHOCTH 6e3 HapyLIEHUS] MOKa3aTeaen MaTo4yHo-
171040BO-/1aLje€HTapHOro KPOBOTOKA, OCOGEHHO B COYETAHUM C MHOIMOBOAMEM, TPEOYET MOMCKa CTPYKTYPHbIX aHOMasnm
M OL|EHKM JTNLEBBIX ANCMOPOUI, XapaKTEPHbIX AJ151 XPOMOCOMHbIX UM FTEHETUYECKUX 3a60/1€BaHMM.

KnioyeBble cnoBa: cuHapom KopHennn ge JlaHre, MOHOXOpuasibHas ABOMHS, NpeHatasibHas AMarHoCTUKa, KIMHUYECKMM
cayqan

Ansa yntupoBanmsa: Hopmypagosa H.M., Xyxakynos O.A., Sprawesa M.LL., OnnaHasapoB 3.P, Maxuaos b.b. lNpeHaTanbHble
yNIbTPa3BYKOBbIE MPU3HaKK cuHApoma KopHenuun ae JlaHre y MOHOXOpWaibHOW [OBOMHW: KIMHUYECKoe HabntogeHue.
Bonpockl coBpemeHHou neanatpumn. 2022;21(1):42-50. doi: https://doi.org/10.15690/vsp.v21i1.2387

OBOCHOBAHME

CuHapom KopHenuu ge Nanre (OMIM 122470, 300590,
300882, 610759, 614701) — peaKoe reHeTU4ecKoe 3ab0-
NeBaHue, Hacnegyemoe no ayToCOMHO-AOMUHAHTHOMY TUMY
1 006ycnoBneHHOe NaToreHHbiMK BapuaHTamu reHos NIPBL,
RAD21, SMC3, HDAC8 wnn SMC1A. 31 reHbl KOAMPYIOT
GEeNlK1, KoTopble ABASIOTCH KOMMOHEHTAMW KOre3MHOBOIO
Komnnekca [1]. Bmecte ¢ Tem y 6onee 25% naumeHToB
C nogospeHnem Ha cuHapom KopHenuu fe JlaHre He yga-
eTcsl 0GHaPYXWUTb MATONOMMYECKME BapUaHTbl YKa3aHHbIX
reHOB, Y4TO CBWIETENbCTBYET O MATOreHEeTUYECKOW POSM
MHbIX reHoB [2]. CuHapoM KopHenun ae JlaHre xapaKktepu-
3yeTcsl HapylweHneM PpU3NYeCKMX, KOTHUTUBHBIX U NMOBEAEH-
YECKMX XapaKTePUCTUK MHAMBMAA [1], NPOSBASETCA HU3SKUM
pPOCTOM, aHOManusMKU KOHEYHOCTEMN, YepemnHo-AuLEeBbI-
MW OUCMOPOUSMU U 3a[IEPHKKOM MCUXMYECKOro pa3BUTUSA
[3]. HadBaH cuMHApPOM B 4YecTb rONAHACKOrO neauaTtpa
KopHenuu pe Jlanre, Kotopas B 1933 r. BNepBblie OMNu-

cana aHanornyHble NMOPOKWM PasBUTUA Yy ABYX MiafeHueB
n 150 neT co AHSA POXKAEHMS KOTOpOoW neavaTpbl npasa-
HoBann B 2020 r. [1]. PacnpocTpaHeHHOCTb CUHApPOMa
KopHenuu e JlaHre BapbUpyeT B LUMPOKKX Npegenax u, no
pasHbIM AaHHbIM, cocTaBnseT 1 cnydan Ha 10-200 Thic.
HMBOPOXKAEHHbIX [1, 3].

CUHAPOM NPOSIBASIETCA XapaKTepHbIMKU YepTaMmu nuua,
KOTOpble BK/IOYAIOT CUIbHO M30MHYTble U/UAK rycTble 6po-
BW C CUHODPU3OM, ANMHHbIE PECHULBI, BAABMIEHHYIO nepe-
HOCULY, B3AEPHYTbIA HOC, WWPOKUM WU ONUHHBIA GUALTP,
TOHKMKE ry6bl C OMyLWeEeHHbIMW YyroNKaMu pTa, MUKPOrHaTuIo
N MeJNIKMe LMPOKO paccTaBieHHble 3yObl [3—5]. 3aaeprkka
pocTa HavyuMHaeT NPoABAATbCA B MpeHaTalbHOM nepuoje
[4, 5]. PeayKUMOHHbIE MOPOKKU Npu cuHapome KopHenuu e
JlaHre B OCHOBHOM MopakaloT BepxHWEe KOHEYHOCTU, OHU
BapbUPYIOT OT HE3HAUYUTENbHbLIX GanaHroBbix aHOManum 4o
onurogaktTunuu [4]. AHoManum BepxXHMUX KOHEYHOCTEN Yalle
Habno4aloTcs Y NaLMEeHTOB MYXCKOro nona [6], nopaxeHune



acummeTpuyHoe y 65% nauuneHToB, y 78% n3 HUX Habnoaa-
€TCs BOBNEYEHWE NPaBOM KUCTU, M Yalle OHM BCTpedvatoTcs
y nofen ¢ uameHeHusamn B reHe NIPBL [7]. PeayKuMOHHbIEe
NMOPOKK Pa3BUTUA BEPXHUX KOHEYHOCTEW MPU CUHAPOME
KopHenuu ge JlaHre nposiBNSOTCA OTCYTCTBUEM Mpeansieybs,
Ny4EBLIM CUHOCTO30M, OTCYTCTBMEM JIy4EBOM WU NIOKTEBOW
KOCTW, onurogaktunuen [5, 7]. KpaHe peako oTmevatoTcs
nonnaakTUnug [7], a Takxke aHoMasnbHOE UCKPUBEHKE (KuU-
HOAAKTUAMS) NATbIX NanbLeB [D, 7]. OnNucaHbl TakKe cnyvyau
noTepu cnyxa, MMOMNUK, AUCOYHKLIUU KeNyaoOYHO-KULWEYHOTO
TpaKTa, HapylweHW NOMOBbLIX OPraHOB (KPUMNTOPXM3M, TMMo-
nnasus), yaBoeHuns matku [4]. BpoxaeHHas avadparmainb-
Has rpbia, aedeKTbl HEGA, BPOXAEHHbIE MOPOKKU cepaua
(AedeKTbl MEXKenyao4KOBOM NeperopoKkm) 1 MOYenos0Bom
CUCTEMbl — CaMble YacTble, HO HE TUMUYHbIE MPU3HAKK CUHA-
poma KopHenuu ge Naxre [1, 5].

OwnarHos «cuHapom KopHenuu ge JlaHre» MOMET 6biTb
YCTaHOB/IEH MO KIMHUYECKMM MpU3HaKam [1, 3] n/unmn npu
naeHTMOMKaLMKN NaTOreHHbIX BapuMaHToOB B reTePO3NIOTHOM
cotosiiun reHos NIPBL, RAD21, SMC3, BRD4, a Takxe
NaToreHHbIX BapMaHTOB B FrEMU3UTOTHOM COCTOSIHUM FEHOB
HDACS8, SMC1A [4, 6]. Hanb6onee 4yacton reHeTU4eCKomn npm-
4MHOW 3aboneBaHusa ABASAOTCA U3mMeHeHnsa reHa NIPBL [6].
B coBokynHocTn nameHeHuns reHos NIPBL, SMC1A v SMC3
naeHTnodunumpytotes y 60-70% nauMeHToB C CMHAPOMOM
KopHenuu e JlaHre, KOTOpPbIM ANarHo3 6bi/1 yCTaHOBAEH KIK-
HU4YyecKun [5]. OKono 99% naumMeHToB UMEKT MBMEHEHWS FeHa
de novo [2, 5, 8]. MeHee 4eM y 1% 60/bHbIX C CUHAPOMOM
KopHenuu ae JlaHre, 06ycnoBneHHbIM U3MEHEHUAMU reHa
NIPBL, reTep031roTHOe HOCUTENbCTBO BhISBASETCH Yy poauTe-
newn. Korga poautenun 340p0Bbl, PUCK 471 6paTbeB U cecTep
nayueHTta oueHuBaetcsd B 1,5% 13-3a BO3MOXKHOCTU MO3au-
un3ma 3apogblweBor nMHum [8, 9. EcTb cooblueHns o nepe-
fJavye M3MEHEHHOro reHa OT OTUa K J04YepM, a TaKKe chy-
yaun X-cuenneHHon dopmbl cuHapoma KopHenun ae JlaHre,
Bbl3BaHHOW M3MeHeHusIMK B reHe HDACS, yHacnegoBaHHOM
OT MO3anyHoM maTepu [9].

AnarHos «cuHapom KopHenuun age JlaHre» o6bl4HO ycTa-
HaBAMBAIOT MOCME POXAEHMUS, OAHAKO MaTONOMMI0 MOMKHO
3anofo3puTb U B NpeHaTanbHOM nepuoge (Bo ll-Ill Tpume-
CcTpax 6epemMeHHOCTHU) C NMOMOLLbIO YNbTPa3BYKOBbLIX METOA0B
AMarHOCTUKW. [N AEMOHCTpauumn BO3MOXKHOCTM NpeHaTanb-
HOW AMarHoCTUKM cuHapoma KopHenuu ge JlaHre npuBo-
MM cO6CTBEHHOE HabNoAEeHME MOPOKa Y MOHOXOpHasbHOM
[BOWHMU.

KNUHUYECKUA NPUMEP

O nauueHTe

bepemeHHaa M., Bo3pacT 34 roga, 4JoMOxo3saKMKa. Hac-
TosiLas 6epeMeHHOCTb (CPOK 18 Hea 5 CyT) Y XKEeHLWMHbI
TpeTbA MO CYETY, NpPeablayliMe 3aBeplnInuCb POXAEHUEM
[BYyX 340p0oBbiX aeten. Myxy 40 net, BpeAHbIX NPUBbLIYEK HE
nmeeT, ycnosus Tpyaa 6esspeaHble. Cynpyrn comaTUyecKu
3[10POBbl, HACNeACTBEHHOCTb HE OTAroweHa (Cynpyru u mx
6/IM3KNE POACTBEHHMKMN KAKMX-TMBO FEHETUHYECKUX CUHAPO-
MasbHbIX NaToONOTMM HE MMenu), 6paK He POACTBEHHbLIN,
MBYT B MPOMbIWAEHHOM ropoje. pu BTOPOM ynbTpasBy-
KOBOM CKpWHUHre (18 Hep 6epeMeHHOCTH), NMpoBeaeHHOM
No0 MECTY WTeNbCTBa, 06HApPYXeHbl BPOXKAEHHbIE MOPOKM
pPa3BUTUA KUCTEW Y OAHOrO BHYTPWUYTPOOHOro pebeHKa M3
ABOWHU. NS yTOYHEHUS AMarHo3a 6epeMeHHas HanpaBieHa
B Hal LLEHTP.

YnbTpa3ByKoBO€E UccieaoBaHue

YneTpa3ByKoBoe uccnegosaHue (Y3UN) 6epemeHHoNn npo-
BeEeHO C MCMonb30BaHWEM Mpubopa 3KCMEPTHOro Knacca
RS80A-RUS (Samsung Medison, Pecnybnuka Kopes), ¢ npu-
MeHeHneM KoHBeKcHoro gatymka 4C-RS. B xoae Y3U B nono-
CTU MaTKM OBHapyXeHa MOHOXOpuanbHas AMaMHUOTUYe-
CKasi ABOWHS My)CcKoro nona. [peanonoxutenbHas macca
Tena BHyTpUyTpo6HOro pebeHKka A coctaBuna 209 = 70 r
(18- nepueHTUNb), BHYTPUYTPOOHOTO pebeHka b —
161 = 50 r (MeHee 1-ro nepueHTrNs), AMCKOPAAHTHOCTb MO
Macce Tena — 23%. BHyTpuyTpo6HbIN pebeHoK A Haxoauncs
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Prenatal Ultrasound Signs of Cornelia de Lange Syndrome
in Monochorionic Twins: Case Study

Background. Cornelia de Lange syndrome is rare genetic disease manifested by short stature, limb abnormalities, craniofacial
dysmorphies, and developmental delay. Syndrome prenatal detection is crucial during ultrasound diagnosis. Clinical case description.
Growth delay of both children (body weight indicators were less than the 1st percentile) without any pathological changes in utero-feto-
placental perfusion (according to Doppler) was revealed during the ultrasound examination of monochorial twins in the Il trimester of
pregnancy. Hydramnious was noted. Fetal echocardiography has revealed transposition of main arteries in the first intrauterine child.
Examination of fetus facial structures has shown nose bridge depression, upturned nose, elongated filter, and micrognathy. Second
child has shown features of heterotypic abnormalities of upper limbs. One forearm bone was missing on the left side, presumably
ulnar, the radial bone was shortened, and there was oligodactyly (only 2 fingers were visualized). There was no digitus annularis on the
right hand, and there was clinodactyly of the fifth finger. Genetic testing was not performed due to the inaccessibility of this method
in the country of residence and the financial limitations of the family to perform it elsewhere. Male twins were born prematurely
on 35th week of pregnancy with weight of 1680 and 1640 (body weight indicators were less than the 5th percentile). Babies were
consulted by the geneticist after birth, clinical diagnosis of Cornelia de Lange syndrome was established. The child with heart defect
died on the 23rd day of his life, the second was discharged in satisfactory condition. Conclusion. Cornelia de Lange syndrome may
manifest in monochorionic twins. The diagnosis of intrauterine growth delay in the II-1ll trimesters of pregnancy, without impaired utero-
feto-placental perfusion, especially associated with hydramnious, requires searching for structural abnormalities and examination of
facial dysmorphies specific for chromosomal or genetic diseases.
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. BHyTpUyTPOGHbIN pe6eHoK A U3 MOHOXOPHUanbHOM ABOMHM,
18 Hed 5 cyT rectaumu, ronoBHoe npeanexanve. detanbHas
axoKapanorpadums. HeTolpexkamepHbli cpe3 cepaLa U CKaH Yepes
TpU cocyfa: A — Kenyaovku U npeacepans HopMasnbHbIX pa3Mepos;
b — Ha cpese 4yepes Tpu cocyaa leroYHbli CTBO He onpeaenseTcs
(OH NEXXUT HUXKeE AaHHOro cpesa). Bocxoasilas aopTta yBenvyeHa

1 CMeLleHa Bnepea

Fig. 1. Intrauterine child A from monochorionic twins, 18 weeks

5 days of gestation, cephalic presentation. Fetal echocardiography.
Four-chamber cut of the heart and scan through three vessels:

A — ventricles and atrium of normal size; b — the pulmonary trunk
is not defined on this cut (it lies below). Ascending aorta is enlarged
and dislocated forward

lpumevanue. LV (left ventricle) — neBbin xenygoyek; RV (right
ventricle) — npaBbli enygoyek; LA (left atrium) — nesoe
npeacepave; RA (right atrium) — npaBsoe npeacepave; Ao (aortic) —
aopta; SVC (superior vena cava) — BepxHsas nonas BeHa.

Note. LV — left ventricle; RV — right ventricle; LA — left atrium;

RA — right atrium; Ao — aorta; SVC — superior vena cava.

B rO/IOBHOM npeanexaHuun. Mpun detanbHOM axoKapauorpa-
$un y BHYTPUYTPOOHOIo pebeHKa A 6bll BbISIBNEH MblLLEYHbIN
nedeKT MexrKenygo4ykoBon neperopoaxku (AMXKIM) 2,5 mm
C NpaBOo-NeBbIM WYHTOM. Ha cKaHe cepfua Yepes Tpu cocy-
[la BOCXOASLLas aopTa CMeLLeHa Knepeau, NeroyHblin cTBoN
He onpegensancs (puc. 1). Ha cepuu carnttanbHbIX CPeE30B
yAanocb BW3yanusupoBaTb 06€ MarucrpasibHble apTepuu.
MpuLENbHbIM MOUCK NIEFOYHOM apTeEPUM Ha MOMEPEYHbIX CKa-
Hax NMokasas, YTo KianaH SIErO4YHOM apTepun CMeELLEH Kre-
peau, cos3gaBas BnevyaTieHne 4BOMHOro OTXOXKAEHUS Maru-
CTpasibHbIX COCYOB OT MPaBOro *enygouyka (puc. 2). AHanu3s
[AaHHOro CKaHa MoKasas, Y4TO XOA JIEr04YHOro cTBofa Umen

HEKOTOpbIK N3rnb. Hannyme yrna mexay nero4yHbiM cTBOSIOM
W apTepuasnbHbiM NPOTOKOM, MO HaleMy MHEHWIo, ABASET-
CSl XapaKTepHbIM MPU3HAKOM TPAHCMO3ULMK Marucrpasib-
HbIX apTepuin. lNpu LBETOBOM [AOMIEPOBCKOM KapTUpoOBa-
HUW BBIXOAHbIX TPAKTOB cepfiua 4YeTKo Bu3yannaupoBancs
M30IMPOBAHHbINA NOTOK, BbIXOAALWMI M3 JIEBOrO XKenygoyka
(puc. 3). Hannume camoCTOSTENBHOrO BbIXOAHOIO TpaKTa
NIeBOro Xenygoyka UCKIoYano 4BOMHOE OTXOXAEHWE maru-
CTpanbHbIX COCYAOB OT MpaBOro Kenyaoyka. bbuio auar-
HOCTMPOBAHO [AWCKOPAAHTHOE BEHTPUKYIOapTepuanbHoe
COeAMHEHMNE: OTXOXKAEHME aopTbl OT NMPAaBOro XKenygouka,
JIEr0YHOro CTBOJSIa — OT JIEBOrO0 Xenyaouka. [Mpun deTtanbHom
axoKapaunorpadum BHyTpUMyTpo6HOro pebeHKa b natonornye-
CKMe OTKJIOHEHMUS He BblsiBfieHbl. O4HaKO y BHYTPUYTPOOBHOIo
pebeHKa b 6bina BbisiBNeHa anna3us JIOKTEBOW, rMnonaasuns
Nly4eBOM KOCTWU cneBa ¢ GOpMUPOBaAHMEM OAHOCTOPOHHEN
KOCOPYKOCTU. KUCTKU BEPXHUX KOHEYHOCTEN C 0BEUX CTOPOH
OblIM @aHOMaNbHbIMM — fleBasi KUCTb BbIragena KyabTen
C ONIUro- U CUHAAKTUIMEN, a cripaBa oTMeYanacb gedbopma-
LMS KUCTU C OTCYTCTBMEM 6€3bIMAHHOIO nanbua. Ha ocHo-
BaHWM BbILWEN3NOMKEHHbIX AaHHbIX Obla YCTAHOBAEH ANArHoO3
«bepemeHHocTb 18 Hep 5 cyT. MoHOXopuanbHas AUaMHUO-
Tnyeckas ABowvHA. BINC nepBoro BHYTPUYTPOGHOrO pebeH-
Ka. TpaHCno3uuusa MarucTpasnbHbiX apTepun. MbllweYyHbln
OMTI. BMP BTOpOro BHyTpMyTpO6GHOro pebeHKa. JlIokTeBas
KOCOPYKOCTb cneBa. OnNurogakTuans M CMHAAKTUAUS cnesa
(KMCTb B BMAE KynbTh). [edopmauus KUCTU U OIMFOAaKTHU-
Nus cnpaBan.

BUOXUMUYECKUIA CKPUHUHT MO XPOMOCOMHbIM

3a6oneBaHUAM

B 18 Hea 5 cyT 6epemMeHHOCTM ypoBeHb anbda-deTonpo-
TenHa (API) coctaBun 1,02 MoM (B Hopme 0,5-2,5 MoM),
XOPUOHMYECKOro roHagoTtponuHa (XIM'Y) — 1,22 MoM (B Hop-
Me 0,5-2,5 MoM). o pe3ynbTataM CKPUHWHIA MEHLMHA
Obla MPOKOHCYNLTUPOBAHA KapaAWOXMPYPrOM U FEHETUKOM,
npoBegeHa 6ecefa 0 HEOBXOAMMOCTM OMepaTUBHOrO Neye-
Husa BIC nocne poxaeHuns pebeHKa, 0 BOBMOXKHOCTU reHe-
TUYeCKKX 3aboneBaHnin. CeMbs OTKa3anacb OT MHBa3MBHOM
[AWArHOCTUKM M peLinna CoxpaHnTb 6epeMeHHOCTb, OCHOBbI-
BasiCb Ha PEUTMO3HbIX YOEKAEHMUSX.

Puc. 2. BHYTpUyTPOGHbIH pebeHOoK A U3 MOHOXOPHanbHOM ABOMHM, 18 Hea 5 cyT rectauuu, ronoBHoe npeanexaHune. PetanbHas
axoKapanorpadus. CKaHbl Yepes MarucTpanbHble apTepun. Mpu M3MeHeHWU AOCTyNa YAanoch OLEHWTb XOA4 U KnanaH Nero4YHon apTepumn.

A — 4yeTblpexKaMepHblit cpes; b — NeroyHblit CTBON € NPOLOMKEHWEM B apTepUasnbHbIi MPOTOK, OTHYETIMBO BUAEH KilanaH ero4Hoin aptepmu
M M3rué B xofe cocyaa; B — aopta
Fig. 2. Intrauterine child A from monochorionic twins, 18 weeks 5 days of gestation, cephalic presentation. Fetal echocardiography. Scans
through the main arteries. It was possible to evaluate pulmonary artery and pulmonic valve. A — four-chamber cut; B — pulmonary trunk
with following ductus arteriosis, pulmonic valve is clearly visible as well as the vessel; B — aorta

lNpumevanme. LV (left ventricle) — neBbin xenyaoyek; RV (right ventricle) — npasbin enygoyek; PA (pulmonary artery) — neroyHasi aptepus;

Ao (aortic) — aopra.

Note. LV — left ventricle; RV — right ventricle; PA — pulmonary artery; Ao — aorta.



Puc. 3. BHyTpuyTpoG6HbIN pe6eHoK A U3 MOHOXOpPUanbHOM ABOWMHW, 18 Hea 5 cyT recTaumu, ronoBHoe npeanexaHue. detanbHas
axoKapanorpadums. YeTblpexkamepHbIv cpe3 cepaLa, LLBETOBOE A0MNIEPOBCKOE KapTUpOBaHMe NOTOKa KPOBU Yepes3 aTPUOBEHTPUKYNSPHbIE
KnanaHbl U NeBbIN BbIXOAHOM TPaKT. OTYETIMBO BU3YyaNnU3UPYeTCS BbIXOAHOM TPaKT IEBOrO KeNyaoyKa. A — yeTblpexkamepHbli cpes

B B-pexunme; b — NOTOKM KPOBM Yepesd aTPUOBEHTPUKYNAPHbIE KNanaHbl; B — neBblil BbIXOAHON TpaKT

Fig. 3. Intrauterine child A from monochorionic twins, 18 weeks 5 days of gestation, cephalic presentation. Fetal echocardiography. Four-
chamber cut of the heart, colour Doppler imaging of blood flow through atrioventricular valves and left outflow tract. Left ventricular outflow
tract is clearly visualized. A — four-chamber cut in V-mode; b — blood flows through atrioventricular valves; B — left outflow tract

lNMpumeyvanme. LV (left ventricle) — neBbii xenyaoyek; RV (right ventricle) — npasbin xenygoyek; LVOT (left ventricle output tract) —

BbIXOAHOW TPaKT IEBOrO Xenyao4Ka.

Note. LV — left ventricle; RV — right ventricle; LVOT — left ventricle output tract.

AuHamuka 6epeMeHHOCTH

MNoBTopHoe Y3WU npoBegeHo B 26 Hen 6epemMeHHo-
cti. OTMevanocb HapacTaHWe MHOroBOAMS, MaKCHMMalb-
Hbl BEPTMKaNbHbIM pa3dMep 60KOBOro KapmaHa — 11 cm.
Mpegnonaraemasa Macca Tena BHYTPUYTPOOHOro pebeH-
Ka A coctaBun 658 £ 58 1 (< 1-ro nepueHTUnIsA), BHYTPUYT-
po6Horo pebeHka b — 650 = 50 r (< 1-ro nepueHTuns).
Mo paHHbIM gonneporpadmn NoKasaTtenn MaTo4HO-MN0A0-
BO-MNJ/1aLIEHTAPHOIrO KPOBOTOKA B npeaenax HopMmbl (puc. 4).
Mpu deTanbHON axoKapanorpadum BHYTPUYTPOBHOIO pebeH-
Ka A oTMe4danocb npeobnagaHne pasmepoB NpaBbix OTAEN0B
cepaua Haa neBbIMU, TPAHCMO3ULMA MarucTpasbHbIX apTe-
pui 6blna noateBepraeHa (puc. 5). bonee petanbHO GbIK
M3y4YeHbl pPeayKLMOHHblE MOPOKM BEPXHUX KOHEYHOCTEN
BHYTPUYTPpOBGHOro pebeHka b (puc. 6), a TaKkxe nuueBble
CTPYKTYPbl BHYTPUYTPOOHbIX AeTtern A u b. B o6oux crnyvasx
OTMEeY€eH [IMHHbIM GUALTP, B3AEPHYTbIM HOC, BAaB/EHHas
nepeHocuua u MUKporHatus. JIOGHble KOCTU He BbICTyna-
nv. TBepagoe HEGO 6e3 aedeKToB (puc. 7). 3aknoveHue:
«bepemeHHOCTb 26 Hep, nporpeccupyetr. MoHoxopuanbHas
[MaMHMOTUYecKasa ABoWHS. MHorosoaune. CUHAPOM 3adepiK-
KW pocTa 060MX BHYTPUYTPOOGHbIX aeTen. MBIIP. Y nepsoro
BHYTpUYyTpOBGHOro pebeHka — BIIC. TpaHcno3uuns maru-
CcTpanbHbIx aptepui. M. Y BTOporo BHYTpUYTPOBGHOrO
pebeHKa — annasus TOKTEBOW KOCTU W rnoniasuns ny4eBom
KocTu cneBa. Onuro- M CUMHAAKTUAMSA cneBa (KUCTb B Buae
KynbTh). ONUrogakTnana cnpasar.

YuuTbiBas MHOrOBOAME, @ TaKKe 3aePKKY POCTa M CTPYK-
TYpHble aHOManuu y BHYTPUYTPOOHbLIX AeTen, 6blno 3ano-
[103peHo reHeTu4yecKoe 3aboneBaHue. KOHOTPYHKasbHbIN
NOPOK, UMEIOWMNCA Y OAHOIO BHYTPUYTPOOBHOIrO pebeHKa,
yKa3blBan Ha HE06XOAMMOCTb MCCNEefOBaHUSA Ha CUHAPOM
On [1HKopaXKu, ogHaKO NMOPOKU pas3BUTUSA BTOPOrO BHYTPU-
YTPOGHOro pe6eHKa — co4yeTaHWe KOCOPYKOCTH, ONIUIroAaK-
TUINKU U TNLEBBLIX AMCMOPDUI — TpeboBanM pacCMOTPEHUS
APYrUX peaKkux CMHAPOMOB. HKeHLuHe NOBTOPHO Mpeanoxe-
Ha MHBa3WBHas AMarHoCTMKa (KapuotunupoBaHue n FISH-
AMarHocTUKa Ha cuHapom [u [Kopaxu), OT KOTOPOW OHa
OTKa3anachb. YXeHlnHa aBaxabl (co cnos — B 26 1 30 Heq
rectauuu) 6blna rocnMTanu3anpoBaHa B cTalMoHap no Mecty

Puc. 4. Jonneporpacdua maTo4yHO-NI1040BO-NNALEHTAPHOI0O
KPOBOTOKa Y MOHOXOPWabHOW ABOMHM C 3a/lEPHKKOM pocTa

B 26 Hep 6epeMeHHOCTH. [TonyyeHbl HopManbHble pe3ybTaTtbl
CKOpPOCTel KpoBOTOKa npu aonneporpadun. Kpueas ckopocten
KPOBOTOKa B apTepuu NynoBUHbI BHYTPUYTPOBHOIO pebeHka A —
Pl 0,68 (A), BHyTpryTpOo6HOro pebeHka b — P1 1,0

(95-# nepueHTunb 1,44) (b), B MaTo4HOM apTepuu crnpasa —

Pl 1,0 (B), cneBa — P1 0,79 (95-# nepueHTtunb 1,24) (I

Fig. 4. Doppler sonography of utero-feto-placental perfusion in
monochorionic twins with growth delay on 26th week of gestation.
Normal results of blood flow rates were obtained during Doppler
sonography. Blood flow rate curve in the umbilical cord artery

of intrauterine child A — PI 0.68 (A), child B— Pl 1.0

(95th percentile 1.44) (B), in the right uterine artery Pl 1.0 (B),

in the left — P1 0.79 (95th percentile 1.24) (I
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 5. BHyTp1yTPOGHbIN peGeHoK A U3 MOHOXOpHUanbHOM ABOMHK, 26 HeA rectalumu, Ta3oBoe npeanexanune. detanbHasa axokapavorpadus:
A — Ha YeTblpexkaMepHOM cpe3e 0TMeYaeTcs yBeMyeHne npasBbiX 0TAeN0B cepaua; b, B — 4eTKo BU3yanuanpyeTtcs OTXOXAEHWE aopTbl

OT NpaBoOro Xenyaoyka B B-pexkume v npu LAK

Fig. 5. Intrauterine child A from monochorionic twins, 26th week of gestation, pelvic presentation. Fetal echocardiography: A — right heart
enlargement on the four-chamber cut; b, B — aortic transposition from the right ventricle is clearly visualized in B-mode and on CDI

lMpumevanue. RA (right atrium) — npaBoe npeacepane; RV (right ventricle) — npaBbIvi xenyno4ek; Ao (aortic) — aoprta.
Note. RA — right atrium; RV — right ventricle; Ao — aorta.

Puc. 6. BHyTpuyTpOoOGHbIN pe6eHoK b 3 MoHoXopranbHOM ABOMHU, 26 Hep rectauuun. Y3U, B-pexxnm: A — neBast KUCTb C ONIUro-
W cuHAaKTununen; b, B — npaBas KUCTb ¢ AedopMaunen KUCTU U ONUIroAaKTUANEN

Fig. 6. Intrauterine child B from monochorionic twins, 26th week of gestation. Ultrasound, B-mode: A — left hand with oligo-
and syndactyly; b, B — right hand with deformation and v oligodactyly

lMpumedaHne. KNctv BHYTPUYTPOGHOro pebeHKa AedpopMUpoBaHbl, OTMEYAETCA OMIOAAKTUINS ¢ 06EUX CTOPOH, CUHAAKTUIUS CNeBa,
MHOroBoAMe.
Note. The intrauterine child hands are deformed: oligodactyly on both hands, syndactyly on the left hand; hydramnious.

Puc. 7. BHyTpuyTpOoGHbIN pe6eHoK b 3 MoHOXopuanbHOM ABOMHU, 26 Hea rectaumu. OueHKa NULEBLIX CTPYKTYP BHYTPUYTPOGHOIO pebeHKa.
Y3WU, B-pexkunm: A — npodunb BHYTPUYTPOBHOTrO pe6GeHKa, 0TMeYatoTcs ANMUMHHbIA GUNbLTP, B3AEPHYTLIN HOC, BAABeHHas nepeHocuua,
MWKpPOrHaTus, MHorosoaue (1); b — HocoryGHbIv TpeyrofibHUK, OTMEYaeTCs AIMHHBIN, LWMPOKUIM GUNbTP (YKalaH cTpenkon); B — 1Bepaoe
HEGO (2) 6e3 nedeKToB

Fig. 7. Intrauterine child B from monochorionic twins, 26th week of gestation. Examination of facial features. Ultrasound, B- mode:

A — lateral view: elongated filter, upturned nose, nose bridge depression, micrognathy, hydramnious (1); b — nasolabial triangle, elongated,
wide filter (shown with arrow); B — hard palate (2) is intact

WUTENbCTBa, MNoflydana fieyeHue no nosody MHOroBoAuS Ucxop 6epemeHHOCTH
M OTCTaBaHWS Macchbl Tena BHYTPUYTPOOHbLIX aeTen. OgHaKo B cpoke 35 Hen rectaumu y 6epeMeHHON OTOLWIU
[OCTaTOYHOro NONOXKUTENbHOIO addeKTa OT leYeHUs oTme- OKOJIOM/I0AHbIE BOAbI, Gblna MpoBeAeHa ornepauus Keca-

YyeHo He 6bIno. peBo ceuyeHue. Poaunuck MNafeHLbl MYMXCKOro mnona,



Maccoun Tena 1680 n 1640 r (MeHbwe 5-ro nepueHTUns).
JlnueBble gUCMOpPPUM BHYTPUYTPOOHLIX AETEN BKIIOYaM
ONMHHBIW, BbICTYNaoWmMn GUnbTp, B3AEPHYTbIM HOC, BAAB-
JIEHHYIO NepeHoculy 1 6posu ¢ cuHodpur3om (puc. 8). Y nep-
BOI0 HOBOPOXAEHHOro NOCTHaTaNbHO Gblfia NOATBEPKAEHA
TPaHCNO3ULMSA MarucTpasbHbIX COCyA0B. Pe6EHOK NPOXKu
23 cyT ¢ neTanbHbIM UCXOAOM. Y BTOPOro HOBOPOMXKAEHHOIO
C KOCOPYKOCTbtO, OfIUFO- U CUHAAKTWAMEN cneBa U ONUro-
JaKTUnMen cnpaBa (puc. 9) nocne poxaeHus 6blia BbisB-
NleHa WeneBuHasa paclenMHa markoro HébGa, Kotopas
He Oblna AMarHoCTMpoBaHa B XoAe NnpeHaTanbHoro Y3W.
BTtopoi MnageHel 6bl1 BbiMMCaH M3 poadoma, COCTOSIHME
npu BbINUCKE YyAOBNETBOpUTENbHOE. Ha MOMeEHT nocnea-
Hero obueHus ¢ poauTenamm pebeHKky 6b110 2 Mec, Macca
Tena — 2300 r, cocTosiHMe pebeHKa OueHMBaNoOCb Kak
yaosnetBoputenbHoe. PebeHOK B Bo3pacTte 1 mec Obin
NOBTOPHO KOHCYNbTUPOBAH TFEHETUKOM, BbISiBAEHbI GeHO-
TUNMYECKME NposiBNeHUs cuHapoma KopHenuu ge JlaHre.
MonekynspHo-reHeTM4ecKoe obcnengoBaHne He 6bi1o Mpo-
BEAEHO M3-3a HEeOOoCTYNHOCTU WCCefoBaHWsS B CTpaHe
(Y3beKkuctaHe) U GUHAHCOBLIX OrpaHUYEHUM CeMbW Ans
npoBefeHUs UccneaoBaHuKs 3a ee npegenamu.

MporHos

lMporHo3 HebGnaronpusaTHbIK. Hapsagy ¢ HapyleHusmu
NCUXMYECKOrO pasBUTUSA Yy OeTen ¢ cuHapomMom KopHenuu
ae JlaHre MOryT pasBuBaTbCs NoTeps Ciyxa, MUOMUS, AMUC-
YHKUMS KenyaoyHO-KULWEYHOro TpaKTa, HapylweHue noso-
BOro co3peBaHus [4]. pn HanUunKn TAKENbIX BPOXKAEHHbIX
NOPOKOB cepaua 1 avadpparManbHOW FPbIXKKU MOXKET noTpe-
60BaTbCs XMPypruyeckas NoMollb B paHHEM HeoHaTalbHOM
nepuoge. MNo Hawum AaHHbIM (CO6CTBEHHOE HabnoaeHue),
paHee oAuH MAajeHeLl, ¢ KOHOTPYHKanbHbIM MOPOKOM cepa-
La He JOXWN A0 XMPYPruyeckon KoppeKunn. edeKTbl HEGa,
aHoManuMn pa3BUTUS BEPXHUX KOHEYHOCTEN TaKKe TpeobyloT
cneundnyecKoro nevyeHns n peabunutauumm [1, 3J.

OBCYXAEHUE

OnucaH cnyyvyan cuHapoma KopHenuu ge JlaHre y MOHOXO0-
puanbHbIx 6M3HEL0B. [TpK TUNUYHBIX 418 AaHHOrO CUHAPO-
Ma nnueBbIX gUucMopdusax (y 060nx MnageHLEeB) y O4HOIo 13
HUX HabnoaaInCb PeAYKLMOHHbIE NMOPOKU BEPXHMX KOHEY-
HOCTer M aedeKT MArkoro HéEGa, a y Apyroro otMevasncs
BPOX/AEHHbIN MNOPOK cepala (nonHaa popma TpaHCNo3nLmn
MarucTpasnabHbIX apTepuin).

ToyHasa ynbTpa3ByKoBas AMArHOCTMKa cuHapoma Kop-
Henuu ae JlaHre B npeHaTanbHOM Nepuode 3aTpygHeHa
[10, 11]. CneundunyecKMx ynbTpa3ByKOBbIX MPU3HAKOB
rnopoka B KOHLe | TpumecTpa 6epeMeHHOCTM HeT, XOTH
HEeKOTOpble MccnegoBaTeNn oTMevanu yTosueHue BOpoT-
HMKOBOro npocTpaHcTBa [10, 12] U CHUKEHNE CKPUHUHIO-
BblIX GMOXMMUYECKUX NoKal3aTtenen — PAPP-A (pregnancy
associated plasma protein A — nnasmMeHHbIW MPOTENH A,
cBf3aHHbIN ¢ 6epemeHHocTbo), AP, XI'Y [10]. OgHako BO
II-1ll TpumecTpax 6epeMEHHOCTM BCE e MOXHO 3anogo-
3pUTb JaHHbIM NMOPOK, ONMPAsSCb Ha YacTo BCTpevatoLmecs
npuaHaku [12]. OgHMM U3 TaKKUX BO BHYTPUYTPOOBHOM Mepu-
ofle ABNAETCA 3a4eprKKa pocTa BHYTPUYTPOOHOro pebeHKa
[10, 13, 14]. OanH 13 OMNUCaHHbIX HAMWU MOHOXOPUasbHbIX
6/11M3HeL 0B OTCTaBan B A/IMHE Tena yxKe B 18 Hef rectauuu.
K 26-i Heng 6epeMeHHOCTU 3afepKKa pocTa Habnoganach
y 060UX BHYTPUYTPOOHbLIX AETEN, NPUYEM NOKa3aTenu Mmac-
Cbl Tefa 6binn MmeHee 1-ro nepueHTuna. OgHaKko, HeCMOTPS
Ha oTcTaBaHWe B (OU3MYECKOM pa3BWUTUM, NOKal3aTenu
MaTO4YHO-MI040BO-MNALLEHTAPHOMO KPOBOTOKA COOTBET-
CTBOBANM HOPMasbHbIM 3HAYEHUAM Yy 060UX BHYTPUYTPOOG-
HbIX AeTew, 4YTO MO3BONSSIO MCKIYMTbL NaaueHTapHYto

Puc. 8. deHoTMN 61M3HEL0B C IMLIEBLIMU AUCMOPDUAMMU
npu poXKAeHUn: A — HOBOPOXKAEHHbIN 6nn3Hel, ¢ BIC;

B — 6113HeL, ¢ KOCOPYKOCTbIO

Fig. 8. Phenotype of twins with facial dysmorhia at birth:
A — newborn twin with congenital heart disorder;

B — twin with clubhand

MpumedaHne. OTMeYaloTca ANHHbIE, NyCTble, CIMBHbIE 6POBU

1 BblpaXXEHHOE OBOJIOCEHWE Ha rofioBe, A/IMHHBIN, BbICTYNAlOLWMI
dunbTp, 3anasLias nepeHocuLa, TOHKKe rybbl ¢ OnyLeHHbIMU BHU3
YronKkamu U MafneHbKui Noa60POAO0K.

Note. There are long, thick, coalesced eyebrows, and significant
amount of hair on the head, long, protruding filter, nose bridge
depression, thin lips with lowered down corners, and small chin.

Puc. 9. Knuctn HoBopoXKaeHHOro 6ansHela ¢ peayKUMOHHbIMU
NMOPOKaMU BEPXHUX KOHEYHOCTeN: A — ONUroAaKTUAUS NpaBoW
KUCTK, annasusa 4-ro nanbla, KIMHOAAKTUAUA 5-ro nanbLa;

B — KOCOpyKOCTb, rMnonnasus npeanieybs, Ouro- U CUHAAKTUINS
cnesa

Fig. 9. Hands of newborn twin with heterotypic abnormalities

of upper limbs: A — right hand oligodactyly, 4th finger aplasia,

5th finger clinodactyly; B — clubhand, forearm hypoplasia,

oligo- and syndactyly on the left

HeJOCTaTOYHOCTb. TaKXKe 0TMeYanoch yBelnyeHne Konmye-
CTBa OKONOMNOAHbIX BOA, KOTOpPOe 6blI0 OTMEYEHO U ApYru-
MW uccnegosatensamu [11, 14].

OueHKa n1ua BHYTPUYTPOBGHOrO pebeHKa MMeeT Hemano-
BaHOe 3HayeHue Mpu MOCTaHOBKE AMarHosa cuHapoma
KopHenuun ae JlaHre [13], ¥, N0 MHEHUIO MHOTMX aBTOPOB,
NYYLWKUX Pe3ynbTaToB MOXHO A0OUTHCS C MOMOLLbIO 06beEM-
How axorpaduu [13, 15]. Y BHYTPUYTPOGHbLIX AETEW C CUHAPO-
Mom KopHenuu ae Jlarre T. Marino v coaBT. [16] Habntoganu
nedeKT rybbl, KOTOpbIK coveTancs ¢ guadpparManbHOM rpbl-
en. HocoryGHbIn TpeyrofibHUK y 060MX BHYTPUYTPOOHbIX
geTen B HaweMm HabnoAeHWM BU3yann3uMpoBasn 4YeTKo,
6e3 nedekToB. TBepaoe HEGO BM3yannM3npoBaioCh MHTAKT-
HbIM, OQHAKO Yy BHYTPUYTPOGHOro pebeHKka b nocne pox-
[leHns 6bi BbiiBNeH Heb6onblon aedeKT MArkoro HeEGa.
B Halem HabnogeHnn npu oueHKe npoduas BHYTPUYTPOO-
HOro pebeHKa y 6/IM3HELLOB OTMEYEHbl XapaKTepHble YepThbl
nvua: HebonbLIoe YTOSLLEHME KOXM B MepUMHa3anbHom obna-
CTW, BAa@BNEHHasa nepeHocuua, B3AEPHYTbIM HOC, AJIMHHbLIN
GUNBTP U MUKPOrHaTUS. ITU NPU3HAKK HecneundUyHbl ns
KaKon-nnbo naTonornu, U aHanorMyHylo KapTWHY MOXKHO
HabnaaTb NpyU APYruX CUMHAPOMaX, Hanpumep CUHApOME
®dpuHca, NMannuctepa—Kunnunana, Po6ruHoBa, Aun JKoparKu.

Curapom ®PpuHca (OMIM 229850) — peaKoe reHeTu-
yeckoe 3aboneBaHMe C ayTOCOMHO-PELLECCUBHBIM TUMOM
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HacnegoBaHUs, NOMyNsaUMOHHAsa YactoTa KOTOPOro COCTaB-
naet 0,7 Ha 10 Tbic. poxaeHun [17]. Hanbonee pacnpo-
CTPaHEeHHbIW Npu3HaK cuHapoma PpuHca — 310 Anadpar-
ManbHas rpbika [17, 18]; npumepHo y 10% nauueHToB
¢ anadparManbHoOM rpbixXen UMeeTcs 3ToT cuHapom [18, 19].
Nnuesble gucmopdun npu cuHapome ®puHca, UmetoLLmecs
y 25-30% 60nbHbIX, BKIOYaOT cneuudmnyeckue rpyoble vep-
Tbl ML@, BbICTynatowmne Hag6poBHbIE Ayru, B34EPHYTbIM HOC,
MaKpPOCTOMMUIO, LMPOKYIO BEPXHIOK ry6Y, MUKPOPETPOreHUIO,
MWKpOdTaNbMUIO, KOPOTKYIO LIEK, paclilenHbl ryébl n/wmnm
HEGa [17]. AHOManuUM [UCTaNbHbIX OTAENOB KOHEYHOCTEW
BK/IOYAIOT rMNonnasunio TEPMUHaNbHbIX GanaHr U HOrTeBbIX
nnactmHok [20], ogHaKo B MEAMLMHCKOW nutepatype ony-
6/1MKOBaHbl COOOLLEHMS O CyYasX 3KTPOAAKTUINK C CUHOAK-
TUIMEN, MOPAXKEHUS KMCTU C OTCYTCTBMEM OTAENbHbIX Nab-
LeB M TepMUHanbHbIX GanaHr [21, 22]. [porHo3 ans }u3Hu
HebnaronpuaTHbIK, BCce AeTM 0Obl4HO nornbatoT B nepsble
Yyacbl MAM CYTKM NOCME POXAEHWS B CBSA3M C MOCNEACTBU-
AMU gnadparmManbHON TpbiXKK. Y BbIXKMUBLUIMX OTMeEYaeTcs
YMCTBEHHAas OTCTaNoCTb Pas3/iMyHOM cTeneHun [22].

B onucaHHbIX HamK cnyyvasx OTcyTcTBME Anadparmalnb-
HOWM TPbIXXKU M HANTMYME 3afePrKKMU PoCTa UCKIYaNM CUHAPOM
®dpuHca.

CuHapom lNannnctepa—KnnamaHa (CUHAPOM MO3aUyYHOM
nsoxpomocombl 12p, OMIM 601803) — peakoe cnopa-
[MYEeCKOEe XPOMOCOMHOEe 3abosieBaHue, KOTopoe xapaKTe-
pu3yeTcs TKaHecneuuMPpuyHbiM Mo3auum3mom. CuHApOM
Mannuctepa—KnnnnaHa MOXHO 3anogo3puTb Npu O6Hapy-
KEHUW B NpeHaTasbHOM Nnepuoge MHOroBoaus u guadpar-
MasibHOW TPbIKKU, a TaKXKe PU30OMENMYECKON MWUKPOMETUK
[23]. MNocne poxKaeHUsa TUMWYHbI TAXKenas yMcTBeHHast oTcTa-
NOCTb, CYAOPOrH, TMMNO- WUAW TUNEPNUrMeHTaums, auueBble
ancmopduKn, BKAKOYaloLWME BbICTynawwmm 106 ¢ pegknmm
BO/IOCaMU, TMNEPTENOPU3M, B3AEPHYTbIM HOC, MTOCKUIN 3aTbl-
JIOK U KOpoTKas wWwes [23, 24]. TakKe K XxapaKTepHbIM Npu3Ha-
KaM CMHAPOMa OTHOCAT AMCMPOMNOPLMOHANbLHOE pa3BuTUE
KOHEYHOCTEN C YKOPOYEHMEM WX MPOKCMManbHbIX OTAEN0B,
COMpPOBOXKAaloLWEECHa KOHTPaKTypaMu CyCTaBOB WM CTOMKUM
orpaHuyeHnem o6bemMa aKTUBHbIX ABUKEHUN [23, 24].

CuHapom PobnHoBa — penKoe reHeTnyeckmne 3abosneBa-
HWe, XapaKTepuayloleecs Me30METNYECKUM YKOPOYEHNEM
KOHEYHOCTEeN, MOPOKaMM Pa3BUTUSA NMLA U FeHUTaNbHbIMU
aHomanuamu. Ero 4yacto HasblBalOT CMHAPOMOM «C SIMLOM
nnoga», NMOCKOMbKY Npoduab Nvua WM BHELWHWA BUA 3TUX
naunMeHToB HanoMWHalOT 8-HeaeflbHOro BHYTPUYTPOBGHOrO
pebeHKka [25]. JlnueBble AMCMOPOUM BKIOHAIOT LUMPOKKM
W BbICTynawuwmumn 106, runonaasuvio cpegHen 4vactu nuua,
KOPOTKUM B3AEPHYTbIM HOC, TMNEPTENOPU3M, MEPEBEPHYTYIO
V-06pa3Hyto BEpPXHIOLO ryby [25, 26].

B HalweM HabntogeHUW HeBbICTyNatoLWmn 106 Npu oLeHKe
npoduns BHYTPUYTPOOHbIX AETEN NO3BOANI UCKTIOUYUTD CUHA-
pombl NMannuctepa—KunnunaHa n PobruHoBa.

CuHapom [u [Kopau — XPOMOCOMHas aHoOManus, BO3-
HWKalowas B pesynbTate geflelMn Ha AAMHHOM naedye Xpo-
MocoMbl 22 (del 22g11.2) [27]. KOHOTpYHKasbHble MOPOKK
cepaua HabnwgatTtes B 75% cnyyasx, runonapatmpeos —
B 60, 3ageprKKka pa3Butus — B 38, HapylweHue PyHKLMH
MOYernonoBomn cucteMbl — B 36, BO/IYbA NacTb — B 9% BCex
cnyvyaeB [27]. PacnpocTpaHeHHOCTb cuHapoma Au [KopaKu
coctaBnset ot 1: 1000 go 1 : 6000 KnBOPOXKAEHHbIX [27, 28].
JleTanbHOCTb Ha 1-M rogy *M3HW cocTaBnsieT nopsaka 4%
[27]. CMHOPOM MOMKET ObiTb 3anofo3peH B MpeHaTasibHOM
nepuoae Mo HalMyMil KOHOTPYHKANbHOrO NMopoKa cepaua
y BHYTPUYTPOGHOro pebeHKa u Mnpu BbIIBNEHUU AOMOMHM-
TeNbHbIX XapaKTePHbIX TNLEBbLIX AUcMopdum [28].

B Hawem HabnwoaeHUM Hanan4yne KOHOTPYHKalbHOro
NopoKa M NULUEBbLIX AMCMOPDOUIN Y OQHOTO BHYTPUYTPOBHOIO

pebeHKa M3 MOHOXOpMabHOW ABOMHW AaBaio BO3MOXHOCTb
npeanonaratb y 3T0r0 BHYTPUYTPOOBHOro pebeHKa CUHOPOM
Ov-KoparKu.

B nutepatype Takxe 6bliv OnMcaHbl ciyd4an CMHApOMa
KopHenuun fe JlaHre ¢ reHuTanbHbIMWU aHOMaNUsIMKU, KUCTOM
OPbIXKENKN U MOpaXKeHUEM BEPXHUX KOHeYHocTen [29]. Tak
KaK npu cuHapome KopHenuu ae JlaHre dale nopakatoTcs
BEPXHME KOHEYHOCTW C Pa3BUTMEM JIOKTEBOM KOCOPYKOCTH
W ONIFOAAaKTUANK, TO BO BHYTPUYTPOOGHOM Nepuoae BO3HMKa-
eT HeobxoammocTb AnddepeHLManbHOW ANarHOCTUKKM AaH-
HOro NnopoKa ¢ pAaoM reHeTU4YeCcKnx 3aboneBaHum, KOTopble
TaKXKe xapaKTepuayloTcs NOpoKaMu Npeanieybs U KUCTH.

CuHapom EEC (ectrodactyly-ectodermal dysplasia-clef-
ting syndrome) — pefKkun reHeTUYeCKUM CUHAPOM, KOTO-
pbIi NpOsIBASETCS TpMaaon NpPM3HaKOB: pacLlleIMHON nuua,
IKTPOAAKTUINEN KOHEYHOCTEN N MPU3HAKaMK 3KToAepPMasb-
Hon agucnnasumn [30, 31]. SKTpoaaKTUAMS — 3TO aHOMa-
SIS KOHEYHOCTEN, KOTOPas XapaKTepuayeTcs BPOXKAEHHLIM
HeJopa3BUTUMEM MK OTCYTCTBMEM OAHOMO NGO HECKOMbKMX
nanbLeB Ha pyKax U/Wan Horax. B cnydyae oTCyTCTBMS LiEH-
TpanbHbIX NanbLeB GopMUpPyeETCH MMyOOKUIN MeXnanbLEBbIN
NPOMENKYTOK — pacliennHa, pasgensaiowas KOHe4YHOCTb Ha
[B€ Bblpa)XeHHble 4acCTW, HaMOMWHas «KeWwHeobpasHyto
Knctb» [31]. O4eHb 4acTo y TaKMX NaLUMEeHTOB BCTpevatoT-
CSl BPOXAEHHbIE MOPOKM Pa3BUTUS MOYEBbIAENTUTENbHOM
cuctemsl [30].

AKpo-Kapano-paumnanbHbii cuHapom (OMIM 600460) —
peaKUn reHETUYECKUN CUHAPOM, XapaKTEPHbIMW MPU3Ha-
KaMW KOTOPOro SIBASIOTCA 3KTPOAAKTUAWS KUCTEM M cTon,
pacluenunHa rybbl u/vmnu Hé6a, AMCMOPPU3M NKLLA, BPOXK/IEH-
Hble MOPOKM CepaLa M 3afep)Ka YMCTBEHHOro pasBuTHS.
Aucmopdunsm nuua HecneumdbuyeH TONbKO ANA AAHHOrO
CUHAPOMa: OTMeYaloTCs paclleNuHbl ryébl U/unun HEGa, HU3-
KO pacno/ioXKeHHble 60/bluMe aHOMasNbHble YLK, LMPOKas
M MNIOCKas nepeHocuua, B3AEPHYTbIM HOC, MUKpOrHaTus,
BbICTynaoowme rnasa, runeptenopmam M AAUHHbIE PECHU-
ubl [32]. Takke npu akpo-kapavo-daumanbHOM CUHAPOME
HabnogaeTca 3agepKa BHYTPUYyTPOOHOro pocTta [32].

CuHgpom Cmuta—Jlemnn—-Onutua — pepkoe 3abone-
BaHWe C ayTOCOMHO-PELLECCUBHLIM TUMOM HacnefoBaHus,
CBfi3aHHOE C HapyweHueM meTabonn3ma xonectepuHa
[33]. 3aboneBaHue pguarHoctupytoT y 1 n3 20-40 TbiC.
HOBOpPOXAeHHbIX [33]. lMNMauuneHTbl ¢ cuHapoMom Cmuta-—
Nemnn—-0nuTtua B 60N1bWNHCTBE Clly4aeB UMEIOT OTCTaBaHue
B YMCTBEHHOM pa3Butuu, y 50% gnarHoctupyercs aytuam
[33, 34]. Tunn4HbIMK NMpU3HaKamu 3abosieBaHUs ABAKIOTCA
HW3Kasa Macca 1 AnnHa Tena Npu poXxaeHnn, Mukpouedanus,
nedbopMMpOBaHHbIE M HW3KO PACMOIOMKEHHbIE YLIW, KOCO-
rnasue, KOPOTKUM HOC C WMPOKMM KOHYMKOM M OTKPbITbIMU
Bnepes HO3APSMU, MUKPOTHaTHS U LUMPOKUI anbBEONSPHbIN
Kpav BepxHen 4entocTH, paclienvHa HEGa. TakKe y TaKux
nauneHTOB OTMEeYatoTCa rMNocnaans, KPMNTOPXM3M U rnep-
Tpodua Knutopa. HYacto HabnogarTCs BPOXKAEHHbIE MOPOKK
cepaua, aHoManMu MoYeK, NaxoBble MPbIKKM U rrnoniasusg
Tumyca [34]. U3 CKeneTHbIX aHOMalWK Yalle BCTpevyaeTcd
nocTakcuanbHas NONMAAKTUANS KMCTER M/WUAn CTOM, OAHAKO
BO3MOMHa 3KTPO-, MOHO-, OfIUrO- U BGpaxuMaaKkTUNus, paau-
anbHas WK yNbHapHasa AeBuaLMs NanbleB, KIMHOAAKTUANS
W pasnnyHble CUHAAKTUIMK, a TaKKe pU3o- 1 me3omenuye-
CKOE YKOpOYEHME BEPXHMX KOHEYHOoCTeN [33, 34].

CuHgpom Xonta—Opama — peAKUrW CUHOPOM C ayTo-
COMHO-JOMWHAHTHbLIM TUMOM HacNeAoBaHUs, COYeTatoWmM
NMOPOKKU Pa3BMUTUS OMOPHO-ABUraTeNlbHOMO annaparta u cep-
[e4HO-cocyamcTon cuctemsbl [35]. PacnpocTpaHeHHOCTb CUHA-
poMa — 1 Ha 100 TbiC. }XMBOPOXKAEHHbIX [36]. CepaeyHble
NMOPOKKU MOryT ObiTb NPeACTaBEHbl CeNTasbHbIMU AedeKTa-
MU, KOHOTPYHKaNbHbIMX NOPOKaMMU M aHOMasbHbIM BEHOS3-



HbIM BO3BPAaTOM JiIeroYyHblXx BeH [35, 36], NOPOKKU BEPXHUX
KOHEYHOCTEN — CMHOCTO30M JIly4EBOM U JIOKTEBOM KOCTEW,
WX YaCTMYHbIM WMAW MOMHbLIM OTCYTCTBMEM, @ TaKXe KIUHO-
W CUHAAKTWUANEN, OTCYTCTBMEM MEPBbLIX MACTHLIX KOCTEN MK
OTAEeNbHbIX NanbLes [36].

OOHako B Hallem HabnwaeHuu aHomManua cepgua
W peayKLUMOHHbIE MOPOKKU KOHEYHOCTEN He Oblin 06Hapy*Ke-
Hbl Y OQHOI0 U TOFO YK€ BHYTPUYTPOOHOr0 pebeHKa, 4To aano
BO3MOHOCTb UCK/TIOYNUTb AaHHbIA NOPOK.

TAR-cuHgpom (thrombocytopenia, aplasia of the radial —
TPOMOOLMTONEHNUS C OTCYTCTBMEM JNy4eBbIX KocTen, OMIM
274000) aBnseTcs CMHAPOMOM C ayTOCOMHO-PELLECCUBHbBIM
TMNOM HacneAoBaHUS, XapaKTepusyllwmmMes TPoM6GOLKTO-
neHWen n ABYCTOPOHHUM OTCYTCTBMEM Jly4YEBbIX KOCTEW NpU
HannMynu 60/blUMX NafbLEB 06EMX PYK C BblparKEHHON paau-
anbHOM AeBuauumen Kucten [37]. PacnpocTpaHeHHOCTb —
1 Ha 100 TbiC. HOBOPOXKAEHHbIX [38]. PeakMMu cumntoMamu
INs AaHHOro 3ab6ofieBaHMA BbICTYNaloT paclienvHa HEGa,
HU3KKUI POCT, KOCOrNasune, BPOXAEHHblIE MOPOKKU cepaua,
eNyAo4YHO-KMLWEYHOro TpaKTa, reHnTanum 1 nodek [37, 38].

Taknm o06pa3oM, crnekTp anddepeHumanbHOM auMarHo-
CTUKM cuHapoMa KopHenuu ge JlaHre B npeHaTanibHOM nepu-
Ofle OYeHb LWMPOK W BKIOYAET pasfnyHble reHeTU4ecKune
CMHAPOMbI, KOTOPbIE XapaKTepu3yoTcs NULEBLIMKU ANCMOP-
dMAMM U peayKUMOHHBIM MOParKEHMEM BEPXHUX KOHEYHO-
cten [39].

3AK/IIOMEHME
CuHgpom KopHenuu pge JlaHre MOXKET NposiBAATbCH
Yy MOHOXOpHanbHbIX BIM3HELOB. 3TOT QaKT BaxeH Ans npak-
TUYECKMX Bpayven B CBA3M C OTHOCUTESIbHOW FeHEeTUYEeCKOM
O[HOPOAHOCTbLIO TaKMX AeTen. B npeHaTanbHOM nepuoae npu
Y3WU Bo lI-Ill TpumecTpax 6epeMeHHOCTU cUHAPOM KopHenuu
ne JlaHre Heo6xoaMMO 3anofo3puUTb U BKIOYUTL B Andde-
peHLUManbHO-ANarHOCTUYECKUIM PSA NPU OGHaPYKEHUM TaKKX
NPU3HaKOB, KaK:
® 3ajepxKa pocTa BHYTPUYTPOOHOro pebeHKka/neTemn ¢ Hop-
ManbHbIMKM MNOKazaTensMu gonneporpadpun maTtoyHo-
NI0AO0BO-NNALEHTAPHOro KPOBOTOKA;
® coyYyeTaHMe 3afepPKK pocTa ¢ MHOrOBOAMEM;
° JuueBble gucMopdun B BUAE B3AEPHYTOro HOca C BAaB-
JIEHHOW nepeHocUUen, ANMHHOrO GWUAbTPa, TOHKKUX Ty6
C ONYLLEHHbIMKU YrofiKamMu pTa, MMKPOrHaT1u;
® aHoMaliMM BEPXHUX KOHEYHOCTEN B BUAE NOKTEBOW anna-
3UW, OSIUTO- U KIMHOAAKTUANMK;
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B 0630pe aHanusunpyroTcs ornybMKoBaHHbIe JaHHbIe 0 MPOPUIAKTUYECKUX Mepax Mo 60pbbe ¢ pa3BUTUEM METab0/IM4YECKO-
ro cuHgpoma (MC) y pneteit. B coBpeMeHHbIX MeXAyHapOAHbIX UCCEA0BaHUSAX, MPOBOAMMbIX B pa3BUBAIOLUMXCA CTPaHax,
06CY»KAaloTCS LWMPOKNUI Anana3oH PUCKOB U TepprUTopUaibHas AndoepeHLmnaLims B COCTOsIHUM 340p0Bbs getern ¢ MC. [ns
roucKa ctaten ncrnosab3oBaanck 6assl PubMed, SCOPUS n Web of Science. B 063ope antepatypbl 12 UCTOYHMKOB, cTaTbn
ony6unKoBaHbl B nepuog ¢ 2020 no 2021 r. [laHHasa npobiemMa ManonsydeHHa u TpebyeT npoBeAeHUs JONOTHUTENbHbIX
KJIMHUYECKMX UCCe0BaHUI U ONpeAeeHns HOBbIX acreKToB NPeBEHTUBHbLIX Mep 1o 6opbbe ¢ pa3sutnem MC y aete.
B ¢Bsi31 C LUMPOKOK pacrnpoCTPaHEHHOCTbIO, BbICOKOH COLMaibHO-9KOHOMMYECKOM 3HaYUMOCTbIO, @ TaKXKe yXyAluaroLuMmucs
rnoKasaresIsIM1 KadyecTBa XU3HW nalymneHToB AeTCKOro Bo3pacta ¢ MC u oxupeHMem ocBelleHme BONpoCcoB 1 JalibHelllee
U3Y4YEeHUe COBPEMEHHBIX aCreKToB MPoPUIaKTUHECKMX Mep AaHHOro CUHAPOMAa SBJISIOTCS 4pe3BblYalHO BaXHbIMU A/
CBOEBPEMEHHOM AnarHoCcTMKkM MC U npuMeHeHMss COBPEMEHHbIX METOAO0B €ro NpeayrnpexaeHus.

KntoyeBble coBa: MeTab0/IM4ECKNI CUHAPOM, NPOPUIaKTHKa MeTaboIMYeCcKoro CMHAPOMa y eTeH, OXXUPeHUe

Ansa yutupoBanus: Lllynaes A.B., LLUnkanesa A.A., LLlaBanves P®., Anb6uuKnii B.KO. MexayHapoaHbIi B3rsSA Ha acneKTbl
npodunaKkTMyecKknx mep no 6opbbe ¢ pa3BUTUEM METABOIMYECKOr0 CUHAPOMA Y AeTel. Bornpochkl coBpeMEHHOM rneanaTpum.
2022;21(1):51-54. doi: https://doi.org/10.15690/vsp.v21i1.2391

BBEAEHUE

B HacTosllee BpeMS Cpean HaceneHus AETCKOro BO3-
pacta yBenuyunacb pacrnpocTpaHeHHOCTb W36bITOYHON
Maccbl Tena U OXMPEHUS M3-3a HeaoCTaTovyHOW U3nye-
CKOM Harpysku W HepauuoHanbHOro nutaHusa. lNMomumo
CTpaH C BbICOKMM YPOBHEM [0X0Aa, YacToTa yBennM4nmBaercs

M B CTpaHax C HU3KMM WU CpedHUM ypOBHEM JOX0AoB [1].
B 2016 r., no AaHHbIM BcemupHoOW opraHu3auuu 3apa-
BooxpaHeHus (BO3), 41 MAH geTert UMenu M36bITOYHYIO
Maccy Tena Wi cTpaganu OXUpeHueMm, nodtu 50% 13 Hux
ObinnM B Bo3pacTe A0 5 neT. MU36bIToYHyl0 Maccy Tena unm
OXMPEHUE cpean AETEN M NOAPOCTKOB cTaplle 5 net umenu
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340 MnH YenoBeK, pPacnpoCTPaHEHHOCTb U36bLITOYHOM Mac-
Cbl Tena B AaHHOM BO3PaCTHOM rpynne pe3ko BOo3pocia —
c 4% (B 1975 r.) po 6onee 18% (B 2016 r.) npn NOYTU paBHOM
none cpean o6oux nonoB (18% cpean aesoyek n 19% cpeam
Manb4ynMKoB). PacnpocTpaHeHHOCTb OXMPEHUs B 3TOW BO3-
pacTHow rpynne coctaBnana < 1% B 1975 ., a B 2016 r. oHa
gocturna > 124 mnH YyenoBekK (6% aeBo4veK n 8% Manb4yMKOB)
[1, 2]. Poccuincknumm nccnegoBatensaiMu Takxe Beaytcs pabo-
Tbl MO U3YYEHUIO N36LITOYHOM MacChl Tefla U OXUpeHus [3, 4],
PONN OXMPEHUS B PasBUTUKM METaABOIMYECKOro cuHAapoma
[5] 1 nepcneKTuBbl Hay4HbIX UCCNefoBaHUM B 061acTu Mpo-
PUNAKTUKU OETCKOW WHBanuaHoctu [6]. Ons o6o6uweHus
TEKYLMX AaHHBIX O PACNpPOCTPAHEHHOCTU MEeTaboIMYECKOro
cuHapoma (MC) B AeTCKOM Bo3pacTe M 411 niaHupyeMoro
NPOBEAEHNS CPaBHEHUS C pe3ynbTaTaMu UCCNefOoBaHUNM,
NnoflyYEHHbIMKU Ha TeppuTopun Poccuinckon Pepepauum,
a TaKKe N9 NpuBeYEHNss BHUMAHUS K Npobneme coxpaHsio-
LMXCA pas3Horiacui mexay pas3nnyHon auarHoctukon MC
B NeavaTpuMyecKom nonynsaunn 6bin npoBeaeH 063op ny6au-
KaLui, oTpa)katowmx onbiT pa3BMBaIOLMXCSA CTPaH MUpa.

BbICOKMIA YPOBEHb OXMPEHWUS M HELOCTATOYHOCTU GU3U-
YECKOM aKTMBHOCTH, a TaKXe pocT 3abosieBaeMOCTU caxap-
HbIM AnabeToM 2-ro TMna B NeanaTtpuyecKor nonynsuuu
B CTpaHax [lepcmuackoro 3anuBa W BAMXKHEBOCTOYHOrO
pernoHa AMKTyeT Heo6X0AMMOCTb MPOBEAEHUS HOBbIX UCCe-
noBaHuKn B chepe npodunakTM4eckmnx mep no 6opbbe ¢ pas-
BuTMeM MC y peten [7]. Uenbto pa6oTtbl W. Saeed u coaBT.
6bIN0 M3y4eHne pacnpocTpaHeHHocTM MC y feTed WKOSb-
Horo Bo3pacTa B MemeHe [7]. OCHOBHbIM BbIBOAOM AaHHOTO
nuccnefoBaHus SBASETCS TO, YTO AETU NOABEPKEHbI NOTEHLM-
anbHOMY PUCKY OXKupeHus, MC 1 npeaanabeTa, HECMOTPS Ha
MX HU3KYIO BblIBNSIEMOCTb. Pe3ynbraTbl yKadaHHOM paboThbl
noJ4YepKnBaloT HeO6XOAMMOCTb PaHHEro BbiABNeHUs MC
W TUwaTenbHoro HabnioaeHus 3a OeTbMW, MOABEPIKEHHbI-
MU PUCKY, YTO SIBASIETCA Ba)KHbIM 3TanoM GpOpMUPOBaHMUS
cTpaTerMmM OKas3aHus MEepPBUYHOM MEOMLIMHCKOW MOMOLM,
KoTopas 6yaet cnocob¢cTBoBath aGPEKTUBHOMY NpeaoTBpa-
LeHuto passutua MC B neguatpuyeckon nonynaumm [7].

MHoroueHTpoBoe uccnenoBaHme CASPIAN-V npoBeaeHo
cpean 3843 yyawmxcs B Bo3pacTe OT 7 o 18 nert, KoTo-
pble OblIM OTOGPaHbl METOAOM MHOrOCTyNeH4YaToOn CcTpaTu-
duUUMPOBaHHON KnacTepHow BbIGOPKM M3 30 NPOBMHLMMN
MpaHa [8]. CpaBHMBanu HAeKC macchl Tena (MMT) n obxsar
Tanuu ONs BbIIBEHUS KOMMOHEHTOB puUcKa pasButua MC
y OEeTEN WKONbHOro Bo3pacTta. CpeaHuii BO3pacT y4aCTHUKOB
(52,3% manb4ymkoB) coctaBun 12,4 + 3,05 roga. CBa3b Mex-
oy o6beMom Tanun u MC B KOMMJIEKCHOW OLEHKE PUCKOB
OKa3anacb cuibHee B cpaBHeHuu ¢ UMT y geten WKOoNbHOro
BO3pacTa, NoJ4YepKnBas BaxKHOCTb NpuBAeYeHns 60MblUero
BHUMaHWS K ab0MMHaIbHOMY OXXMpPEeHUIo B AeTcTee [8].

MC cTan oHOM M3 OCHOBHbIX NPOGaEM 06LLIECTBEHHOIO
3[paBOOXpaHeHnss BO BCEM Mupe B CBSA3W C €ro cylue-
CTBEHHOM KOppensuuen ¢ MNOBbIWEHHbIM PUCKOM pa3Bu-
TMS caxapHoro avabeta 2-ro Tuna U cepaevyHo-CoCyaANCTbIX
3aboneBaHu y aeter v NoapocTKoB [9]. MccnepnoBaHue
A. Alowfi n coaBT. 6bl/10 HanMpaBIEHO Ha OMpeaeneHne pac-
npocTpaHeHHoCcTH daKkTopoB pucka MC cpean noapoct-
KoB B CaypoBckon ApaBuu. [JaHHOE KpOCC-CEeKLMOHHOEe
uccnegoBaHMe MPOBOAMIOCH B ABYX WKOMAAX ANS AEBOYEK,
13 808 cTyaeHToK 172 oby4atowmxcsa B Bo3pacte oT 12 go
19 neT NpUHAIK B HEM AOBPOBONbHOE yyacTue. bbiin npo-
aHann3npoBaHbl AeMorpaduyeckne aaHHble, M3y4eHbl aHTPO-
NoMeTPUYECKME AaHHble (KPOBSHOE JaBeHWe, macca Tena,

pocTt, UMT n o6xBaT Tanuu), a TakKe BUOXMMUYECKUI aHaNn3
KPOBM HaToWaK (roKo3a U TpUrMLepuabl nnasmol, anno-
npoTenabl BbICOKOWM W HWU3KOM MIOTHOCTH). poBeaeHHoe
uccnegoBaHue nokasbiBaeT, 4To MC pacnpocTpaHeH cpeau
[leTeil 1 NOAPOCTKOB EHCKOro nona, CTpaaatolmx OXUPEHK-
€M ¥ M36bITOYHOM Maccon Tefa, HO TaKXKe NPUCYTCTBYET cpe-
an tex, y koro UMT B npegenax HopMasnbHbIX 3Ha4eHun [9].

M3 234 peten B Bo3pacte 6-11 net 8,9% ctpagann MC.
Bbinv npoBefeHbl aHKETMPOBAHWE A5 OLEHKMK COLMasibHO-
neMorpaduyecKkmx AaHHbIX, CBA3aHHbIX C 06Pa30M KM3HH,
M @aHTPOMOMETPUYECKME N3MEPEHNS. PacnpocTpaHeHHOCTb
MC B uM3yyaembix rpynnax umena npsMylo KOppensuuio
c nokaszatenamu UMT u pocna ¢ yBEeNIUYEHUEM CTEMEHU
oxupenusa: UMT B HopMe (4,5%), npn M36bITOYHON Macce
Tena (16,7%), y nuu, ctpagatouwmx oxupeHuwem (30,0%).
Monyy4eHHble pe3ynbTatbl NOATBEPXKAAOT HEOOXOAUMOCTb
He3aMeanuTeNbHOW pa3paboTKM couManbHO-Npodunak-
TUYECKUX MEPONPUATUI B LWIKOMAX, HanpaBiEHHbIX Ha
CHUXEHUE MeTabO/IMYECKUX PUCKOB B MeavaTpuyYecKon
nonynsaumum [10].

[ns npefoTBpalleHMs pPacrnpoCTPaHEHUS OXUPEHUs
TpebyeTcs obnagatb 3HaHWSMKU 06 yrpoalolmx nocnej-
CTBUSIX M3BLITOYHON Macchl Tena U NOBbIWEHWM PUCKa pas-
BUTHS TaKMX OMACHbIX 415 XM3HW YenoBeKa 3a60/eBaHUN,
KaK aTepoCcKnepos, apTepuanbHas rmnepTeH3uns, caxapHbii
anaber, cepevyHOo-cocyancTble 601€3HU, BO3HUKALIOLLMX NPU
n36bITOYHON Macce Tena. Llenbto nccnegosaHms aBTopoB M3
Typuunn R. Bozbulut n coaBT. 9BNSINCL OLLEHKa 0CBEAOMIIEH-
HOCTW ieTeil 06 ONACHOCTU OXUPEHUS U ONpPeaesieEHNE CBA3K
MEXay YPOBHEM 3HaHWW, NMPUBEPIKEHHOCTbIO 340POBOMY
06pasy XKM3HU, Ka4eCTBOM MULLEBbIX NMPUBbLIYEK WU HaNU4YU-
€M KJIMHWKO-COoLManbHbIX GaKTOpoB pucKa passutmua MC.
B nccnenosaHue BrItouMamM 236 geten ¢ M36bITOYHOM Mac-
con Tena (119 manbumMkoB M 117 geBoYEK) B BO3pacTe oT
10 go 14 net. AHTPOMOMETPUYECKME U BUOXMMUYECKME
namepeHus u onpegeneHme MC 6biIM NPOBEAEHbI B COOT-
BETCTBMM C KOHCEHCYCOM MexayHapoaHoOn AnabeTnyecKom
depepaumm (IDF), n y4acTHUKKM OblW pasfeneHbl Ha aBe
rpynnel: ¢ HanuMynem wunm otcytcteBuem MC. lMposoannach
OLleHKa MO LWKane OCBEeJOMNEHHOCTU AeTen 06 oxupe-
HWM M afanTMpoBaHHOMY Ana TypuuM WMHAOEKCY NUTaHUSA
W 340pOBOro o6pasa *M3HW. Cpean uccnegyemon rpynnol
[eTen pacnpocTpaHeHHOCTb ycTaHoBneHHoro MC cocTtaBu-
na 26,3%. YpoBeHb 0CBEAOMJIEHHOCTM 06 OMAacHOCTU OXM-
peHus 6bla 3HAYUTENTbHO HUXKE B rpynne AeTen ¢ AMarHocTu-
poBaHHbIM MC No cpaBHEHMIO C FPYNNon 340POBbIX AETEN.
ABTOPbI cAenany BbiBOA, YTO MNOBbILLEHWE OCBEAOMIEHHOCTH
0 daKTopax pUCKa BO3HUKHOBEHUS M3ObITOYHOWM MacCChl
Tena v HeraTMBHbIX NOCNEACTBUAX OXUPEHUS cpeau aAeTewn
NMOMOXET CHU3WUTb PUCK BO3HWKHOBEHWs MC, caxapHOro
avabeta 2-ro TMna U cepaeyvyHo-CoCYyAUCTbIX 3aboneBaHui
BO B3pOC/oM Bo3pacTe [11].

Llenbto nceneposanunsa A.K. Aalemi u coaBT. 6bl10 M3y-
YeHne CBA3KU Mexay oxupeHnem, MC u ncopnasom y geten
B AdraHucraHe. B uccnegosanuu npuHanun ydacte 113 na-
LMEHTOB, CcTpagalowux ncopuasom, n 113 3400pOBbIX
neten B Bo3pacTte Ao 18 net. bbinv npoBeaeHbl M3Mepe-
HWS pocTa, Macchl Tena, o6xBaTa TalMKM U apTepuasnbHOro
faBneHus. MccnefoBaHne Nokasano, yYto y AeTew ¢ auar-
HOCTMPOBAHHLIM MCOPUA30M BbllE BEPOATHOCTb BO3HMK-
HoBeHUs MC 1 cepaedHo-cocyancTbix GaKToOpoB pUCKa Mo
CpPaBHEHUIO C KOHTPObLHOWM FPYMMnon, BKIOYatowen B cebs
300poBbIX AeTen [12].



Mpobnema HepaLMOHaNbHOro NUTaHUSA U NaryGHbIX Npu-
Bbl4EK 3aK/toyaeTcsl B TOM, YTO OHU MPUBOAAT K pa3Bu-
TUIO OXMPEHMUS M TaKMX CONYTCTBYIOLWMX 3ab0oneBaHUM, Kak
WMHCYIMHOPE3UCTEHTHOCTb, MC, natonorun cepaeyHo-cocy-
[INCTOW CUCTEMbI, KOTOPbIE ABASIOTCA BEAYLWUMU NPUYMHAMMU
CMEPTHOCTM Y B3pocnoro HaceneHus [13]. B nccnegosaHuu
I.N. Lépez-Contreras n coaBT. 6bl10 MPOBEAEHO CPaBHEHUE
NULEBbIX MPUBbIYEK, NOBEAEHNS U MEeTaboIMYEeCKOro npo-
dunsa neTen, CTpaalolUMX OXMPEHUEM, MaTePU KOTOPbIX
nocewiany rpynnoBble 3aHATUS B MEAULMHCKOM y4pexae-
HWUW, C TEMW, YbM POAUTENMN MONYYMSIU TOIbKO KOHCYNbTaLMIO
no BoMpocam NuTaHus. PaHAOMM3MPOBAHHOE KIMHMYECKOe
nccnegoBaHue NPoBOAMIOCH B TedeHMe 3 MeC, B HEM Npu-
HANM y4acTne 177 nap (Matb 1 pebeHokK), 90 nap — B rpynne
BMellaTenbCcTBa (rpynnoBble 3aHATUS) U 87 Nap — B KOH-
TPONbHOW rpynne (KoHcynbTauus). MNapamu maTb U pebeHoK
6bI10 NOceleHo 6 rpynnoBbIX 3aHATUI NO NponaraHae 340-
POBOro MUTaHWS, YTO ABASETCSA aNbTEPHATUBHbLIM MOAXOAOM
K M3MEHEHUIO MPUBLIYEK Y AETEN C OKUPEHUEM. YHaCTHUKM
KOHTPObHOW rpynMbl NOAyYanu OfHY KOHCY/bTaLMIo Mo nuTa-
HUWIO. BblnM OLEeHeHbl YacToTa noTpebneHusa MUK, noBe-
[IeHne BO BpeMs MpuemMa nulu aoma U mMeTabonnyeckum
npodunb. BmelwaTtenbcTBo, HanpaBleHHOE Ha [AeTen, cTpa-
JaloWNX OXKMPEHUEM, U UX MaTEPEN, UBMEHUIO HEKOTOPLIE
nuuieBble NPUBBLIYKM U MOBEAEHUE AOMa M MOBbLICMNO YPO-
BeHb MHcynnHa 1 HOMA-IR B ycnoBusix, Korga um He OGbina
Ha3HayeHa cneuuanbHas AveTa B KavyecTBe /IeYEeHUS U OHM
He nposBAainM GU3MYECKYID aKTUBHOCTb. TaknMM 06pas3om,
OblI0 JOKA@3aHo, 4YTO rpynrnoBble NPodUNaKTUHECKUE 3aHs-
TUS, HanpaBfieHHble Ha MaTb, MOTYT U3MEHUTb MULLEBLIE MPU-
BbI4KM AOMa U ObITb AOMONHUTENbHLIM PECYPCOM MEAMULMH-
CKMUX YYPEXAEHWUM B yripaBieHUn JETCKUM OXupeHuem [13].

MC npeactaBnser co60M Knactepusaumio runepriavke-
MWW /NHCYTIMHOPE3UCTEHTHOCTH, apTepUanbHOM TFUMNEPTEH-
31, AUCAUMUAEMUM U OXKMPEHUS, KOTOpble SBASIOTCH GaKTo-
paMu pUCKa CepaedHO-CoCcyanCTbiX 3a60sieBaHUI, caxapHOro
avabeta 2-ro Tvna u nHcynbta [14]. o gaHHbIM S. Ambachew
W COaBT., yBEeIMYEHUE pacnpocTpaHeHHocTM MC HabntogaeT-
€S U B CTPaHax C HU3KWUM M CpeHUM YPOBHEM [0X0Aa, TaKMnX
Kak d¢puronusa [14], ogHaKO BCeOObEMNIOLLEN €€ OLIEHKU He
npoBoauTcs. lNonyyeHHble AaHHble CBMAETENLCTBYIOT O BbICO-
KoM pacnpoctpaHeHHocT MC B 3duronuu, 4To NnoaTBEPKAAET
Heob6Xxo4MMOCTb 3abnaroBpeMEHHOro BMellaTeNnbcTBa Ans
nepBUYHON NPOPUNAKTUKM BO3HUMKHOBEHMS 3TOr0 COCTOSHMSA
M NocneaytoLwWero CHUKEHNA CBA3aHHOM ¢ HUM 3a6oneBaemo-
CTW ¥ CMEPTHOCTK. BblNo BbISIBNEHO, YTO fML|A, OTBETCTBEH-
Hble 3a pa3paboTKy NPOGUNAKTUHECKUX MEPOMPUATUI, Bpaiu
N 3aUHTEPECOBaAHHbIE CTOPOHbI JOIXKHbI HACTOATENBbHO PEKO-
MeHaoBaTb 3pdEKTUBHbIE CTpaterMm B 06/1aCTU KOHTPONS
M NPOPUNAKTUKN BO3HUKHOBEHMA MC [14].

B MHann R.R. Das #u coaBT. 6bJI0 NPOBELEHO KpOCC-
CEKUMOHHOE nccneaoBaHue B WKonax ropoda bxybaHecsap.
B Hero OblM BK/OYEHb! LWKOMNbHMKXM B BO3pacTe oT 6 A0
16 net. Bcero 6bino o6cnegosaHo 1930 geten Ha Hanu4yune
M36bITOYHOM Macchl Tena Ha ocHoBe MMT. M3 1930 peten
602 pebeHKa (31,2%) oby4anucb B rocyfapCTBEHHbIX KO-
nax n 1328 (68,8%) — B 4acCTHbIX WKoNax. B obuwen cnox-
HoCcT y 545 peten (28,2%) 6blnn BbiSiBNEHbI M36bITOYHASA
Macca Tena wnm oxumpeHue (383 (19,83%) n 162 (8,3%)
COOTBETCTBEHHO). PacnpocTpaHeHHOCTb M36bITOYHOW MaccChl
Tena / OXXMpeHus y WKOMbHWKOB B Bo3pacTe OT 6 Ao 16 net
B rocylapCTBEHHbIX WKonax coctaBuna 11,5%, a B 4aCTHbIX
wkKonax — 35,8%. JaHHOe uccneaoBaHWe BbiABUNO 6onee

BbICOKYIO pacnpocTpaHeHHOoCcTb MC U WMHCYIMHOPE3UCTEHT-
HOCTM Y LWKOMBbHUKOB M3 BocToYHOM MHAMMK, KOTOpblE MMENU
M3ObITOYHYIO Maccy Tefla WM OXUpeHue. Yxyglatowascs
anuaemuonormyeckas o6CTaHoBKa NO MPOrpeccMpoBaHuio
OXMPEHUA NoAYEPKMBAET Heo6XOAMMOCTb pa3pabOoTKM
CTPYKTYPMPOBAHHOIO M NocfieaoBaTeibHOro BbiiBneHuss MC
y OeTen, 4To no3BOnMno 6bl Ka4yeCTBEHHO WccneaoBaTb
€ro pacnpocTpaHeHHOCTb, KPAaTKOCPOYHbIE U AOJITOCPOYHbIE
nocneacTema ans 34o0posbs [2].

B nccnepoanuun A. Jankowska 1 coaBT. B [lonblue npu-
HAN ydactue 591 pebeHok B Bo3pacte or 10 go 12 ner,
cTpajaloumi M36bITOYHOM MacCcon Tena WKW OXMPEHWUEM.
BblI0 OTMEYEHO, YTO HEKOTOPblE M3 KIMHMKO-COLMaNbHbIX
NPeaMKTOPOB BO3HNKHOBEHMA MC MOryT 6bITb CKOPPEKTUPO-
BaHbl, 0COGEHHO Te, KOTOPbIE OTHOCATCS K UBMEHEHMI0 06pa-
3a Xu3HWU. OnpeaeneHne BAUAHUA 3TUX AKTOPOB MOXKET
NOMOYb CHW3UTb PUCK pasBuTMa MC u, cnefoBaTesnbHO,
YNYYWWTb 340POBbE U KAYECTBO XMU3HK feTen [15].

Lenbto nccneposanusa A. Pietrobelli n coaBT. B UTanun
Oblfla NpoBepKa rmnotedbl O TOM, 4YTO AETU, CTpajatowue
OXMpeHueM, nepeBefeHHble Ha AomallHee o6yyeHuwe BO
BpemMsa MaHAeMWU HOBOM KOPOHABWMPYCHOW MWHOEKLUKUK
COVID-19, 6yayT AeEMOHCTpMpOBaTh HeGAaronpusTHble TeH-
AEHUMKN B NOBEAEHUM, CBA3AHHOM C 06pa30M XM3HW. bbinu
nosly4yeHbl AaHHble, MO3BOASIOWME CAENaTb BbIBOA, YTO NpU-
3HaHWE 3TUX HeratMBHbIX NMOBGOYHLIX MOCNEACTBUMA MMeEeT
pelwatoliee 3Ha4YeHne ana nogaepKaHns yCUnmin no KOHTPo-
NII0 U36bITOYHOM Macchl Tenla B neaMaTpuyecKon nonynsumu.
B 3aBMCMMOCTM OT MPOAOIKWUTENBHOCTU 3TU Hebnaronpu-
ATHblE MOCNEACTBUSA MOMYT OKa3blBaTb AMTENbHOE BO34EWN-
CTBME Ha CTeNeHb OXMPEHUS Y MOAPOCTKA U B3pocsioro [16].

3AK/TIOMEHUE

[eTtn, cTpagaloumne OoxupeHueMm, noasepeHbl MC
WU PUCKY PasBUTUA caxapHoro guabeTa 2-ro Tuna u cepaes-
HO-COCYAUCTbIX 3aboneBaHnin. Ha gaHHbIM MOMEHT MMeeTcs
MHOIO COOOLIEHUN O AETHAX, CTpadaloWUX OXUPEHUEM, HO
HeAoCTaTOYHO AaHHbIX O AeTsax, cTpagatolwmx MC, 3aperu-
CTPMPOBAHHbIX B AETCKMX Y4YpeXaeHWUaX pa3BMBatoLLMXCS
cTpaH. TeKylume annMaemMnonornyeckme nccneaoBaHus noKka-
3anu, 4Yto pacnpocTpaHeHHocTb MC B AeTCKOM Bo3pacTte
BbicOKa B CLUA, Ha bamkHem BocToke v B cTpaHax HOxHon
AmMepUKK, npuyem Hambosnblias gons agnarHozos MC npwu-
XOAMUTCS Ha NIML, C U3ObITOYHOWM Maccomn Tena u OXUMpPeHUeM.
Bonblioe KoMy4ecTBo pasnnyHbix onpeaenenunn MC B neguna-
TpWK co34aeT Bapuauumn B aHHbIX O PacnpoCTPaHEHHOCTH,
MOJY4YEHHbIX B X0[€ Pa3nYHbIX 3NUAEMUONOrMYECKHX 06Cne-
JIOBaHWM, YTO CYLLECTBEHHO 3aTPyAHSET CpaBHEHWE Mexay
HUMK. Kpome Toro, goctoBepHoCTb AnarHo3a MC y aeten ans
NMPOrHO3MpPOBaHUA ByayLLMX HEraTUBHbIX MOCNEACTBUMI ANS
3[0POBbS ABNAETCH A0BOSIbHO HWM3KOM. OTYACTM 3TO MOXKHO
06bSACHUTL CBSAAI3AHHbIMKM C MepuoaoM nybepTata U3MeHe-
HMAMM FTOPMOHANbHOrO cTaTyca U macchl Tena. Bo3HuKaeT
HeobxoaMmocTb GopmupoBaHusa onpeaeneHns MC, Kotopoe
6b1710 6bl cneumMdUYHbIM NO reHAEePHOMY NPU3HAKY M reorpa-
GUYECKOMY PErnoHy.

MN36bIToYHas Macca Tena M OXUPEHWe Yy aeTem — Bce-
MUPHas anuaemus, Tpebyolan MPUHATUS CPOYHbIX Mep.
MpodurnakTnyeckne MeponpuaTUs 1 BbiiBIEHWE KITMHUKO-COLIW-
anbHbIX NPEANKTOPOB, NMPUBOAALMX K pPa3BuTio MC, 1OMKHbI
cTaTb OAHWM W3 MOMUTUYECKUX MPUOPUTETOB NS AOCTUIKEHUSA
ycnexa KaKk Ha pervoHanbHOM, TaK M Ha MUPOBOM YPOBHSX.
Hagnexaltuyto anarHocTuKy MC 1 CBI3aHHbIX C HUM COMNYTCTBYIO-
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AJIEKCAHAPY TrPUTOPBEBUYY
PYMAHLUEBY — 75 JIET

1 deBpansg 2022 r. ICNONAHUAOCH 75 NeT Bblaatowemy-
Csl yHeHoMy-neauaTpy, rocyaapCTBEHHOMY U 06LLe-
CTBEHHOMY pJesTenio, naypeaTty npemuu [paBuTenbCTBa
Poccuiickon degepaunn B 061aCT HayKU M TEXHUKK, MOYeT-
HoMy uneHy Coto3a neguaTpoB Poccuu, akagemunky PAH,
npodeccopy AnekcaHapy [puropbesunyy PymaHLEBY.

PoavBwuncb B yKpanmHCKOM ropoge HoBoreoprvueBcKe
B CEMbe 0TLa-GPOHTOBUKA, OH criefyeT Mo ctonaMm MaTepn —
[ETCKOro Bpayva: NocTyrnaeT Ha neanMaTpuyeckui darkynbreT
2-ro MOJITMU um. H.N. NMnporosa. OKOH4YMB €ro ¢ OTAIMYNEM
B 1971 r., npoxoauT B anbMa-mMartep nyTb OT KIMHWUYECKOro
opavHaTopa Ao npodeccopa, 3aBeaytolero co3gaHHon UM
B 1987 r. Kadbenpor NOMKIMHUYECKOW NeanaTpun.

A.l. PymfAiHUEB MO MNpaBy CYMTAETCS OCHOBOMOMIOMXHM-
KOM Cny»6bl AETCKOM remMaTonorMm u oHKonorun B Poccum.
B 1991 r. oH opraHu3oBan Hay4HO-UCCNEef0BaTENbCKUN
WMHCTUTYT MuH3gpaBa Poccnn — WHCTUTYT OETCKOM rema-
Tonormn (c 2005 r. — PenepanbHbIi HAYYHO-KIMHUYECKUI
LLEHTP AETCKOW remMaTosfiorMun, OHKOJIOMMKU U MMMYHOJIOMUM,
¢ 2016 r. — HauuoHanbHbIN MEAWUMHCKUIA UccneaoBa-
TENbCKWUW LLEHTP AETCKOW remMaTo/IornMmn, OHKONOMMU U UMMY-
Honormn um. Omutpua PoradeBa), KOTOpPbIM BO3rnaBfsi
27 net, B 2018 1. cTaB ero nNpe3unieHToM U Hay4yHbIM PYKO-
BoaMTENEM POCCMMCKOWM JETCKOWM KIMHUYECKOM OGONbHMLLbI.
HMMWLL, netckon remaTonornun, OHKOJOrMKU U MMMYHONOMMUK
uM. AmuTtpusa PorayeBa B TeYEHUE Tpex AeCATUIETUIN ocTa-
eTCcsl roNoBHbIM yuypexaeHnem B Poccuinckon depepaumm

no pas3paboTKe MPoOrpaMm AWArHOCTUKKU U JNleYeHus rema-
TOMOMMYECKUX U OHKONIOrMYECKUX 3aboneBaHwi y aeten
M NOAPOCTKOB, TPaHCMNaHTaLMM reMON03TUYECKUX CTBOJIO-
BbIX K/IETOK, KIMHUYECKOM MMMYHONOIMK, TpaHCHY3MOHHOM
W FreHHOW Tepanuu.

B Ttom e 1991 r. Ha Bo3rnaBnsemMon AneKkcaHapom
lpuropbeBuyeM Kadenpe BMnepBble B CTpaHe co3gaetcs
KypC AETCKOM reMaTonoruun/oHKonornm ans dakynsreta yco-
BEpLIEHCTBOBaHUSA Bpayem B Liensx NOAroTOBKU U cepTudun-
Kauun npodunbHbIX CReLManncToB-neanmaTpos B obnactu
remMaTtonormm u oHKonoruu, Kotopbit B 2004 r. npeobpa-
3yeTcs B Kadbeapy KIMHWMYECKOW remMaTosiorMun, OHKOAOrMu
N MMMyHonatonornu. OCHOBHbIM Hay4YHbIM HanpasfiieHWem
Kadenpbl cTana opraH1M3aLms KoonepupoBaHHbIX UCCneao-
BaHWM B fledeHnn remob6iacto30B M ONyxosnen ronoBHOro
MO3ra y feTtew, reMob6nacto30B y MOAPOCTKOB M MOJO-
AbIX B3POCIbIX.

B teueHne 42 net (!) — ¢ 1978 no 2021 r. — Anek-
caHap [puUropbeBuY ABAANCS MaBHbIM BHeWTaTHbIM che-
LMannMcToMm — AETCKUM remMaTtofioroM/oHKoforom MuH-
3apaBa Poccun.

A.l. PymaHueB — aBTop 60nee 1000 HayyHbIXx paboT,
B T.4. 75 MOHOrpaduim n pyKoBOACTB, NOArOTOBUN 75 AOKTO-
poB 1 134 KaHaMaaTa MeanUMHCKKMX HayK. B 2004 r. nsbpaH
4yfneHoM-KoppecnoHgeHTom, B 2011 r. — aKagemMuKom
Poccuickon akageMmn MeauMUMHCKMX Hayk, B 2013 r. —
aKagemMrMKoM PoccuiicKon akagemum HayK, B 2017 r. — yne-
Howm lMpesnanyma PAH.

LLUnpokyto u3BecTHoCcTb B Poccum U 3a pybexom
A.l. PymMsiHUEBY npuHecnun ero ¢yHaameHTalbHble U Mpu-
KnagHble uccnefoBaHus B 06/acTu AETCKOM reMaTtonoruu
U UMMYHONOTMKU, MEAULMHCKOM IKONMOMUMU, KIMHUYECKOMN
UMMYHONOMMK, GPU3MONOTUN U NAaTODU3UONOTMU KPOBU, pery-
NALMKM KPOBETBOPEHWUS U MMMYHHOIO OTBETa, MatoreHesa
W nevyeHUs HacneACTBEHHbIX M MPUOBPETEHHbIX 3abosne-
BaHWM KpPOBMW Yy AeTel, MHTEHCUBHOM MONMXMMMUOTEPAnUU
N UMMYHOTEpPanuu NEMKO30B.

AneKkcaHgp lpuropbesuy paspaboTtan MeToAbl AMarHoc-
TUKK U NleveHnss 6oNe3HeN KPoBU y AeTeln, GYHKLMOHasbHbIE
METOAbl OLLEHKM KIETOK KPOBM M KOCTHOMO MO3ra B Hopme
1 natonornn. OH co3gan v BHeApPUN B NPaKTUKY agbloBaHT-
Hble METOAbl MMMYHOTEPaNuUK NENKEMUM U paKa MOYEeBOro
ny3bips. Mo ero pyKoBoACTBOM BnepBble B Poccun BbINos-
HEeHbl TpaHCnAaHTauuMu CTBONOBLIX MYNMOBUHHbLIX KNETOK
4eTAM C NepBUYHbIMU UMMYyHOoZebULMUTaMK, reMaTonoru-
YECKUMM M OHKONOTMYECKMMHK 3a60/1I€BAHUAMMU U OPraHn30-
BaHbl CUCTEMHbIE UCCNEefOBaHUsA MaTEPUHCKOIO U AEeTCKOro
MUKpoxumepuama. A.l. PymMsiHLLEB — aBTOP PYKOBOACTB MO
KNMHUYECKON [OETCKOM TpaHCPY3MONornm u TpaHcnnaHTa-
LMK TEMOMO3TUYECKNX KIETOK Yy AETEW, OH U €ro COTPYAHM-
KW BHEAPUIN AWArHOCTUKY YU MOHUTOPUHI OHKOSIOrMYECKMX
3a60n1eBaHUM C NMOMOLLbIO MOMEKYAAPHbLIX 30HAOB HYKNEeu-
HOBbIX KUCNOT U MX NPOAYKTOB B CbIBOPOTKE KPOBW.
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LLInpoka 1 mHoroo6pasHa obLiecTBeEHHas AesTeNbHOCTb
AnekcaHgpa lpuropbeBuya. OH genytat [ocyaqapCTBEHHOM
Oymbl Poccuiickon depepaunn VIl cosbiBa. dBnsercs
BULE-Npe3naeHTom HauuoHanbHOW MeAMUMHCKUK nana-
Tbl Poccuun, yneHom O6uwecTtBeHHOW nanatbl . MOCKBHbI,
Moneyntenbckoro coBeTa 61aroTBOPUTENBHOIO (QOH-
na «[logapu »W3Hb», HauuoHanbHOro coBeTa 3Kcrep-
TOB MO peakum 3aboneBaHusM, MOYETHbIM MPE3NAEHTOM
HaumoHanbHOro obuiectsa AETCKUX remMaTosloroB/0OHKO0-
roB, YIEHOM Hay4YHOro COBETa U PYKOBOAMUTENIEM Hay4HOWM
nnatdopmbl «OHKONOrMsg» MuH3gpaBa Poccun, rnaBHbIM
peaakTopoM KypHanoB «[legnatpusi» U «BeCTHUK Chy»KO6bl
KpoBu Poccuun», 4neHoM peaakLMOHHbIX KOAIerMn psaa
MeAMLMHCKMUX XKypHanoB. B 2021 r. [lpaBuTenbcTsom
Poccun oH Ha3HayveH npeacefaTeniemM 3KCNEepPTHOro CoBeTa
doHAa NoAAEPIKKM AETEN C TAXKENbIMU HUIHEYrPOXKatoLm-
MW U XPOHUYECKUMU 3aboneBaHusamu «Kpyr noépar.

Hay4Ho-negarornyeckas 1M obuiecTBEHHas AESATENbHOCTb
A.l. PymsHUEBa OTMeYeHa rocyaapCTBEHHbIMW Harpagamu
Poccuiickon denepaumn: opaeHom dpyx6bl Hapoaos (1994),
Mefanblo «3a 3acnyru nepeg oTe4ecTBEHHbIM 34paBooxpa-
HeHnem» (2003), opaeHoM «3a 3acnyru nepen OTe4yecTBOM»
IV ctenenn (2019) u uenbiM psiaoM O6LECTBEHHbIX Harpaj
M NOOLLPEHMI, B YMCNE KOTOpbIX 61arogapcTBEeHHble NMcbma
Mpe3ngeHTa Poccun, noyetHble rpamotbl PegepanbHOro
Cobpanua Poccuiickon depgepaunn n MOCKOBCKOW ropoa-
cKov [ymbl. [ony4nno npusHaHue Hay4HOe TBOPYECTBO OOU-
nfpa u 3a pybeom, 0O YeM CBMUAETENbCTBYIOT MOYeTHas

mMepnanb YHuBepcuteTa r. MoHnenbe (PpaHums, 1990), mexay-
HapogHas npemusa Knasaus lfaneHa (Prix Galien, 2013), opaeH
Bocxogsuiero conHua ¢ wehnHon neHton (AnoHus, 2018).

Oco60 nogyepkHeM: npodeccuoHanbHas cyabba A.l. Py-
MSIHLLEBa TECHO CBfi3aHa C gesTenbHocTbio Coto3a neauat-
poB Poccuu (CIP). Ewe B ganekom sHBape 1994 r. oH 6bin
yneHom lpe3unanyma yuypeautenbHon KoHdepeHumnn Coto3a
M B CBOEM BbICTYM/JEHMM MOAAEPHKaN MAelo ero co3gaHus,
OCBETWU/1 3HAYEHUE 3TOW OpraHM3aunn ans neamaTpuyeckon
HayKM M NPaKTUKKW KM Obll M36paH 3amecTuTenem npeace-
natens UcnonHutenoHoro Komuteta CIMP. C Toro BpemeHu
AnekcaHap [puropbeBUY — MOCTOSHHbIN YNeH MpaBfeHus,
aKTUBHbIM Y4aCTHUK Cbe3aoB M KoHrpeccoB CIIP, KoTopbin
OTMETUA 3acnyrn tobunspa u3bpaHMEM CBOWMM MOYETHLIM
4YIEHOM M HarpaxkaeHnem meganoto I. CnepaHcKoro.

MoseT, 0 TOM, 4TO MeauuMHa W neguMaTpus cranu
onsa A.l. PymMsHUEBa cyacTbeM, CMbIC/IOM, HEOBXO0AUMO-
CTblO, Hanbonee APKO rOBOPUT creaylwmn GaKT: B ceMbe
PymsaHuUeBbIX 18 Bpayen (4eTU, BHYKU, NIEMAHHUKN).

3a CnuMHOW TpU 4eTBEPTM BeKa, OO0 CTa JIeT — lWaratb
W waraTtb. [a 6yget atoT Baw nyTb, rny6oKoyBarKaembi
AneKkcaHgp [puropbeBuY, OoTMEYEH 340pOBbeM, 6Gaarono-
SlyYMeM POLHbIX U BGNM3KUX, HOBbIMWU AOCTUMKEHUAMU B CBSI-
WEeHHOM, 611aropogHOM Aene COXPaHeHUs U YKpenneHus
340p0Bbs AeTen Poccuu.

Coro3s neanatpoB Poceuu,
KonnektuB HUW neguatpmm n oxpaHsl 340p0Bbs geten LIKb PAH
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e Husxkue 1iennl
* VYnob6uas popma perucTpanum

EE  couvanshan neguaTpun e
: - HEE * PasHble BApUAHTHI I0CTABKHU
e * OmneparuBHast oOpaTHasi CBS3b
il - e Axryanbubie HOBocTH OT Coto3a neguarpos Poccun

JJIeKTpOHHAS OMOIMOTEKA JKYPHAJIOB U3/IaTeIbCTBA
Cow3sa neguarpoB Poccun «Ileguatpb»

[Ipurmnamniaem Bac mOCETUTH HOBBIE CAUTHI Ky PHAJIOB U3/IaTEJIHCTBA U OIEHUTD UX MPENMYIIECTBA.

*  DJIEKTPOHHbIE BEPCUM JKYPHAJIOB B OTKPBITOM JIOCTYIIE, 32 MCKJIIOYEHUEM TIOCJE[HErO rOjla BBIITYCKA JKypHAJa
«BecTHUK poccuiickoil akaeMuu METUITNHCKUX HAYK»

*  B03MOXHOCTDb pa3MeCTUTh CTAThIO HA CAlTe C TOMOIILIO 3JIEKTPOHHOU peflaKIIuu

* Iloamucka Ha Ky pPHAJIBI TOCJIEHETO ro/la BBITYCKa (Ha CTaThbio, HOMED, TO/) — TI0 TleHaM peaKIinu

IIpeumyiecTBa /st aBTOPOB JKYPHAJIOB:

° TOJIHOE COOTBETCTBUE CATOB KypPHAIOB V3marebcTBa TpeOOBaHIAM 3apyOesKHbIX pedepaTHBHBIX 0a3 JaHHBIX
(Scopus, Web of Science, PubMed u 1p.);

* IPUCYTCTBHUE )KYPHAJIOB B Pa3JUYHBIX 6a3ax fanHbIxX, Takux kak PUHIT, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITT RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u 1p.;

*  pasMelleHue 10 JKeJTAHUIO aBTOPA IOTIOJTHUTETHHBIX MATEPUAJIOB K CTaThe (BUIEO, TIPE3EHTAIIN);

*  Bce KypHAJIBI BXoAAT B [lepeuens BAK

P P ‘-.".-' .
BectHuk PoccuiicKon dkageMH MEOULMHCKMX HayK = = .
Poccutickuit nep

https://www.rosped;j.ru
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Colo3
nepuarpos
Poccum

Meponpustus

Cosgpaming sC0pP0BEE Oeiel —
coxpariyRocelrol

nop arupon Corsa neaunarpos Poccun B 2022 r.*

https://www.pediatr-russia.ru/information/events/

Ha3zBaHue meponpusiTHs

[ata

npoBefeHus

Opranu3aropbl

Mecto
1 thopmat
npoBeAeHus

KoHTakTbl OpraHn3aTopos

LInkn Hay4H0-06pa30BaTesibHbIX OHNANH-

BEOMHApPOB Ans OETCKUX Bpayei AHBapPb — Mocksa, . . .
Coto3 neamatpos Poccun o orgkomitet@pediatr-russia.ru
11 NeANATPUYECKNX MELULIMHCKNX CecTep Aekabpb OHNanH
«06pa3oBatesibHble JHN B NeanaTpum»
XIX Cbespn neanatpos Poccuu
Mocksa, ) .
C MEX/1yHapOaHbIM y4acTnem 5-7 mapta | Coto3 neamatpos Poccun rMpUHbLIA congress2022@pediatr-russia.ru
«AKTyanbHble Npo6eMbl NefuaTpuiA»
CBepanoBckoe 06nacTHoe
KoHthepeHuusa «[legmnatp — neguarpy: PA EkatepuHoypr, | Baxnosa VpuHa BeHnamuHosa
“ - 17 mapta | pernoHanbHoe OTAeNeHne , .
ambynaropHas neguarpus ot “A go 1”» OHNanH vachlova-61@mail.ru
Coto3a neguatpos Poccuun
KoHbepeHuns «dunanyeckoe passutme YamypTckoe pecny6uKaHckoe
d?_ pen p Amyp pecry VxeBcK, Buxapesa EneHa leHHabeBHa
JeTeil: COBPEMEHHbIe N0AX0Abl 14 anpens | pernoHanbHoe oTaeneHme Coto3a . .
TNOPUAHDIA avihareva@yandex.ru
K OLIEHKe» neamarpos Poccun
MexaucumnnuHapHas KoHgepeHuus
Ancl p L 15-16 CBepanoBcKoe 0651acTHOE pernoHanbHoe | Ekatepunbypr, | Baxnosa VpuHa BeHnamuHosa
«[leguarpus Ha py6exe HOBbIX BbI3OBOB . .
BpEMEHI anpens otaenenue Goto3a neamatpos Poccun OHNanH vachlova-61@mail.ru
®rb0oY BO bawkupckuit
rOCyAapCTBEHHbIN MeSULIMHCKUIA
yHuBepcuteT Munaapasa Poccuu,
MnHWUCTEPCTBO 34PABOOXPAHEHNS
LLIkona nepmatpa: opdaHHble Poccuiickoin depepauun, . flkoBnesa Jlrogmuna BuktopoBHa
TR 21 anpens Aspaly Ydha, oHnaiH AM P
3aboneBaHus PervnoHanbHas 06LLecTBEHHas fock20051@mail.ru
OpraHn3auus no passuTUIO NeguaTpun
«PecnybnmkaHckoe 06LLecTBO
neanarpos bawkopToctaHa»,
Coto3 neanatpos Poccuu
Bcepoccuiickas Hay4HO-NpakTuyeckas
p y p 21-22 VpkyTCckoe 0651aCTHOE pernoHanbHoe VIpKyTCK, PbiykoBa J1to60Bb BnagumuposHa
KOHChepeHLUNs «AKTyanbHble BONPOChI . .
. anpens otaenexne Coto3a neanatpos Poccun TNOPULHDIIA rychkova.nc@gmail.com
BaKLMHOMPOUNAKTUKM Y ieTei»
Pecny6nmkaHckas Hay4Ho-
npakT1yeckas KoHMepeHLus
«COBpEMeHHble acneKTbl AMarHOCTUKM banbikoBa
. MopoBCKoe pernoHanbHoe 0TaeneHne CapaHck,
11 0KA3aHWS peaHNMaLNOHHO NOMOLLN 25 anpens \ JNapuca AnekcaHapoBHa
Coto3a neguatpos Poccun TUOPNIHbII h
HE[IOHOLLIEHHbIM HOBOPOX/EHHbIM larisabalykova@yandex.ru
npu 3a60N1eBaHNAX NepPUHATANbHOrO
nepuoga»
06nacTHas Hay4HO-NPaKTUYecKas
TioMeHCKoe 06MaCcTHOE PernoHanbHoe TioMeHb, Ywakosa GeeTnaHa AHaToNbeBHa
KOH(hepeHUns «AKTyanbHble BONPOChHI 27 anpens . .
otaeneHune Coto3a neamarpos Poccuu TNOPUAHDIA ushakova_tgma@mail.ru
neanaTpun U HeOHaTONorMn»
Bcepoccniickas Hay4HO-nNpakTuyeckas
y banbikosa Jlapuca
KOH(hepeHuuns Bpayeii-neamaTpos MopnoBCcKoe pernoHanbHoe 0TaeneHne CapaHck,
28 anpens . AnekcaHapoBHa
«HOBbI€ KIIMHNYECKIEe PEKOMeHaALNN Coto3a neguatpos Poccuu TNOPUAHbII

B MPaKTMKe y4aCTKOBOr0 neamarpa»

larisabalykova@yandex.ru




MexaucumnnnHapHas KoHgepeHuus

«AKyILIBD Y NBAMaT KITI04EBbIE TOUK 15 mas CBepanoBckoe 0651aCTHOE pernoHanbHoe | Exkatepunbypr, | Baxnosa MpuHa BeHnamuHosa
yuiep . p otaenexue Coto3a neanatpos Poccuu OHanH vachlova-61@mail.ru
B3aUMOAECTBMSA»
Hay4Ho-npakTnyeckas Lwkona
«AKTyanbHble BONPOCHI NeanaTpum YeUEHCKOE PECnyBNUKAHCKOE
B peasibHOM KSIMHUYECKON NPaKTUKe» [PO3HbIA, . .
R 16-17 mas | peruoHanbHoe oTaeneHne . conference2022@pediatr-russia.ru
CoBMeCTHO ¢ |V Bcepoccuiickon C01032 neauarpos Poccuu TNOPUAHDIA
MYNbTUMELUIAHON KOHhepeHLUnen
«Pepkunit cnyyan»
MwuHMCTEPCTBO 3paBOOXPAHEHNS
Kemeposckoit 06nactu, ®rb0Y BO
Hay4Ho-npakTuyeckas KoHepeHuus «KeMBPOBCKIM FOCYAPCTBEHHBIA
C MeXAYHapOAHbIM y4acTem ;
o] VIOmlI/ITegHEIe Har)|/ ABCHIS 31 mas MeIMLMHCKNIA YHUBEPCUTET» Kemepogo, Baswunosa Bepa [MeTpoBHa
8 ng gHEHVIVI 1 VK eprmeHmm 300pOBbS MwuHucTepcTBa 3ApaBo0OXpaHeHus rmoépuaHblii | vavilovavp@mail.ru
,EI,ETeVIFl yKp p Poccuitckon ®efepaunu, PernoHanbHoe
otgeneHune Coro3a neamarpos
no KemepoBscKom o65actu
MexxamcumnnuHapHas KoHdepeHuus
<<|-|e,[1£ll/IaTl;I/lﬂ Ha p56e>Ke Hofbl?( Bbl:'30BOB HIOHD CBepanoBckoe 06n1acTHOe pernoHansHoe | EkatepuHbypr, | Baxnosa WpuHa BeHnamnHosa
RPEMEHI» otaeneHune Coto3a negmatpos Poccum OHNaitH vachlova-61@mail.ru
VIl Bcepoccuinickas MynbTuMeaninHas Mocksa, . . .
P y A 26 asrycta | Cowo3 neanatpos Poccuu . orgkomitet@pediatr-russia.ru
KOHMDepeHUns «Bpems XuTb» rMOPUAHbIA
KoHbepeHuna «[Juu neguarpum
Ha CMONeHCKOIA 3eMie» COBMECTHO
¢ Il Hay4HO-NpakKTn4eckon 16-17 CMONeHCKoe permoHanbHoe 0TaeneHmne CMOSEHCK, Kosnosa JTiogmuna BsiuecnaBoBHa
KOHMepeHuunen «Meanko-coumanbHble CeHTA6PA Coto3a neguatpos Poccuu TNOPNAHbII milkozlova@yandex.ru
acneKTbl 0XpaHbl MaTEPUHCTBA
1 peTcTa»
Bcepoccuiickas Hay4HO-npakTuyeckas POCTOB
KOH(DEPEHLNA C MeXOYHAPOLHbIM 23-24 ; . .
CEERTT AyHapon Coto3 negnatpos Poccum Ha-[loHy, conference2022@pediatr-russia.ru
yyactuem «dapmakoTepanus CEeHTAOPA rUOPNAHbIN
1 ANETONOrus B neguaTpum»
MexamcuunnuHapHas KoHdhepeHUus
<<|-|e,q'?/IaTEI/IFI va pSﬁeme Hofbl?( BbI-Il3OBOB OKTAGDb CBepanoBckoe 06n1acTHOe pernoHanbHoe | EkatepuHbypr, | Baxnosa WpuHa BeHnamnHosa
BpEMEHH otaeneHune Coto3a negmatpos Poccum OHNanH vachlova-61@mail.ru
O6pasoBarefibHas 11 Hay4HO- [bY3 «06nacTHas netckas 60nbHMLA», K0HO
npakTuyeckas KOHMepeHLns 19 oKTAGpS r. OxHo-CaxanuHck, MuHucTepcTBO CaxanmHek @areesa Jlapuca HOpbeBHa
«HekoTopble BONPOCHI NPAKTUYECKON 34paBooxpaHeHunst CaxanuHCKoi OHNalH ’ |.fateeva@sakhalin.gov.ru
neguarpun» o6nactu, Coto3 neanatpos Poccun
Bcepoccuiickas Hay4HO-nNpakTuyeckas
KOHg)e BHLIAS <<|/|H)(/1)eKLl|/|gHHble 20 OKTA6DS /IpKyTCKOE 06/1aCTHOE PernoHanbHoe VpkyTeK, PblykoBa J1to60Bb BnagmmuposHa
p “ P otaeneHune Coto3a negmarpos Poccum TNOPUAHDIA rychkova.nc@gmail.com
3a60neBaHus y getei»
06nacTHas Hay4yHO-NPaKTNYecKas
IOMEHCKOe 06/1aCTHOE PeruoHanbHoe IOMEHb, Wwakosa CBeTnaHa AHaTONbeBHA
KOH(De BHLI,VIFIy«AKT gﬂbele BOMPOCHI HOSI6Pb I 6 p I v G 4
P y p P otaenenue Coto3a neanarpos Poccuu rMOpPUaHbINA ushakova_tgma@mail.ru
neanaTpun 1 HeOHaToNorMn»
Bcepoccuniickas Hay4HO-NpakTuyeckas
KOHGhepeHLus Bpayeii-neamaTpos banbikoBa Jlapuca
MopmoBCKOe pernoHanbHoe OTAeneHme CapaHck,
«PaumoHanbHoe nuTaHue B 24 HoA6pA Colo3a neauarpos Poccun FUEpUIHbI AnekcaHapoBHa
chopmupoBaHMn 1 NoamepXKaHnm larisabalykova@yandex.ru
3[10p0BbA feTeil»
V/ Bcepocceuiickasi MynbTUMeuiiHas Mockga, . . .
p y o A . 6 nekabps | Coto3 neanatpos Poccum . orgkomitet@pediatr-russia.ru
KOHDepeHuns «Peakui cnyyai» rMOPUaHbINA
MexancumnnmHapHas KoHdepeHuus
<<I'Ie,q£1l4aTl;vm va p§6e>Ke HOfbl?( Bbl:'30BOB [eKaspb CBepanoBckoe 061acTHOe pernoHanbHoe | EkatepuHbypr, | Baxnosa WpuHa BeHnamnHosa
otaeneHune Coto3a negmatpos Poccum OHNaitH vachlova-61@mail.ru

BPEMEHU»

* Bepcus Ha 22 ¢eBpaas 2022 ropa
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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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Co/{# eanatpoB Poccun 00beanHU BEAYLUNX NPAKTUYECKUX BPAYen U y4eHbIX
CTPAHb! /19 HAMNCaHNs JaHHOW SHUNKIIONEANN. .-
B kHure npegctasneHa nHgopmauna A1a oyaywmx mam v nan, aHbl PEKOMeH- |
Jaumn 1o rnoAgrotoBke K r0sB/IEHNIO B CEeMbE MJajeHua, noapobHO 0CBeLla-
H0TCA COBETbI 110 YyX04Y 3a PEOEHKOM, PEKOMEHAAUNN N0 MUTAHUI, O01E3HAM
JETCKOro BO3pacta v ux JIe4eHNI0.
Bbl HayynTech 0rnpefesnsTh, Korga MoXHO 000iTHCL 0e3 MoOMOLLYM JOKTOpA,
a Korga Tpebyerca Bpa4ye6Has nomoLyb. Havaete nHgopmauyno o Tom, Kak =~
[10M0Yb PEOEHKY B HEOT/IOXHOU CUTYaLUnn U Kak pacros3Hatb, 4To Takas A
cuTyaumns cnoxunace. [loMmumo 3Toro, B KHUIe N3/10XeHbl MPakTU4eckmne "
NPUemMbl MCuxo10rn4ecKon nogAepXKN PeOeHKa B TpYAHOV CUTYaLNN.
VIHTepHeT-3aBUCUMOCTb, BPEAHbIE PUBLIYKM, 1010BOE BOCIUTAHNE —
3T0 TOJIbKO Masas 4acTb akTyasibHbIX MPOOSIEM, 3aTPOHYThbIX ABTOPAMMY.
JHUNKoneans OyAeT M0/1e3Ha He TOJIbKO HACTOALUM U OyAyLNM
POANTENIAM, HO W BpaYam-neanatpam, a Takxe CTyAeHTam MEeANLINH-
CKWX BY30B.

- YBaxaemble yutatenu!

KHury moxHo npuobpecty Ha caite
WWWw.spr-journal.ru

© 000 WspatenbctBo «Meanatpb», 2022  www.spr-journal.ru




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.
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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 npuMeHeHreM WNPUL C BakUuHoi Mpesexap® 13 HEO6XOAMMO XOPOLUO BCTPAXHYTH
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 MMMYyHU3aLuK, cocToAlLas U3 4 Ao3 npenapara Mpeseqap® 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]
»
»
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