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MeyaTHoe nepuoanyeckoe nagaHue «Bonpockl cospe-
MEHHOI neanaTpuu» 3aperncTpupoBaHo MuHucTepcT-
BOM Poccuitckon PeaepaLum no Aenam neyatu, tene-
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6ps 2001 r. (CBuaetenbctBo O perucTtpauuun [N
N2 77-9996), nepepeructpupoBaHo PeaepanbHoi
cny60M Mo Haa3opy 3a cobniofeHnemM 3akoHoha-
TenbCTBa B chepe MacCcoBbIX KOMMYHUKaLMIA 1 oxpa-
He KynbTypHoro Hacneausi CMU 15 peka6psi 2005 r.
(CeupeTenbcTBO 0 peructpaumn MU N2 dC77-22768).
Pepakumns He HeceT OTBETCTBEHHOCTM 3a cofepa-
HWEe peKnamHblx MaTepuanoB. BocrnpousseaeHue
WM UCNONb30BaHWE APYrM Croco60M J1l060M HacTn
n3naHus 6e3 cornacusi pefakuuu sBnseTca Hesa-
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Ten.: +7 (499) 130-60-19, www.opk.bz.

3HaKOM UHPOPMALMOHHOW NPOAYKLMK

He MapKupyeTcs.

[arta Bbixoaa B cBeT 29.12.2023.

Tupax 7000 3K3eMnnapos.

MoanucHoi uHaeKe B KaTanore «Moyta Poccuun» —
M4843. CBo6oaHas LeHa.
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B.10. Anb6uuKuia, C.A. Llep

HWW neanatpmn n oxparbl 3gopoBbs ageten HKL, N°2 ®IrBHY «PHLX nm. akag. b.B. MNeTtposcKoro», MockBa,
Poccuickaa dengepauns

PedbopmupoBaHue geTcKoro
3apaBooxpaHeHua B CoBetckom Coro3e
nocne Benankoun OteyectB€eHHONU BOUHbDI

KoHTaKTHas unpopmauus:

Lllep Crenna AbesbeBHa, LOKTOP MEAULIMHCKUX HaYK, MaBHbIA Hay4HbIA COTPYAHWK OTAENa CoLManbHON NeanMaTpum U opraHn3aLmu
MYNbTUAUCLMNAMHAPHOTO cConpoBOXAeHNS aeter HAWM neanatpumn u oxpaHbl 3qopoBbs aetent HKLL N22 dIBHY «PHLIX um. akaa. b.B. NMeTpoBcKoro»
MuHo6pHayKkn Poccuu

Appec: 119333, Mocksa, yn. dotnesow, 10, ctp. 1, e-mail: anastel@mail.ru

Cratbsl noctynuna: 02.10.2023, npuHAaTta K neyartu: 18.12.2023

B cratbe npeactaBsieHbl pe3yibTaTbl MICTOPUKO-MEANLMHCKOIO MCCIEA0BaHUS, OTpaKatolymne Bornpocsl pedopmMUpoBaHuUs
[EeTCKOoro 34paBooxpaHeHus nocnae Bennkorn OTe4ecTBEHHOM BOWHbI. Llesnb uccnegoBaHns — rpeactaBuTb MpobsieMbl
pepopmupoBaHusi JETCKOro 3apaBooxpaHeHns B CCCP B nocieBoeHHoe gecsitunetne (1946-1956). AKTyasibHOCTb Mcciie-
AoBaHusi 06yc/ioBIeHa HEOBXOAMMOCTbLIO M3YYEHMS MCTOPMYECKOIo OnbiTa PePOPMUPOBaHUST AETCKOIo 34PaBO0OXPaHEHUS
B TSXKEJIEULIMI 7151 CTPaHbl NOC/IEBOEHHbIN Nepuos, YTobbl N3B/I€4Yb U3 MPOLLIOrO YPOKU U B AaJibHEMLLIEM MCM0/1b30BaTh
MX 4115 yCrneLwHown peannsaumnmn GeaepasibHoOro npoeKkra «Paszsutme JETCKOro 34paBooXpaHeHms, BKIOYas co3gaHne coBpe-
MEHHON MHGPAaCTPYKTYPbl OKa3aHUs MEANLIMHCKOMN MOMOLUM AeTAM». [is oCcBeleHUs npobiembl 6biin U3y4eHbl Ory6MKO-
BaHHble M HeonybIMKOBaHHbIe JOKYMEHTbI MuHucTepcTBa 3apaBooxpaHeHuss CCCP v Akagemuun meanLmHckux Hayk CCCP,
XpaHsimecs B focynapcTBeHHOM apxmBe Poccuiickon denepaunn, a TakKe nybamkaumm u3 MeaMLMHCKUX JKYPHasaoB,
Hay4YHbIX COOPHMKOB, M1aBbl MOHOrpapun. AHaan3 rnpPoOBEAEHHOIro MCCAEA0BAaHNS NOKa3all, YTO Ba)KHEHULIMM 3BEHOM rocy-
[apCTBEHHOM pedopMbl 34pPaBOOXPAHEHMS, CTapPTOBAaBILEN B MepBbie 10C/EBOEHHbIE rOAbl, IBMI0Ch 06beAMHEHME 6OJIbHNL]
M MOSMKIANHUK 47151 B3POCIbIX, POANIBbHBIX JOMOB C XEHCKMMM KOHCY/bTaLUMSaMM, AETCKUX 60/IbHUL C AETCKUMU KOHCY/bTa-
umMsamMn 1 NoMKInMHUKamu. locneBoeHHas pepopma crocobeTBoBasia MNOAHATUIO KadYecTBa CTalMoOHapHOU U aMby1aTOpHOM
MEAMNLIMHCKOM MOMOLUM, BO3PACTaHUIO POJIM BOJIbHMLIbI KaK OPraHn3yIoLEro M PyKOBOASLEro LeHTpa BCex 00begMHEHHbIX
ydpexxaeHnin. B pesynbtate MHTerpaumm AeTCKmux 60JIbHUL C KOHCY/bTauMsaMu M MOJMKIMHUKaMM, a TaKKe opraHm3auymm
regnaTpmU4eCKom y4aCcTKOBOM C/y»6bl 110 CUCTEME €AMHOIro rnegmatpa ¢ oKazaHuem 1e4e€6HO-MpPoPUIaKTUYECKOHM NMOMOLLMU
AEeTsM B BO3pPacTe OT pOxKAeHMs 40 16 neT ogHUM neaguaTpoM HaMeThiach MPeeMCTBEHHOCTb B paboTe Bpayer nepBuYHOro
3BeHa U cTaynoHapoB, HabtoAaamch NOBbILLEHME KBaNUPUKaLMK MeapaboTHMKOB, Pa3BUTHE CeLnaan3npoBaHHbIX BUAOB
MeANLMHCKOM NOMOLUM, YIyHLLIEHNE KaYeCcTBa JIeHeO6HO-MPopuaIaKkTuiecKomn pabotel. PecpopmmpoBaHme JETCKOMO 34paB0o0X-
paHeHus crrocob6CcTBOBasI0 CBOEBPEMEHHOM AUAarHOCTUKE 3ab60/1€BaHMI U paHHEN rocrnutaan3aumnm naLmeHToB, YKpernieH1o
CBSI3M y4aCTKOBOIro Bpavya 1 MeCECTPbI C CEMbeN PebEHKa, CHUXKEHWIO YPOBHS ETCKOM 3a60/1eBaeMOCTU U CMEPTHOCTH.
Knro4eBbie cnoBa: pepopmMupoBaHUe ETCKOro 34paBooxXpaHeHNs B rocieBoeHHoe gecaTtunetne (1946-1956), getckue
60/1bHNLbI, AETCKNE KOHCY/IbTaLMM U MOJNKIMHUKM

Ana ymtnpoBaHuns: Anbbuukmi B.1O., Lep C.A. PedpopmunpoBaHune AeTCKOro 3apaBooxpaHeHus B CoseTckom Cotoze
nocne Benunkon OTeyecTBeHHOW BOWHbI. Bonpockl coBpemeHHoM negmnatpun. 2023;22(6):492-497.
doi: https://doi.org/10.15690/vsp.v22i6.2655

BBEAEHMUE

YcoBepLIEHCTBOBAHMIO CUCTEMbI OXpaHbl 340POBbSA
neten nocesileH GenepanbHblil NPOEKT «PasBUTUE AETCKO-
ro 3[paBOOXpPaHEeHMus, BK/OYaAs CO3aaHWEe COBPEMEHHOM
MHOPACTPYKTYPbl OKa3aHUS MEAULIMHCKOW NMOMOLLMU AETSAM»
B pamMKax HaLWOHa/NbHOIO MpoeKTa «34paBOOXpaHeHUe».
OcHOBHas Lienb NpoekTa (Cpoku BbinosHeHus: ¢ 01.01.2019
no 31.12.2024) — CHUXXeHWEe MIaleHY4EeCKOM CMEPTHOCTH.
OpgHaKo paspasuBwascs B 2020 r. naHAeEMUS HOBOW KOPO-
HaBupycHoM MHdeKumn COVID-19, KoTopas cTana ogHUM
M3 CUNIbHEWLLIMX BbI3OBOB 4151 CUCTEMbI 34PaBOOXPaHEHUS
3a nocrnegHee cToneTve, oTpuLaTeNbHO OTpasufiacb Ha
nemorpacdunyeckon cutyaumm. Ecnm ¢ 2018 no 2020 r. mna-
[leH4YecKas CMepTHOCTb cHM3uNack Ha 11,8%, To B 2021 r.
oTMe4yanca HebOonblOoW POCT AaHHOrO MokasaTtens — Ha
2,2% 6onblue no cpaBHeHuto ¢ 2020 r. COOTBETCTBEHHO
CNOXHas CUTyalLMsa OTpasuiacb Ha CHUXKEHUWU OXUOAEMOM
NPOAOIKMTENBHOCTU XN3HM — Ha 1,48 ropa (c 71,54 ropa

B 2020 . go 70,06 roga B 2021 r.). Cpean NpuynH Heratme-
HbIX TEHAEHLMW cneayeT Ha3BaTb HEAOCTATOYHbIN YPOBEHb
KayecTBa MNEpPBUYHOM MEAMKO-CaHWTAPHOM MOMOLWM M ee
JIOCTYMHOCTU NS HaceNeHus, BKIoYas AeTcKoe, neduumnt
Bpayen, cpedHero v mnaglwero meanepcoHana, Heobxo-
[MMOCTb B [a/ibHENLIEM MepPeoCHaLeHNN PernoHanbHbIX
MeaopraHu3auuin MmeauumMHcKum obopyaoBaHuem. C 2023 T.
NPOEKT 6b1/1 06HOBNEH [1].

B xoge peanusaumy NpoeKkTa B perMoHax Havanu ocy-
LWEeCTBNATLCA MEPONpPUATMSA No 06ecnedYeHnto 4OCTYMHOCTH
W CO3[aHUI0 COBPEMEHHON WHOPACTPYKTYPbl MeAMLMUH-
CKOW MOMOLLUM AETAM B AETCKUX MOMUKIMHUKAX, OETCKUX
NONUKIUHUYECKMX OTAENEHUAX U [IETCKUX B6OoNbHULAX. 3a
nepmoa ¢ 2019 no 2021 r. 6onee 98% AETCKUX MONMUKIIU-
HUK M NOSIMKIIMHUYECKUX OTAENIEHUI B Pa3IMYHbIX pernoHax
Poccuiickon ®depepaumn 6binnM AOOCHALLEHbI MEAWULUH-
CKMM 060pyJ0BaHWEM, OCYLECTBNEHblI OpPraHW3aLMOHHO-
NJIaHUPOBOYHbIE PELIEHWUS MX BHYTPEHHUX MPOCTPAHCTB.



B pesynbraTe npoBeAeHUs aHHbIX MEPOMPUATUIA B AETCKUX
NMONMKIMHUKAX MOBbICKMAACb AOCTYMHOCTb MPeAocTaBfieHus
MEAULIMHCKOM MOMOLLM AETAM, YNyYLIMIOCh KAyYecTBO nep-
BUYHOW MEAUKO-CaHUTapHoM nomoun. B pamkax npoek-
Ta HaMe4yeHbl CTPOWUTENbCTBO M PEKOHCTPYKLMSA AETCKUX
6onbHuy. C 2019 r. BBeAEHbI B 3KcMayaTauumio obnacTHble,
OKPYXHble, pecnybiMKaHCKME W KpaeBble AETCKUe 060b-
HUUbI B 12 pernoHax, B HacTosillee Bpems BeAEeTCH CTPOM-
TENbCTBO M PEKOHCTPYKLMS ele 21 AETCKOro crauuoHapa.
3T0 NO3BOMUT PaCLIMPUTL BO3MOXHOCTM MO OKa3aHWIo cre-
LUManM3MpoBaHHOM, B TOM YUCNE BbICOKOTEXHOMOMMYHOWM,
nomMolM Aetam, o6ecneyvyuT BHeapeHWe WMHHOBALMOHHbIX
MEANLMHCKMX TEXHONIOTUI B NeanMaTPUYECKyto NPaKTUKY, CO3-
[acT KoMdOpPTHbIE ycNoBKUS NpebbiBaHUs AeTer B MeAULMH-
CKMX OpraHmM3aumsax, B TOM YMCNe COBMECTHO C POAUTENSAMMU,
N 6yaet cnocob6CcTBOBaATh MOBLILIEHUIO KAaYecTBa OKal3aHus
MEANLIMHCKOM NOMOLLM XKEHLLMHAM U OETAM, @ TaKKe CHUXKe-
HWIO JETCKOM M MNIaeHYECKON CMEPTHOCTH [2].

AKTyanbHOCTb Mpo6sieMbl Bbi3Bana WMHTEPEC K MU3y4ye-
HUIO ncTtopuyeckoro onbita CoBeTckoro Coto3a B pelleHnu
Bonpoca pedopmMUpPOBaHUA AETCKOro 3APaBOOXPaHEeHUs
nocne Benvkon OTe4ecTBEHHOW BOWHBI.

Llenb uccnepoBaHuna

Llenb gaHHOM cTaTb — Ha OCHOBE MPOBEAEHHOro UCTO-
PUKO-MEAMLMHCKOrO UCCnefoBaHWs NpeactaBuTb npobne-
Mbl pedOpMUPOBaHUS AeTCKOro 3apaBooxpaHeHns B CCCP
B NnocneBoeHHoe aecatunetne (1946-1956).

UCTOYHUKHU UCCNNIEAOBAHMUA

[na ocselleHns Bonpoca Obliv U3yYeHbl MPOTOKONbI
3acefaHnin, MeAUMUMHCKME OT4YETbl OOJIbHUYHOW CEeKLUK
MeanaTpuyeckon KOMUCCUM Y4eHoro MeauLIMHCKOro coBeTa
MunsgpaBa CCCP, oTtyeTbl AKageMun MeOULMHCKUX HayK

Valeriy Yu. Albitskiy, Stella A. Sher

CCCP v gpyrve AOKYMEHTbl U3 0ny6/IMKOBaHHbIX M HEOMNY6/n-
KOBaHHbIX apXMBHbIX MaTepunanoB [oCyaapCcTBEHHOro apxmBa
Poccuitickon degepaumnun, a TakkKe CNpaBOYHUKK, HayyHble
TPYAbl COBETCKMUX YHEHbIX-NEANMATPOB U OpraHn3aTtopoB AeT-
CKOrro 34paBoOXpaHeHus.

OCHOBHbIE PE3YJIbTATbl UCC/IEJOBAHUSA

ApX1BHble MaTepwuasbl CBUIETENbCTBYIOT O TOM, YTO TPY/-
Hble YCNIOBUS NMOC/IEBOEHHOIO BPEMEHU, BO3BpaLLEHNE 3HA-
YUTENBHOM YacCTW HaceNeHus M3 3BaKyauuu AOMOW, POCT
poxxgaemocT TpeboBaivM OT OPraHoB 34pPaBOOXPaHEHMS
OnepaTUBHOMO PELIEHNS BOMPOCOB MEAMLIMHCKOIO 06CNYHKM-
BaHWS AETCKOro HaceneHwus, BblABMUranu nepea HUMU HoBble
3agayun. [lpeobpa3oBaHUs CUCTEMbI 34paBOOXpPaHeEHMS
Hayanmcb C MISMEHEHUS OpraHn3aLMOHHON CTPYKTYPbI, Korga
15 mapTta 1946 r. 6611 NPUHAT 3aKoH «O Npeobpa3oBaHUK
CoBHapkoma CCCP B CoBeT MuHuctpoB CCCP n CoBeToB
HapopaHbix KomrccapoB Coo3HbIX M aBTOHOMHbIX Pecny6imK
B CoBeTbl MMHUCTPOB COO3HbIX U aBTOHOMHbIX PECTYGNUK».
CornacHo gaHHOMY 3aKOHY HapoaHble KoMuccapuaTbl 3apa-
BooxpaHeHuss CCCP, COlO3HbIX M aBTOHOMHbIX pecny6inK
peopraHM3oBann COOTBETCTBEHHO B MMWHUCTEPCTBA 34paBo-
oxpaHeHus CCCP, CO03HbIX 1 @BTOHOMHbIX pecnybnuK.

17 ceHTab6psa 1947 r. CoseT muHucTpoB CCCP npuHsan
NOCTaHOB/IEHWE O LEenecoobpasHoCTU 06beanHeHus 60sb-
HWUL, M NONUKIIMHUK, OAHAKO CHa4vana 37O Kacanocb TOSbKO
601bHUYHO-NONNKINHUYECKUX YYpEXAEHUN, 0OCNYyKnBaB-
LUMX B3POCNOoe HaceneHune. Hapagy ¢ aTum MuH3apaB NpuHsAn
peleHne 0 CAUSHUU POAWMSIbHBLIX IOMOB C EHCKUMW KOH-
cynbraunamMu. K o6berHEHUIO AETCKUX BGONbHULL C IETCKUMU
KOHCYNbTaUUSMU M MONUKIMHMKamMKM MuH3apaB noaouwen
6051ee OCTOPOXKHO. Peddbopma B ob6ecnevyeHnmn ne4ebHo-Mnpo-
dMNaKTMYECKON NMOMOLLbIO [IETCKOr0 HaceNeHWs Havanacb
Cc nepexogHoro nepuoga (1946-1948), koraa BbIGOPOYHO
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U3 nctopumn negnatpumn

6bl710 NPOBEAEHO 06bEAMHEHNE AETCKUX BONBbHUL, C KOHCY/b-
TauMsSMKU 1 NONUKIIMHUKaMK B HEKOTOPbIX ropojax, rae usy-
Yyanucb onbiT K 3ODEKTUBHOCTb MX PAbOTbl. BONLLIMHCTBO Xe
[LETCKUX KOHCYNbTaLMM U NOIMKIUHUK B NEPEXOaHbIN Nepuos
no-npexHemy npogomxkanu ¢GyHKLUMOHMPOBATbL CaMOCTOS-
TenbHo, 6e3 60nbHUL, [3].

0O60CHOBaHME LeHTpanbHbIMKM OpraHamun 3apaBooxXpaHe-
HUSA HEOOXOAMMOCTU OpraHM3auUnn 06beANHEHHbIX AETCKUX
yyperaeHui 6bi1o cneaytowmnm. CyllecTBoBaBluas B nocne-
BOEHHbIM Mepuog cucTteMa opraHuM3auuu nedyebHo-nNpodu-
JTAKTMYECKOM NMOMOLLM AETCKOMY HaCeNeHnto He ya0BNETBO-
psina BO3pOCLIEN MOTPEGHOCTM HaceneHuss B MOoydYeHuu
KBanudumumMpoBaHHON MeaULMHCKOM nomouun. Heo6xoanumel
OblnM NpeobpazoBaHua. 1 naaHOMepHOro HabsnaeHus
3a 340pOBbIM U 60NbHbIM PEGEHKOM B KOHCYy/NbTaLuMK, Ha
LOoMy ¥ B 60nbHULE TpeboBanocb MOBbllLeHWe KBanubu-
Kauuu neamaTtpoB He TONbKO KOHCYNbTALMM U MOSIMKINHUK,
HO M CTaLMOHapPOB. Y4aCTKOBbIe Bpaiu HEPELKO HE MOrIu
[O/MKHBIM 06pa3om obecneynTb paHHeh U MpaBWUIbHOM
ONArHOCTUKU U 3PDEKTUBHOM GOpPbObLI 3a CHUMKEHUE [eT-
CKOM 3a60/1EBAEMOCTU Y CMEPTHOCTU. B TO e BpeMsa 60/b-
HWYHblE BPayn Habnganu 3a ManeHbKMM NaLUeHTOM NnLlb
[10 MOMEHTa €ro K/IMHWYECKOro BbI3JOPOBAEHUS U BbIMU-
CKM M3 cTaumoHapa. OTCTpaHEeHHble OT CeMENHO-ObITOBbIX
YCNOBUW XWM3HM MaLMeHTa, CTauMoHapHble neguaTpbl He
MMenu BO3MOXHOCTM OKasblBaTb MocfeayloLlyo neyebHo-
NPOPUNaKTUYECKYIO MOMOLb, HEOBXOANMYIO KaK Ans nof-
HOrO BOCCTaHOB/IEHMS 340POBbSA Nepebonesluero pebeHka,
Tak M O0na NpoBeaeHnss NPEBEHTUBHbLIX MEP MO CHUXKEHUIO
3aboneBaemocTy [3].

Bonpoc o6beanHeHUs 601bHUYHO-NMOMNKINHUYECKHUX
YYPEXAEHUN, OBCNYKMBABLLMX AETCKOE HaceneHue, o06Cyx-
pancs Ha lll MneHyme CoBeTta ne4yebHO-NPODUNAKTUYECKOM
nomMoluM Oetam eule B aekabpe 1946 r. B JleHunHrpaae, HO
b 27 aHBaps 1948 r. MMHUCTEPCTBO 3[1paBOOXPaHEHNS
CCCP wunzgano npukas N2 51 «O npoBeaeHnn o6beanHeHus
[LETCKUX GONbHULL C AETCKUMW KOHCYNbTauMaMK (MOAWUKIK-
HUKamu)» [3, 4]. CornacHo gaHHOMY NpuKagdy ob6beauHeHne
FOPOACKMX AETCKMX GONbHULL C AETCKUMWU KOHCyNbTaLMSMM
1 NONUKIMHWKaMKM Havanocb B | kBapTane 1948 r. MuH3apas
CCCP npwuHan BpeMeHHYI0 MHCTPYKLMIO MO MNPOBEAEHMUIO
06beMHEHNA COMATUYECKNUX BONTbHUL, C AETCKUMW KOHCY/b-
TauMaMM 1M NONUKIMHUMKaMKM, B KOTOPOM YKa3blBasioCb, YTO
06bEeANHEHMIO MOANEXKANN: @) AETCKMEe 60NbHULbI C CaMOCTO-
ATENbHbIMU AETCKUMMU KOHCY/bTALUMSAMMU MW NOAUKIMHUKAMM
B ropogax; 6) AETCKNE OTaeNeHMs 06LMX 6ONTbHULL C AETCKUMM
KOHCYNbTaUMAMMN UK JETCKUMU OTAENEHUAMM OBLUMX NONK-
KIMHWK. CANSIHUE CaMOCTOSTENbHbIX JETCKMX KOHCY/bTaLuuim
W NOAUKIUHUK C AETCKUMMU OTAENEHUAMM OOBLMX GONMbHML,
[ONyCKanoch NP YCNOBUU HAMYMSA B LE€TCKOM OTAENEHUN He
mMeHee 20 Koek. [JeTcKkue 60/bHULbI, 06CNYKUBaBLIME AETEN
paHHero Bo3pacta (4o 3 net), 06beANHANUCH TONbKO C AeT-
CKMMW KOHcynbTauusamu. LUTaTHO-opraHn3aumoHHas WHTe-
rpaums OeTCKUX 60SIbHUL, C HECKONIbKMMU KOHCYNbTaLMaMu
WY NONUKIMHWKaMK onycKanacb Mpu Hanuyum B OETCKOM
60nbHULUe cBbie 100 Koek. MaBHbIM Bpay 06beANHEHHOIO
YYPEXAEHUS, KOTOPbIA YTBEPXAANCA OpraHamMu 34paBOOX-
paHeHus, oTBeYan 3a PYKOBOACTBO BCeW ne4ebHO-Npodu-
NTAKTUYECKON U GUHAHCOBO-XO39MCTBEHHON AEATENbHOCTbLIO.
3amecTuTenb MaBHOMO Bpaya BO3MMaBMA/ KOHCYNbTauuio
WAN NONMKIWHUKY W HEC OTBETCTBEHHOCTb 3a BCIO e4ebHO-
NPodUNaKTUYECKYIO U MPOTUBOIMUAEMMUYECKYIO PaboTy Mo
06CNYXUBaAHUIO AETCKOr0o HaceneHus [5].

B 1948 r. Konnerns MwuHsgpasa CCCP npuHana ewe
O[HO 4pe3Bbl4alHO BaXKHOE pelleHne — 06 OKa3aHWu Meau-
LMHCKOM MOMOLLM AETCKOMY HaceNeHuio B 06beAWHEHHbIX
yyYpexAeHUsaX Mo CUCTeMe efuHOro neguatpa, TO eCcTb Ha
OHOM TEPPUTOPUANBLHOM y4yacTKe AETAM OT POXKAEHWUS [0
14 net ogHMM negunatpoM. Cuctema eamMHoro neamnatpa 6bina
pa3pabotaHa B LleHTpanbHOM NegMaTpMyecKoM WHCTUTYTE
eule B KoHue 1930-x rr. n anpobupoBaHa B psje AETCKUX
yypexaeHnn KasaHu M HEKOTOpPbIX ApPYrux roponos [6].
Cnepyloumin onbIT UCMONb30BaAHUSA CUCTEMbI €AMHOTO Neau-
aTpa oTHocuacs K nepuoay Benukon OTeyecTBEHHOW BOW-
Hbl, KOrla 3aMecTUTeNlb MMHUCTPa 3apaBooxpaHeHns CCCP
M.[A. KoBpuruHa 3 utong 1943 r. ytBepanna MHCTpyKLUMIO
«06 opraHu3auMK B ropofax nedyebHO-NpoPUNaKTUYEeCKo-
ro o6cnyuBaHusa geten go 14 net ogHUM neauaTpom Ha
ydyacTtke» [7]. Meton o6CnyuBaHUs eauHbIM NegnaTpom
ucnonb3oBanu B 6n1oKagHOM JleHuHrpaze, rae BcneacTeme
3BaKyaLMn B3POCNOro M AETCKOro HaceNeHUs 3Ha4YnTeNbHO
YMEHbLIMNOCH KOMMYECTBO AETEN Ha BpayebHbIX y4acTKax.
B cnoxuBwewncs cutyaumm 6bi10 Lenecoobpa3Ho o6beau-
HUTb OOCNYXXMBaHWEe NaLUMeHTOB PaHHEro W craplliero BO3-
pacta ogHuM neauatpom [8]. OKOHYaATENbHO MEpPEeLWnn Ha
cucTeMy obenymBaHus geten oo 16 net (a He ao 14 net, Kak
yKa3blBanocb B MHCTPYKUMK) €AMHbIM NegnMaTpoM Ha ydacTke
TONbKO B MNOCNEBOEHHbIV Nepunod. Bpaum AeTCKMX KOHCYybTa-
LUMA Y NONUKNUHUK NEPEXOANSIU Ha CUCTEMY O6CNYXMBaHUS
feTen efuHbIM neguMaTtpom TOMbKO Mocne npeasapuTenb-
HOrO MOBbIWEHNs KBanudukauuun. NepsBbld ONbIT HOBOMO
MeTofa paboTbl Npuobpenu Bpayu B JleHnHrpaae, Kasanu,
YenabuHcKke, XapbKoBe, 3aTeM OH PacnpocTpaHuICca U Ha
apyrve ropoga [6].

B ocHoBy o6beanHeHus OETCKUX OOSIbHWUL, C KOHCYSb-
TauusmMu (MONMKNIMHWKaMK) Gbliv MONOXKEHbLI cneaylolime
NPUHLMMBI:

1) paboTa BCcex Bpayen o6beAWHEHHOro LETCKOro y4yper-
OeHus B 60/bHMLE, B KOHCYNbTaUUK (MOAUKINHUKE) Ha
npMeMe 1 Ha y4acTKe;

2) pasyKpyrnHeHWe y4acTKOB MW [JanbHeNllee YKpenneHue
y4aCTKOBOM CUCTEMbI 06CNYKMBAHWUSA AETCKOrO HaceNeHus;

3) ycunenve npodunakTMHECKOM W MNPOTUMBO3NUAEMUYE-
CKOW paboTbl Ha y4acTKe;

4) obcnyxvMBaHMe KaxablM BpayoM He MeHee 3—5 nauueH-
TOB B 60/IbHULE C COBMIOAEHMEM YCTAaHOBIEHHOIO B CTa-
LMOHape pexknuma [5].

B pamkax pepopmmnpoBaHus 3gpaBooxpaHeHns 3 deB.-
pana 1949 r. Munuasgpas CCCP yrtBepaunn «[lonoxeHue
O [EeTCKOW 60nbHMLE», KOTOPOE PacrnpoCTPaHAnocb U Ha
NeTCKne oTaeneHns obLwmnx 60bHUL, 0O bEANHEHHbIX C AET-
CKMMW BHEBGOSIbHUYHBIMK y4pexaeHuamu. B cooTBeTcTBMMU
¢ MNonoxkeHnem peTckaa 6onbHMLA cocTosina M3 CTauumo-
Hapa, AETCKOW KOHCyNbTaluu Unu NOAUKANHWUKK, aBAsSnach
OCHOBHbIM MEAWLMHCKUM YYpeXxAeHWeM, OKa3blBaBLWWUM
6ecnnaTtHylo BHEGONbHUYHYIO Ne4ebHO-NPOOUNAKTUYECKYIO
M CTaLMOHapHYO NOMOLb AETAM OT pPoXAeHus o 16 ner,
BCEM LWKOJIbHMKaAM He3aBMCUMMO OT Bo3pacTta. bbinu chop-
MY/IMPOBaHbl OCHOBHble 3aJayu O0O6beAMHEHHOW AETCKOWM
60NbHULLbI:
® OpraHusauus M nposeaeHre NPodUNaKTUYECKMX U NPO-

TMBO3NUAEMUYECKMX MEPONPUSATUIA, HaMpaB/IEHHbIX Ha

CHUXeHWe 3ab60/1eBaeMOCTU U CMEPTHOCTU AeTen (paH-

HUM M KBanMOUUMPOBAHHbLIM NaTpOHaX HOBOPOMAEH-

HblX, HabngeHne 3a pa3BUTMEM [eTel, npoBeaeHue

NPoPUNaKTUYECKUX MPUBUBOK);



® OKazaHue KBanuduLUMpPOBaHHOW Jsie4ebHOW MNOMOLLM
B CTaLMOHapaXx, KOHCYNbTaumsax U NOAUKIMHMKAX, a TaK-
K€ Ha oMY N0 y4aCTKOBOMY MPUHLMNY;

® un3yvyeHne GMU3MYECKOro pa3BuTUS, 3ab60NeBaeMoCTy LeT-
CKOro HaceneHus, y4eT n aHann3 ahdOEKTUBHOCTM OKa3bl-
BaeMOM MOMOLLY;

e paHHee BbiiBNeHWe 3aboneBaHUM W CBOEBpPEeMeHHas
rocnuTannadaums 60bHbIX AETEN, HYXKAABLUMXCSA B CTaLLMO-
HaPHOM NeYeHnu;

® OKa3aHWe NMepBOM U HEOT/IOXKHOW MOMOLLM MPU OCTPbIX
3a60neBaHu1sAX, TpAaBMaXx U OTPaBNIEHUSX;

® CcaHMTapHO-NpocBeTUTENbHAsA paboTa;

® couuManbHO-NpaBoBas MOMOLLb;

® MoBbllWEHWe KBanndUKaLMK Bpayen (NpoBeaeHne Hayu-
HbIX KOHPEPEHUMI, CEMUHAPCKUX 3aHATUI, pa3bop UCTO-
pui 6onesHun) [5].

[eTtanbHoe W3yyeHWe onblTa AEeATEeNbHOCTU OTAEeNb-
HbIX AETCKMX 60NbHUYHO-NONUKIIMHUYECKUX OObeanHe-
HUM Munsgpas CCCP u AMH CCCP nopyyunu KONNeKTuBy
Nuctutyta neamatpun AMH CCCP, a Takxke pecnybnivKaH-
CKMM MHCTWUTYTaM u Kadeapam neanatpuu. Mpu oGbeanHe-
HUW JETCKUX B6OMbHUL, C KOHCYNbTAUUSAMU U NOAUKIMHUKaMM
y4yuTbiBaNM cneumduKky negumatTpumn: Heo6XoAMMOCTb MOBbI-
LEHMS KBannPUKaLMKM YHaCTKOBbIX NeANaTPOB, MPEEMCTBEH-
HOCTb B OOGCNYyXMBaHWK 300pPOBOro M 60MbHOrO pebeHKa
Ha yyacTKe W B cTaumoHape, oco6eHHOCTM npodunaKTnye-
CKOWM paboTbl. MPOBOAMNOCH O4HOBPEMEHHOE UCCefOBaHNE
TPEX3BEHbEBOW CUCTEMbI PaboTbl 06beauHeHUs (neguaTp
YyacTb BpemMeHu paboTan B CTalMoHape, 4acTb — Ha npueme
B KOHCY/IbTaL MKW UK NOSIMKIMHWKE, YacTb — Ha 06CNyXu1Ba-
HMW MaLUMEHTOB Ha AOMY) U ABYX3BEHbEBOW (BeAeHWe Bpa-
4om 6O0NbHbIX B CTalMOHape U Ha MpUeMe B KOHCyNbTaLuu
60 B 60/IbHULE M OKa3aHWe NoMoLWM Ha AoMy). N3ydyeHne
onbiTa paboTbl 60bHUYHO-MNOIMKIMHUYECKNX 0ObEANHEHUIN
NPOAEMOHCTPMPOBAO MO3UTUBHLIM 3DDEKT MHTErpaumm,
NMOCKOJIbKY Yy4YacTKOBble Bpayu MOBbIWANW CBOK KBanu-
dwuKaumio, ocBanBanu GONIbHUYHbIE METOAbl AMArHOCTUKMU
W Nle4yeHuns, a cTauMoHapHble neaguMaTpbl NofyvYann BO3MOXK-
HOCTb NOBbILATb CBOIO KBaNMPUKaLMIO N0 BHEGONbHUYHOMY
06CNYKMBaHUIO AETEN, BbIABNEHUIO paHHWUX Gopm 3abone-
BaHuWA, HabnlOAEeHUIO 3@ pa3BUTMEM 340POBOro pebeHKa,
NpoBeAEHNIO KOMMIEKCa NPODUNAKTUYECKOM N MPOTUBOINMK-
aeMnyeckon paboTbl Ha ydyacTke. Ctanun 6onee AOCTYNHbIMU
rocnutannaaums 60nbHbIX AeTEN B nepBble AHW 3abonesa-
HUS, UX KOHCY/IbTUPOBAHWE BbICOKOKBaANMPULIMPOBAHHBIMM
3Kcneptamu 60/bHUL, NpodeccopamMu, 3aBeyloLWnMU Kin-
HUYECKMMM OTAENEHUSIMM BO BpemMs aMBynaTopHOro npuema
Wnu Ha gowmy [3, 4, 6].

OaHaKo npu 06beaMHEHNN AETCKMX BONbHUL, C KOHCY/Ib-
TauMAMKU U NOAUKIMHWKaMK, MPU Nepexoae K eauHoMy neam-
aTpUYECKOMY O6CNYXMBaAHUIO LETCKOrO0 HaceNeHUs CTpaHbl
B OTAE/bHbIX FOPOAAx PyKOBOAUTENMN AETCKOro 3apaBooxpa-
HEHWs BCTPETUINCL C onpeaeneHHbIMU TPYAHOCTAMM, 06YyC-
NIOBNIEHHbIMU, BO-NEPBbIX, MHOrOO6Pa3nemM TUMOB AETCKUX
yypexaeHnn, BO-BTOPbIX, HECOOTBETCTBMEM KOEYHOro GoHaa
[ETCKMX BOMbHUL, U 3HAYNUTENTbHO 60/bLLEro Yncna BHeEGOb-
HUYHbBIX YYPEXAEHUN, B-TPETbUX, Ppa3dHOOOpa3nem QyHKLUN
[IETCKOro Bpaya B Ie4eOHON M NpodunakTU4ecKon paboTte
NpW HOBbIX YCII0BUSAX opraHun3aumu [9].

lMpoBeAeHHbIEe HayYHbIMKU COTPYyAHMKamMu WHCTUTYTa
negnatpum AMH CCCP B 1949-1950 rr. uccnegoBaHus
noKasanu: BO-MEpPBbLIX, LleNecoobpa3HOCTb OpraHM3aLuu
06CNyKMBaHUA BCEX BO3PACTHbIX FPynn AETCKOro Hacene-

HWUA OAHWM Bpa4vyoOM-NeanaTpoM B YCOBUAX 0ObedUHEHUA
60/IbHUL, U BHEBGOMbHUYHbBIX y4perkaeHun. [aHHas cucTe-
Ma 00befMHEHUSA co3[aBana yc/ioBua Ana Haubonee npa-
BW/IbHOM OpraHuMsauuu Tpyaa Bpayen, Bena K yMeHbLIEeHUIO
TeppuUTopManbHbIX Y4acTKoB U obecnevmBana 6onee BbICO-
KOe Ka4yecTBO MEeAMUMHCKOro O6CNYyXMBaHUSA MpPU YCIOBUM
cobnoeHna BCcex HeobXoAMMbIX MPOTUBOIMUAEMUYECKUX
Mep, BbITEKAIOUWMX U3 O4HOBPEMEHHOIO NpUema B MOAUKIK-
HUKe [OeTer pas3nn4yHoro Bo3pacta. Bo-BTopbix, opraHu3a-
UMa 06beaMHEHHOro 06CNYXMBaHUA B ropofe U pariOHHOM
LleHTpe cTpounacbh Mo cuctemMe eanHoro GUHaHCMpoBaHMUS,
4YTO ABNANOCH HauMbosiee 3aBEPLIEHHOW CUMCTEMOW 06bean-
HeHud. B-TpeTbux, HOBas cucteMa [daBajia BO3MOXHOCTb
3Ha4YUTENIbHOW paLMoHann3aunn Tpyaa Bpaven B yCOBUAX
00beMHEHUA NyTeM pPa3rpy3ku Bpaya W nepefayu yyacrt-
KoBOW MefcecTpe psga dyHKUMK (MpUeM 3[00pOoBbIX AETeEN,
npodunakTnyeckoe HabnogeHune). B-yetBepTblX, apdeKTUB-
HOCTb HOBbIX OPM MEAMLIMHCKOro OOCNYXMBaHUSA [OOKa-
3blBalM TakMe OObEKTUBHbIE MOKa3aTeNu, KaK CHUXKEeHWe
AMarHoCTMYECKUX OWMBOK Bpaya, MOBbILIEHWE KayecTBa
06CNYXMBaHUA (3HAYMTENbHbBIA POCT OXBaTa HOBOPOXAEH-
HbIX, FOCNUTaNM3aLUns aeTen Ha 60siee paHHUX CpOKax, CBOe-
BpPEMEHHOE BbIIB/ieHWE paxuTa y aeten) [9].

CocrtosaBlummncs B mapte 1951 r. V lMneHym CoBeTa neye6-
HO-NpPOdUNAKTUYECKON NoMOoLLM AeTaM MUHUCTEPCTB 3apa-
BooxpaHeHus CCCP n PCOCP noasen mtorn o6beamHeHus
OETCKUX BOJIbHUL, C KOHCYNbTauuaMu U MOJUKIMHUKaMKU
W HaMeTun 3ajayn no [JanbHenlwemy COBepLIeHCTBOBa-
HUWIO OpraHn3aunoHHbIX GOPM AaHHOM MHTerpauuun [3, 4].
HoBas cuctema MeAULMHCKOro OOCNYXXMBaHWS OETCKOro
HaceneHns cnocobcTBOBaNa POCTy KBanMdUKaLmMm Bpaden,
COBEPLUEHCTBOBAHUIO 060pyaoBaHUsA O0/bHUL, NO3BONS-
la CBOEBPEMEHHO roCnMUTanM3nMpoBaTb OO0JbHbIX AeTew
M MCNoNb30BaTb BCE UMEBLLUMECS B 60/bHMLAX nabopartop-
HO-MHCTPYMEHTallbHble MeToAbl MUccnefoBaHua ana 6onee
paHHeh M TOYHOM MOCTAHOBKM [AMarHo3a W MoBbIWEHUA
3ddEKTUBHOCTU CTauuMoHapHon Tepanuu [10]. Beneacteue
6onbllen KOHLEHTPaLMK BHUMaHUS NeanaTpoB Ha Tepanes-
TUYECKOW AesiTENbHOCTM B CTauuoHape [l1eHym noctasui
3ajadvy [JanbHenlWero CcOoBepLlUEeHCTBOBAHUA MpodunaKkTm-
4YeCcKOro HanpaBfieHWs 06CNyKMBaHUS NauMeHTOB. AHaNM3
paboTbl NeavMaTpoB MOKa3an Lenecoobpa3HoCTb OTKasa
OT OBYX- U TPEX3BEHbEBOM CUCTEMbI (YHKLMOHUPOBAHMUS
N HeobXxoaMMOCTb BBEAEHWUS APYyroro pexuma. Bpady aet-
CKOM KOHCYNbTaLMNU-NONNKINHUKKM OblI0 NpeanoxeHo pabo-
TaTb NMOCTOSIHHO Ha MeAMaTPUYECKOM YYaCTKe, HO KaXKible
2-3 roga nepexoamtb B cTauuoHap Ha 5-6 mec ¢ uenbio
noBbilWeHNs KBanndukaumm [3, 4].

28 anpensa 1952 r. CoseT muHuctpoB CCCP cBounm pac-
NOPSXKEHUEM YCTAaHOBW [O/MKHOCTU TMaBHbIX MNeaMaTpoB
B MuH3apaBax Colo3HbIX pecnyb/ivK, B 06NacTHbIX, KpaeBbIx
W TOPOACKMUX OTAeNax 34paBooXpaHeHus, YTo crnocobCcTBOBa-
/10 NOBbILWEHNIO KBanndUKaLMn opraHM3aLnoHHO-MeToauYe-
CKOro pyKOBO/CTBa W aHann3a AesaTeNbHOCTU AETCKUX Neveb-
HO-MPODUNAKTUHECKUX YUYPEKAEHWUI, KavyecTBa W KynbTypbl
MEANLMHCKOro 06CNyXMBaHUSA AETCKOro HaceneHus [3].

ExkeroaHbi NpUMpPOCT ceTn Ne4ebHO-NPODUIaKTUYECKUX
YyYPEXAEHUN U MEeONUMHCKUX KaApoB MO3BONSANA HE TONbKO
chenatb MEAMLMHCKYIO MOMOLb HaceneHuto 6onee LOCTyM-
HOW, HO ¥ MOBbLICUTb €e KayecTBO. ITO OCYLLECTBSANOCH
6narofaps pasBuTUIO CMELManM3npoBaHHbIX BULOB nevyeb-
HO-MPOdPUIAKTUHECKON MOMOLLM U NPOBELAEHUIO CreLnanu-
3auuMu Bpa4vyebHblX Kagpos. B craumoHapax niaHomMepHo
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YMEHbLUaN0oCh YMCNO0 06LMX KOEK M yBennymBancs GoHa cne-
LManm3npoBaHHbIX KoeK [11]. Hanpumep, B JIEHUHIpaacKom
negMaTpuyecKkom MeOULMHCKOM WHCTUTYTE BOCCO3jaBa-
nacb MpaKkTMYeCKWM 3aHOBO NpepBaHHas BOWHOW cneuu-
anu3npoBaHHas NMoMoLllb AeTsaM, 60NbHbIM PEBMATU3MOM.
B 1945 r. 6bl1 OTKPbLIT NEPBLIA NOC/E BOWHbLI peBMaToso-
rMYECKUN KabuHeT, B 1946 . MX HacuYUTbiBaNOCb Yxe 6,
aB 1947 r. — 12, BHOBb Ha4yano GpyHKLUMOHMPOBATbL peBMa-
Tonoruyeckoe otgenexue Ha 30 Koek [12].

17 aBrycta 1954 r. Munsgpas CCCP unzgan Mpukas N2 69,
B KOTOPOM 0c060€e BHMMaHWe 6biNo 06palleHO Ha YKper-
fleHMe MONMUKIMHUYECKOrO OGCNYXXMBAHUS KaK MaBHOro
W pellatolLero 3BeHa B e4ebHo-NpodUnakTM4ecKom nomo-
WK HaceneHuto. B npukase otmedanoch, YTo Haubonee pa-
LMOHaNbHOM CUCTEMOW TPyAa Y4aCTKOBbIX NeauaTpoB SBAS-
eTcsa YyepenoBaHue paboTbl B KOHCYAbTALMAX-MOMNKINMHUKAX
C HENpepbIBHOM AeSATENbHOCTbIO B CTaLMOHape B TeYeHWe He
MeHee 3—4 mec Kaxable 1-1,5 roga. CornacHo ykazaHHOMY
[IOKYMEHTY, pa3peLianocb YyCTaHOBUTb HOPMY Mpuema Bpa-
Yamu-negmMaTpamMu B KOHCYNbTaUMU-NONMKINHUKE 5 aeTen
B Yac. B cBfi3u ¢ M3gaHWEM AaHHOro NpuKasa Gbiin nepepa-
6GOTaHbl LWTATHble HOPMAaTUBbI MEAMLMHCKOro, neaarornye-
CKOro nepcoHana v paboTHUKOB KyxOHb FOPOACKMX AETCKMUX
60MbHUL, N JETCKUX OTAENEeHMN 06LWuX 60bHUL,. PoCT Yncna
[LETCKUX KOHCYNbTaLMi U AETCKMX CTalMOHAPHbIX KOEK npes-
cTaBfieH B Tabnuue [13].

B okT6pe 1956 r. coctosinock Bcecoto3Hoe coBella-
HWe aKTMBa PabOTHWMKOB 34PaBOOXPAHEHWUS, Ha KOTOPOM
o6Cyxaanncb BONPOCh! anbHENLLEro COBEPLLIEHCTBOBAHMUSA
MEAMLIMHCKOM MOMOLLM HaceneHuto M ocoboe BHWMaHWe
obpallanocb Ha BaXHOCTb Pa3BUTUS NPODUIAKTUHECKOIO
obcnyxmnBanua geten. PopyM noctaBua KaKk OfHY M3 Mpu-
OPUTETHbLIX 3ajay OpPraHoB 3[4paBOOXPaHEHUa [AdasibHew-
lwee pa3yKpynHeHWe neamaTpuyeckunx y4actkoB. 12 HOA6-
pa 1956 r. MuHsgpas CCCP noanucan Mpukas N2 260
«0 Mepax Mo yayylWeHUI0 MEeAMLMHCKOTro OGCAYXMBaHWUSA
[eTen paHHero Bo3pacTta W AalbHenlWeMy CHUXEHUIO AeT-
CKOM CMepTHOCTW». [JaHHbIN JOKYMEHT npegycmatpuBan
pa3pelleHne Ha KaxaoM neguatpuyeckom ydactke 1,5 cTa-
BOK MeLWLIMHCKOM CecTpbl Ha OAHOMO y4acTKOBOro Bpaya,
4YTO NO3BONSANO0 YNYYLWNTb NPodUNaKTUYECKYD pPaboTy, 0co-
6eHHO cpeau AeTen NepBoro roja *}u3Hu. B ropogax Hame-
Yyanocb AanbHewnlwee pa3yKpyrnHEHWEe y4aCcTKOB C YMC/IOM
neten Bcex Bo3pacToB He 6onee 1000. LLUnpoko npoBo-
[MMas Ha y4acTKe caHnpocBeTpaboTa No paunoHanbHOMY
BCKapM/IMBaHUIO MIaflEeHLEB, YX04y 3a HUMM, Npodunak-
TUKE W JIeYEeHUI0 paxuTa, BaKuMHauuuM cnoco6eTBOBanNa
TECHOW CBA3M poaMTENEn C BpaioM U MeACcecTpon, BbisBie-
HUIO 3ab60neBaHW y AeTen Ha HavYanbHOW CTaguu, paHHEN
rocnuTanuMsaumnmn, AMarHoCTUKE, NeYEHUI0, CHUKEHUIO 3a60-
IeBaemMoCTM U CMePTHOCTH [3].

HecmoTtpa Ha npoBoaMmble B 1952-1955 rr. mepsl,
cUTyauusl Ha cene ocTaBanacb 60nee CI0XHOW, YeM B YC/O-

BMAX ropoga. Ha MHOrMx cenbCKMX BpayebHbIX ydyacTKax
OTCYTCTBOBa/M CneunanbHble AETCKUE YUPEKAEHUS U Kaapbl
[LEeTCKUX pabOTHWKOB, KPOME MaTpOHaXHbIX cecTep, NoaTo-
My geTein o6CnyunBann Bce MeLULMHCKME PaBGOoTHUKK. 3TO
0643bIBaNo Ux 3HaTb MNPUHLMMbI OPraHn3aLmmM MeanuLMHCKON
NMOMOLLKM [eTAM, aHaToMO-GU3MONOrMYECKUE OCOBEHHOCTH
pasHbIX BO3PACTHbIX Py, OCHOBbI MPOPUNAKTUKK M CNOCO-
Obl leyeHns AeTCKux 6onesHen. Yacto nevyebHo-npodunak-
TMYECKYIO MOMOLLb AETAM Ha Cefle OKa3bliBanu 3aBeytoLui
Bpaye6HbIM y4aCTKOM M NaTpOHaXHaa MeAcecTpa, a PyKoBo-
ann paboTon panoHHbIM neanatp [14].

Ona obecneyeHns CenbCKUX panoOHOB Bpavyamu-neau-
aTpaMu B YKadaHHOM Bbiwe [lpukase MwuH3gpas CCCP
Jan pacnops)eHue MeCTHbIM opraHam 3apaBooXpaHe-
HUS YKOMMAEeKToBaTb B OGnvKawwue rofabl neguvarpamu
BCE CeNbCKWE paWoHbl, OTKPbITb AETCKME KOHCY/bTaluu
B KPYMHbIX cenax, PacrofIoXEHHbIX BAANW OT PanOHHbIX
LeHTpoB [3].

MNepea MuHuagpasom CCCP cTtosina 3agada B KOPOTKMMU
CPOK KaK /IMKBMAMPOBATb pa3pbiB Mexay 3apaBoOXpaHe-
HMEM ropoaa U OEPEBHW, TaK M OpraHM3oBaTb e4YebHO-
npodunakTMyeckoe 06CNyXMBaHWE B3POCIOro U AETCKOro
CeNbCKOro HacefneHus, 4Tobbl MeAuLMHCKas MOMOLlb Ha
cene Oblna crneunannM3npoBaHHOM W [OOCTYMHOW MKWUTENam
cena, COOTBETCTBOBasa COBPEMEHHOMY ANs TOro nepuoaa
YPOBHIO MEAULIMHCKOM HayKW. Bbino peleHo, He yMeHbLlas
ponn y4acTKOBOM 60/bHULI, 06palLaTb 0Co60e BHUMaHWE
Ha pasBWTWE PaMOHHbIX BOMbHUL, KaK LEeHTPOB creuuanu-
3MPOBAHHOM MOMOLLM CENIbCKOMY HaCeNeHuto U co3faHue
HOBbIX B3POC/bIX U AETCKMX 06MaCTHbIX GONbHUL, C LIENbIO
KOHCY/IbTaTUBHO-METOAMYECKOro pyKoBoacTea [15].

3AKJ/IIOMEHUE

Taknum 06pa3om, NepBble NOC/IEBOEHHbIE robl B CUCTEME
COBETCKOro 3[paBOOXpPaHEHUsI 03HAMEHOBaIUCbL Havyanom
KPYMHOW rocygapCTBEHHOM pedopMbl, BaXKHENLIUM 3BEHOM
KOTOPOW §IBUOCb OObeAMHEHUE OO0/bHUL, U MOMUKIUHUK
ONS B3POCAbIX, POAMSbHbIX AOMOB C XEHCKUMW KOHCY/b-
TauusaMK, OETCKUX GONbHUL, C AETCKUMMU KOHCYNbTaLUSMHU
M NONUKNMHUKaMu. [ocneBoeHHasa pedopma cnocobCTBO-
Basa NOAHATUIO KayecTBa CTaLMOHapHOM M ambynaTopHOwM
MEAWLIMHCKON NMOMOLLM, BO3PaCTaHUIO ponn 60NbHMLbI KaK
OpraHM3yoWero 1 pyKOBOASLLErO LeHTpa BCEX 0O0bEeANHEH-
HbIX y4YpexaeHun. B pesynbrate cnMsaHUA OETCKMX 60NbHULL
C KOHCYNbTaLMSMU U MOJIMKIIMHUKAMM, a TaKKe OpraHu-
3aUnMn negnMaTpmyecKor y4acTKOBOM Cny»KObl Mo cucteme
eIMHOro neguaTpa C OKa3aHWeM Ne4ebHOo-npodunakTuye-
CKOM NMOMOLLM OETAM B BO3pacTe OT poXAeHusa Ao 16 net
OAHWM NeavaTpoM HameTunacb NPeemMcTBEHHOCTbL B pabo-
Te Bpayen MepBMYHOrO 3BEHa W CTalMoHapoB, Habnwoaa-
SINCb NOBbIWEHNE KBannbuKauun meapaboTHUKOB, pas3Bu-
TMe cneunanu3anpoBaHHbIX BULOB MEAULMHCKOW MOMOLUM,
yny4yleHne KayecTBa le4ebHO-NPObUNaKTUHECKON PabOoThl

Ta6auua. Nokazatenun ne4yebHO-NPObUNaKTUYECKOro 06CNYKNBaHUS aeTen

Table. Indicators of medical and preventive care for children

Yucno KoHcynbTaL Ui, BeayLux Nnpuem aeten

CrauuoHapHble KOWKU AnA GONbHbIX AeTei

1940r. 1950r. 1956 . 1940r. 1950r. 1956 .
Ccccp 5341 6705 7125 85636 126 833 192478
PCoCP 2786 3808 4168 54707 83583 121 968




B MEAMLIMHCKUX yYpexaeHnax U Ha gomy. PedopmupoBarue
[IETCKOro 3paBo0OXpaHeHNs cnoco6CTBOBANO CBOEBPEMEH-
HOW OMarHocTuKke 3abofieBaHWM, paHHen rocnuTanusaumu
NnaLneHToB, YKPENnJIeHUio CBA3M y4aCTKOBOro Bpaya U Mea-
CECTPbl C CeMben pebeHKa, CHUXKEeHWIo 3aboneBaemMoCcTy
N CMEPTHOCTH.

UCTOYHUK ®UHAHCUPOBAHMUSA
OtcyTcTBYET.

FINANCING SOURCE
Not specified.

CIMUCOK JINTEPATYPbI / REFERENCES

1. depepanbHbli NPOEKT «Pa3BUTUE [ETCKOro 3/paBO0XPaHeHUs,
BKJ/ItOYas cO34aHNE COBPEMEHHOM MHGPACTPYKTYPbl OKa3aHUs Meau-
LMHCKON rnomolyn getam». — Matepuan ony6nvkoBaH 16 wions
2019 r., o6HoBneH 26 anpensa 2023 r. [Federal project “Razvitie
detskogo zdravookhraneniya, vklyuchaya sozdanie sovremennoi
infrastruktury okazaniya meditsinskoi pomoshchi detyam”.
Documents published July 16, 2019, updated April 26, 2023. (In
Russ).] JoctynHo no: https://minzdrav.gov.ru/poleznye-resursy/
natsproektzdravoohranenie/detstvo. Ccbinka aktnBHa Ha 09.09.2023.
2. AKTyanbHble BOMPOCbI Pa3BUTUA [AETCKOro 34pPaBOOXPaHEHUs
1 CO3aHWst ero CoBpemeHHoM MHdpacTpyKTypbl // CoBeT Pegepaumm
denepanbHoro CobpaHusi Poccuiickor denepaummn: obuLmanbHbI
cant. [Aktual’'nye voprosy razvitiya detskogo zdravookhraneniya i
sozdaniya ego sovremennoi infrastruktury. In: Federation Council
of the Federal Assembly of the Russian Federation: Official website.
(In Russ).] OoctynHo no: http://council.gov.ru/activity/activities/
parliamentary/143235. Ccbinka aktvBHa Ha 09.09.2023.

3. [peywHukoBa J1.B. OxpaHa maTepuHcTBa M aetctBa B CCCP //
PykoBogcTBo no neanatpmuu. — M.: MeamumHa; 1965. — C. 720-760.
[Grechshnikova LV. Okhrana materinstva i detstva v SSSR. In:
Rukovodstvo po pediatrii. Moscow: Meditsina; 1965. pp. 720-760.
(In Russ).]

4. Tonbadenba A.A. Ouyepku no uctopuu neamatpum CCCP. — M.:
MenavumnHa; 1970. — 184 c. [Goldfeld AYa. Ocherki po istorii pediatrii
SSSR. Moscow: Meditsina; 1970. 184 p. (In Russ).]

5. CnpaBOo4yHMK M0 opraHu3aumu 340aBoOXpaHeHNUs] (OCHOBHbIE MocTa-
HOBJIEHUS] M BEAOMCTBEHHbIE MaTtepuasbl) / oTB. ped. A.H. LLa6aHos;
coct: ®. AptembeB, U. EpmonaeB. — M.: Mearus; 1950. — 807 c.
[Spravochnik po organizatsii zdravookhraneniya (osnovnye postanov-
leniya i vedomstvennye materialy). Shabanov AN, ed-in-chief; Artem’ev F,
Ermolaev |, compilers. Moscow: Medgiz; 1950. 807 p. (In Russ).]

6. 36opoBckas ®.U. OpraHuzaums ne4eb6HO-npopuIaKTM4ecKom
nomowym getam. — M.: Mearus; 1949. — 168 c. [Zborovskaya Fl.
Organizatsiya lechebno-profilakticheskoi pomoshchi detyam.
Moscow: Medgiz; 1941. 135 p. (In Russ).]

7. TocymapcTBeHHbI apxuB Poccuitickon depepaunn (FAPD).
®. 8009. Hapkomsgpas CCCP. On. 21. [A. 43. UHCTpyKuMM
Hapkom3agpaBa CCCP no Bonpocam AETCKOro 34PaBOOXpaHeHUs
(7 noHa — 3 aBrycta 1943 r.). — J1. 4-5 06. [State Archive of the
Russian Federation (SARF). Fund 8009. Ministry Health of the USSR.
Inventory 21. Records 43. Instructions of the People’s Commissariat
of Health of the USSR on children’s health (June 7 — August 3,
1943). L. 4-5f.s. (In Russ).]

8. Anb6uukuin B.1O., Lep C.A. CoBeTckasi cuctema oxpaHbl
3710poBbsi AeTei B roAbl Benukoi OTeyecTBEHHOHM BOKHbI / TNOA

PACKPBITHE UHTEPECOB
ABTOpbI CTaTbM MOATBEPAMSIM OTCYTCTBME KOHMMKTA
MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLLUTL.

DISCLOSURE OF INTERESTS
Not declared.

ORCID

B.10. AnbGULKUIA
https://orcid.org/0000-0003-4314-8366
C.A. lUep
https://orcid.org/0000-0003-4364-2604

Haydy. ped. A.A. bapaHoBa. — M.; 2022. — 163 c. [AI'bitskii VYu.,
Sher SA. Sovetskaya sistema okhrany zdorov'ya detei v gody Velikoi
Otechestvennoi voiny. Baranov AA, ed. Moscow; 2022. 163 p.
(In Russ).]

9. TAP®. &. 9120. Akagemuss MeanumHckux Hayk CCCP. On. 2.
[O. 870. Ot4eT 0 Hay4yHO-uccnenoBaTesbCKoM pabote UHCTUTYTa
neaunatpumn AMH CCCP 3a 1949 r. — J1. 64-71. [SARF. Fund 9120.
Academy of Medical Sciences of the USSR. Inventory 2. Records
870. Report on the research work of the Institute of Pediatrics of
the Academy of Medical Sciences of the USSR for 1949. L. 64-71.
(In Russ).]

10. Oyvepku mctopum 3apaBooxpaHeHnss CCCP (1917-1956 rr.) /
nog pea. M.U. BapcykoBa. — M.; 1957. — C. 310. [Ocherki
istorii zdravookhraneniya SSSR (1917-1956 gg.). Barsukov MI, ed.
Moscow; 1977. p. 310. (In Russ).]

11. KoBpurnHa M.[. OxpaHa HapoaHoro 3popoBbs B CCCP //
COpOK NIeT COBETCKOro 3ApaBooxpaHeHuns. — M.: focusaatenbCcTBO
MeauUMHCKOM nuTepatypbl; 1957. — C. 5-31. [Kovrigina MD.
Okhrana narodnogo zdorov'ya v SSSR. In: Sorok let sovetskogo
zdravookhraneniya. Moscow: Gosizdatel’'stvo meditsinskoi literatury;
1957. pp. 5-31. (In Russ).]

12. CeB6o J1.K., 9BHO B.M., KasaHueBa B.T. OpraHusauua menu-
LMHCKON nomolum aetam JleHuHrpaga, 601bHbIM peBMatu3mMom //
OxpaHa 3/10p0Bbsl XeHLKnH 1 aeten. — J.; 1978. — C. 33-40.
[Sevbo LK, Javno VM, Kazantseva VT. Organizatsiya meditsinskoi
pomoshchi detyam Leningrada, bol’nym revmatizmom. In: Okhrana
zdorov’ya zhenshchin i detei. Leningrad; 1978. pp. 33-40. (In Russ).]
13. IpeunwHukoBa J1.B., HukoHunk O.K. OxpaHa 300pOBbS KeEH-
WMH v aeten // COpoK N1€T COBETCKOro 3ApaBooxpaHeHus. — M.:
focn3aaTenbCcTBO MEAMLIMHCKON nuTepaTtypsbl; 1957. — C. 221-268.
[Grechishnikova LV, Nikonchik OK. Okhrana zdorov'ya zhenshchin
i detei. In: Sorok let sovetskogo zdravookhraneniya. Moscow:
Gosizdatel'stvo meditsinskoi literatury; 1957. pp. 221-268.
(In Russ).]

14. TaraeBa M.A. O6cnyxnBaHue feten Ha Ce/IbCKOM BpayebHOM
y4actke. — M.: Megarus; 1960. — 64 c. [Gagaeva MA. Obsluzhivanie
detei na sel'skom vrachebnom uchastke. Moscow: Medgiz; 1960.
64 p. (In Russ).]

15. KoHctaHTMHOB [.®., Kanbto M.U. JleyeGHo-npodunakTnyecKkas
NoMOLLb CeflbCKOMYy HaceneHuio // COpOK JieT COBETCKOoro 3Aapa-
BooxpaHeHus. — M.: Tocu3gaTenbCTBO MEAULMHCKOM NiuTepaTypbl;
1957. — C. 191-219. [Konstantinov GF, Kal’ju PIl. Lechebno-
profilakticheskaya pomoshch’ sel’skomu naseleniyu. In: Sorok
let sovetskogo zdravookhraneniya. Moscow: Gosizdatel’stvo
meditsinskoi literatury; 1957. pp. 191-219. (In Russ).]

CURRENT PEDIATRICS /2023 / V.22 /N2 6

7

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2023 / TOM 22 / N2 6



498

0630p NuTEepartypbl

W) Check for updates

(X0l

https://doi.org/10.15690/vsp.v22i6.2656
U.A. Bensiesal 2 3 E.I. Bom6apaupoBasd, E.O. KypHaTtoBckas?

1 Mopososckasa KB, MockBa, Poccuiickaa depepaLms

2 PHUMY um. H.U. Muporosa, MockBa, Poccuiickaa depepaLims

3 HUW neamnaTpum 1 oxpaHbl 300poBbsa aeteit HKL, N22 drBHY «PHLUX um. akaa. b.B. Metposckoro», MockBsa,
Poccuiickaa deaepauns

Hentyxa rpyaHoro Mmosioka

KoHTaKTHasi uHGopmaLus:

benseBa MpnHa AHaToIbeBHA, LJOKTOP MEAULIMHCKMX HayK, Npodeccop POCCMINCKON aKaaeMuu HayK, 3aBeaytoLlas OTAeN0M NPEKOHLENLMOHHON,
aHTeHaTaNbHOM M HeoHaTanbHoi MeauumHbl HUW neamatpum n oxpaHsl 3qopoBbst aeteit HKL N°2 ®rBHY «PHLX um. akag. b.B. MetpoBcKoro»
MuHo6pHayku Poccuu, npodeccop Kadbeapbl GarkynsTETCKOM neauaTpum neguatpudeckoro darynsreta @rA0y BO PHUMY um. H.WU. Muporosa
Muuagpasa Poccuu, Bpay-HeoHaTonor 'bY3 MAKB 3M

Appec: 119333, MockBa, yn. ®otneBoi, a. 10, K. 1, Ten.: +7 (905) 728-58-02, e-mail: irinaneo@mail.ru

Cratbfl noctynuna: 12.07.2023, npuHaTta K neyatu: 18.12.2023

MpeacTaBaeHbl pesynbTaTbl COBPEMEHHbIX UCCAEA0BaHMI NaToreHesa XeaTyxu rpyAHoro MoJoKa — PacrpoCTPaHEeHHOM
GopMbl HeoHaTaIbHOM enTyxu. OXxapaKTepr30BaHbl OCHOBHbIE GaKTOPbl PUCKA, a TaKKe METO/Ibl IMarHOCTUKM, MO3BOJISIO-
LMe UCKIIOYMTb ApYrne GOpPMbl HENTYIIHOIO CUMHAPOMA MPH PELVANBUPYIOLIMX M 3aTSHbBIX KEJITyxaxX Y HOBOPOMIAEHHbIX.
MpeacTaBaeHbl OCHOBHbIE MOAX0AbI K TeParnuu eatTyxu rpyaHoro Mosaoka. O6cy»aeHbl IMCKYCCUOHHbIE BOMPOCHI MOKa3aHmi
K mucrnonb3oBaHuio pototepanumu. O60CHOBaHa L|es1eco06pa3HOCTb COXPAHEHMsl TPyAHOro BCKapMIUBaHMWS MU pasBUTUN
JKENTYXM rPyAHOro MoJioKa. HecMoTpsi Ha OTHOCUTE/IbHO G1aronpuUsITHOE TEYEHUE U UCXOAbI ENTYXW rPyAHOro MOJIOKa, 3TO
COCTOsIHME TpebyeT BHUMaHus neamatTpoB. OTMeYeHa Heo6X0AMMOCTb MPOAOIKEHUS UCCAEA0BaHMiA NaToreHeTUYecKo
Tepanuu NaLmueHTOB C KeNTyX0#M rpyAHOro MOJIOKa.

KniouyeBble c0Ba: Ke/Tyxa rpyAHOro MoJioKka, rpyAaHoe BCKapMIMBaHUe, rmnepeunnpyeuHeMmusl HOBOPOXKAEHHbIX, MAa[eH-
Ubl, poTOTEPANMS
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BBEAEHMUE

Hentyxa rpyaHOro MosioKa (Maun XKentyxa MaTepUHCKO-
ro monoka, no H.M. Wa6anoBy [1]) ¢ NpenmyL,eCTBEHHO
HEKOHbLIOTMPOBAHHOW TMNEepPOUNMPYOUHEMUEN (MaKCUMaslb-
HbI YPOBEHb HEKOHBIOMMPOBAHHOIO GUAMPYOUHA B CbIBO-
poTKe KpoBun — 171 MKMONb/A, BNOTb A0 291 MKMONb/N)
Oblna BnepBble onvcaHa B 1963 r. neguatpamu [KeKom
HbiomaHom u Camyanem [poccom KaK cnyvyau [OnuTeNb-
HbIX YKENTyX, CBA3aHHbIX C rPyAHbIM BCKapmanBaHuem [2].
B octanbHOM, cornacHo nepBoHa4YanbHOMY OMWCaHWIO, AETH
Obl11 300poBbl. CBOE Ha3BaHWE COCTOAHME MOYYMUI0 No3A-
Hee — MNpuW aHanuM3e 4YacToT yMepeHHon (205 MKMOnb/n)
MU BblpaXkeHHoWn (256 MKMONb/N) rMnepoeunnpybuHeMmnm
y MNajeHLEeB Ha rpyaHOM BCKapM/MBaHUM B CpaBHe-
HUU C [OEeTbMW Ha MCKYCCTBEHHOM BCKapmauBaHuu [3].

B HacTosilee BpeMs XenTyxy rpyaHoro MosioKa onpesenstor
NpW MNPEBLIWEHUN KOHLEHTpauUuu HenpsMoro 6unupyou-
Ha B CbIBOPOTKE KPOBW Yy AETEW, HaXOAALWMXCH Ha rpya-
HOM BCKapMJ/IMBaHWW, aKTUBHO COCYLIMX WU C JOCTaTOYHOWM
(@ nHorga ¥ M36LITOYHOM) NpubaBKOW Macchl Tena, Npu
OTCYTCTBMM MPU3HAKOB remMonu3a, YBENUYEHWUS MNapeHXu-
MaTO3HbIX OpPraHOB W HEBPOIOTMYECKUX HapylleHun [4, 5].
BaXHO yKa3aTb Ha NpuUHLMNUanbHoe oTanyme aton Gopmel
KENTYXM OT TaK Ha3blBAaeMOW «wKENTyXW FPyAHOr0 BCKapM-
NMBaHUS», MPU KOTOPOM HOBOPOXKAEHHbIE HA UCKIOYUTENb-
HO TPYAHOM BCKapMAMBaHWUK He MoayyalT AOCTaTOYHbIX
06bEMOB MaTEPUHCKOro Mosoka [6—8]. PasBuTtuto runepou-
NMPYBUHEMUM NP KENTYXE TPYAHOrO BCKapMIMBaHMUSA Cno-
COGCTBYIOT NO3AHEE HAYaNo rPyAHOr0 BCKapMINBaHMS, HU3-
Kas JacToTa, NPOAOIKUTENBHOCTb MPUKNAAbIBaHUI K rpyau
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M KopmneHne < 10 MUH [9], 4TO NpOABASETCS Ype3MeEPHOM
nepBUYHOM NOTEPEN Macchbl Tena U 06e3BoxnBaHuem [6, 10].
MaHudecTtauma runepounnpybuHeMmmn y AeTen C XKenTyxon
rPYAHOro BCKapM/IMBaHMA MPOUCXOOUT YkKe Ha 3-4-e cyT
U3HW (MPU KENTyxe TrPyaHOro MOJIOKa, KaK mnpaBuio,
Ha 2—3-1 Hefd), HO NPU CBOEBPEMEHHOM BbISIBIEHUN U Nede-
HUK (B NepByl o4yepedb ob6ecrneyeHMr OOCTaTOYHOW naKrta-
LLIMKN) COCTOSIHME KYNUpyeTcs K Havany 3-M Hed XusHu [7].
HenTyxa rpyaqHOro Mosioka MOXET CoXpaHaTbes Ao 9—12 Hen
XuU3Hu [8, 11, 12]. Mpwu Kentyxe rpyaHoro BCKapMIMBaHUA
HeJoCTaTOYHOE 3HTEpasbHOE MUTaHWe MAadeHua cnocob-
CTBYET CHMXEHMUIO 4acCTOTbl CTyla B peaynbrate 3afeprKKu
OMOPOXHEHUS KULIEYHWKA W, KaK CNeAcTBME, YBENUYEHWIO
3HTEporenaTMY4eCcKoOn LUMPKynsumMm 6unnupybuHa B pesynbrate
yBENMYEHUS BCaCbIBaHWS €ro HEKOHBLIOTMPOBAHHOM dpaKLmum
B KuweyHuKe [13]. TakuMm 06pa3oM, MOMKHO KOHCTaTUpO-
BaTb, YTO XKENTyXxa rpygHOro BCKapMAMBaHWSA CBA3aHa He
C TPyAHbIM BCKapM/IMBaHWEM KaK TaKOBbIM, @ C HejocTa-
TOYHbIM 06BEMOM 3HTEPANbHOrO NUTaHMS. o 3TOM NPUYNHE
PEKOMEHIYIOT Ha3blBaTb TaKYK KENTyxy «runepounnpyou-
HEMUS HeaocCTaTo4HOro notpebneHus» (suboptimal intake
hyperbilirubinemia) [5, 14]. CneagyeT OTMETUTb, YTO NPU 3TOM
KENTyXe yalle, Yem Mpu KenTyxe rpyaHoro MoaoKa, BO3HUKa-
eT 6UNnpyebUH-nHAYyLUMpoBaHHag aHuedanonatms [15].

SAMUAEMMUOJIOrUA XXENTYXU rPYAHOI0O MOJIOKA

YactoTa AMArHOCTUPOBAHMA KENTyXM FPyAHOr0 MOJOKa
3aBUCUT OT crnocoba onpefeneHuss ypoBHSA OGUAMPYOUHA.
TaK, Npu ero TpaHCKyTaHHOM onpeaefieHnn B CpeHen TOUKe
rPYAMHbI Y 3[40POBbLIX AETEN C recTalMOHHbIM BO3pPacToM
= 35 Hea Ha NPEeUMYLECTBEHHO MPYAHOM BCKapMMBaHWK
(He 6onee 1 KopMEHUS MOIOYHOM CMECHIO B IEHb) B BO3pac-
Te 21 AHA YacToTa BbIABNIEHUS NOKa3aTens = 85 MKMO/b/N
coctaBuna 43%, B TO BPEMS KaK KIMHUYECKN ABHAS XKenTyxa
onpegenanacb Tonbko y 34% peten [16]. Xentyxa octaBa-
nlacb KIMHUYECKN 3amMeTHOW ¥ 21% MnageHueB B Bo3pacTe
28 cyT1, B aTOM Bo3pacte B 34% cny4yaeB KOHLEHTpauus
obuiero 6unmMpybuHa Mo AaHHbIM TPAHCKYTAHHOrO W3Me-
peHus coctaBngana = 85 MKmonb/n, B 9% cnyv4aeB —
= 171 mKmonb/n, ay 1% geten — = 221 MKmonb/n [5, 16].
KaK M3BeCTHO, }eNTyxa CTaHOBUTCA 3aMETHOM (Mpexae Bce-
r0 Ha N1Ue M CKIepax) MPU KOHLEHTpaLMK CbiIBOPOTOYHOIO
6unmpybuHa okono 85 MKMosb/n [15], T.e. 6onee 4yem y Tpetu
o6cnenoBaHHbIX AeTen 3TOT NOpor Obla NpeBbiweH [16]. Mpu
onpegeneHnn ypoBHS obluiero 6unnpybrHa B CbIBOPOTKE
KpoBu nokasaTtenb > 10 mr/an (171 MKMonb/n) Ha 3-1 Hep
YU3HU oTMeYaeTcs Y 2—4% MnafeHueB Ha UCKITIYUTENBHO
rpyaHoOM BCKapmavMBaHuWW. TaKas KOHLUEHTpauus obuwero
6unnpybrHa accounnpoBaHa C BbICOKMM PUCKOM 3aTAKHOM
(6onee 14 cyt) »enTyxu [7, 8]. HacToTa pa3BUTUSA KENTyXK
rPYAHOrO MONOKa He 3aBUCUT OT pacbl AETEN NN PErMOHA KX
NPOXMBAHUS, XOT HEOHAaTaNbHbIE KEeNTyXu 4alle AnarHoc-
TUPYIOT Y NpeacTaBuUTENen MOHIronomMaHom pacel [8, 17, 18].

3THOJIOIUSA U NATONEHE3 XKENTYXU

rPYAHOro MOJIOKA

daKTopbl MATEPUHCKOro MOJIOKa

bonee 30 net Hasag 6bI1O0 OTMEYEHO, 4YTO Yy AETeN Ha
rPYAHOM BCKapMMBaHWKM MPU pa3BUTUM GU3MONOrMYECKON
ENTYXM KOHLIEHTpaLMs CbIBOPOTOYHOIO GUAMpPYGUHa npe-
BbllWwaeTt 15 mr/an (256,5 mkmonb/n) B 2% cnyvyaes, Torga
KaK Y HOBOPOMAEHHbIX Ha MCKYCCTBEHHOM BCKapMm/uBa-
Hun — B 0,3% cnyyaeB [3]. o aTton npuymHe 6bIN0 BbICKA-
3aHO MNPeanoNioXKeHMe O CBA3KM BbICOKOWM KOHUEHTpaLumu
CbIBOPOTOYHOIO GUAMPYOMHA M 3aTAXKHOIO XapaKkrepa xes-
TyXM y OE€TEeN Ha rPyaHOM BCKapM/MBaHUKM C pakTopamu
MaTepUHCKOro monoka [19]. B nocneaytouiem 6bina ndyvyeHa

CBA3b TAKOM KENTyXM C KOMMYECTBEHHbIMWU W Ka4yecTBEH-
HbIMW XapaKTEPUCTUKAMM OCHOBHbIX HYTPUEHTOB TPYAHOrO
MOJIOKa (6€eNKM, XKUpbl, YINEeBOAbl), @ TaKXKe ero Kanopumu-
HOCTblo. B pesynbrate B CpaBHEHWW C AETbMMU Ha FPYAHOM
BCKapM/IMBAHUN, HE UMEBLUMMMU KENTyXKn, He Obl1o o6Hapy-
YEHO PasIM4yMin B 3HEPreTMYeCcKOoM LEHHOCTMU Mosly4aemMoro
NUTaHKUS, a TaKKe CoAepPKaHUU MUKPOIEMEHTOB, S1aKTO3bI
n 6enka [20]. Bmecte ¢ Tem coobuwanocb 0 CBA3U «MOJSIOY-
HOW» YKENTYXM C OTHOCWUTENbHO BbICOKOW KOHLEHTpaLMen
B FPyAHOM MOJIOKE aMWHOKUCNOTbI TaypuHa [21], xupa [22]
M CBOBGOAHbIX XMPHbIX KMCAOT [23], XOTS B ApYrkx paboTax aTu
HabnoaeHus He 6blnn noaresepxaeHbl [20, 24]. Kak ussect-
HO, CBOOGOAHbIE KWPHbIE KUCNOTbl 06n1ajaloT CBOWCTBOM
TOPMO3UTb MeTabonnmam 6unmpybuHa [18]. CrnocoB6HOCTb
ANMHHOLLENOYEYHbIX MOHO- M MOAMHEHACHIWEHHbIX XUPHbIX
KMCNOT MHIMBMpoBaTb KOHblorauuio 6unnpybuHa obycnos-
fleHa MX CBOWMCTBOM MOAABASATb MEYEHOYHYID M KULIEYHYIO
rMoKypoHunTpaHcdepasy [25]. B wuccnemoBaHun in vitro
Obl/1I0 YCTAHOBJ/IEHO, YTO CLIEXEHHOE MOJIOKO XEHLIMH, AeTh
KOTOPbIX MMENWN KeNnTyxy FPyAHOro MOoKa, He obnagaet
WUHIMBUPYIOLLMM AENCTBMEM Ha MNEYEHOYHbIE KIETKWU KpbIC
cpasy nocnie pasMopaxKMBaHus, HO MNOC/E XpaHEHUS B Teve-
HMe 96 4 npu t 4 °C oHO nosiBnseTcsd. HarpeBaHne monoKa
[0 56 °C cpasy nocse pasmoparKnBaHus 1 ganbHenee ero
XpaHeHne B TevyeHue 96 4 He COoMnpoBOXKAAKOTCSH MHIMOBUPO-
BaHWeM KOHbloraumm 6unupybuHa, B TO BPEMS KaK Harpes
nocne XxpaHeHus B TeyeHue 96 4 NpUBOAUT K MHIMOUPYIO-
LiemMy OEWCTBUIO MOJSIOKa. TakuMm o6pa3oM, MHrMbupylouee
[encTBUE TrpyaHOro MoOJSIOKa Ha MeTabonnam 6unupybuHa
yCUAMBAETCS Nocne ANUTENbHOrO XpaHeHWsl, KOTOPOe acco-
LMMpyeTca C BbICBOBOKAEHMEM CBOBGOAHbIX XMPHBIX KUCNOT
M3-3a NpuUCyTCTBMA nunasbl [26]. 0630p, MOCBSALWEHHbIN
M3MEHEHUI0 cocTaBa rPyaHOro MOJSIOKa Mpu ero XpaHeHuu
U 06paboTKe NPMBOAUT pasHOpPEeYUBbIE CBEAEHUS B OTHO-
LUEHMUMN COAEPIKAHUS HUPHBIX KUCIOT B MOJIOKE XEHLUMH, Y4TO
MOXET ObITb CBA3AHO C pa3HbIMW CPOKaMW UcciefoBaHus
CcOCTaBa MOJIOKa MOC/e ero CLEeXMBaHMS, TaK Kak B CBEXEM
rPYAHOM MOJIOKE OGHapyXKMBAKOTCA NUWb CNefoBble KOMu-
YyecTBa 3TUX KMC/OT, TOrAa KaK B pesynbraTe ero XpaHeHus
W HarpeBaHuns UX COAepIKaHne 3aMeTHO yBennunsaetcs [27].

B MHOrO4YMCAEHHbIX UCCNe0BaHNUAX B CBA3M C Pa3BUTU-
€M HeoHaTaflbHOM }EeNTyXxuM M3y4danacb pPoib GMONOTMYECKHU
AKTUBHbIX CyGCTaHLMI rPyAHOIO MOJIOKa, B MEPBYIO o4epeab
rTOPMOHOB M, B 4acTHOCTH, nperHaH-3a,203-aunona [8, 20, 27].
OaHaKo €BfA3b 3TOro cybeTpata ¢ pasBUTUEM XKENTYXu rpya-
HOro MOJIOKa He 6blla OAHO3HA4YHO noATBepXAaeHa [27].
BmecTe ¢ 3atUM o6cyxaaeTcd 3HaYnMMOoCTb nperHaH-3a,20B-
avona Kak ¢daKtopa, TOpMOo3§LLero MeTaboninam 6unmpyburHa
y AeTen B Bo3pacTte He crtapwe 10 cyt [1, 27, 28]. U3 apy-
rMX GUONOrMYECKM aKTUBHbIX CYOCTaHLMW FPyaHOro MOsoKa
obcyaanacb pofib B pasBUTUKM HEMNPSIMOW rMNepobuanpyom-
HEMWUW B-TNIIOKYPOHUAA3bI FPYAHOTO MOJIOKa [27]. 3ToT dep-
MEHT MPUCYTCTBYET TaKKe U B LWETOYHON Karme aHTepoLuuTa
M TaKnuM 06pa30M y4acTBYET B pacluenieHn KOHborMpoBaH-
HOro 6uMnMpybmHa B KULLIEYHUKE ¢ 06pa30BaHNEM HEKOHBIO-
rmpoBaHHOro 6ununpybuHa. lMocnegHun, peabcopbupyscb M3
NPOCBETa KULIKK B COCYAUCTOE PYCNo, YBENMYMBAET IHTEPO-
renatMyecKyto LMpKyaaumo 6unnpybuHa [6].

HaTMBHOe rpygHOe MONOKO COAEPHKMT 3HauyuTenbHoe
KO/IMYECTBO MMMYHHbIX GaKTOpOB, B TOM 4YUCNE LMUTOKK-
HOB [29]. C BbICOKMM PUCKOM pPa3BUTUS MKENTYXM accoLu-
MpoBaHa BbICOKAs KOHLEHTpauus WHTepnenkuHa 1B [29]
W anngepmanbHoro gakropa pocta B rpyaHom mosnoke [30].
[enctene nocnegHero cBA3blBaju C TOPMOXKEHUEM Mepu-
CTaNbTUKM KULWEYHUKA W, KaK CNeAcTBUE, C YCUNEHUEM
pe3opbunn 6unupybuHa [6]. OgHako B HedaBHO oOny6nu-
KOBaHHOM paboTe (MccnegoBaHWe «Cinydam — KOHTPOJIb»),
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HanpoTMB, ObIN0 YCTAHOBNEHO, YTO COAepKaHue anuaep-
ManbHOrO GaKTopa pocTa B MOMOKE XEHLLUMH, AETU KOTOPbIX
UMENN MPU3HAKK «MOMIOYHOM» XKENTYXW C MO3AHMM Hayanom,
ObINO HUXKE, YEM B KOHTPOJIbHOM rpynne (AeTh 6e3 KenTyxu)
noytu Ha 17% [20]. Pasnuuuna B cogeprkaHuu anunaepmMalib-
HOro ¢aktopa pocTa B MOJIOKE EHWMWH OblIN CBA3aHbI
C 0COOGEHHOCTAMU MX AMETbl. B 4acTHOCTM, 6bINO MOKa3aHo,
YTO MpPU YBENUYEHUU MNOTPEBNEHUS KEHLMHON pacTUTENb-
HOrO Macna W COEBbIX MPOAYKTOB KOHLEHTpauusa anuaep-
ManbHOro daKTopa pocTa B rPyaAHOM MOJSIOKE 40303aBUCH-
MO MoOBbllWanacb, Torga KaK KOHLEHTpauus 6unupybuHa,
M3MepeHHasn TPaHCKYTaHHbIM CMOCO60M, HE3HAYUTENbHO, HO
CTaTUCTUYECKM 3HA4YMMO CHMKanacb Ha 0,27-0,34 Hr/mn
Ha KaxkablM 1 r cooTBeTcTBYlOWEro npoaykTta [20]. Y geten
C YKENTyxOM TPyAHOro MOJIOKa B CbIBOPOTKE KPOBM TakKKe
o6Hapy>KeHa BbICOKas KOHLUEHTpauusa a-deTonpotenHa [28],
O[lHaKO MexaHM3M CBSI3M 3TOro 6enKa ¢ runepbunnpyonHe-
MUEN OCTaeTCs HEU3YYEHHbIM.

Posb KULWIEYHO MUKPOGUOTbI

BaxHyt0 ponib B MaToOreHese XenTyxu rpygHoro MosioKa
UrpaloT KOMIMYECTBEHHbIE U KaYeCTBEHHbIE HapYLIEHNA cocTa-
Ba KULWEYHOM MUKPOOMOTbI (AMcbunol) y MnageHues [31].
MpegnonaratoT, 4To Npu AUCOMO3€e METABONNUTbI MUKPOOKO-
Tbl — YKENYHble KWUCMOTbl, aMMHOKUCAOTbI C Pa3BETB/IEHHOM
LLenbto, KOPOTKOLLENOYEYHbIE KUPHble KncnoTbl (KLUKK), Tpun-
TodaH 1 nponssogHble nHgona [31—-33] — cnocob6CTBYIOT yBe-
JIMYEHUIO SHTEpPOrenaTMyecKon LMpKynsaumm 6unupybuHa [11].
KnoyeBbiIM 3BEHOM B3aMMOCBS3N MeXay AMCOMO30M M BO3-
HUKHOBEHMEM XENTYXW rpyaHoro mosoka sasnstotcs KLUMKK
[34, 35]. 3T MeTabonuTbl BblpabaTbiBAOTCH KULLIEYHBIMU
MUKpoGaMu Npu pepMeHTaLmnn MULLEBbLIX BOOKOH, a TaKxe
ofiMrocaxapuaoB rpyagHoro MoJjioka B BeEpXHEM oTgene Ton-
CTOM KMILKKX BOGAM3KU MNEOLEKaNbHOro coycTbsl. B6an3un aton
30Hbl — B HWXHEM OTaene MnoAB3AOWHOM KUWKKM — OcCy-
WeCcTBNSETCH MAPOAUTUYECKOE paclienneHne 6unupybuHa
C MNOBTOPHbIM 06pPa30BaHWEM HEKOHbLIOIMPOBAHHOIO OUAK-
pybuHa, KoTopbii peabcopbupyeTcs B MpoLiecce 3HTepore-
natMyeckom umpkynauum [36]. KUXKK aktuBupytoT peuento-
pol GPR41/43 B anuTennasnbHbIX KIETKaxX TONCTOM KULLKM,
KOTOpble WMHIMOMPYIOT BOCNanuTesbHble U3mMeHeHuns [11].
JlokanbHoe cHueHune KonmyectBa KLMKK Bemer K cHuKe-
HUIO NMEPUCTaNbTUKK, YBEIMYEHUIO IHTEPOrenaTMYecKon Lup-
KynsiLmMmn 6unmnpybrHa v nocpeacTBOM 3TOro — K yBEAMYEHUIO
BblpaxKeHHOCTU enTtyxu [37, 38]. Takum obpa3om, y MnageH-
LieB € AMCOMO30M — Kt0HYEBBIM 3BEHOM HapYLLEHUS MPOAYKLIMK
KUMK — yBennunmBaeTcs puUCK KeNTyxu rpyaHoro Monoka [11].

Y MNageHUEB, HaXxOAALWMXCS Ha FPYAHOM BCKapMMBaHWMK,
aHaspo6HbIX 6aKTepun (Veronococcus w Clostridium spp.)
MEHbLUE, YeM Yy AeTen, nosyyarowmnx MooYHyo cMmechb [39].
OOHaKo y OeTen C XKenTyxou rpyaHoro Mosioka dakrynbra-
TUBHbIX aHa3po60B (MPEeUMYLLECTBEHHO MNPOTEO6aKTEPUI)
B KULLIEYHOM MMKPOBMOTE 3aMeTHO 6osble, YeM Y AeTen 6e3
wentyxu [31]. TakKe yCTaHOBMIEHO, YTO Yy AETEN C KENTYyXOom
rPYAHOro MOJIOKa B CpaBHEHUM MNadeHUamu 6e3 Hee 60/1b-
Wwe npoteobaktepuin (Escherichia coli, Morganella morganii,
Rothia mucilaginosa), NPUTOM YTO KONMYECTBO M Pa3HOO06-
pasne MUKPOOpPraHM3MOB B KULWEYHON MUKPOBMOTE He pas-
nnM4anncb. Kpome TOro, MnafeHubl CpaBHMBaEMbIX rpynn
pasnunyanmcb No ypoBHAM [MULEPUHOBON U SHTAPHOM KKC-
N10T, a TakKe deHunanaHmHa [31]. [1eTn ¢ KenTyxon rpyaHoro
MOJIOKa OT/IMYaloTCs OT AeTen 6e3 entyxu anbda- u 6eta-
pa3Hoo6pa3neM MUKPOOMOTbl, U B YaCTHOCTM 6OJbLINM
KO/IM4eCcTBOM MUKpO6GoB poaa Klebsiella, 4To, N0 MHEHUIO
aBTOPOB WCCNeAOBaHUs, BEAET K yBENUYEHUIO aKTUBHOCTHU
B-rNIOKYPOHNAA3bl B KULLEYHUKE Y TaKUM 06pa3om Crocob-
CTBYET pPas3BUTUIO XKeNTyxu rpygHoro monoka [40]. Cneayet

Yy4YuUTbIBaTb, YTO B NoceaHee nccneioBaHne BKAYEHbI AETH
C No3gHen MaHudecTaluMen KenTyxu rpygHoro mMosnoka, To
€CTb 0COO6EHHOCTU MUKPOBUOTbI MOMIN BbITb YaCTUYHO OOY-
C/I0B/IEHbI BO3PACTOM JETEN.

Ponb reHeTn4ecKux pakTopos

O 3HA4YMMOCTU TreHeTMYecKkux GaKTopoB B naToreHese
ENTyXU rPyaHOro MOSIOKa CBWAETENbCTBYIOT BbICOKAs KOH-
KopAaaHTHOCTb (A0 70%) no atoMy npu3HaKy 6auM3Heuos [1],
a TaK)Xe BbICOKMIM PUCK Pa3BUTUSA XKENTyxu rpygHOro Moso-
Ka y 6patbeB M cecTtep [15]. Kpome TOro, onucaHbl reHe-
TUYECKME MEXaHM3Mbl HaCNeACTBEHHbIX HEKOHDBIrMpoBaH-
HbIX rMnepéunupybmnHemun (cuHgpom Kpurnepa — Hanspa,
cuHgpom Munbbepa) [41], KoTOpble, KaK NpaBuio, Hacne-
4yloTCS MO ayTOCOMHO-PELLECCMBHOMY TUMY W CBSA3aHbI
C naTofiorM4yecKnMn BapuaHTamum reHa UGT1AL, oTBeT-
CTBEHHOro 3a cuHTe3 depmeHTa ypuanHandocodat(YAD)-
rnoKypoHoaunTpaHcdepasbl 1AL [42]. 3TOT depmeHT o6Ha-
PY}XEH B MEYEHU U B CTEHKE TOHKOM KULWKK [43]. [aToreHHble
BapuaHTbl reHa UGT1A1 pacnpocTpaHeHbl cpeau asuatoB
M BMECTe C TEM acCOLMMPOBaHbl C BbICOKMM PUCKOM pas-
BUTUS XKENTyxu rpyaHoro mosoka [44]. B akcnepumMeHTe Ha
MbllWax, y KOTOpbIX JIOKyC Ugt1l 6bin 3aMeHeH Ha 4enoBe-
yecknn UGTL, yCcTaHOBMEHO, YTO NPU KOPMIEHUU KEHCKUM
MOJIOKOM 3Kcnpeccus reHa Oblia nogaBieHa, Toraa Kak
Yy MbIlEN, BCKapMIIMBaAEMbIX CMeCblo, 6blna 3aduKCUpoBa-
Ha MHAOYKLMS 3KCMPECCUM reHa B KeTKax KuleyHuKa [45].
lMokasaHo, 4To aKcnpeccuto reHa UGTLAL MOryT TaKKe UHIMK-
61MpoBaTb WM coAepalmecs B TPyAHOM MOJIOKE LUTOKM-
Hbl [46]. N, HaNpOTKB, 3KCMPECCUSA FeHa MOXET OblTb MHAY-
LMpoBaHa ¢doToTepanuen, 4To CBA3aHO C ero aKCnpeccuemn
B KJIETKaX KOXu (KepaTuHouuTax) [47]. HeKoTopble BapuaHThbI
reHa UGT1A1l accoumnpoBaHbl C MNpeapacrnonoxeHHOCTbIO
K MHTMOUPOBAHUIO BMONOMMYECKM aKTUBHBIMK CYGCTaHLUMAMM
rPYAHOrO MOJIOKa, B 4acTHOCTU SB-nperHaH-3a,203-4Monom
(MperHaHaMonoMm), KoTopbli 3aMeansieT NpoLece rioKypPOHHK-
3aunn 6unupybuHa [48].

K/IMHUYECKUE OCOBEHHOCTHU XENTYXHU

rPyYaHOro MOJIoKA

Y aKTUBHO COCYyLMX AE€TeW Npu AOCTAaTOYHOW NaKTaLuu
y MaTepu Kentyxa MOXET MOSABUTbCA y)Ke Ha 1-2-i Hej
¥U3HU pebeHKa [6, 8], B TO Bpems KakK 4acToTa Bblge-
JIEHUS MOYM M KaNOBbIX Macc COOTBETCTBYET COCTOSIHMIO
300poBoro pebeHka [15]. OgHako y 20—-30% HOBOPOXKAEH-
HbIX }KenTyxa rpyaHoOro MoJsioKa XapaKTepuayeTcs NMo3aHWM
HayanoM — KOHLIEHTpaLMs HenpsmMoro 6unmpybuHa nosbl-
laeTeca Ha 2—3-1 Hep )Ku3HK [15]. Mpn 3TOM y TaKMUX aeTemn
Ha 1-# Hea XW3HM MOXKET oTMe4vaTbCs eBa 3aMeTHbIN
CYOUKTEPUYHbBIM OTTEHOK KOXM (PU3MONOrnYecKas xKentyxa)
[1, 20, 49]. MoKa3aHo, YTO MNpPK XKEeNTyxe rpyaHOro mMonoKa
C Havyanom B Bo3pacTe 42 CyT KOHUEeHTpaLuus obLiero 6unm-
py6rHa MO fJaHHbIM TPAHCKYTaHHOIoO M3MEepeHKs cocTaBnsna
= 7,87 mr/on (134,6 mkmonb/n) [20]. Kpome TOro, ycra-
HOB/IEHO, YTO Y [OOHOLUEHHbIX AETEN C MO3AHEN MKENTYXOou
rPyaHOro MOJIOKa MpeKpalleHrne rpyaHoro BCKapmanBaHus
Ha 24-72 4 NPUBOANIO K CHUXKEHUIO KOHUEHTPaLUN 6unun-
py6uHa B cbiBOpOTKe KpoBu [50]. Ecnn pebeHoK npogonkaet
nonayyatb rpygHOE MOJSIOKO, MKENTyxa MOXET COXpaHATbCS
B TeyeHne 2—3 MeC 1 3aTeM NocTeneHHo ocnabesatb [14].

AWATHOCTUKA XENTYXU FPYAHOIO MOJIOKA

Hentyxa rpygHoro Mosioka MOXET 6biTb 3anogo3peHa
y [OHOLWEHHOIo MW NO3AHEro HEeAOHOLWEHHOro MnageHua,
HaxoAalerocss Ha rpyaHoOM BCKapM/MBaHWW M afeKBaTHO
npubasnsowero B Macce [4, 5]. Kak npaBwio, pebeHoK
X0poLo cebs YyBCTBYET, aKTUBHO COCET, a laKkTauus y mate-



pu goctatodHa [15]. Kputepuun goctatoyHOro obecnevyeHus
MaageHua rpyaHbiM MOJIOKOM B 3TOM BO3PacTHOM nepuoge:
yacToTa NepexofaHoro ctyna — He pexe 3—4 pas B CYTKM;
NoTPe6HOCTb B CMEHE MOKPbIX MOATY3HUMKOB — HE pexe
6—7 pas B CYyTKW; BOCCTAHOBJ/IEHME NepBOHavYanIbHON Macchbl
Tena K KOHLUY 2-M Hef XU3HU UKW CPeaHNAs CyTOYHasa npu-
6aBKa maccbl Tena okono 30 r [15]. Ana KenTyxu rpyaHo-
r0 MOJSIOKa HexapaKTepHO YBENMYEHWE pa3MepoB MeYeHU
W Cene3eHKMn, oKpacka Mo4n 1 Kana — obblvHas [4].

Bv3yanbHasi oueHKa MHTEHCUBHOCTM XKENTYXM He ABNSET-
€A1 TOYHOM. CBSA3b MEMXKAY CTEMEHbIO XKENTYXM U KOHLEHTpaLM-
en obuiero 6unnpybuHa B KpoBM onpedensercs cneayoumm
06pa30M: NPK KENTYLHOCTM NnLa NPUMEPHas KOHLLEHTpaLuus
5 mr/an (85,5 MKMOnb/n), cepeanHbl mneota — 15 mr/an
(250 mKmonb/n), nogowsbl — 20 mr/an (340 MKMonb/n).
MN3mepeHne KOHLEHTpaLKUK o6LLero 6UanMpybrHa ¢ MOMOLLbIO
HEMHBa3UBHOIO TPAHCKYTAHHOIro 6UInMpybruHoOMETpa No3Bo-
n9eT OOCTOBEPHO OnpefenuTb cofep)aHue 6unupybuHa
B KPOBW MPU €ro KOHLEHTPaLWUKU He Bbile 257 MKMONb/N
unn B ananasoHe 100 go 255 mkmonb/n [4]. MoaTomy Kiu-
HUYECKMEe pelleHns Bcerga AOMKHbI OCHOBbLIBATbCSA Ha 3Ha-
YEeHUAX KOHUEeHTpaumn obuero 6unmpyburHa 1 ero ppaxkuum
B CbIBOPOTKE KPOBM.

[narHos entyxu rpyaHoro Mosioka MOXeT OblTb ycTa-
HOBJIEH TO/IbKO NYTEM MCK/IIOYEHNUS APYTMX BO3MOXKHbIX NMpU-
YMH HeOoHaTanbHOM Xentyxu [4, 15, 51]. Ecan xentyxa
nossnserca B nepsble 24—-72 4 XW3HW pebeHKa, B nep-
BYIO o4epeab NpoBoauTcs anddepeHunanbHas anarHocTmKa
Mexay rmnepounnnpybuHemMUsa Mu reMosIMTUYECKoro (remo-
nUTU4yeckas 60ne3Hb HOBOPOXKAEHHbIX, AePEKTbl MeMO6-
paH 3pUTPOLMTOB, remMornobuHonaTtum), MeTaboMYecKoro
(ranakto3emMunsl) U MHOEKLMOHHO-BOCNANNTENIBHOIO MPOKUC-
XOXOEHUS (cencuc, HGeKUMa MoYeBbIBOASLLMX nyTen) [15].
Mpu npoBeaeHnn anddepeHuanbHON AMarHOCTUKU Mexay
KENTyXOW FPyAHOro MOMOKa M APYrUMU XKEeNTyXxaMu, MaHu-
decTupylowmnMn Ha 2—3-i Hen KWU3HW, B NEPBYIO o4yepeab
WCKIOYAIOT KENTYXMU, CBSA3aHHbIE C HEAOCTATOYHbIM NOTPEG-
NIEHWEM TPYAHOrO MOSIOKa W C TMOBBIWEHNEM KOHLEHTPa-
uMn npsmoro 6unupybuHa (xonectatuyeckue) [8, 15, 51].
MauneHTam ¢ 3aTAXHOM KEeNnTyxon (CoxpaHstolencs nocne
14 CyT XM3HW) M KOHUEHTpauuen obliero 6unmpybuHa
B CblIBOpPOTKE > 12 mr/an (200 mKMonb/n) cneayet BbINof-
HWUTb NlabopaTopHOe uccnegoBaHne GpakuMn 6uUnnupyou-
Ha [52]. MpK BbISBAEHUU KOHUEHTPALMMU KOHbIOrMPOBaHHOMO
6unnpybuHa > 1 mr/an (17 MKMOnb/n) cnegyeTt UCKI0YUTb
XoJiecTaTUyecKyto xentyxy [51].

TEPANMUA XENTYXU TPYAHOIo MOJIOKA

JledyeHune }enTyxu rpyqHoro Mosioka He TpebyeTcs, ecnu
KOHLIEHTpauusa obwero 6unmpybuHa CbIBOPOTKU KPOBU He
npeBbllaeT NOPOroBble 3HaYeHUsl, onpeaeneHHble ans aeTen
nepBblx 168-336 4 Xu13HU [4, 5]. B pOCCUNCKMX KNUHUYE-
CKMX pekoMeHgaumsx (2019) B uncne paKkTopoB pUcCKa yno-
MWHaITCS acPUKCHUKA, PECnMpPaTopHbIM AUCTPECC-CUHAPOM,
Bblpa*EHHOEe YrHeTeHWe LEeHTpalbHOW HEPBHOW CUCTEMBbI
(LHC), HapyweHne TepMoperynsumm, MTHEBMOHUS, MEHUHTUT,
cencuc, aumaos [4]. MNMpu onpeaeneHnn noporoBbiX 3Ha4ve-
HUM obLero 6unnpybrHa CbiBOPOTKM KPOBKU AMEPUKaHCKas
akagemus negmatpum (AAM) pekoMeHayeT NPoBOAMTb OLIEH-
Ky (GaKTOpOB pUCKa HENPOTOKCUYHOCTU TUNepbunmpyobu-
HEMUW C y4yeToM chneaylowmx ¢GakTopoB: rectalunoHHbIN
BO3pacT < 38 Hed, KOHLEHTPaLKUsA CbIBOPOTOYHOro anbby-
MHHa < 3,0 r/an, HaanyMe M30MMMYHHOW FTEMONUTUYECKON
60ne3Hu, gedunumTa rMioKo30-6-pocdataerngporeHasnsl nm
APYTUX FEMONIMTUYECKNX COCTOSAHWUIM, cencuc unm nobas sHa-
YuTenbHas KIMHUYECKas HeCTabnNbHOCTb (YXYALIEHWE COCTO-
AHMS pebeHKa no nborn NpuynHe) B npeablaylme 24 4 [5].

Mpn KOHUEHTPaLUKK obLero 6UNNMpPyobrHa CbiIBOPOTKU KPOBH,
npeBbllWaloWen 3T 3Ha4YeHUs, peKoMeHayeTcs HavyaTb GOTO-
Tepanuio [4, 5,14].

Kak usBecTtHO, ansa ¢oToTepanuu UCNonb3yKTCa pas3Ho-
ob6pasHoe 060pyaoBaHUE, TUMbl NaMn U CHEKTP U3Ny4eHUs.
Hanb6onee adpdEKTUBHLIM CYUTAETCA UI3STyYEHUE B ronyoomn
WU CUHEe-3eNeHOoM crnekTpasnbHbix o6nactax [4]. MpumeHsatoT
GMOPOONTUYECKYID U BECKOHTAKTHYIO, @ TaKXe HenpepbiB-
HYIO M MpepbiBUCTYIO doToTepanuio (B 3aBUCUMOCTU OT ee
nepeHocumocTn pebeHkoM) [4]. OT BbIBpPaHHOrO pexuma
M MHTEHCMBHOCTM doTOTEPanMM 3aBWCWUT CKOPOCTb pa3spe-
LWEHNS KenTyxu. Tak, MHTEHCMBHasA (OBYCTOPOHHSASA) OTO-
Tepanusa CHUXaeT MCXOAHO BbICOKYIO KOHLIEHTpaLuMIo 6unm-
py6buHa (> 500 mkmonb/n) Ha 30—-40% B TeyeHne 4-8 v,
MeHee WHTeHCcuBHas ¢doTtoTepanua — Ha 20-24% [4, 5].
MpeKkpaweHre doToTepannn nokasaHo, ecnn obwmum 6unu-
pPy6UH CbIBOPOTKM KPOBU CHU3WUIICA HE MEHEE YEM Ha 2 Mr/an
(34,2 MKMONb/N) HUMKE YacoBOro nopora B Ha4vane ¢oTo-
Tepanuu [4, 5]. bonee npogomkutTenbHaa doToTepanus Bo3-
MOXHa Npu pUcKe peumamBa runepobunmpyébmnHeMmnn (recta-
LIMOHHbIM Bo3pacT < 38 Hea, Bo3pacT meHee 48 4 B Havane
doToTepanunun, remonuTnyecKas 6one3Hb) [5].

lNocne oKoHYaHus GoToTepanun BaxKEH KOHTPOSb KOH-
LleHTpauum obliero 6unnmpybrHa B CbiIBOPOTKE KPOBU Yepes
12-24 4 ans BbIABAEHMS BO3MOXHOrO peuuanBa runep-
o6unnpybuHemumn [5, 53]. Bo3MOXKHO TpaHCKyTaHHOE M3Me-
peHne 6unupybruHa BMECTO €ro onpeaeneHns B CbiIBOPOTKE
KPOBM, €CNM C MOMEHTa NpekKpalleHns dototepanum npo-
WNo He MeHee 24 4 [4, 5]. PUcK peunansa runepounmpy-
6MHEMUM Haunbonee BEPOATEH Yy MIaAeHUEB, MOayYaBLIMX
doToTepanunio B nepBble 48 4 XKU3HM NpU MNOKazaTensx
rmnepounnpybmnHemMmm Bbllle NOPOroBbIX 3HAYEHWUN, a TaKKe
y OETEN C NOSIOKUTENBbHON Npsimon npobon Kymb6ca u 6onee
BbICOKMM YPOBHEM OGUANPYOMHA Ha MOMEHT MpeKpalleHus
doTotepanun [5]. MNMpu 3ToM peunanBUpytoLLEN (<PUKOLLET-
HOW») rUNepounnupybruHemMmMen HelaBUCMMO OT ee reHesa
npeanaraeTcs cYuTaTb NOBTOPHOE MOBbLIWEHWE KOHLEHTPa-
LIMN CbIBOPOTOYHOIO GUNPYBGMHA A0 3HAYEHWUK, ABASAIOLLMX-
cs NoKasdaHueM K doToTepanuu, cnycta 72—96 4 nocne ee
npekpauwenus [5, 42, 53]. Yactota peunavsa runepounu-
py6MHEMUM Y MNafeHLEB, NO pPa3HbiM JaHHbIM, BapbupyeT
B npeaenax ot 4,6% [54] oo 24% [55].

Mpu npoBeneHnn dotoTepanum peKomeHayeTcs Npoaos-
aTb rpyaHoe BcKapMamaHue [4, 5, 14], yto cnoco6eTByeT
KNUpeHcy 6unnpybruHa u No3BONSET M36eXKaTb 06€3BOXKMU-
BaHusa mMnageHua [5]. MNpepbiBaHne GoToTEpanun ANs rpya-
HOro BCKapMJ/iMBaHUs He BAUSIET Ha 00LWyo 3IOPEKTUBHOCTb
doToTEpPAnNK, ECNIN OHA NPOBOAUTCS Haaexallnum obpa3om
[5, 56]. Bmecte ¢ TeM nepepbiBbl A4OMKHbI OblTb CBEAEHbI
K MMHUMYMY, €C/IU KOHLIEHTpaLmMa 6unnpyburHa TpebyeT acKka-
naumm nedenusa [5]. BpemeHHoe npeKpalleHue rpyaHoro
BCKapM/MBaHUs TpebyeTcs O4eHb PefKo, B YAaCTHOCTM Npu
HEO6XOANMOCTH YPreHTHOIO CHUMKEHUS KOHLLEHTPaLMK 06LLe-
ro 6unmMpybuHa unu B cuTyaumsx, korga dotorepanus Hego-
ctynHa. lNpu aTOM BaxHO NoAAepKMBaTb NaKTauuio, obydas
MaTb 9QPEKTUBHO M HYACTO CLIEKMBATb MOSIOKO BPYYHYO UK
C NoMoOLWbO MOJIOKooTcoca. Nocne BO306GHOBNEHUS TPYAHOIO
BCKapM/iMBaH1a MiafeHuy Heob6xoaumMo obecrneymTb CooT-
BeTCTBYylOLIEE OU3NOSIOMMYECKON NOTPEBGHOCTU KOMMYECTBO
rPYAHOIO MOJIOKA, TaK KakK HEA0CTaTOYHOCTb MUTaHUS MOXKET
NPUBECTU K peumanBy runepbunnpybuHemumn [5, 141].

Ecnun Henpamas runepbunnpybmnHemus (B TOM Yucie CBS-
3aHHasa C XeNnTyxon rpyaHoro MosoKa) C ypoBHEM 06Lero
6unnpybuHa CbiIBOPOTKM KPOBW BbIlE MOpora HasHavyeHus
doToTEpPanMK, UK BNepPBbIE BbiBAEHA, UK PeELNaMBUPOBA-
Nla Yy HOBOPOXKAEHHOMO MOC/€E BbIMUCKKM, GOTOTEPANUS MOXKET
NPOBOAMTLCH B AOMaLIHKUX ycnoBusx [5]. CornacHo peKomMeH-
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naumsam AAlN, neyeHne mnageHLEeB C NOMOLbIO JOMALIHEro
doToTEPANEBTUYECKOrO YCTPOMCTBA HA OCHOBE CBETOAMOAOB
BMECTO MOBTOPHOW rocnutanusauuu AOnycTUMO B Cheayto-
LMX Cnyyasx: rectabuuoHHbIM Bo3pacT = 38 Hepn, Bo3pacT
= 48 4, KIMHUYECKN YOOBETBOPUTENBHOE COCTOSIHME Mpw
afeKBaTHOM KOPMJIEHWW, OTCYTCTBME BbllUENEPEYNCIEHHDbIX
PaKTOpPOB pPUCKA HEMPOTOKCUYHOCTU TMNEPOUNUPYOUHEMUN,
doToTEpanua paHee He NPoBoAMIacCh, KOHLEHTpauus obuie-
ro 6unnpybuHa CbIBOPOTKM KPOBK He 6osiee YeM Ha 1 mr/an
(17 MKMOnb/n) Bbllle nopora Ansg Havyana dotoTepanuu,
YCTPOWCTBO Ans poToTepanum Ha OCHOBE CBETOANOA0B 6yaeT
[LOCTYMHO B AOMAaLUHMX YCNOBUSAX 6€3 NpOoMeaneHus, nsme-
peHue obuiero 6uManMpybrMHa CbiIBOPOTKM KPOBW MPOBOAMTCSH
exxegHeBHO [5]. B cnydasx, Korga 1) KoHUeHTpauus obwero
6unupybuHa HapacTaeT, 2) pa3Huua MexXay KOHLEeHTpauu-
en obwero 6unmMpybmrHa CbIBOPOTKM KPOBM U MOKasaTtenem
nopora Ans Hadana ¢oToTepanuun ymeHbllaeTcs U 3) KOHLEH-
Tpauus obuiero 6unmMpybrHa CbiIBOPOTKM KPOBWU MpeBbIlLaeT
nopor Ana Hadana ¢otoTepanuu Ha = 1 Mr/an, mnageHupbl
[LOMXKHbl 6bITb FOCMUTANM3UPOBaHbI ANns npoBeaeHus ¢oTo-
Tepanuu B cTauumoHape [13]. XoTa dpoToTepanus B JOMALIHUX
YCNOBUSAX MOXET ObITb MEHEE AOPOroCTOsILEN U YMEHbLUAET
CTpecc poautenen B cpaBHEHMU C NMOBTOPHOM rocnutanusa-
umen ana nposeaeHus gototepanuu [57], ee adPEeKTUBHOCTb
3aBWCUT OT Ka4yecTBa AOMalLHEro ycTponcrea ans ¢orotepa-
NWun, a TakKe 0T CNOCOBHOCTM CEMbMW MPaBMUIbHO E€r0 UCMONb-
30BaTb. [loaToMy goMalLHIOW doTOTEPANUIO HE cneayeT Npu-
MEHATb NPU HaMMYUKU COMHEHUIM OTHOCUTENBLHO COGNOAEHMS
3TUX YC/IOBUKW, a TaKKe BO3MOXKHOCTM ObICTPOM [AOCTaBKU
YCTPOWCTBA Ha AOM W €XEeOHEBHOr0 U3MepeHuUs 6uUanpyou-
Ha [5]. KaK 1 B cny4yae ctaumoHapHom ¢oToTepanuu, goMall-
HIOI0 GOTOTEPANMI0 MOXKHO HavyaTb Npu 6051e€ HU3KOM nopore
(HanpuMep, Ha 2 Mr/on HUXe nopora ¢oTotepanuu), YTobbl
CHU3UTb PUCK NOBTOPHOM rocnuTanmsaumm [5].

[lpyrue KoHcepBaTUBHbIE METOAbI

JIeYEeHUSA KEeNTyxXu rpyaHoro mosoka

PaHee npumeHsiBLIMECS KOHCEPBATUBHbIE METOAbI NeYe-
HUS XKENTyXW TPyAHOro MoJIoOKa (NnpumMeHeHune deHobap-
6uTana, CEepHOKMUCNON MarHeswu, L-KapHWTWHA) B coBpe-
MEHHbIE KIMHMYECKME MNPOTOKONblI He BKtYeHbl [4, 5.
YKa3blBaeTca Ha OnblT OAHOKPATHOrO0 WAM ABYKPATHOrO
ncrnonb3oBaHna deHodmnbpaTta (MpousBoaHoe GubpoeBom
KWUCNOTbl, OKa3blBaeT MMNOANNUAEMUYECKUI U aHTUarpera-
LMOHHbIN 3addeKTbl) ansa ycuneHuss apdeKTMBHOCTU OTO-
Tepanuu npu HeNnpPsSIMon runepeunnpybruHeMun y AOHOLEH-
HbiX geten [58]. 3ddEKTUBHOCTL M 6Ee30MacHOCTb 3TOro
npenaparta HyXaaeTcs B falbHenlem u3ydyeHun. TpebyeT
060CHOBAHMSA U MPUMEHEHWE NPWU KENTYXE IPYAHOIrO MOJSIOKa
¥en4yeroHHblx cpeactB. O6cyaaeTcsa LenecoobpasHoCTb
MCMNONb30BaHMSA YPCOAE30KCHMXOEBOM KMUCOTbI Kak npena-
paTa, NOTEHLUMPYIOLEro TepaneBTUYeCKnn apdekT doToTe-
panuu Npu HenpsaMmblx runepbunnpybruHemuax [59]. OnucaH
ONbIT YCNELWHOro NleYeHUss MAafgeHUEB C HEMPSAMON runep-
6unnpybuHemMmen npu NoATBEPKAEHUM AMCOMO03a KULLEYHON
MWKPOBUOTbI C UCMONb30BaAHUEM MepopasibHOro NPo6UOTK-
Ka Lactobacillus rhamnosus GG [60].

HEOBXOAUMOCTb rPYAHOIro BCKAPMJIUBAHUA

AETEW C XXEATYXOM NrPYAHOIr0 MOJIOKA

O6ecrneyeHne UCKTIYUTENBHO rPYAHOr0 BCKapM/IMBaHUSA
MAaAeHLEB NepBOro noayroans *KM3HU aBnseTcs Heo6xoam-
MbIM YCTOBMEM WX MOMHOLEHHOIO PasBUTUS, NPOPUNAKTUKM
MHOEKLMOHHBIX 3ab60IeBaHNI, CHUXEHUS PUCKa OTCPOYEH-
HbIX METABOMYECKNX U SHAOKPMHHbBIX paccTponcTs [61, 62].
MpoaomKnuTenbHOE rpyaHOe BCKapM/MBaHWME BaXXHO M AN
obecnevyeHns 300poBbs Matepu, u ans GopMUpPoOBaHUS MCK-

XOJIOFMYECKMX CBA3EN B Anage «maTb — auTts» [11, 63, 64].
[axke KpaTKOBPEMEHHOE MpeKpalleHne rpyagHoOro BCKapM-
NMBaHUA (C Uenblo KynupoBaHUS npeanosiaraemon xen-
TYXWM TFPYAHOrO MOJIOKA) MOMET CHU3WUTb BEPOSITHOCTb €ero
BO306HOBNEHNS [14]. BmecTe ¢ TeM KOHUEHTpaLus obLiero
OUNMpybrHa CbIBOPOTKU KPOBK > 95-r0 LEHTUNSA B TEYEHUe
1-1 Hep KU3HU pebeHKa onacHa 4715 ero XM3Hu 1 300P0BbS,
NMOCKOJIbKY He3penbii reMatoaHuedannyeckmm 6apbep (Mb)
He NPensTCTBYET NPOHUKHOBEHUIO 6UAMPYOMHa B MO3T 1 pas-
BUTUIO HEMPOMHTOKCMKauuu [12, 65, 66]. Bmecte ¢ Tem
npw XKenTyxe rpyaHoro MosoKa KOHLEeHTpauus 6unnpybuHa
06bI4HO HE AOCTUraeT MOTEHLMANbHO TOKCUYHbIX 3HAYEHWUH,
n 6onee TOro, oHa MOCTEMEHHO HOPMaNM3yeTCs faxe Ha
doHe rpyaHoro BckapmnunBaHus [6—8].

MpoTeKTMBHas PO/b UCKIYUTENbHO MPYAHOrO BCKapMu-
BaHWS B OTHOLWEHWU HENPOHOB M 36 He Bbi3biBaeT COMHe-
HUI. Takoe AencTBue rpyaHoOro Mosioka o6ycnoBAeHO AMHHO-
LEenoYeYHbIMU KUPHLIMU KUCNOTaMM, KOTOPbIE CTUMYAMPYIOT
npoLecc MWeNMHU3auunu U TakuMm o6pa3om ChoCOOCTBYIOT
GopMMUPOBaHUIO KOPTUKalbHbIX CBA3en [67]. Y AeTen Ha rpya-
HOM BCKapM/IMBaHWW B CPaBHEHWMU C AETbMU, NOMyYaBLINMHU
CMeCH, OTMeYeHbl 60/1ee BbICOKME NOKa3aTen KOrHUTUBHOIO
pa3Butusa [68—70], npuyemM ageKkBaTtHoe rpygHoe BCKapMu-
BaHWe CTUMYIMPYET pa3BUTME U TeX CTPYKTYp MO3ra, KOoTo-
pble 06bl4HO CTpagaloT NpU GUANPYOUH-UHOYLMPOBAHHbIX
HEeBPONOrnyeckmx amcoyHkumax [71]. 3awuTHble CBOWCTBA
rPYAHOrO BCKapMJIMBaHUS B ciydae rMnepouampybrHemun
06CY)KAAOTCs TaKKe M B OTHOWEHUM MMAAEHLEB C KENTy-
XOW rpyaHoro mosnoka [12]. OTMevaeTcs 3HaYMMOCTb CTU-
MYAMPOBAHUS TPYAHLIM MOJIOKOM Y TaKMX HOBOPOMKAEHHbIX
CHUXXEHHOW BCneacTBME He3penoct GYHKLUMKU peLentopoB
n GEPMEHTOB B AMUTENNM KULIEYHUKA U SHAOTENNM COCYAOB,
obecnevnBalolLmx 6GapbepHyto cnocobHocTb A6, YTo oTyacTH
3aliMiaeT MO3r He3penoro MaajeHua oT 6uanpybuHoBOM
WMHTOKCUKauuun [12, 72]. HemanoBaxHoe 3Ha4yeHWe B CHMU-
YEHUN TOKCUYECKOro BAUSHUA 6unnpybuHa Ha LUHC umeet
afileKBaTHOE COCTOSIHWE TIMKOKAaNMKCa COCYAMCTOro aHAoTe-
nunsi. U3BECTHO, B YaCTHOCTH, YTO MIMKOMPOTEUHbI TPYAHOMO
MOSIOKa, a TaKXe n3ouum obecnedynBaloT LOMNONHUTENb-
Hyto 3awmTty UHC OT WMHTOKCMKauun u nHbekumn [73, 74].
Crnoco6eTBYOT dOpMUpoBaHuio aHaotenus MBb mn 3awute
HEMPOHOB OT TOKCMYECKOro [AEWCTBUS OUIMPYOUHA TaKKe
W cogeprKalimecs B rpyaHOM MOJIOKE MaTEePUHCKME CTBOJO-
Bble K/IETKU, MUKPOXMMEPBLI U HenpoTpoduyeckue dakro-
pbl [75-77]. Takum 06pa3om, reHeTnyeckasa UHdopmMaums,
nepefaBaemas 4yepe3 MOMIOKO MaTepu, TaK e KakK M ero
anureHeTMyeckme GaKTopbl, BO3SMOXKHO, yHacTBYeT B 3aluuTe
MO3ra OT HEMPOTOKCUYECKOro AenCTBUS 6unmupybuna [78].

Ona npoTMBOAENCTBMS NOBpEeXAalowemy AenUCTBUIO
$aKTOpOB OKCMAATMBHOIO CTpecca BaKHbIMW MpeAcTaBns-
I0TCH aHTMOKCUAAHTHblE CBOWCTBA rPygHOro monoka [79].
TaknmMuK e cBoncTBamu 061adaeT U GUANMPYOUH B HU3KKUX
KoHueHTpauusx [80]. Bbicka3biBaeTca Aarke npeanonoxe-
HWE 0 3aLUTHON POSIN GU3NONOTMYECKOM KENTYXM B OTHOLLE-
HWM HeoHaTaNbHbIX MHOEKLMIM N O 3HAYMMOCTU BUINPYOUHA
KaK YHMBepcanbHOro uutonpotekTopa [81]. [Moatomy, KaK
npaBwuio, OTKa3 OT FPYAHOro BCKapMMBaAHUS MPU KeNTyxe
rPYAHOr0 MOSIOKa MpPU YCNOBUM KIMHUKO-N1abopaTopHOro
KOHTPONS COCTOSIHWSA MJafdeHuUa HeuenecoobpaseH [12].
OfHaKo B peasibHOW MpaKTuKe neanaTpbl HEPEAKO CTanKunBa-
I0TCS C NpeKpalleHneM (MM coKpalleHnem 06beMoB) rpya-
HOrO BCKapM/MBaHMSA NO MHULMATUBE POAUTENEN B Clydasx
«MOJIOYHOM» U faxke PU3MONOTMYECKON XKENTYXM, OCOOEHHO
Korga Oetu nonydanu GoToTepanuio B CBSA3M C MKENTYXOW
[82, 83]. BMecTe ¢ TeM nNoKasaHo, YTO HeoHaTaslbHasa KenTy-
Xa y AeTen cBA3aHa C NPOLOIKEHNEM U PACNPOCTPaHEHNEM
rPyAHOro BCKapM/ivMBaHua B cTauuoHape [84]. OTmeyeHa



HEeAoCTaTOYHOCTb 3HAHMK MaTepen U MeAULIMHCKKUX paboT-
HUKOB B OTHOLLUEHWW KENTyXW rpyaHOro MOsIoKa, YTO MOXKET
cnocobcTBoBaTb HEOBGOCHOBAHHOMY OTKa3y OT FPyAHOro
BCKapM/nMBaHus [83].

UCXOAbI XKENTYXU rPYAHOI0 MOJIOKA

entyxa MaTepuHCKOro MoJioKa OTan4vaeTcss 6naro-
NPUATHBIM TEYEHUEM U NMPOrHO30M. CYMTaETCH, YTO KeNTy-
Xa MaTepUMHCKOro MOJSIOKa paspellaeTcs CaMOoCToATeNbHO
[4, 5, 15]. B HECKONbKMX MUCCeaoBaHUSAX HE BblI0 OTMEYEHO
Pa3BUTUA TAXKENbIX MOPaXKEHUN MO3ra — SAEPHON XKENTyxu
[1, 8, 11]. BmecTe ¢ TeM BEPOSATHOCTb SAEPHON KENTyxu
HeHyneBas (onucaHa y < 2% OOHOLWEHHbIX MNafeHLEB C Xef-
TyXon rpygHoro Mmosoka) [49]. Kpome TOoro, obceyxkaaetcs
B/IUSTHUE BbICOKOW MWKOBOW KOHLEHTpauuMn 6unmpybuHa
M NEepCUCTEHLMN TUNEPOUNNPYOUHEMUM B HEOHaTaslbHOM
nepuoae, PerucTpmpyemMblx NpU XenTyxe rpyaHoro Momnoka,
Ha pa3BWUTME HapPYWeEHWW HEPBHOM CUCTEMbI KaK B AeT-
CKOM, TaK M BO B3pOC/OM Bo3pacTe [6]. B npocnekTMBHOM
30-neTHeM KOrOpPTHOM MccneaoBaHWM OGbiNo MOKa3aHo, YTo
y OeTen, NepeHECLUMX HeoHaTaslbHY0 rMNepounnpyomnHemmIo
C NMUKOBOW KOHLEHTpauuen éunnpybuHa > 340 MKMONb/n
WX 3aMEHHOe MepefMBaHue KPOBM, BEPOATHOCTb MNoBe-
[IEHYECKMX PacCcTponcTB B Bo3pacTe 9 neT 6bina 6osee 4yem
B 4,5 pa3sa Bbille, 4eM y AeTen 6e3 HeoHaTallbHOW rMnepou-
nmpyéuHemumn, a 'y 45% KOrHUTUBHbIE HapPYyLWEHUS OTMEYEHbI
M BO B3pocnoM BospacTe [85]. B agpyrom nonynsuMOHHOM
KOrOpPTHOM MccneaoBaHuKn (66 TbiC. HOBOPOXKAEHHbIX) yCTa-
HOB/IEHO, YTO y 7-NETHUX AETEN, NEPEHECLINX 3HAYUTENBHYIO
HeoHaTa/bHYlO XKenTyxy, YacToTa AETCKOro LepebpanbHoro
napanuya, NOTEpPU Cnyxa, Pe4eBbIX PACCTPONCTB (AM3apTpus,
avcnanus), YMCTBEHHOM OTCTaNoCTH, 3aePKKK NCUXOMOTOP-
HOrO pa3BuUTUS, CMHAPOMA AeduLmnTa BHUMAHUS C TUNepakK-
TUBHOCTbIO M PACCTPOMCTB ayTUCTUYECKOrO CreKTpa 6blin
B 1,5-3 pasa Bbille, Y4eM B KOHTPONIbHOW rpynne (4etu 6e3
Takow entyxu) [86]. NMoMHUMO 3TOro, cyuTaeTcd, 4To AN
LEeTen C KeNnTyxom MaTePUHCKOro MONOKa XapaKTepeH BbICO-
KWW PUCK MHDEKLMN BCNeacTBME OTKa3a MaTepen OT KOpM-
NIEHUS TPYAbIO U3-3a ONAaCeHUs BPEeAHOr0 BAUSHUS KENTYXH,
a TaKXXe 13-3a 3afleprKKu BaKkumHauumum [18, 87].

3AK/TIOMEHUE
Hentyxa rpyaHOro MOSiOKa — 3TO LIWPOKO Pacmnpo-
CTpaHeHHoe COCTOsiHWE Yy AeTeil MepBbiX MECHLIEB W3-
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BBE/JLEHME. 3HAYEHUE 3BOJIIOLIMOHHON POJIN

KULIEYHOW MUKPOBHOTbI YENIOBEKA

KuweyHas MMKpo6MoTa — 3TO OCHOBHAas YacCTb MUKPO-
61OLEHO3a YE/I0BEHECKOro OpraHn3ma; OHa AB/AETCH BaK-
HEeHMLMM 3BOJIIOLMOHHO CNOXMBLUMMCA haKTOpoM aaanTa-

umMm Homo Sapiens K MEHSIOWMUMCS YCNOBUAM BHELLHEN
cpepbl [1-3]. B nocnegHue pecatunetns pacwmdposa-
Ha BaXHas pPoSb MWKPOOOB-CUMOUOHTOB B HOPMUPO-
BaHWW HE TONbKO MMMYHHOW 3alluTbl MakKpoopraHuama,
HO M B MPOPUNAKTUKE MHOMMX XPOHMYECKUX HapyLIEHWK
3[10pOBbS, BKOYAA 3HAOKPWUHHYIO, CEPAEYHO-COCYAMCTYIO
W OHKONOTMYecKyto natonoruu [4—6)]. Takum o6pa3om, noa-
fLepxKka GopMUPOBaHUSA ONTUMaNbHOM MO COCTaBYy KMLIeY-
HOW MWKPOOMOTbI pebeHKa — 3TO oAHa M3 aKTyalbHbIX
3ajay neguatpuu.
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Supplemental Feeding Implementation:
Window of Opportunities for the Intestinal Microbiota
Development and Immune Responses Modulation

This review summarizes stages of intestinal microbiota development in infant and immune responses modulation associated to these
stages. The leading role of breastfeeding in the optimal microbiota and associated immune responses development during the first
half of child’s life is presented. The biological feasibility of supplemental feeding implementation at the second window of opportunity
(4-6 months) is justified, as well as role of supplementation products (including cereal) in adult microbiota development.
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CUHXPOHHOCTb 3TANOB

OHTONEHETUYECKOIO CTAHOBJIEHUA

MWUKPOBUOTbl U UMMYHMUTETA VY AETEW

ATanbl GOPMUPOBAHUSA KULLEYHOW MUKPOOBUOTLI Ha Mpo-
TAXKEHMU NEPBbIX NET MU3HU pebeHKa BO MHOMOM coBnajatoT
C 3Tanamu CTaHOB/IEHUS UMMYHHOW cucteMbl [7]. MOCKoNbKY
«CTapTOBYID» MWKPOGMOTY pebeHOK MnosnyvyaeT oT Martepu,
Ha ee KONWYEeCTBEHHbIA M KayecTBEHHbIN COCTaB BAWSIOT
0COBGEHHOCTU COCTOSIHUSA 3[0POBbS U AMETHI KEHLWMHBI eLe
B MpPEeKOHLENUMOHHOM nepuoge. MoaToMy MMEHHO B 3TOT
nepvog Havbonee 3Ha4MMO BUSIHUE Ha COCTaB MMKPOOMO-
Tbl OCOOEHHOCTEN TEYEHUSI 6EPEMEHHOCTU U NMUTAHUSA CaMoW
6epemMeHHOM *eHlWmMHbl [8—10]. B cpaBHUTENbHOM Uccneno-
BaHMU OblN M3YYEH COCTaB KMLWIEYHON MUKPOOWOTLI MNafeH-
LeB B Bo3pacTe 1 1 6 mec, pOXKAEHHbIX XeHLMHAMK C NOBbI-
LWEHHbIM [0 HacTynneHUs 6epeMeHHOCTU UHAEKCOM Macchl
Tena (MMT) = 25 un xeHwunHamu, UMT KoTopbix 6bi1 < 25.
Y neten matepei ¢ nosbileHHbIM UMT B cocTaBe MUKpPOGUO-
Tbl BbISIBIE€Hbl JOCTOBEPHO 60/IEE BbICOKME YPOBHU MMKPO-
60B poaoB Bacteroides, Clostridium w Staphylococcus npu
CHWXXeHWW npeacTaButenen poaa Bifidobacterium [11].

C HacTynneHnem 6epemMeHHOCT MUKPOOBUOM MKEHLLMHbI
npetepneBaeT U3MEHEHUSA: TaK, B JIOHMUTIOAHOM MUCCnefoBa-
HUW «Cflydalh — KOHTPOSb» BblfI0 YCTaHOBNEHO, YTO B MUKPO-
6uoTe Bfaranuua 3[40POBbIX MEHLWWH MPW HaCTYNIEHUU
HOpMasnbHOM 6epeMEeHHOCTU YBENYMBANOCh COoAepKaHue
Lactobacillus vaginalis, Lactobacillus crispatus, Lactobacillus
gasseri, Lactobacillus jensenii; B TO BpeMsi KakK HeKOTopble
Aapyrue TakcoHbl (Prevotella, Gardnerella, Ruminococcaceae)
BCTpeyanucb pexe [12]. bblo TakKe 0TMeYeHo, 4To B Teve-
HUe GU3MONOrMYecKorn 6epeMeHHOCTU OTHOCUTENbHAs YMUC-
NleHHOCTb Lactobacillus spp. yBenuMyuMBaeTcs, a CTporo
aHa3pPO6HbIX BULOB YMEHbLLAETCS; MpUYeM TUMbl Baaraauil-
HOrO Ccoo6LLlecTBa He PasiM4yaincCb Y MEHLWUH, POAMBLINX
B CPOK U nNpexaeBpemeHHo [13].

Ecnun 6epemMeHHas BbIHYXXAEHHO Mosy4yaeT aHTubaKTepu-
anbHyl0 Tepanuio, 3TO HEraTMBHO OTpa)kaeTcs Ha cocTaBe
M ee MMKPOOMOTbl, U MUKPOOUOTLI pebeHKa nocne Baru-
HanbHbIX poaoB [14-16]. B cuctematnyeckom o630pe npo-
aHannanpoBaHo 24 uccnenoBaHus: B 60MblWIMHCTBE Ny6n-
KaluWin OTMEYEHO CHUXKEHWE MWMKPOOBHOro pasHoobpasus
B KMLIEYHOM MUKPOOWUOTE Yy AeTer, POXMKAEHHbIX XEeHUMHa-
MW, NONyYaBLINMMKU aHTUOaKTEpPHMabHyO Tepanuio BO Bpems
poAoOB, B CPaBHEHWW C MNafeHLUaMW MaTepen, He nony-
YaBLlKX TaKoro seyeHus [14]. NloMMMO 3TOro, BJIUGHUE
WHTPaHaTa/lbHOro BO3AENCTBUA aHTUOMOTUKOB MPOSBUIOCH
B CHUXEHUU B MUKPOBUOTE YypoBHEN GaKTeponaoB n GUdHK-
[06aKTepPUI Npy yBENUYEHUM KONMYECTBA NPOTe0baKTeEpUn,
npuyem Hambonee OTYHETIMBO YKal3aHHble U3MEHEHUs Mpo-
ABWIUCL Y JOHOLEHHbIX AeTeN NpU BarnHanbHblx pogax [14].
B cpaBHWUTENIBHOM KOTrOPTHOM WCCnefoBaHWW OLeHWBanu
KULIEYHYID MUKPOOWOTY Yy [OETEW, POMKAEHHbIX MaTepsiMy,
NONYYUBLUMMWU UHTPAHaTaIbHO aMMULMIIIUH C LieNblo NPodHu-
NaKTUKK CTPENTOKOKKOBOW MHPEKLNKN, U Y eTeN KOHTPOSb-
HoW rpynnbl [15]. Haubonee 3aMeTHble OT/IMYMA cOCTaBa
MWKPOBKNOTbI BblI OTMEYEHbI Y HOBOPOXAEHHbIX Ha rPYAHOM
BCKapM/IMBaHUK, OHW 3aKItoHanuchb B 60/1ee BbICOKOM OTHO-
cUTenbHOM coaepxaHun Enterobacteriaceae v B 6onee HU3-
KOM 6aKTepuanbHOM pa3Hoob6pa3un B CPaBHEHWUMU C AETb-
MW KOHTPONbHOW rpynnbl U MAaAeHUaMW Ha CMeLaHHOM
BCKapM/MBaHun. YpoBeHb O6uduao6aKTepmnin Oblal CHUMKEH
y BCEX MafeHLeB y MaTepen, nofy4YMBLUMX aHTUOWOTHUK,
He3aBUCUMO OT XxapaKTepa BCKapManBaHus, Ho K 30-My AHI0
XU3HKU nonynsauma 6udbmnaobaktepum y 3TUX OeTen BoccTa-
HaBnmBanach [15]. Ewe B ogHOM cnuctematnyeckom o63ope,
BK/IOUYMBLIEM 17 06CepBaLMOHHbLIX M 13 paHAOMU3UPO-
BaHHbIX KOHTPOJIMPYEMbIX UCCNEeAOBaHUM, yKa3aHo Ha npo-
TUBOpPEYMUBbIE pe3ynbTaThl PaboT, MOCBALWEHHbIX BAUSHUIO

aHTMbaKTepuanbHOM Tepanun B poaax [16]. Tem He meHee,
B 7 06CEpPBALUMOHHbLIX MCCNeAoBaHUAX OblIM BbiIBIEHbI
U3MEHEeHUs MWKpoOMOMa MageHua Npu MHTpaHaTalbHOM
npodunaKkTMKke aHTUOUOTUKOM Yy MaTepen C KONOoHU3aLmen
CTPENTOKOKKOM rpynnbl B [16]. Mukpo6uoTa Bnaranuuia
Martepu ornocpefoBaHHO B/UAET Ha pPa3BUTUE UMMYHUTE-
Ta BHYTPUYTPOOHOrO pebeHKa: TaK, YPOBEHb WMHTEPNENKU-
Ha (IL) 12 n akcnpeccus reHoB Ha CD4+ T-kneTKkax B nyno-
BMHHOM KPOBWM HOBOPOXAEHHbIX, BarMHanbHas MMKpobuoTa
MaTtepen KOTOpbIX He 6blna KONOHM3WPOBaAHa flaKTobGaKTe-
pUAMM, OTIMYANUCH OT YKa3aHHbIX NapamMeTpoB Y AETEN, YbK
Martepu UMenu AOCTaTOYHbIN YPOBEHb 3TUX BaXHbIX CUMOMK-
OHTOB [17], HO MEXaHU3Mbl pearMpoBaHnsa BHYTPUYTPOOBHOIO
pebeHKa Ha KIETO4YHbIM COCTaB U METABO0/IUTbI MUKPOOMOTHI
MaTtepu ocTatoTcs HesACHbIMM [17].

B aKkcnepuMeHTanbHOM WCCeA0BaHUM YCTaHOBEHO,
4yTo GaKTepuanbHas KONOHM3aLMA CTEPUNbHbIX GepeMeH-
HbIX MblIlIEN U3MEHAET 3IKCMPECCUI0 MEeHOB Yy WX MI040B
W CNOCO6GCTBYET CO3PEBAHMI0 UMMYHHbIX KNETOK KULEYHMKa
nocpeacTBoOM GaKTepuanbHbix MeTabonutos [18]. B apyrom
3KCMNEePUMEHTaNbHOM UCCNedOBaHUN BbISIBAEHO, YTO CTPECC
BO BpeMsi 6epeMeHHOCTH y NpMMaToB Hapyliaet GopmMupo-
BaHMEe MWKPOOWMOTbI MX HOBOPOMKAEHHbIX — B €e cocTaBe
CHMXKAIOTCS YPOBHU 6UDUAO- U NaKTobaKTepuh B CpaBHe-
HWUU C TaKOBbIMU Y HOBOPOXAEHHbIX OT 6€PEMEHHbIX CaMOK,
He MCNbITbIBaBLUMX cTpecca [19].

JTanHoe pasBUTUE MMMYHHOM CUCTEMbI BHYTPUYTPOO-
HOro pebeHKa NMPOUCXOAUT B COOTBETCTBUM C FEHETUHECKON
nporpaMmmon GopM1UpPOBaHUA ee BPOXKAEHHbIX U afanTUBHbIX
COCTaBASAOWMX NOL4 BIUSHUEM MATEPUHCKUX U IK3OrEHHbIX
aHtureHos [20, 21], npy 3TOM pPOSb MaTEPUHCKON MMKPO-
61OTbl B CO3PEBAHUN UMMYHUTETA BHYTPUYTPOOBHOIO pebeH-
Ka OCTaeTCsl NMpaKTUYEeCKM HeuldyyeHHoW. B TO ke Bpems,
HEeCMOTpa Ha aHTeHaTa/llbHoe OO6Hapy)eHue dparmeHToB
MWKPOOPraHM3MOB B MAaLeHTe W OKOMOMIOAHbIX BOAaX,
Ha4yano MMKPOOHOM KONOHM3aLMKM KULLEYHWKa MiajeHua
MPUHATO OTHOCWUTb K WMHTPa- U MOCTHaTalbHOMY nepuoaam
[22, 23]. KaKk 13BeCcTHO, OCOOGEHHOCTU KOJIMYECTBEHHOIO
WU KayeCTBEHHOro COCTaBa «CTapTOBOW» KULIEYHON MWKPO-
6unoTbl pebeHKa, B TOM 4ucie MNpaKTMYeCcKu 340POBOro,
3aBuUCAT OT cnocoba poaopaspeLleHns U Cpoka recrtauuu
[24-26]. C nepBbIX CYTOK MW3HW OCHOBHbIM GAKTOPOM,
onpegensoumm GOPMUPOBAHUE KULLEYHOW MUKPOOWOTHI,
CTaHOBUTCS XapaKTep BCKapMAuBaHua [27], n 3HAYMMOCTb
3T0ro GaKTopa AOMUHUPYET B TEHEHUE NEPBLIX 6 MEC KNU3HU
pebeHKa He TONbKO B OTHOLWIEHUM CTaHOBMEHUS MUKPOOMO-
Tbl, HO U B OTHOLWIEHWUM GOPMUPOBAHUA UMMYHHOW CUCTEMBbI.
Takum 06pa3oM, OHTOTEHETUYECKUIA aTan — MnepBoe «OKHO
BO3MOXHOCTEN», MOAY/IMPOBAHWE KaK cocTaBa MWKPOOBMO-
Tbl, TaK U UMMYHHbIX peaKLuin Yyepe3 NOAAEPIKKY ajeKBart-
HOrO FPYAHOr0 BCKapM/IMBaHUSA — 3TO LWAHC ANs poauTenen
W neguaTpoB obecneyuTb nocneayollee 340poBbe pebeHKa.

MonHoueHHoe rpyaHoe BCKapmanBaHue MnageHua Hauu-
Hasl C MepPBbIX MUHYT XW3HW (C AOTaLMen HOBOPOXAEHHOMY
MoJfio3mBa) obecrneymBaeT atanHoe GopMUpPOBaHUE 340P0-
BOM M COOTBETCTBYIOLLEN BO3PACTY MUKPOOUOTbI KMLIEYHUKA,
a TaKXe ajeKBaTHyl0 TPaeKTopuio pas3BUTUS T-KNeTOYHOro
3BEHa MMMYHWUTETa, €C/IM Ha 3TOT MNPOLECC HEe OKa3biBaloT
BO3AENCTBUS TakWe 06CTOATENbCTBA, KaK HEAOHOLWEHHOCTD,
nepuHatanbHble MHOEKLMU U/ UNKU NepuHaTalibHoe npume-
HeHWe aHTUOMOTUKOB [28]. YCTAaHOBMEHO, YTO HapylleHUs
MWKPOGHOM KOMIOHU3aUUKU HOBOPOXAEHHbLIX B COYETaHWUM
C abeppaHTHbIMK TPaEKTOPUAMMU Pas3BUTUA T-KINETOYHOro
3BE€Ha UMMyHWTETa NOBbILWAIOT PUCK pecnupaTopHbiX 3a60-
neBaHui [28]. B aKcnepuvMeHTanbHbIX MCCNefOoBaHUAX Ha
MWBOTHbIX (NpuMMarax) OblJI0 NPOAEMOHCTPUPOBAHO Hera-
TUBHOE BJIMAHWE HapPYLIEHWA MNEPBUYHOM KOJNIOHU3ALMHK
KEeNyAo4YHO-KULEYHOro TpaKTa Ha CTaHoBleHue obuiero
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M MECTHOI0 UMMYHUTETA, YTO NOBbILWAJ0 PUCK HE TOJIbKO BOC-
nanuTesbHbIX 3a60NeBaHNN KULWEYHUKA, HO U OTCPOYEHHbIX
MeTaboMyecKknx HapyweHun [29, 30]. [leTeHbilwn, POXAEH-
Hble caMKaMu, NONY4YMBLWMMU aHTMOMOTUKM B NepunapTtasb-
HOM nepuoae, UMenu 3HauYuTeNbHble UBMEHEHUS XapaKTepa
MWKPOBUOTbI, MPUYEM Y OCOBEN C rEHETMYECKOM Npeapacno-
JIOXXEHHOCTbIO K BOCNanuTebHbIM 3a60/IEBaHUAM 3TU U3Me-
HEHUs coYeTasnCb C BOCMaJEHUEM XKeNYAOYHO-KMLLEYHOro
Tpakta [29]. YcTaHOBNEHO, YTO BBEAEHWE aHTMOMOTMKOB
[JeTeHbllaM NpUMaToB HeraTMBHO B/IMSAET Ha MPOLLECChI MUX
dusnyeckoro pocta [30]. Mpeanonaratot, YTO y YenoBeKa
nepeble 100 gHEN NOCTHATaNbHOM KU3HU ABNAOTCS KPUTH-
YECKMM MepuoaoM (MNn «OKHOM BO3MOXKHOCTEN») Ana dop-
MUPOBaHUA B3aUMOCBA3EN MEXIY KMWEYHON MUKPOBUOTON,
MECTHbIM ¥ 06WMM nmMyHuTeTom [31-33]. Tak, Hanpumep,
NoKa3aHo, YTO HEraTMBHbIE UBMEHEHNST MMKPOOGMOMa B MAa-
[leH4YecTBE MOryT cnoco6CTBOBAThL pa3BUTUIO 3ab01eBaHWM,
CBfAA3aHHbIX C GOPMUPOBAHUEM alepruiyecKon peaKTuB-
HOCTU, B TOM 4Yucne 6poHxManbHon actMbl [32]. Taknum obpa-
30M, NPEeBEHTUBHble CcTpaTerMn Ha atane GopmMUMpoBaHMUA
KUWEYHON MUKPOOMOTbI U COMPSIXKEHHbBIX C 3TUM MPOLLECCOM
MMMYHHbIX peaKLui B MEepCreKkTMBE CMOryT CHU3WUTb PUCK
pPas3BUTUSA XPOHMYECKOW NATONOrMu.

KaKk n3BecTHO, rpyagHoe MOJIOKO MpeAcTaBasieT co60oM
YHUKabHYIO «KUBYIO» CyOGCTaHLMIO, COoAeprKallyto 6onee
200 6MONOrMYEeCKM aKTUBHbIX BeLWeCcTB — WHAYKTOPOB
KaK MMKPOOWOTbI, TaK M MMMYHHbIX peakuun [34, 35].
Cogep)kaHve aTUX OMONOrMYECKM aKTMBHbIX BeLLeCTB
B MOJIOKE MU3MEHSEeTCs B Te4yeHMe nepuoda Nakrauuu, 4To
OoTpaaeT 3BO/OLMOHHO chopMupoBaBLINECH afanTUBHbIE
MexaHn3Mbl. MeHsaWMnca B COOTBETCTBUM CO CTaguen
flaKTauuun coctaB MMMYHHbIX KOMMOHEHTOB MPYAHOr0 MOJ10-
Ka (XKMBbl€ KNETKU, UMMYHOI06YNNHbI, UMTOKMHBI) onpeae-
NeT pa3BUTME KaK UMMYHHOM CUCTEMbI M1afieHLLa B LIE/IOM,
TaK M cocTaBa ero MMKpobuoTbl [36]. [TomMuMMo 3TOro, BO3-
MOXHa BEPTUKaNbHag nepejadya MUKPOOPraHM3mMoB OT KOp-
mMsaLwen matepu mnageHuy [37, 38].

OKcrnepuMeHTaNnbHble WCCNefoBaHUS Ha Mblwax Mpo-
[EMOHCTPMPOBaAM 3HA4YMMOCTb CTApPTOBOro 3atana nepe-
HOCa MaTEPUHCKMX UMMYHHbIX GaKTOPOB Yepe3 MON03MBO
B MOAYNSLUMU MMMYHHbIX peakuuMi — B CO3peBaHWK nony-
naumm T-KNeToK U T-KIETOYHOro OrnocpefoBaHHOro OTBETa,
B ToM yucne Treg-numoountos [39, 40]. 3710, B CBOIO O4e-
peab, obecnevymBaeT agekBaTtHoe GOPMUPOBAHUE KULLIEYHOM
MUKpPOOMOTbl [41]. Ha gaHHOM OHTOreHeTMyecKom 3aTane
Yy MBOTHbIX, NMOMy4YaBLUMX MaTEPUHCKOE MOJSIOKO, Bbipaba-
TbiBaeTca Oonble T-KNeTok namatyi u T-xenneposB (Th17),
4YeM y [eTeHblllen, BCKapManBaeMbIx cMecbto [42], npuyem
3TU PasINyUsA COXPaHAITCA ANUTENbHO MO OKOHYaHUU NaK-
TOTPOdHOro atana nutaHua [43].

3TAN BBEAEHUA MPUKOPMA —

BTOPOE «OKHO BO3MOXHOCTE#»

AN MOAYNALMN KULLEYHOA MUKPOEUOTDI

U UMMYHHbBIX PEAKLUHA

MocTeneHHbIN Nepexo pebeHKa K pa3Hoo6pa3HoOMY NuTa-
HUIO — BaXKHbI 3Tan OHTOreHe3a, CBSiI3aHHbIM C M3MeHe-
HUSIMW B COCTaBE KMULIEYHON MUKPOOMOTHI, YTO OTparkaeTcs
Ha CTaHOBJIEHWU UMMYHHbIX peakuunin [44]. BaxHoCTb 3TOro
3Tana B U3MEHEHUN cocTaBa MUKPOOUOTHI KULLEYHUKA OTpa-
YEHa KaK B 3apyOeKHbIX, Tak U B OTEYECTBEHHbIX NybnKa-
umnsx [45-47]. CornacHo pernamMeHTUpyWmnm OOKyMeHTaMm,
B Nepvoae BBEAEHMUS NMPUKOPMa PEKOMEHIYETCs MPOAOMKe-
HWE FPYAHOrOo BCKApPM/IMBAHWUS C MOCTEMNEHHbIM €ro YMeHb-
LWeHMeM B paLlMoHe pebeHKa, YTO COOTBETCTBYET OHTOreHETH-
4yecKoMmy 3Tany nepexoga OT CTPOro JIAKTOTPODHOIro NUTaHuA
K MUTaHWIO pasHoobpasHow nuien [47]. bbino noKasaHo, 4To
BBefeHWe 610 NpUKopMa COMpPOBOXKAAETCH 3HAYUTENbHbIM

HapacTaHWeM pa3Hoob6pasus KWLEeYHOM MWUKPoObuoTbl [48].
TaK, B UccnefjoBaHnu B TeyeHue 2,5 neT ndydanacb CyKueccus
(nocnegoBatenbHas cMeHa OAHOro MUKPOGHOro coobllecTsa
LPYrMM) MUKPOOHBLIX COOGLLECTB B MMKPOOMOTE KULLEYHW-
Ka MnafeHua BO B3aMMOCBA3M C M3MEHEHUSAMW XapaKTepa
NMUTaHUS U COCTOSIHMA 310p0BbA [48]. B 3TOM MccnefoBaHUm
6b1710 NpoaHanuanpoBaHo 6onee 300 TbIC. FEHOB MUKPOOP-
raHW3MOB W YCTAHOBJ/IEHO MOCTEMNEHHOE YBEINYEHUE dunore-
HETUYECKOro pasHoobpasns MMKPOOMOMa; Npu 3TOM COCTaB
OCHOBHbIX TAKCOHOMMUYECKHMX FPynn MUKPOOOB PE3KO MEHSNCA
B YACNEHHOCTU NPU U3MEHEHWUW NUTAHUSA UM COCTOSIHUA 3[0-
poBbs. [lokazaHo, YTO BBEAEHWE NPOLYKTOB NPUKOPMa Bbl3bl-
Baso YCTOMYMBOE YyBENMYEHMEe 4YUCNEHHOCTU Bacteroidetes,
a TaKXKe NOBbILEHNE YPOBHEW KOPOTKOLIEMOYEYHbIX HUPHbIX
KMCNoT B deKanusax MnafdeHueB W crabunusauunio obuliero
cocTaBa MUKpPOGHOro coobuiectsa [48].

McecnepoBaHus, NOCBSALEHHbIE BAUSHWUIO NMPUKOpMa Ha
MUKPOBMOTY KHULIEYHWKA MNageHua, Hayanu BbINOAHATb
B nocnegHue 10-15 net. 3acnyMBaeT BHUMaHWE cepus
nccnefoBaHnin GOpMUPOBaHUA MUKPOOMOTLI Y AeTen ABYX
HEe3aBMCUMbIX KOropT B AMHaMMKe — B Bo3pacTax 9, 18
n 36 mec [45, 49]. [Be KoropTbl LOHOLWEHHbIX OT OAHO-
nNoAHbIX 6epeMeHHOCTeN 6bliM BbleNeHbl B 3aBUCUMO-
CTU OT OTCYTCTBMSI/HaNMYUSA OXKUPEHUs y matepen. ITu
KOropTbl 4OCTOBEPHO pas/inyanncb MO NPOAOSIKMTENBHOCTH
ncKouuTenbHoro (3,6 £ 1,8 n 2,6 £ 2,0 mec cooTBeT-
CTBEHHO; p = 0,0006) n obwero rpyaqHoro BCKapMaMBaHus
(8,14 £ 3,8 16,6 %45 mec; p=0,0068), a Takke No BO3-
pacty BBefeHus npukopma (4,4 £ 0,7 n 4,2 £ 0,6 mec;
p = 0,0018). B o6eunx Koroptax npu oOLEHKe B 9 mec
OTMEYEHO yBennyeHne anbda-pasHoobpasus (pasHoobpa-
3Me TaKCOHOMMWYECKMX Tpynmn MWKPOOPraHW3MOB) KMLIEY-
HOM MWKPOOMOTLI. PaclumpeHne pa3Hoob6pas3vs MpoayKTOB
npuKopma B pauuoHe aeTen 6bi10 OTpULaTeNbHO CBS3aHO
B 9 MeC C Ko/iMyecTBOM npeactaButenewn Bifidobacterium,
Enterococcus, Enterobacteriaceae, B MeHblUeN CTENEHN —
Clostridiaceae, nonoxuTenbHas KOppensuus 3Toro pasHo-
06pasunsa oTMeYeHa C YpOBHAMW MNpefcTaBuUTenen cemem-
cTtBa Lachnospiraceae n Ruminococcaceae. OTHocUTENbHAs
YUCNEHHOCTb NpeacTaBuTenen ceMenctsa Lachnospiraceae
yBenM4mnBanacb nNpv BBeAEHWM B paLMOH pebeHKa pXKaHoro
xneba, a TakXKe Msca M MPOAYKTOB, COAEPIKALLMUX Kal3euH
(cblp). ABTOpbI LIUTUPYEMOrO MCcneaoBaHUs OTMETUAM, YTO
60nee NPOAOCKUTENbHbLIV NEPUOA UCKIOYUTENBHO TPYAHO-
ro BCKapM/MBaHUS Obin 6onee 3Ha4yMMbiM daKkTopom Ans
HapacTaHWs MMKPOBHOro pa3Hoobpasns B 9 Mec, 4eM Bpe-
MSA BBefeHUs npukopma [49]. YcTaHOBNEHO, YTO Hanuyue
B NMWUTaHuu pebeHKa Msca, cbipa U pXaHoro xneba umeer
CUNbHYIO Koppensuuto ¢ anbda-pasHoobpa3nemM MUKPO-
6G1OTbl Y AETEN KaK Ha MCKYCCTBEHHOM, TaK M Ha rpygHOM
BCKapMnuBaHuu [45]. B To ke Bpems y ageTen, NpoaosKato-
LWMX nonyyatb B 9 Mec rpyaHoe MONOKO, Hanbonee cunbHas
Koppensauusa anbda-pasHoobpasns MUKPOOMOTbI OTMEYEeHa
C nony4YeHneM oBcsiHOM Kawu [45]. B apyrom (6onee paHHeEM)
JIOHTUTIOAHOM UCCNEefOBaHWM M3ydHanu U3MEHEHUS KuULLeY-
HOM MWKPOOWMOTbI MnafdeHua B TeyeHue Tpex MNepuoaoB:
NepUoa UCKIYUTENBHO FPYAHOIrO BCKapM/IMBaHWS, OTyYe-
HWS OT FPYAM C MOCTENEHHbLIM NEPEXOAOM Ha BCKapMnBaHue
CMecChblo, Nnocne MoMHOro NpeKkpalweHus AoTauuu rpyaHoro
MonoKa [46]. B atom nccnegoBaHum Mexay nepBbiMU ABYMS
nepuvoAamMu CyLEeCTBEHHOW pasHMLbl B CTPYKTYpPE MUKPO-
OMOTbl HE YCTaHOBJ/IEHO, B HEW OblNN UAEHTUGULMPOBaAHDI
Escherichia coli, Ruminococcus sp. v Bifidobacterium sp.;
Ha TpPeTbeM 3Tane CcoCTaB MMKPOOWOTbI Oblal OLEHEH KaK
6onee O4HOPOAHbLIN, YeM B nepBble ABa nepuoaa [46].
MpeKpaleHne nNakTOTPOPHOro nuTaHUsA (FPyAHOro WM
MCKYCCTBEHHOIO BCKapM/IMBaHWS) U BBeAEeHWEe MpuKopma
COMpPOBOXAAETCSH MOBbLILEHWEM KOMMYECTB BMAOB MMKPO-



OpraHnM3moB, OTHOCALLMXCS K ceMmencTBam Lachnospiraceae
W Ruminococcaceae, W YMeHblIEHWEM KonMyecTBa
Bifidobacterium, Enterobacteriaceae, Enterococcaceae,
Lactobacillaceae, Veillonellaceae, Clostridiaceae [45].

JKcnepuMMeHTabHble UCCNef0BaHUS Ha Mblllax MO3BO-
SIMNN BbISIBUTb BaHble B 3BOJIIOLIMOHHOM acneKTe 3aKo-
HOMEpPHOCTM POPMUPOBaHUA MWKPOOMOTLI, onpeaenstomne
OVMHAMWKY NEepPEecTPOMKM MECTHOro M 0o6LIero UMMyHMUTETa
rnocfne 3aBeplUeHWUs 3Tana NaKToTPOPHOro nuTaHusa. Tak,
YCTaHOBJIEHO, YTO CHW}KEHWE YPOBHS anuaepmasibHoro Gakxro-
pa pocTa B MOJIOKE B KOHLe Nnepuoaa Nakrauuu y Mblllen
COMPOBOXAAETCA MOBbILEHWEM MPOHULAEMOCTU KULIEYHUKA
Yy MX OeTeHbllen U aKTuBauuMen MWKPOOHOro BO3AENCTBUSA
Ha aHTUreHnpeacTaBnsolne Knetku cnmnaucton [50], nocne
yero fgeHapuTHble KneTkn CD103 vHAYyUMPYIOT aKTMBaLMio
T-KNEeToK MMMYHHOW CUCTEMbI KULIEYHUKA. [WLleBble aHTU-
reHbl, CUMOUOHTHbIE MUWKPOOPraHn3Mbl U UX MeTabonuThl
Ha 3TOM 3Tane OHTOreHe3a CrnocoO6CTBYIOT nponndepaumm
A4epHbIX peLenTopoB ramma Treg-kneTok [51], 4To MHAY-
LUMPYET pa3BUTUE TONEPAHTHOCTM K Pa3HOOBPa3HbIM aHTU-
reHaM. JKCMNepuMMeHTaNbHble UCCNeAOoBaHWA MoKasanu, 4To
MMMYHHasa cMCTeMa NepexmBaeT CBOEOOPa3HbIn UMNPUHTUHT
MO OTHOLWEHWUI0 K MUKPOBMOTE M NULWEBBLIM aHTUreHam [51].
M3MeHeHne KNWeYyHoN MUKPOBUOTbl Ha GOHE pa3dHOO6pPa3HO-
ro NUTaHUS MHAYLMPYET afeKBaTHbIM UMMYHHbIA OTBET, 060-
3HavYaeMbln KaK «peaKkuus otnydeHus» [51]. Ecnun ata peakums
Y }MBOTHbIX Nogasnsnacb, GOpMMPOBaNcsa «NaToNorM4ecKui
UMMYHHbI UMMPUHTUHM — HapylleHWe OHTOreHe3sa MMMYy-
HUTETa C Pa3BMTUEM MOBbLILIEHHOrO OTCPOYEHHOrO0 pPUCKa
KoNuTa, anfieprum U OHKOJIOrMYyeckux 3aboneBaHun [51].
YCTaHOBMEHO, YTO WMMMYyHHas «peaKkuus OTIy4YeHUs» UMeeT
BPEMEHHbIE orpaHmMyeHns [52]. B 3ToM 3KcnepuMMeHTanibHOM
ncenefoBaHun y mbllwen, He umeBwux nyna CD4 T-KneTok,
OblIM NAEHTUOULMPOBAHLI CUTHANbHbIE MYTU MEXAY BPOXK-
AEHHBIMU TMMOBOUIHBIMWU KINETKAMKU U 3NUTENNANBbHBIMU KNET-
KaMW KMLIEYHWKA, nHayuunpyemble 1L-23 u IL-22. B 10 Xe
BPEMS Y UMMYHOKOMMETEHTHbIX MblLLEN 3TV CUTHANbHbIE MYTK
WHOYLMPOBANUCh MWKPOOHOW KOMOHW3aUMen Npu OTbeMe
[eTeHbllwen, n no mepe pa3utna CD4 T-KNeTo4yHOro nmmy-
HUTETaA B OTBET Ha Harpy3ky MUKPOOHbIMWU aHTUIrEHaMW 3TU
cBS3M yracanu. o MHeHW0 aBTOPOB, MpoAosIKatoancs
npoaykuus IL-22 npu otcytcTBMmM aestenbHocTM CD4 T-KneTok
CHUWXKaEeT 3KCNPECCHUIO MEPEHOCHMKOB MMUAOB B TOHKOM KULL-
Ke, 4TO HapylaeT MNUAHbIM 06MeH MakpoopraHuama [52].

MuKpob6uroTa pebeHKa B TeyeHue nepuvoda BBEAEHUSA
npMKOpMa HecTabunbHa; MOKa NpPOoAO/MKaeTCs rpyaHoe
BCKapM/iuBaHue, B HEW coxpaHsalTcs oubuaobakTepun
M nakTo6auMbl; K KOHLY NEepBOro rofa *KMU3HW yBenuyu-
BaeTcs posib aHa3apob6oB, OTHOCUTENIbHAA CTabunnsauus
KO/IMYECTBEHHOIO M Ka4YeCTBEHHOro cocTaBa MMKPOGMOTHI
OTMeYaeTcs K TpexneTHemy Bo3pacTy [46]. Tem He meHee,
B COCTaBe MUKPOOMOTbLI AeTEN MMEIOT MECTO 3HAYUTESIbHbIE
pasnuuuns (B TOM 4ucne no 3THUYECKOMY MPM3HAKY), KOTo-
pble CNOCO6HbI MOTEHUMaNbHO BAUATL HA NPeapacrnonoXKeH-
HOCTb K pPasfiMyHOM MaToNorMu, B TOM YMCie ayTOMMMYH-
How [53]. Mo AaHHbIM HEKOTOPbIX MCCNedoBaHWM, HU3KOoe
MWKPOBGHOE pa3Hoobpasne B MUKPOOGMOTE pebeHKa MOXET
OblTb CBSI3@HO C MOBbIWEHHLIM PUCKOM Pa3BUTUSA Yy B3POC-
NbIX XPOHWYECKUX 3aboNieBaHWM MKeNyao4yHO-KULIEYHOrO
TpaKTa U MeTaboNMYECKUX HapYLLEHUI, TaKUX KaK 601e3Hb
KpoHa, CMHAPOM pa3fpaxKeHHOro KULEYHWKA, OXUpPEeHUe,
caxapHbl agnabeT 2-ro Tuna [54]. CHMKeHne pa3Hoobpasus
cocTaBa KMLIEYHOW MMKPOOGWOTHI Y MNafeHLEB B nepuoae
[10 BBefeH1sa npukopmMa (B Bo3pacte Ao 4 mec) 6bi10 CBS-
3aHO C MOBbILEHHbIM PUCKOM annepruiecknx 3aboneBaHum
[55, 56]. Y peten B Bo3pacte oT 18 A0 24 MeC HU3Koe
MUWKpPOGHOE pa3Hoob6pa3ne pacueHMBanocb Kak daKtop
pucKa caxapHoro gnabeta 1-ro Tuna [57].

MccnegoBaHuns NoaTBepAatoT rnodasbHy0 3HA4YMMOCTb
paKTopa BPEMEHN — «OKHa BO3MOXHOCTEM» — And GOpMHU-
poBaHWA MEXaHM3MOB TONEPaHTHOCTWU. TaK, yCTaHOBJ/EHO,
4YTO BBEAEHWE [NIOTEHCOAEPKaLLMX MPOAYKTOB MpMKOpMa
¢ 4—6-Mecsi4HOro BO3pacTa Mpu COXpaHsaIoLLEMCS TPYAHOM
BCKapM/IMBaHUN JOCTOBEPHO CHUMKAET PUCK MaHUdecTaLmm
Luenvakuu y geten (B CpaBHEHWUU C AETbMM, MOAYYUBLUMMM
3TW NPOLYKTbI Nnocsne 6 Mec) — To eCTb B 6 MeC «OKHO Tose-
PaHTHOCTU» KaK 6bl 3aKkpbiBaeTcs [58, 59]. Takum o6pas3om,
«peaKuuss OTIy4yeHus» Ha JaHHOM 3Tane OHToreHesa —
BTOPOE «OKHO BO3MOMXHOCTEW» AN MOAYNALMU MMMYHHbIX
peaKkuui, B TOM 4YWUCNe OTCPOYEHHbIX MO BpemeHu [6O0].
lMocKonbKy uccnegoBaHUsa 3TOro GpeHOMeEHa HOCHAT MNoKa
NPENMYLLECTBEHHO 3KCMEPUMEHTa/IbHbIM XapaKTep, CPOKM
«OKHa» aMBepcUOUKaLMOHHON KONOHM3aUUKU Yy MNageHLEeB
TOYHO He onpefeneHbl, NPeanosioKUTENbHO, 3TO BO3pacT
oT 6 A0 24 Mec, HO AaHHble CPOKU TPeBYT YTOYHEHMS
C MOMOLLbIO UCCNeoBaHW y npuMaTa u YyenoBeka [42].

NMPOAYKTbl MPUKOPMA HA 3EPHOBOW OCHOBE:

BO3MOHOCTU MOAY/IUPOBAHUSA

KHUILEYHOW MUKPOBUOTDI

B 3apauun HacTosLero o63opa He BXOAWUT aHanM3 cBA3en
0COGEHHOCTEN Pa3BUTUS MUKPOOBWOTLI CO CpOKaMu BBefe-
HUS NPUKOPMa, MOCKOMbKY nodaBasiowee GOMbLIMHCTBO
[eTern nosyyatoT ero B CPoku oT 4 go 6 mec [47]. CornacHo
peKoMeHAauMsaM Mo NUTaHUIO AETEN MEPBOro rofa U3HM,
OAVH W3 MNPOAYKTOB NepBOro Bbi6Opa — 3TO 3€pHOBOM
NPUKOPM (Kalla NPOMbILIEHHOrO Npou3BoacTea) [47, 61].
Bbl60p B M0Mb3Y Kall NPOMbIWAEHHOro Npon3soacTaa obyc-
NIOB/IEH B MEPBY0 oyepeab MX 6e30MacHOCTblO, TaK Kak
CbIpbE M BECb MPOLECC NX M3rOTOBMIEHWS CTPOr0 KOHTPONUPY-
oTcsa [62]. Kawwm coaeprKaT CNOXKHbIE YIeBOAbl U KNETYaTKY,
Heob6xoaMMble AN aKTUBHOW AeATEeNbHOCTU MULeBapuTenb-
HOrO TPaKTa, a TakXe oboraulalTcd MHOTMMW BUTAaMUHAMMU
U MUHEpanamu, B TOM YUC/e Kene3oM 1 Kanbuuem [63-65].

Hanuune B cocTaBe Kall MULEBBIX BOMOKOH U CIOMHbIX
yrneBofoB o6ecrnevynMBaeT NocTeENEHHOE CTAaHOB/IEHUE Y MNa-
[eHLa KMLIEYHON MMKPOBHMOTbI «<B3POCOro» TUMNa 3a CHET CTHU-
MynSLUMK pocTa 6aKkTeponaos (66, 67]. B uccnegosanuu in vitro
YCTAHOBMIEHO, YTO AMaNM3MpoBaHHble A06aBKW MEHULbI,
COpro, puca 1 oBca JOCTOBEPHO UBMEHSIOT COCTaB KULLEYHOM
MUKPOOBUOTBI: YBEIMYMBAETCH OTHOCUTENLHOE COAEpIKaHue
cemMenctB 6GaKTepui, CBSI3aHHbIX C Aerpajauven Knetdar-
KW, — Bacteroidaceae, Bifidobacteriaceae, Lactobacillaceae,
Prevotellaceae, Ruminococcaceae wn Veillonellaceae; B TO
BpeMsl Kak KonnyectBo Enterobacteriaceae cHuaeTcs [68].
Kpome TOro, ykasblBaeTcs, YTO OBCSHas Kala 6orata nuulie-
BbIMW BOJSIOKHaMM — GeTa-MoKaHaMK, KOoTopble cayxKat
MULLEN AN KMLLEYHbIX CUMOBUOHTOB [45].

B 0oTeYeCTBEHHbIX PEKOMEHAaLMSAX MO BBEAEHWUIO Mpu-
KOpMa YyKa3blBaeTcs Ha Lenecoobpa3HoCTb BBEAEHMS 3na-
KOBOro NpuKopma C Kall, Hanbonee HenTpanbHblX B NaaHe
pUCKa Pa3BUTUS aniepruyeckon PeakTMBHOCTU — HE TONbKO
6e3MO0I04HbIX, HO U 6e3rntoTeHoBbIX [47, 61]. B To e Bpe-
M, MO AaHHbIM LMTUPYEMbIX Bblle uccnegoBanun [58, 59],
paHHee BBE[EHWE TIOTEHA CHUXKAET PUCK MaHUdecTaluu
uenMakuu. OgHako B OpPYyroM MccnefoBaHWM, HamnpoTwB,
BBE/JleHWe MMoTeHa B Bo3pacTe 16—24 Hef No cpaBHEHWUIO
C nnauebo He CHWXKaNo 4acToTy Pas3BUTUSA LeNMakun y getemn
rpynnbl pucka [69]. OgHOBpeMEHHO 06CyKaaeTcs Lie1ecoob-
pa3HOCTb WHTEpBana BBEAEHUS [IOTEHCOAEPXKalUMX Kall
oT 5 go 6 mec [70] unm gaxke ot 4 go 12 mec [71], npryem
ONTUManbHOE KOJIMYECTBO BBEAEHMA [JIIOTEHCOAEPKALLMX
3/1aKOB He YCTaHOB/EHO, MO3TOMYy PeKoMeHayeTcs usbe-
raTb NOTpe6AeHNs GONbLUMX KONMYECTB MIOTEHCOAEPHKALLMX
Kal [71]. Pa3HOpeynMBOCTb pEKOMEHAALIMIN, O4EBUAHO, ABNS-
€TCs OCHOBaHMWEM /15 Aa/lbHENLIEr0 U3Yy4eHUs NPOBGAEMbI.
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TpaguUMOHHO B LETCKOM MWUTaHWUM UCNOMb3YKTCA Kallu
13 06paboTaHHOro (o4MLLEHHOrO) 3epHa. B nocneagHume rogpl
YCTAHOBJ/IEHO, YTO KallX C MCMNOIb30BAHWEM LEIbHOro 3ep-
Ha, 6oniee 6oraTtble MULEBLIMX BONOKHAMMU U codeprKaline
3/1eMEHTbl 3apoAbllla 3epeH, Npu YCNOBUKU TWATENbHOIO
KOHTPOJIA B OTHOLIEHUM UX XMMUYECKOM 6e30MacHOCTU MOryT
ObITb UCMOSIb30BaHbl HE TOIbKO B MUTaHWMK B3POC/bIX U AETEN
CTaplimnx BO3pacToB, HO U B NUTaHUK MnageHues [72, 73].
B paHOOMM3MpOBaHHOM MCCNefOBaHUM KOHTPOIMPOBAsCSH
COCTaB KMLIEYHOW MWKPOOMOTbI Yy MiageHueB 4-7 Mec,
nonyyaBLlWKX OObIYHYIO AETCKYIO Kalwy M3 padUHUPOBaH-
HOM TMAPONM30BaAHHOM MYKM Mnn Kawy ¢ 50% coaeprkaHu-
€M Le/IbHO3ePHOBOW OCHOBbI U CHUXEHHbIM COAEepXKaHuem
caxapa [73]. YcTaHOBNEHO, YTO B MUKPOBMOTE AETEN, MONy-
YaBLMX LIeNbHO3EPHOBYIO Kally, 4OCTOBEPHO YBENWYMBa-
nocb KonmnyecTtBo Lachnoclostridium w Bacteroides, B TO e
BpemMsa Konu4yectBo Proteobacteria w Escherichia 3Ha4Mmo
CHWXanocb. 1o HalweMy MHEHUIO, 3TOT 3PhEKT B NEepCneKTu-
BE MOXET OKa3aTb 6/1aronpusaTHoe BAUsSHKE Ha GopmMUpoBa-
HWEe MeCTHOro 1 obLWero UMMyHuTETa.

McecnegoBaHma M3MEHEHUM XapaKTEPUCTUK MUKPOOUOTbI
y Aeten Ha ¢oHe BBeAEHWA TPaAUMLMOHHOM [OETCKOW Kaliu
(M3 padUHUPOBAHHOW MYKM) eamHUYHbI [73]. TeM He MeHee,
3aC/yXMBAIOT BHUMaHUS UCCNefoBaHMA C UCMONb30BaHWEM
KYNbTUBMPOBaAHWUS MNpeacTaBuTenen MUKPOOUOTbI 340POBO-
ro pebeHKa W aHanM3a MUKPOOBHbIX METaboNUTOB B cpeaax
C poGaBneHueM pasfidHbIX MUTaTesbHbIX cybcTpatoB [74].
TaK, NpoBOAMNOCH KyNbTUBMPOBAHWE MUKPOOUOTLI MAadeHLEB
7-mecsiyHOro Bo3pacTa, Nosy4yaBlUMX rpyaHOe BCKapManMBaHue
N NPUKOPM (KYKYpy3Has Kalla, 0BOLLK, GPYKTbI), B MPUCYTCTBUK
3KCTPaKTa KYKypy3HOWM MyKUK Npu pasnnMyHom pH cpeabl; caoBUr
B LENOYHYI0 CTOPOHY CMOCOGCTBOBAN POCTY YCNOBHO-NaTo-
FeHHbIX MUKPOOPraHM3MOB (6aKTepPOMA0B W KNOCTPUANIA) NpK
CHUXXEHWUU YPOBHS 6ubunaobaktepuin [75]. Bo3MOXHO, Takue
nccnefoBaHWa MOCAYKaT OCHOBOW A/ OLEeHKM noTeHuuMana
ynpaBneHns KULe4yHoM MUKPOBMOTOM pebeHKa rnpu BBEAEHUN
B €ro pauuoH Kaw (MOJIOYHbIX MAM 6e3MOJI0YHbIX), coaep-
alMxX He TOMbKO 31naKu, HO U GPYKTOBO-ArofHble Ao6aB-
KW. TakMe Kalu OTe4YeCTBEHHOrO0 NMPOM3BOACTBA MOMb3YIOTCA
nonynsapHOCTbIO, MOCKOJbKY 061aatoT XOPOLLIMMU BKYCOBbIMU
(opraHonenTU4YeCKMMU) Ka4yecTBaMm1 U CO3L4aloT BO3MOXHOCTb
3HaKoOMCTBa pebeHKa ¢ BKyCOM GPYKTOB M Arof 40 BBeLEeHMS
B paLMOH COKOB M (PYKTOBLIX Mtope. Kalun pekomeHayeTcs
MCMNoNb30BaTb y AeTer HaynHas ¢ 6-Mecs4yHOro BO3pacTa
npu OTCYTCTBMM NposiBNeHun anneprun. Cyxue WMHCTaHTHble
[IETCKME KallK MPOMbILWNEHHOrO BbiMyCKa BO3MOXHO MCMO/b-
30BaTh Yy AeTen ¢ 4-MeCcA4YHOro Bo3pacTa, HayuHas BBefeHue
3epHOBOro NPUKOpMa € 6e3rNoTEHOBbLIX, 683MO0YHbIX, OLHO-
KOMMOHEHTHbIX BapuaHToB. B ganbHenwem — paclunpsitb
paLMOH 3a CHET BKIOYEHUS B NMUTaHWE APYrux BUOOB 3€PHO-
BbIX MPOAYKTOB MPOMbIWAEHHOrO BbiMycKa. B coctaBe Kauw
MMEIOTCH KOMMOHEHTbI, cCO3AatoLLme ycnoBums ans GopmupoBa-
HWS COOTBETCTBYIOLLEW BO3PACTYy KMLLIEYHOW MUKPOOMOTLI, —
NPebroTUKK, BUTAMUHbI, MUHEpPanbl (BKIOYaA UUHK, Xeneso
n nop). MNMpu OTCYTCTBUM MPOSIBAEHUM anneprun u/unu nak-
Ta3HOW HeJoCTaTOYHOCTH, ANa AeTen cTaplue 6 mecsueB BO3-
MOXHO MCMNONIb30BaHNE AETCKMX NMUTbEBbIX MOJIOYHbIX KalUek,
o6oralleHHbIX TpebuoTuKamu, Hanpumep, «PpyToHAHSA».

3AK/TIOYEHUE

McecnegoBaHus AMHAMUKKM CTAHOBIEHUS KULWIEYHOW MUK-
po6uoTbl pe6eHKa Ha NEPBOM rody *M3HM M NOCTHATaNbHbIX
3TanoB CO3pPeBaHUA UMMYHHOW CUCTEMbI CBUAETENbCTBYIOT
0 TEeCHOM B3aMMOCBSI3U 3TMX NPOLECCOB M 3HAYUMMON MOAY-
nMpylollen ponuv 0cobeHHOCTer BCKapmauBaHus. epsoe
«OKHO BO3MOHOCTEN» ypaBiieHNs UMMYHOreHe30M 1 Gop-
MWPOBaHUEM MUKPOBUOTbLI — 3TO NepBble 6 MEC KU3HU (MK
nepsble 500 gHen OHTOreHesa) pebeHKa; Ha 3ToM 3Tane

UCKIIOYUTENBHO TPYyAHOE BCKapMauBaHWe ob6ecneynBaeT
ONTUMasnbHOE CUHXPOHHOE CO3peBaHME 3alUWUTHLIX CUCTEM
opraHuama. BTopoe «OKHO BO3MOXHOCTEW» — 3TO MEepuog
BBEAEHUS MpUKopMa. IBOMOLMOHHO cHopmMMpOBaBLUMECS
MexaHM3Mbl aflanTauuu Ha atane oT 6 A0 24 MecC XKU3HM
(BTOpble 500 AHeN oHTOreHesa) peGeHKa MoaynupytoTcs
M3MEHEHWEM XapaKTepa MuTaHusl, KoTopoe obecneynBaeT
OMONorMyecKkn LenecoobpasHyio TpaHchopMaumnio MWUKPO-
OMOTbl U UMMYHHbIX peakunin. CBOeBpeEMEHHOE BBeAeHUe
npuKopMma, B TOM YMCie 31aKOBOro, ABASETCH HEOOX0ANMbIM
TPUITEPHBLIM HAKTOPOM «3anycKka» AMHAMUYECKOro BUAOU3-
MEHEHUS KMLWEYHON MUKPOBMOTHLI M MOCTENEHHOro nepexoja
Ha ee B3pOCMblA TWUM, a TaKXe CUHXPOHHOW Bapuabesnb-
HOCTM NapaMeTpPoB MMMYHHOW CUCTEMbI. TaKnm 06pa3om,
06e nonoBuHbl nepuoaa «1000 gHen nporpaMmuMpoBaHUs
3[0POBbS YeNIOBEKA» KPUTUYECKU BarKHbl W, NO-BUAMMOMY,
BO MHOrOM onpefenstoTcs UMeHHO GOPMMPOBAHUEM «Mpa-
BWJIbHOW» KULWIEYHON MUKPOOBKUOTLI, 06ecrneynBas He TONIbKO
ycnelwHoe co3peBaHune, HO U 340poBoe GYHKLIMOHUPOBaHUE
UMMYHHOW CUCTEMbI, YTO B [Ja/bHEWLWEM SBASETCS 3a50roM
3[0POBOro AONTONETUS.
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ATonunyecKkun gepmatut (AT[) aBasieTcs WUPOKO pacrpocTpaHeHHbIM XPOHUYECKUM BOCMNaaNTEe/IbHbIM 3ab0s1eBaHNEM KOXMH,
OKa3bIBaloLMM Cepbe3HOE BIIUSIHUE Ha pal3/IMyHble acreKTbl XU3HW nauneHTa. B gaHHo#i O630pHOI;I cTaTtbe rpejcraB/ieH
COBPEMEHHbIN B384 Ha natopuaunosnormio AT/, ero B3aumMoCBsA3b C APYruMu cornyTcTBYOWMMU 3ab60/1eBaHNSIMH, @ TaKKe
O6Cy)+(,£leHbl MpaKTUYEeCKUEe acreKTbl MPUMEHEHUST HapYy>KHOW MPOTMBOBOCMAIMTE/IbHON Tepanuu. [1poBeaeHHbIHn aHaiu3
KIIMHUYECKUX MUCCNe0BaHNin JEMOHCTPUPYET BarKHYI0 POJib MHI'M6MTOpOB Ka/lbUMHEBpPHHaA B 9PPEKTUBHOM nie4eHun At/
y AeTen, HayuHasi ¢ rnepBbIX ero nposiBJI€HUI B paHHEM Bo3pacrTe.

KnioqeBbie cnoBa: atornuyecKkuit JepmaTut, 4eTU, MHIMOUTOPbLI KallbLUMHEBPUHA, MUMEKPOJIUMYC

Ans umtupoBanuns: ddeHanesa K.E., Hamasosa-bapaHosa J1.C., JleBuHa 10.I., KanyrnHa B.I., AnekceeBa A.A., BuwHesa E.A.,

Bonkos K.C. Ponb MHIMGUTOPOB KaslbLIMHEBPUHA B NEeYEHUM aTOMUYECKOro gepMatuta y aeten. Bornpockl coBpeMeHHOH
negmatpumn. 2023;22(6):513-520. doi: https://doi.org/10.15690/vsp.v22i6.2666

BBEAEHUE

Atonnyeckun pepmatut (At) — MynbTudaKToOpHOE
reHETUYECKN AETEPMUHUPOBAHHOE BOcCnanuTenbHoe 3a6o-
NeBaAHME KOXMW, XapaKTepuayloLeecs 3ya0M, XPOHUYECKUM
peuManBMpyloLIMM  TEYEHMEM, YacTo BCTpevalolleecs
B CEMbSIX C aTONMU4YeCKUMK 6onesHamu [1, 2].

ATl — oOHO M3 Haubonee pacrnpoCTPaHEHHbIX 3a60-
NeBaHWM KOXM — OKa3blBaET CYLIECTBEHHOE MCMXOCOLM-
anbHOE BO3AENCTBME Ha NALMEHTOB U UX BIM3KKUX, @ TaKKe
BHOCUT OCHOBHOW BK/ag B rnob6anbHOE OpPeMS KOXHbIX
3aboneBaHun [3].

PesynbraTbl MHOTOYMCIEHHbIX 3MUAEMMUONOTMYECKUX
nceneaoBaHui, NPOBEAEHHBIX B PA3/IMYHbIX CTPaHax Mupa,

BeCbMa NPOTUBOPEYMBLI: B OAHWUX AEMOHCTPUPYETCH TEH-
NeHUMs K pocTy pacnpocTtpaHeHHocTn ATl B XXI B. [4-6],
B TO e Bpems B psje ApYyrux uccnegoBaHUMin Takon 3aKo-
HOMEpPHOCTN 06HapyKeHOo He 6bino [7, 8].

PacnpocTtpaHeHHOCTb AT/, UMeeT Bo3pacTHble U reorpa-
duyeckne pasnunuuns. Tak, cpeaun aeten 6—7 neT nokasartenb
kone6netca ot 0,9% B UHauM go 22,5% B IKkBagope, npu
3TOM OTMEeYaeTcs TeHAEHLMSA K POCTy pacnpoCTpaHeHHOCTH
At B A3un u JlaTuHCcKon AmepuKe. B BO3pacTHoM rpynne
13-14 net pacnpoctpaHeHHOCTb AT/l BapbupyeT oT 0,2%
B Kntae go 24,6% B Konym6uun [9—11]. PacnpocTpaHeHHOCTb
AT/l cpenu netew B EBpone v CLLUA cocTaBnsieT npumepHo 20%,
a cpeav B3pOoC/blix OHa Konebnetca oT 7 Ao 14% [12-14].
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Role of Calcineurin Inhibitors in the Management

of Atopic Dermatitis in Children

Atopic dermatitis (AD) is a widespread chronic inflammatory skin disease that has a significant impact on various aspects of patient’s
life. This review presents modern view on AD pathophysiology, its correlation with other concomitant diseases, and covers practical
aspects of external anti-inflammatory therapy implementation. The analysis of clinical studies has shown the significant role of
calcineurin inhibitors in the effective treatment of AD in children from its first manifestations at early age.
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B cuctematnyeckom 0630pe, onyénmkoBaHHoMm B 2020 T.
S. Bylund 1 coaBT., npoaHann3npoBaHbl 3NUAEMUOSIOTMYE-
CKMe uccnegoBaHusa No pacnpocTtpaHeHHocTu AT y aeten
M B3POC/bIX pa3dHblX CTPaH U KOHTMHEHTOB (6onee 7 TbiC. CTa-
Ten ¢ 1958 no 2018 r.) 1 NOKa3aHO, YTO pacrnpoCTpPaHeH-
HOCTb cumnTOomMOB AT/l y AeTen Konebanack oT 1,7 o 32,8%,
y B3pocblx — 0T 1,2 40 9,7%, a pacnpoCTpaHEHHOCTb CamMom
60ne3HM (Ha ocHoBaHuMW AuarHosa AT/, yCTaHOBIEHHOro
Bpayamu) coctaBuna 22,6% y peten (9,6% HOBbIX Cly4aeB)
1 17,1% y B3pocnbix [4]. B Poccuiickon deaepaumu, cornac-
HO AaHHbIM PepepanbHOro CTaTUCTMHECKOro HabnwaeHus,
B 2022 r. pacnpoctpaHeHHocTb AT/[] coctaBuna 384,7 cny-
yass Ha 100 TbIiC. BCcero HaceneHus, a 3aboneBaeMoCTb
(omarHo3 ycTtaHOBMEH BMepBble B XU3HU) — 157,1 cnydas
Ha 100 Tbic. Bcero HaceneHusa. lMpun aTOM pacrnpocTpaHeH-
HocTb AT/l cpeau aeten B Bo3pacte ot O go 14 net B 2022 1.
coctaBuna 1436,3 cnydas Ha 100 TbiC. AETCKOro HaceneHus,
3aboneBaemMoctb — 654,3 cnyyaa Ha 100 TbiC. AETCKOro
HaceneHus, a B Bo3pacTe oT 15 go 17 neT pacnpocTpaHeH-
HocTb AT, — 1052,1 cnyyast Ha 100 TbiC. COOTBETCTBYIOLWWLEIO
HaceneHus, 3abonesaemoctb — 347,8 cnyyasa Ha 100 Tbic.
COOTBETCTBYOLWEro HaceneHus [15]. JaHHble oduLManbHOM
CTaTUCTUKKM B POCCMU HE KOpPEenupytoT ¢ MUPOBbLIMM MOKa-
3atensimu. OgHaKo No pesynbTatam CTaH4apTU3MPOBAHHOIO
anuaemuonornyeckoro mnccnegosaHunsa ISAAC (International
Study of Asthma and Allergy in Childhood — MexgyHapoaHoe
nccneaoBaHue acTMbl U anfieprum y aetemn), pacrnpocTpaHeH-
HOCTb cMmnToMOB AT/l B pas/iMyHbIX pernoHax PoccuMCKom
depepaunn coctaBuna ot 6,2 go 15,5%, [16, 17]. MNpu
NpoBeAEHNN 3NUAEMMUONOIMYECKUX UCCNEeAOBaHUIN MCMONb-
3yl0TCSA pasfiMyHble AW3anHbl, AMarHOCTUYECKUE KpUTEPUU
(Hanpumep, AaHHble aHKEeTMPOBaHWS, a He YCTaHOBMEHHbIN
BpayoM AMarHos), OTCYTCTBYET CTaHAapTM3aLma AMarHocTy-
Kn AT[], 4TO 3aTpyaHSET nony4yeHune, 0606LWeHNE N cpaBHe-
HWEe AaHHbIX NO UCTUHHOW PAcNPOCTPAHEHHOCTU BONE3HM.

NMATOFrEHETUMECKHUE ACNMEKTDI

ATOMUYECKOIO AEPMATHUTA

[Jeb6atbl BOKpyr natoouanonorum AT npoaomKatoTcs.
OaHaKo B HacTosiliee BpeMs CUYMTaEeTCs, Y4TO K/IOYEBbIMU
daKkTopamn B ocHoBe nartoreHesda AT/l ABAAOTCA ANUCPYHK-
uMs anugepmManbHoro 6apbepa M HapyweHue peryasuuu
MMMYHHOW CUCTEMbl Ha GOHE reHeTUYEeCKOW npeapacnono-
YEHHOCTU U BO3AENCTBUSA OKpYKatollen cpeapl [18, 19].

Ponb reHeTnyeckon npeapacrnonoXeHHOCTH 6blia BbISB-
fleHa J0CTaTO4YHO AaBHO NpW OBGHapy*KeHun 6osiee BbICOKOWM
pacnpocTpaHeHHocTM AT[ y AeTen, YbW pPOAUTENU UMENMU
B aHaMHe3e aTonuyeckue 3aboneBaHus, W MOATBEPHKAAET-
CSl COBPEMEHHbIMM AaHHbIMKU [20, 21]. lMpoBedeHHble reHe-
TUYECKME UccneaoBaHUsA noKasanu, yto AT/ pa3BuBaeTcsd
y 82% peten, ecnvn 06a poauTens cTpagatoT annepruen, npeu-
MYLLLECTBEHHO Ha MEPBOM oy KU3HU pebeHKa; y 59% — ecnun
TO/IbKO OAWH U3 poauTenen nmeet AT/l a opyrou UMeeT annep-
TMYECKyl0 MaTofiornio AblxaTenbHblX NyTen, y 56% — ecnu
TOMIbKO OAMH poauTeNnb cTpadaeT annepruen, y 42% — ecnu
POACTBEHHWUKMW NEPBOM IMHUN UMEIOT cumnToMbl AT/] [22].

Ewe ogHnUM BarKHbIM KOMMNOHEHTOM NatoreHe3a 60/1e3Hu
ABNSETCHA HapyweHWe 6apbepHOn GYHKLMKU KOXKM Yy NauueH-
TOB ¢ AT/l, 06ycnoBfeHHOE U3MEHEHUAMU B 6enke dwunar-
rpuHe. dunarrpuH — OCHOBHOW 6E0K, yHacTBYOLWMIA B AND-
depeHLMpPOBKE KNETOK anuaepMuca v OCyLLeCcTBAEHWUU ero
6apbepHon dyHKUMK. [pu pacnage ¢unarrpMHa B pOroBom
cnoe anugepmuca o6pasyoTcs aMUHOKUCNOTbI (KOMMNOHEHTbI
HaTypanbHOro yBnaxHsawwero gakropa), NpenaTcTByoLNE
TpaHcanuaepManbHOW noTtepe BoAbl. Becrneacteve mytauumm
c notepen GyHKUMKM reHa dwunarrpuHa (FLG) (null-mytauum)
HapylwaeTcs CMHTE3 3TOro anuaepmanbHoOro 6enka, Y4to nNpw-

BOAMUT K aedeKTy 6apbepHON PYHKLMN KOXKK U yBENNYUBAET
puck passutua At/ [23]. NMpumepHo 10% nuy, eBponencKo-
ro MPOUCXOXAEHMS SABNAOTCH HOCUTENAMMU €4UHCTBEHHOWM
MyTaumn reHa FLG M MMeloT MOBbIWEHHbI PUCK Pa3BUTUSA
AT[l [23], npu atoM npumepHo 30% nauuneHToB ¢ AT/[ aBns-
I0TCA HOCUTENIMKU MyTaumn reHa FLG [24], B TO BpeMs KaK
6onee yem y 50% Hocutenen mytauum reHa FLG At/ He pas-
BMBAETCS, YTO AEMOHCTPUPYET 4OCTAaTOYHO CNOXKHYIO NPUPO-
oy 3aboneBaHus [23].

Kpome TOro, mytauuu B reHax, KOAWPYIOLMX CUHTE3
LPYrUX anuaepManbHbIx 6€/1IKOB, TaKUX KaK JTIOPUKPHH, MHBO-
JIIOKPUH M HebonbluMe 6oraTtble MPOAMHOM O€ENKK, TaKKe
cnoco6CTBYIOT pasdsutuio AT/, [25, 26]. B HacToswee Bpems
6onee 39 reHOMHbIX PErMOHOB AEMOHCTPUPYIOT HaOEXHY0
cBA3b (p =< 0,001) c passutnem AT [27].

HapyweHune 6apbepHon GyHKUMK npu AT MOXKeT npu-
BOAMTb K NOBbILWEHHOM TPaHCaNMaepManbHOM notepe BOAbI,
CHUXEHWIO TuapaTaumu, HapylweHUIo namennspHon opra-
HU3aLUMKN, CHUIKEHUIO KMCIOTHOCTU KOXM U CHUMKEHUIO IKC-
NPeccun CTPYKTYPHbIX 6ENKOB, CBA3@HHbIX C 3aNMAEPManbHOM
anmbdepeHUMpPOBKON, 4YTO, B CBOK O4epeab, CrocobCeTByeT
CYXOCTU KOXM W MOSIBIEHUIO MHTEHCMBHOMO 3yAa, KOTopble
xapaktepuaytoT At/[] [28-30].

[axke «HenoparKeHHas» Koxa npu AT He aBnseTcsa 340-
pPOBOW, TaK KaK OHa XapaKTepuayeTcs MepBUYHbIM (M3-3a
MyTaumn reHa FLG) u BTOopu4YHbIM (Th2-BOCcnaneHue) CHU-
JXEHMEM cuHTe3a dunarrpmHa, U3MEHEHWEM CTPYKTYpbl
M cocTaBa /IMMWAOB W BbICBOOOXKAEHMEM LIUTOKMHOB M3
KepaTtuHoumToB [19, 31].

Mpwn AT[1 HapylweHne anuaepManbHOro 6apbepa cnocoo-
CTBYET MOBbIWEHHOMY MPOHMKHOBEHWUIO aHTUIEHOB, KOTO-
pble OGHapyXKuBalTCA 3AnNuMAepManbHbIMKU KneTKkamun JlaH-
repraHca v gepmasbHbiMU AEHOAPUTHBIMU KneTKamu [19], uTo
NPUBOAMT K UMMYHHOM aKTMBaLIMU, XapaKTepU3ytoLencs Bbl-
CcBOGOXAEHNEM aNnapMMHOB (MHTepnenkuHa (IL) 1, IL-25,
IL-33 1 TUMMYecKkoro ctpomasnbHoro nMmeonoatuHa (TSLP)),
npanMupoBaHvem B- n T-KNETOK U CABWUIOM B CTOPOHY
MMMYHHOIO OTBETa 2-ro TMna, B NepBYIO o4epeb C y4acTueM
Th2- n Th22-knetok [18, 19, 32]. MpoayKkumsa Th2-LMTOKMHOB
NPUBOAUT K CUHTEZY B-KkneTkamu IgE-aHTuTEN, KOTOpbIE OUK-
CUPYIOTCA Ha MOBEPXHOCTU 3IDDEKTOPHbLIX KNETOK (Ty4Hble
KNIETKKU, 903MHOOUNABI U Ap.) C Nocneaylolwen Ux akTuBa-
LMen npu NOBTOPHOM KOHTaKTe ¢ aHTureHom [18, 31, 32].
[MCTaMuH, BblAENMBLUMICA U3 9OPEKTOPHbIX KNETOK, M IL-31
(Th2-UMTOKKH) crnoco6CTBYIOT oOlylleHMo 3yaa. B oteBer
Ha HapylweHue anuaepmanbHoro 6apbepa KepaTUHOLMTI
BblpabaTtbiBatoT TSLP n IL-33, KOTOpble B3aMMOAENCTBY-
IOT C CEHCOPHbIMWU HEeWpOHamMW KOXMK, Bbi3biBas 3ya [32].
Th2- n Th22-UUTOKMHbI TaKKe NoAaBASAOT IKCNpeccuto dunar-
rpyHa wn apyrmx 6apbepHbix 6enkoB [33]. 3TM U3MEeHeHus
SBSIOTCS YaCTbl0 HEraTUBHOIO LMKa npu AT, Npu KOTOpoMm
KOXHOE BOCMaNeHne 1 LMK «3ya — LapanuHbl» ele 6onblle
yXyaLwatoT HapylleHue anuaepManbHoro 6apbepa [34].

bapbepHas AUCHYHKUMSA XapaKTepu3yeTcs TaKKe CHU-
YEHWEM pa3Hoo6pa3ns MUKPOOMOMA KOXM M 4acTOM Koso-
Hu3aunen S. aureus [35]. CywecTByeT TecHas CBA3b MeXay
yXyALWEHWEM TSXKEeCTH 3aboneBaHust U yMeHbLIeHNeM pasHo-
06pa3uns MMKpobruoMa Koxu [36]. S. aureus oKasblBaeT MHO-
ECTBEHHOE BAMSHWEe Ha natoreHe3 AT/l, BKOYas aKTMBa-
LMIO MMMYHHOW CUCTEMbI WM HapylweHue KOXHoro 6Gapbepa.
TepaneBTnyeckmMe cTpaTtermm ¢ MUKPOOBUOMOM, OCOBEHHO
C KOMMeHcanamu, noaaBnsoWnMm pocT S. aureus, MoryT 6biTb
OHUM M3 BO3MOMHbIX MOAXOA0B K NPOdUNAKTUKE UAKN neye-
HUto AT/l, HO UX BAUSIHUE HA UMMYHHYIO aKTUBaLMIO UK PYHK-
LMo annaepmManbHoro 6apbepa octaetcsa HescHbiM [37, 38].

BnusiHne GpaKTopoB OKpyKatolen cpeibl U 06pa3a Kns-
HUW, KOTOpble BKJOYaloT B cebs NpoxuBaHWE B FOPOACKOM



cpefe M perMoHax C HU3KMM YPOBHEM BO3AEWCTBUSA ynbTpa-
duroneTa U Cyxmm KaMmaTom, «3anafHyto» gneTy, Heb6onbLon
pa3mMep CeMbW, BbICOKMM ypOBEHb 06pa3oBaHus M YacToe
NPUMEHEeHWe aHTMOMOTUKOB BO Bpems 6epeMeHHOCTH
M B TeYeHWe NepBoro roga *u3Hu pebeHKa, Ha pas3BuTHe
AT/l HeBenuko [39].

MpumepHo y 80% nauumeHToB ¢ ATl nposiBNeHUs AebroTu-
pytoT B nepBble roapl *n3Hu [18], npu atom y 60-70% nauu-
€HTOB HabntogaeTcs peMnccus K 7 rogam M nogpocTKOBOMY
Bo3pacTty [40, 41], B TO BpeMS Kak paHHAs Taxkenasa popma
AT/[] cBsi3aHa C AnuTeNnbHbIM Te4eHnem 3abonesaHus [19, 42].
CornacHo cuctemaTnyeckoMy 063opy S. Bylund 1 coaBr. [4],
Hanbonbluaa 3abonesaemMocTb AT/ Habnoganacb B MnaaeH-
yectBe u paHHem getctBe. S.P. Nissen u coaBT. [43] c006-
WWMAM O camMoW BbICOKOM 3aboneBaemocty AT/l B TeyeHue
nepBbiXx 18 MeC W3HMU, 4YTO MOAYEPKUBAET BaXKHyl0 pPOJib
negvatpa B Ha3HadyeHUU 3PPEeKTMBHOro U 6Ge3onacHoro
le4eHuns aTon NaToNornun y AeTen paHHero Bo3pacTta.

B3AUMOCBSA3b ATOMU4YECKOIO AEPMATUTA

C APYTMUMMU 3ABOJIEBAHUSAMH

B HacTosee Bpems AT/l He paccmaTpmMBaeTCa KaK caMo-
cTosiTeNbHOe 3a60NeBaHNe, TaK Kak OH CBSI3aH C MHOXECTBOM
conyTcTBylOWMX 6onesHen [44]. Hanbonee oyeBnaHas cBA3b
ob6HapyxuBaeTca mMexay AT M TakKMMU annepruyeckumu
60Ne3HAMN, KaK nuweBas anneprus, GpoHxuanbHas acT-
Ma W annepruyeckuin puuut [1, 19, 45]. MauuneHtol ¢ AT[
B 80% cny4yaeB MOryT UMETb CEHCUOMIM3ALMIO K MULLEBLIM
WAN MHTaNAUMOHHBIM anfnepreHam (Mbinbla, LWepcTb KUMBOT-
HbIX WKW Knewu gomMaluHen nbiin) [48], 4To 06YyCcnoBAEeHO
B TOM YMCIie TPAHCKYTaHHOM ceHcnbunmsaumen [46]. Hanvuune
CeHCnbUM3aLmmn K NuLLEBbIM anjepreHam He Bcerga conpo-
BOXAAETCH KAMHUYECKUMU CUMMATOMaMu annepruun. TonbKo
KIMHWYECKM 3HaYnMan NuLLeBas anneprus aBaseTcs nokasa-
HMEM K Ha3HaYeHMWIO MMMUHALMOHHOW AMETbI. Tak, yCTaHOB-
NIeHO, 4TO ToNbKO Y 30% OeTen ¢ 6onee TaxeNblM TeYEHUEM
AT/l pasBuBaeTca nuweBas anneprus [45, 47]. MexaHu3m
pasBUTMA MULEBOKW annepruu y naumeHtoB ¢ AT/ ssnsetcs
MHOFOdaKTOPHbLIM U HE A0 KOHLA M3BECTEH, HO YCTAHOBNEHO,
4yTo 6onee paHHee Ha4vano U Taxenoe TtedyeHue AT/ ABNAIOT-
Csl BaXKHbIMW daKTOpaMW pUCKa PasBUTUS MHOMKECTBEHHOM
NULLEBOW annepruun, YTo CBMAETENbCTBYET O HEO6XOAMMOCTH
co3aaHuns apPEKTUBHON CTpaTeErMn NPoPUNaKTUKN pas3BUTUS
W TAXenoro tevyeHus At/l B paHHeM Bospacte [48-50].

MpoBefeHHblE paHee ABa MUAOTHbLIX PaHAOMMU3UPOBAHHbLIX
KIMHUYECKMX uccnefoBaHusa [51-53] nokaszanu CHUXKeHUe
OTHOCUTENIbHOIO pPUCKa 3abonesaemoct Al Ha 32 1 50% y Ho-
BOPOXAEHHbIX C BbICOKMM PUCKOM pa3BuTua AT/l 3a cyeT exe-
OHEBHOI0 MCMOMb30BaHUA CMSArYatoLWmMX CPEACTB C POXKAEHMS,
ofHaKo 6onee no3gHue u 6onee ANUTENbHbIE UCCNENOBaHUSA
[54, 55] He noaTBEpAUNM NpodunakTMyeckoro apdeKTa amo-
NIEHTOB B pa3BuTUKM AT/[, 4TO TpebyeT AanbHEeHlero noucka
Hanbonee adPeKTUBHbBIX CNOCO60B NPOPUNAKTUKM Pas3BUTUS
AT/] 1 CONyTCTBYIOLLMX aTOMUYECKNX 3a60N1eBaHUMN.

Knaccuyeckoe TeyeHMe «aTOMMYECKOro Mapliar, npu
KOTOpPOM y NauMeHTOB OTMeYaeTca nocaegoBartenbHoe pas-
BUTME CMMNTOMOB OT AT/l 4O NULLEBOW aniepruun, annepru-
YECKOro pMHUTa U B KOHEYHOM UTOre 6POHXMaNbHOM acTMbl,
Ha MNPOTSXEHUM MOCNEAHMX NET NOABEPraeTcs COMHEHMUIO.
YCTaHOBMIEHO, YTO Y HEKOTOPbIX NauMeHToB ¢ AT, GPOHXU-
anbHas 06CTPYKLMA pa3BMBAETCH TaK e paHo, KaK v nopa-
KEHUE KOXM, UK Jaxe NpeawecTByeT emy, B CBA3K C YEM
npegnaraeTcs MCMonb3oBaTb TEPMUH «MYIbTUMOPOUAHBIN
atonuyeckun peHotun» [56]. B TO e Bpemsa pUCK pa3Bu-
TUS PECNUPATOPHbIX CUMMATOMOB anjepru4yecknx 6onesHen
y naLMeHToB, cTpagatowmx At/l, no pasHbiM AaHHbIM, COCTaB-
naetr 30-80%; 60% pneten ¢ AT MMEOT pUCK pasBUTUSA

6poHxManbHon actMbl, a 30—40% 3aboneBatoT 6POHXMaANb-
Hou acTmom [57, 58].

HecKonbKo nMccnegoBaHWin BO3pacTHbIX KOrOPT MoKasa-
I, 4TO paHHee Hayvano u Taxenoe TedyeHue AT[, a TaKke
aTonus y poauTenen ABASIOTCH BarKHbIMM MPeAUKTOpamMu
pa3BUTUSA annepruyeckoro puHUTa 1 6POHXMaNbHON acTMbl
B 6onee nosgHem Bo3pacTe [59-61]. Bo3MOXHO, cBoe-
BpeMeHHas AMarHoCTMKa M MnpuMeHeHne 3PPEKTUBHbBIX
HapYXHbIX CPEACTB NpKW MNepBbix NPosiBaAeHusX AT, B paH-
HeM BO3pacTe MOryT NpefoTBPaTUTb Pa3BUTHE aTOMMYECKON
MYNbTUMOPBUAHOCTU, OCOGEHHO Yy MAUMEHTOB M3 rpynmbl
BbICOKOIO PUCKa MO PasBUTUIO anfiepruyeckux GonesHew,
OJIHAKO HE0OX0ANMbI AanbHeNLe nccnegoBaHms.

NMomnmo Koppensauuu AT[l ¢ aTonu4yeckMmu 3aboneBaHu-
MM, B HacTosiLLee BPEMS MMEIOTCA JaHHble O ero B3anumo-
CBSI31 C HEMPOBEreTaTUBHBIMU U MCUXMHECKMMU COCTOSHUSIMU
(y opeten u nogpocTtkoB ¢ AT/, B 1,5 pa3a NoBbILIEH PUCK pas-
BUTHS cMHAPOMa aeduumuta BHUMAHUSA U TMNEPAKTUBHOCTH,
4YTO, BO3MOXHO, CBSI3aHO C HapyLleHWEM CHa U BO3AENCTBU-
eM BOcCnaNuTeNbHbIX LMTOKMHOB Ha LLEHTPanbHY0 HEPBHYIO
cuctemy) [62, 63]. Takke oTMedeHa cBs3b AT/ ¢ ayTouM-
MYHHbIMK 3aboneBaHUaIMU (PeBMATOMAHbIN apTpuT, Aep-
MaTOMMO3UT, CKIepoaepMus, repneTudopMHbIN aepMaTwr,
anoneuus, BUTUAUIO, XPOHUYECKasa KpanuBHULA, LieInaKkus,
60ne3Hb KpoHa), cepaeyvyHo-cocyamcTbiMU (MWEeMHUYecKas
60ne3Hb cepaua, MHPapPKT MUOKapaa), OHKOMOMMYECKUMMU
60/1€3HAMU U caxapHbIM AMabeTom 2-ro Tuna [64—-66].

AT/l OKa3blBaeT Cepbe3Hoe BAMAHME Ha BCE acCneKThbl
U3HU NauuneHTa [67, 68], 3y M pacyechbl ABAAIOTCA Hau-
6o51ee TPEBOXKHbIMWU CUMMNTOMamMu 3abonieBaHWs, KOTopble
MOTYT NPUBECTU K 6ECCOHHULLE, MCUXOSIOTMYECKMM PaCcCTPOM-
cTBaMm, CcouManbHOM U30NSLMK M OBLLEMY NIIOXOMY KayecTBy
YU3HU NaLMEHTOB U1 NX cemMen [69]. CpeaHeTaKenoe u Taxe-
noe TevyeHune AT/ cBsi3aHO C AenNpeccUsiMu, MOBbIWEHUEM
TPEBOMKHOCTH, HAPYLUEHNEM CaMOOLIEHKN M CyMLIMAANbHbIMM
HaknoHHocTaAMM [70], a coumanbHble NOCNEeACTBMSA conocTa-
BMMbI C TAKOBbIMW NPK Ncopunase, XpOHUYECKON 06CTPYKTUB-
HOM 60MIE3HMN NIETKUX, CaxapHOM anabeTe U cepaeyHo-cocy-
OUCTbIX 3aboneBaHusax [71].

HAPYXHASl TEPANUA

ATOMUYECKOIo JJEPMATUTA V AETEW

YunTblBasi BbICOKYIO PacnpOCTPaHEHHOCTb, CUCTEMHbIV Xa-
paKTep U XpoHu4yecKoe TeyeHue AT/[l, a TaKKe ero oTpuua-
TeNbHOE B/MSIHWE Ha Ka4yecTBO KM3HW NauMeHTa U YNeHOoB
CeMbM, HEOBXOAWM MYNbTUAUCLMNANHAPHBIA MOAX04 ANS
CBOEBPEMEHHON AMarHOCTUKM U MPUMEHEHUs Haubonee
3 dEKTUBHBIX M BEe30MacHbIX CPEeACTB C MepBbIX NposiBie-
HuW AT/, 4TO NO3BOAUT NPEAOTBPATUTb HE TONbKO TAXenoe
TeyeHue AT/l, HO 1 pa3BUTUE COMYTCTBYIOLINX 3ab60NEBaAHNN,
a TaKXe CHuU3WUT 6pems AT[ Ha o6LLECTBO B LENOM Kak
B KPaTKOCPOYHOW, TaK M B AOJITOCPOYHOM NepPCrnexKTUBe.

OCHOBHbIMM LMK YCMELWHOro nevyeHuns At asnstoTcs
BOCCTaHOBNEHNE GYHKLMM annaepmanbHoro 6apbepa, Kynupo-
BaHMe XPOHUYECKOro BOCMNaNEHMs, yMEHbLUEHWE 3yaa U MOBbI-
LUEeHWE KayecTBa XU3HU nauueHTa / YaeHoB ceMbM [72].

OTeyecTBEHHbIE W MEXAYHAPOAHbIE PYKOBOACTBA PEKO-
MEHAYIT CTyneH4YyaTbld noaxod B nevyeHun AT, KoTopbln
3aBWCHT OT CTEMNEHM TAKECTU 3a60/1eBaHNS U OTBETA Ha MpPo-
BOAMMYIO Tepanuio [1, 73].

LleHTpanbHylo posb B nevyeHuun AT/l He3aBMCMMO OT CTene-
HW TSXKECTU MUrpatoT YBNaXKHAIOWME U CMAryatoLlmMe cpeacrea
(aMOneHTbI), KOTOpble BOCCTaHaABAMBAIOT HapyLUEHHYO 6apbep-
HYI0 QYHKLMIO KOXKM, NOAAEPKMBAIOT BOAHO-TUMUAHbIM 6GanaHc
W YOJIMHSAIOT Nepuoj pemuccumn [74—76]. PacnpocTpaHeHHoM
OLUMOBKOKM ABAAETCS HeaoCTaTo4YHOe MCMNOo/b30BaHMe 3MONEH-
TOB. TaK, AN AOCTUXKEHUS KITMHUYECKOro adpdeKTa NoapoCTKy
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M B3POC/IOMY YenoBeKy Heobxoammo 250 r aMoneHTa B Heae-
no [2], a cornacHo No3uuMoHHOMY AoKymeHTy ETFAD/EADV
no AvarHocTMKe M nedeHuto AT[ y B3poOCibIX U aeten [77],
pPeEKOMEHAyemMoe KONMYECTBO 3IMONEHTa A1 B3POCNOro Yeno-
BeKa — He MeHee 30 B AeHb, nan 1 Kr B MecsiL,.

OJHaKo npv pasBUTUK 060CTPEHUS Ha OCTPOBOCMHANUTENb-
Hble 37eMeHTbl Hanbonee NPeANOYTUTENbHBIM SBASETCA Npw-
MEHEHWEe TOMUYECKUX MPOTMBOBOCMANWUTENbHbLIX CPEeaAcTB —
rntoKoKopTMKonaos (TFK) n MHTMBUTOPOB KanbLUHEBPUHA.

TrK o6napatoT NpoTMBOBOCNANNUTENbHBIM U MMMYHOMO-
aynnpyrowmnm adPeKToM U No-fnperKHeEMy OocTatoTcs NepBow
NMHMEeNn Tepanuu obocTperHnn AT/l 6narogaps 6bICTPOMY AEN-
CTBMIO, HU3KOW CTOMMOCTM, a TaKKe MHOrofeTHEMY OMbITy
NPMMEHEHNS U Ha3HavyalTCca B 3aBMCMMOCTM OT BO3pacTa
nauueHTa, TAKEeCTM 060CTPEHUS M fIoKanu3auuu nposieie-
HuM AT[l. TT'K cnefyeT ¢ OCTOPOXKHOCTbIO NMPUMEHSTb Y AeTewn
BBMAYy 6onee BbICOKOM cTerneHun abcopbuum (Hanmbonbluee
COOTHOLWIEHWE NAOWaAM MOBEPXHOCTM Tena K macce Tena)
M BO3MOXHOCTU Pa3BUTUSA KaK MECTHbIX (HapylieHne 6apbep-
HOM PYHKLMKN KOXKMU, MHDEKLMU KOXKU, CTPUK, aTPOPUS KOXKMH,
nepuopanbHbIv AepMaTUT U Ap.), TaK U CUCTEMHbIX NOBOYHbIX
addeKkToB (NogaBneHne runotanamo-runodusapHo-Haamno-
YEeYHMKOBOW CUCTEMbI, HapyLEHWEe poCTa), YTO OrpaHnYmMBaeT
UX MPUMEHEHWE, OCOBEHHO Ha YyBCTBUTENbHbIX y4YacTKaXx
[73, 78]. NMoTeHunanbHble NO0604YHbIE 3PDEKTbI CMOCOBCTBYIOT
CHWXXEHUIO NpuUBEpPXeHHOCTU Tepanuu. J. Krejci-Manwaring
M COaBT. MOKa3asiu, 4To ToNbKo 32% nauuMeHTOoB CneayoT Bpa-
4ebHbIM pekoMeHaaumam no npumeHeHuto TTK [79], a nnoxas
NPUBEPIKEHHOCTb, 0BYCNOBNEHHAs cTepomaodobmren, MOXKET
NPUBOAMTL K HELOCTATOYHOMY KOHTPO/IO Haj 3a6ofneBaHMEM
W yBEIMYEHUIO PacxodoB Ha 34paBooxpaHeHune [80-82].

C Havana 2000-x rr. anbrepHaTuBon TIK asnstoTtca
TOMUYECKME WHTMOUTOPLI KanbLMHEBPWUHA, OKa3blBalolme
NpPOTUBOBOCMANUTENbHOE AENCTBME NyTEM M3OUpPaTEbHO-
ro MHrMGMpPOBaAHUS KaNbLMHEBPUH-3aBUCMMON aKTMBaLMUK
T-KNETOK M CHWMKEHUS 3KCnpeccuu MpoBOChanUTENbHbIX
umMtoknHoB IL-2, IL-3, IL-4, IL-5, daKTopa HeKpo3a ony-
xonun anbda, MHTEpdPepoHa ramma, a TaKKe YMEHbLIEHUS
BbICBOOOXAEHUS M3 TYYHbIX KNETOK M HEUTPOODUIOB APYrnx
MeaMaTopoB BOCNaneHus, ydyacTByloWwKUX B natoreHese At/
[83, 84]. B otnnume ot TI'K, nx ncnosnb3oBaHWE HE NPUBOAUT
K HapylweHutio 6apbepHon GyHKLUUKU annaepmuca 1 atpodum
KOXM [85, 86], n OHM peKoMeHayTCs AN AIMTENbHOrO NpK-
MeHeHus npwv AT/, B TOM YMCe Ha YyBCTBUTENbHbIX y4acTKax
KOXW (MU0, wes, obnacTb reHWUTanNum, KOXHble CKIadKw),
UMelLLnx 6onee TOHKKM anuaepmuc [1, 73].

POJ1b TUMEKPOJIUMYCA B TEPANUU

ATOMUYECKOro AIEPMATMUTA Y AETEX

OQHUM M3 TOMWUYECKUX WMHIMOBUTOPOB KanbLMHEBPUHA
ansetca 1% Kpem numekponumyca (Mpou3BOAHOE MaKpo-
NlaKkTama acKOMMULMHA), 3aperMcTpupoBaHHbliM B PoccuincKom
depepaunn ana nevyerHua AT/l nerkonm u cpeaHew crteneHu
TAXKECTU y aeten ¢ 3 Mec.

AdpdeKTMBHOCTL 1% Kpema nUMeKponnmMyca B fie4eHumn
ATl y geten paHHero Bo3pacTa TuWaTeNbHO OLeHMBanachb
B MHOIOYMCNEHHbIX PAHAOMU3NPOBAHHbBIX KOHTPOIMPYEMBbIX
nccnegoBaHuax [57, 87, 88].

Tak, A. Kapp 1 coaBT. B ABOMHOM cfenom nnaue6o-
KOHTPO/IMPYEMOM MCCNeA0BaHMM NMOKasanu, YTo NpPUMEHe-
HMe 1% Kpema nuMeKponumyca ABa pasa B [AeHb y AeTewn
B Bo3pacte 3-23 mec (n = 251) adPeKTMBHO CHWM¥KaNo
PUCK 0B60CTPEHMI MO CpaBHEHUIO ¢ Nnauebo: 67,6% npotus
30,4% naumMeHToB He UMenn 060CTPEHUN B TeyeHne 6 mec
n 56,9% npotne 28,3% — B TeyeHune 12 mec (p < 0,001).
Ba)XHO OTMeTuTb, 4TO YacToTa ucnonb3oBaHua TIK Gbina
3HA4YMTENbHO HUXKE B rpynne numekponumyca: 63,7% npo-

mB 34,8% nauueHToB He ucnonb3oBann TIK B TeyeHune
12 mec nccnegoBaHusg [89].

B 6-Mecs4HOM OTKPbITOM MHOrOLEHTPOBOM MCCneaoBa-
HWK € y4yacTnem 947 nauMeHToB B BO3pacTe 3 Mec 1 cTapule
c AT[] Bcex cTeneHen TSecTU U3ydanucb 3POEKTUBHOCTb
M 6e3onacHoctb 1% Kpema NMMMEKponMMyca B peanbHOM
KJIMHUYECKON NpaKTuKe. Hanbonblwasa adpdeKTUBHOCTb Bbia
NPOAEMOHCTPMPOBAHA MpU NOKanu3auuMuM MNOpaXKeHWin Ha
nmue (61,9% Ha 1-n Heg n 76,7% Ha 24-1 Hepd), a TakxKe
y NaLUMEHTOB C NIEFTKON WK CPEeAHETSKENO0N CTeneHblo 3ab0o-
nesaHusa. 47% nauUMEHTOB, 3aBEPLUMBLLMX MUCCneaoBaHue,
He npumeHanun TT'K B TedyeHnn 6 mec [90].

[Onsa cpaBHEHUA AONroCPOYHON 3PEKTUBHOCTM U 6e30-
nacHoctu 1% Kpema numeKponumyca u TIK B neyeHuu
NIErkKoro v cpegHetsxkenoro AT/l y geten paHHero Bo3pacTta
B peasnbHblX yCnoBusax 6bi10 NpoBeseHo 5-neTHee MHOMOLEeHT-
pPOBOE OTKPbITOE PaHLOMW3UPOBAHHOE KOHTPOAMpyemoe
KJMHWYECKOE MccnefoBaHWe B MapanienbHbIX rpynnax —
PETITE [88]. Bcero 2418 pgeten B Bo3pacTe oT 3 Ao 12 mec
OblNM paHOOMMU3MPOBaAHbI AN nonydyeHus nambo 1% Kpema
numeKponumyca (n = 1205), nu6o TIK cnabon (knacc I)
n ymepeHHon (knacc Il) aktuBHocTn (n = 1213) B pexume
«Mo TpeboBaHMo». Havyano KOHTpons 3aboneBaHus Oblno
COMoOCTaBMMbIM Mexay rpynnamu (6onee 50% naumeHToB
OOCTUININ ycnexa yxe K 3-i Hep).

Yepes 1,5 roga Tepanuu B pexume «no TpeboBaHWUIO»
6onee yem y 85% naumeHToB B 06eunx rpynnax oTMevyanocb
noYTK NosIHoe ucye3HoBeHne cumntomoB AT/, a nocne 5 net
6onee 85% (B rpynne numekpoammyca — 88,7%; TTK —
92,3%) n 95% nauuveHToB (B rpynne numekponumyca —
96,6%; TTK — 97,2%) gocturnm ycnexa B Tepanuu At/
W B Ie4EHWM Ero NPOSIBIEHNI HaA IMLLE COOTBETCTBEHHO.

CnepyeT oTMETUTb, YTO B 06eumx rpynnax npodub 1 YactoTa
HexKenaTeNbHbIX ABEHUM BblIM COMOCTaBMMbI, HE OblNO BbISIB-
NIEHO HapyLUEHUI TYMOPANbHOIO WK KNETOYHOrO MMMYHMUTETA.
BaXHO NOAYEPKHYTb, YTO B rpynne nauueHToB, Moy4yaBLIMX
NMUMEKPONMMYC, NOTPe6OoBaNoCh 3HAYUTENbHO MEHbLUE CTepO-
MOHbIX AHEeR, YeM B rpynne, nonyyaslmx TIK (7 npotns 178),
a Takke 36% nauMeHToB B rpynne NMMeKPoIMMyca He UCMOoSb-
3o0Banu TI'K B TeyeHune 5-neTHero neproga HabtoAEHMS.

Crepounacbeperatolwm adpdeKT nMMeKponmmyca Tpebyet
[anbHEWLWnX MccneaoBaHum, ogHaKo TOYHO M3BECTHO, YTO
ncrnonb3oBaHne TIK Bbi3blBAET WMCTOHYEHWE 3nNUAepMUca
M aTpodUIO KOXM, TOrAa KakK NMUMEKPONMMYC MOXKET BOC-
CTaHaBAMBaTb oOnpefeneHHble KOMMOHEHTbl anuaepmasnb-
Horo Gapbepa [86, 91], 4TOo ABNAeTCA AOMOJHUTENbHbIM
daKTopoM, CNOCOOGCTBYIOWNM ANUTENIbBHOMY U 6e30NnacHOMY
NPUMEHEHMIO MMMEKPONIUMYCca Mo cpaBHeHUto ¢ TTK y geten
¢ AT/l, B TOM 4MC/Ee Ha YYBCTBUTENbHbIX Y4aCTKaX KOXMU.

B 2-neTHeM nccnegoBaHUK € yd4actMeM 76 geTen B BO3-
pacte 3—-23 mec K. Papp v coaBT. NpoaeMOHCTpUpoBanu
OONFOCPOYHbIN KOHTPOSb KIMHUYECKMX nposiBneHun AT
npu AAUTENBHOM MpUMEHEHUN 1% Kpema NUMeEKposnmyca
C MOMEHTa MnosiBNeHus nepBbix cumntomoB AT/ (cpeaHee
CHUXeHWe nokazatens EASI oT ncxogHOro ypoBHSI cocTa-
Buno 68,7% 4vepe3 3 mec u 70,8% 4vepes 24 wmec) [92].
MpuHMMas BO BHMMaHWe MPOTMBOBOCMNANUTENbHbIA Mexa-
HW3M AENCTBUS MUMEKPoSMMyca M ero CnocobHOCTb BOC-
CTaHaBAMBaTb anuaepmanbHbiM 6apbep, Bce 60Mbliue Uccne-
[OBaHW HanpaB/feHO Ha BbiBNEHWE NPOdUNAKTUHECKMX
CBOMCTB A/IUTENIbHOTO MPUMEHEHUS MUMEKPOAUMYCa B npes-
OTBpallEeHMN «aTOMMYEeCcKoro maplia» y nauueHtoB ¢ At/.
MnumeKkponuMyc MHAyUMpoBan perynsapHoe obpa3oBaHue
SIMNUAHOIO CNOS M BbITATMBaHWE NaMennsipHbIX Tenel, yKa-
3blBaloOLME HA BOCCTAHOBMIEHWE anuaepManbHoro 6apbepa,
4YTO MOMKET Cnoco6CTBOBATb MPeAO0TBPALLEHMIO TPAHCKYTaH-
HOrO MPOHWKHOBEHUS aNfiepreHoB M3 OKpPYXKalowWwen cpedbl



W Takum 06pa3oM pasBuUTUS nocneayrouiero T2-BocnaneHus.
M3-3a gaHHOro 6GnaronpuaTHoOro agdeKTa n Toro pakTa, 4To,
B otinyme ot TI'K, numMeKkponMmyc He Bbl3biBaeT aTpoduu
KOXM, OH MOXKET 6bITb 60/1€ee NOAXOAAWMNM AN AUTENbHOIO
nevenns At/ [86]. OgHako B ABOMHOM cnenom nnauebo-
KOHTPONMPYEMOM MUccneaoBaHun ¢ ydactmem 1091 pebeHka
B Bo3pacTte 3—18 mec ¢ AT/l (54% 3 KoTopblx Habnoganu
B TeyeHune 3 net, 32% — 4 neT u 6onee) He 6bIIO 06HapPY-
KEHO CYLLECTBEHHbIX Pasfvynii Mexay rpynnamu, nony-
YyaBwWUMKU 1% Kpem numekponumyc (n = 546) n nnauebo
(n = 545), N0 NPOLEHTY NALMEHTOB, Y KOTOPbIX pas3BUIUCH
actma (10,7%), annepruvyecknun puHuT (22,4%), nuwesas
anneprus (15,9%), annepruiyeckm KOHbOHKTUMBUT (14,1%),
OAHO MM HECKONbKO COMYTCTBYIOLWMX aTONMMYECKMX 3abone-
BaHun (37,0%) K KoHUyY nccnenoBanus [57]. Annepruyeckui
PUHMWT, NULLEBAN anneprus u Haam4yme OAHOro MM HECKONb-
KMX COMYTCTBYIOLWMX aToONMMYecKux 3abosieBaHun (He Tosb-
KO acTMbl WMAW annepruyeckoro KOHbIOHKTMBWUTA) pas3Bu-
Ba/IUCb 3HAYUTENbLHO Yalle y MauMeHTOB C UCXOLHO Gonee
TAXKeNnblM TeyeHuem AT/. YacTtota pa3BUTUSA COMYTCTBYHO-
LWKXX aTOMMYecKMx 3aboneBaHWK, nonydyeHHas B AaHHOM
ncenegoBaHmn [57], 6bina HUXKE, YeM B OMy6/IMKOBAHHbIX
paHee [93, 94], 4To, BO3MOXHO, CBA3aHO C NpeobnagaHuem
NnauneHToB C NEerkon W cpefHen creneHbto Tsectn AT/,
B 10O »Xe Bpems B uccnegoBaHMM Oblna MOATBEPXKAEHa
3 PEKTUBHOCTb PaHHEro Ha3HavyeHus 1% Kpema NUMeKpo-
numyca B nevyeHnn AT/l no cpaBHeHUo ¢ nnauebo, a YacToTa
HeXkenaTesnbHbIX fBAEeHUM 6blna cxogHow [57]. Jo HacTos-
Lero BpeMeHM HeT OJHO3HAYHOr0 MHEHWS M AOCTaTOYHbIX
LOKasaTeNbHbIX JaHHbIX OTHOCUTENbHO NPODUAAKTUHECKOrO
BWSHUS TOMUYECKMX CPEACTB B fleyeHun AT/l Ha nocneayto-
llee pa3BUTUE OPYrMX annepruyecknx 6onesHen, TpebyroTcs
JanbHeNLWne NOHMUTYANHaNbHbIE UCCNef0oBaHMS.
Cnoco6HOCTb NMUMEKPOAMMYyCa ObICTPO KynupoBaTb 3ya
npu AT/l 6bina Takxe NpPoAeMOHCTPUpOBaHa B MeTaaHanmMae
42 paHAOMU3MPOBAHHbIX KOHTPOIMPYEMbIX UCCeA0BaHUM Mo
OLlEeHKe MpPOTUMBO3YAHOr0 3ddeKTa TONUYECKMX MpenapaTosB
npu ATl (16 uccnegoBaHUi ¢ NPUMEHEHWEM NMUMEKPOIUMYCA,
6 — Takponumyca, 6 — TI'K, 4 — MeCTHbIX aHTUTUCTAMMUHHbIX
npenapaToB). PUCK BO3HMKHOBEHMS 3yAa MpW MCNONb30Ba-
HWUM WMHIMMOBUTOPOB KalbUMHEBPUHA Obln HUXKe Ha 36% no
cpaBHeHuio ¢ nnauebo, TTK — Ha 34%, MECTHbIX aHTUIu-
CTaMWHHbIX npenapaTtoB — Ha 27% COOTBETCTBEHHO [95].
B 8-gHeBHOM [OBOWMHOM cnenom naauebo-KOHTPOIMpPyeEMOM
ncecnegoBaHuu ¢ ydactmeMm 174 peten B BOo3pacTe OT 2 A0
17 net ¢ Nerknm 1 cpeaHeTsKeNbiM TedeHnem AT 1 3yaom
OT YMEPEHHOr0 0 TAKENOro oLeHMBaNoCh BpeMS OT Havyana
NPUMEHEHWS MMMEKPOMMYCa A0 YMEHbLUEHUS 3yaa. HaunHas
¢ 3-ro AHS 3HauuTenbHO 6Gonble nauueHToB (p = 0,023)
B rpynne NMMeKPonMyca No CpaBHEHMIO C rPYNnov KOHTPONs
COoO6LMAN O MOMHOM WMCYE3HOBEHMM 3yda. [Numekponunmyc
yMeHbLan 3ya B Te4yeHue nepsbix 48 4y aeten 1 noapocTKOB
C NEerkomn n ymepeHHon popmon AT/, n 3Ha4YnTENbHO Gosnbllee
YUCNO MaLUMEHTOB B rpynne NMMEKPOMMyca AOCTUIN NOJHO-
r0 UCYE3HOBEHWS 3yAa MO CPABHEHMWIO C FPYNMON KOHTPONS
K KOHUYy 7-OHEeBHOro nepuoga nedyenus (p = 0,008) [96].
MpoTnBO3yaHbIM 3PDEKT NUMEKPOIMMYyCa TaKKe Obll MoKa-
3aH B WUCCNEeAOBaHUSX peanbHOM KIAMHUYECKOW MPaKTUKK
¢ yyactuem 6onee 10 Tbic. naumeHToB [90, 97].
MonoxutenoHoe BAWSHWME MUMEKPOAMMYCA Ha Ka4vecTBO
U3HW poauTenen geten paHHero sospacta (n = 196, 2—23 mec)
¢ At/] 6bl10 yCTAaHOBMEHO B PaHAOMW3MPOBAHHOM KOHTPO-
MpyeMoM 4-HeaenbHOM WCCnefoBaHWK, B KOTOPOM aBTopa-
MKW OTMEYEHO YNy4lleHUe cneaylowmx napameTpoB, No OLeHKe
poauTenen, B rpynmne NMMeKpoaMMyca no CpaBHEHWIO C FPYMnown
nnaue6o: ncuxocomatnyeckoe 6narononydune (14,6% npotus
6,2%), BAUSIHWE Ha COLMaNbHYIO XWU3Hb (6,7% npotuB 2,3%),

YBEPEHHOCTb B MeauUMHCKOM nedveHnn (10,0% npotus 3,7%),
3MOLMOHaNbHOEe npeodosieHne TpyaHocten (16,1% npotus
6,5%) 1 npuHaTue 6one3Hn (19,6% npotms 7,0%) [98].

OyeHb BaXHbIM Npu NpuMeHeHnn 1% Kpema NMMeKponu-
Myca IBASIETCS BbICOKAs NPUBEPKEHHOCTb IeYeHHUto, KoTopas
Oblfa NokasaHa B uccnegoBaHuu ¢ ydactmem 3200 nauumen-
T0B ¢ At/ (cpeaHun Bo3pact 30,6 £ 18,9 roaa), n3 KOTOPbIX
58,4% He 6ecnoKounucb No NoBOAY MPUMEHEHUS ero Ha
YyBCTBUTESNbHbIX y4acTKax Koxu (10,1% nauuneHToB, npwu-
MeHsowmx TrK), 92,5% numenn Xopoluyro NepeHoCUMOCTb
(37,8% nauuneHToB, npumeHsowmnx TrK), 67,3% otmetTunun
yny4ylleHue KavyectBa cHa (38,9% nauneHToB, MPUMEHSIOLLINX
TrK), 77,4% cornacuincb, YTO y HUX YAYYLIUIOCb Ka4yecTBO
XU3HU (42,4% naumeHToB, npumeHstowmnx TIK) n 79,8% vys-
CTBOBa/IM ONTUMMU3M MpPU NPUEME MUMEKPOIMMYCa MPOTUB
24,2% naumeHToB, npuMeHsolwmx TIK [99].

3AK/IIOMEHME

TakuM 06pa3om, UMeloLLMecs peaynbTaTtbl Kak paHAOMU3n-
POBaHHbIX KIMHUYECKMX UCCNEA0BaHWM, TaK U peanbHON KIIMHK-
YECKOM MPaKTUKU CBUAOETENbCTBYIOT 06 3DdEKTUBHOM U 6e30-
nacHoOM npuvMeHeHun 1% Kpema NUMEKponumyca C MOMEHTa
NosiBNIEHNS NepBbIX CUMNTOMOB AT/l, 0COBGEHHO Ha YyBCTBUTESb-
HbIX y4aCTKax KOXW y AeTEN paHHEero Bo3pacTa. [ns noarsepxae-
HUS NpodunaKTM4YecKkoro apdexTa NMMEKPOINMYCa B Pa3BUTUK
aTONUYeCcKON MyNbTUMOPOBUAHOCTM HEeO6XO0AMMbl AanbHenwne
pPaHAOMU3MPOBaHHbIE AONTOCPOYHbIE UCCefoBaHUS.
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Hcnonb3oBaHNWE MarHWTHO-PE30HaHCHOHM ToMorpaguu Aisi MOPOOMETPUM — KOJIMYECTBEHHON OLIEHKM MapamMeTpoB
ro/10BHOro Moara (To/mHa, niowagb, 06beM) — M03BOJIMIO0 O6HAPYKUTb UBMEHEHMS PN MHOIMMX HEPBHO-MNCUXUYECKUX
COCTOSIHUSIX, PaHee CYNUTaBLUMXCS MHTAKTHbIMU. B cTaTbe npuBeAeHbl CBEAEHUS O HEHPOBM3Yann3aLnOHHON MOPOOMETPUN
[0/10BHOro MO3ra M ycioBusax 3pPEKTUBHOIrO MPMMEHEHNS 3TOr0 METOAa B HEMPOHayKaXx.
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BBEAEHUE

3a nocnegHve [Ba AECATUNETUS HEWpPOBM3yanusalu-
OHHble MCCNefoBaHUs CTPYKTYpbl FOIOBHOMO Mo3ra 060-
raTWAn HEBPONOTUIO U NMCUXMATPUIO HOBbIMU CBEAEHUSMU
0 MMKPOCTPYKTYPHbIX M3MEHEHMAX MO3ra npu wusodpe-
Hun [1], genpeccuun [2], cuHApoMeE AeduuuTa BHUMaHUSA
¢ runepaktuBHocTbio (CABIN) [3], o6ceccnBHO-KOMMYSb-
CMBHbIX PacCTPOMCTBAx U MapKUMHCOHU3ME [4], UHCYNbTaX,
XpoHuyeckon 6onm [5]. HoBble 3HaHUSA o6Gecnevynnn npo-
pPblB B MOHMMaHWKU NaToreHesa LWMPOKO PacrnpoOCTPaHEHHbIX
ncuxnaTpuyecknx 3abosieBaHuii M PaccTPOUCTB Pa3BUTUSA
HepBHOW cucTembl. OHKM GbINW Nosly4YeHbl 6narofaps BHeA-
PEHWIO MarHWTHO-PE30HAHCHOM MOPPOMETPUN TONOBHOIO

MO3ra — KOJIM4eCTBEHHOWN OLIEHKM NapaMeTPOB roIOBHOMO
MO3ra (TONWMKHbI, Nouaam, o6bema ero CTpyKTyp), KoTopas
NO3BOJIAET KAapPTUPOBaTb MUKPOCTPYKTYPHblE WU3MEHEHUS
npW HEPBHO-NCUXMYECKMX 3a60NEBAHNSX, HE BbiBNSIEMblE
C NMOMOLb0 0630PHON MarHMTHO-PE30HAHCHOW TOMOrpa-
duun (MPT) [6, 7]. MopdomeTpma rofloBHOro Mo3ra cro-
cob6Ha BbIIBUTb TaKXe M HeWpoBUOOrnyeckne MapKepbl,
accoLMMpOoBaHHble ¢ pesynbTaTaMu NevyeHus U Ucnonbaye-
Mble A1 KOHTPONS COCTOSAHUS 3A0POBbSA NauuneHTa [2, 8, 9].

[Ona BbISBAEHWS C MNOMOLWbIO MOPHOMETPUMU HOBLIX
3aKOHOMEPHOCTEN B CTPYKTYpPe rO/0BHOMO MO3ra Heobxo-
MM BG0NbLON MaccuB KavyeCTBEHHbIX MP-U306paxeHunn,
[IOCTYMHbIX TONbKO MO pe3ynbrataM MHOMOLEHTPOBbIX UCCe-
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Brain Morphometry is an Advanced Method of Neuroimaging

Mapping in Children

The use of magnetic resonance imaging in morphometry, as quantitative assessment of brain parameters (thickness, surface area,
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[oBaTenbCKUX Konnabopauun [5]. lMpumepamu TaKOBbIX
ABNAOTCS HayyHbl KoHcopuuym ENIGMA (Enhancing Neuro
Imaging Genetics Through Meta-Analysis, https://enigma.
ini.usc.edu), The Human Connectome Project (https://www.
humanconnectome.org/), Human Brain Project (https://
www.humanbrainproject.eu/), The BRAIN Initiative (https://
braininitiative.nih.gov/), NonHuman Primate Neuroimaging &
Neuroanatomy Project [10]. Boi6opka npoekta ENIGMA,
Hanpumep, BKIOYaET JaHHble MOPGOMETPUM FONOBHOIO MO3-
ra 6onee 4000 nuu ¢ wndodpeHunen n 6onee 5000 — rpynnol
KOHTpONs 13 39 HauMoHanbHbIX KOropT [1], B uccneaoBaHum
nauuneHTtos ¢ CABI" nonyyeHbl gaHHble 60nee 4000 y4acTHMKOB
13 36 Koropt [11]. Ha ocHOBaHWKU TaKWX AaHHbIX MOTYT ObITb
nosydyeHol ybeauTenbHble CBeaeHus 06 0OLIMX 3aKOHOMeEp-
HOCTSIX Pa3BUTMS MO3ra WM CO3pPeBaHWUs MO3TOBbIX CTPYKTYP,
KapTupoBaHa MO3roBasi acCMMMETPUS B nonynsauuu [12-14].
B macwTabHbIX UccneaoBaHUaX C ydacTeM Aeten 6binu
YCTaHOB/IEHbl BaXHble 3aKOHOMEPHOCTU Pa3BUTUS FOSIOBHOIO
Mo3ra. TaK, B uccnegoaHun ENIGMA, yyacTne B KOTOpOM
MPUHANM aBTOPbI JAHHOM CTaTbM, C UCMONb30BaHNEM AaHHbIX
1081 yyacTtHuka ¢ COBI 1 1048 — rpynnbl KOHTPOAS B BO3-
pacTte 4-14 neT y geten OCHOBHOW rpynnbl obuias naowaib
NMOBEPXHOCTM KOPbl BOMbLUMX MOMYyLWapUK, a TakKe naolwaib
NnoBepxHOCTU 24 13 34 U3BWIMH MO3ra (B TOGHbLIX U BUCOUHbIX
015X, NOSACHbIE U3BWU/IMHbI) ObIWM MEHbLLE, YEM Y AETEN B rpyn-
ne cpaBHeHus. Kpome Toro, y aeten ¢ CABI 6bina 06HapyxeHa
MeHbLIas TONWMHA KOPbl FOOBHOMO MO3ra B 06nactv nosto-
COB BWCOYHbIX [OMIEN U BEPETEeHO06pasHbiX U3BWMAMH [11].
McecnegoBaHne noaKoOpKOBbIX 06pa3oBaHui y geten ¢ CABI
BbISIBM/IO TaKKe U MEHbLMIN 06bEM MPUAEKALLMX S4EP, MUH-
[anuH, XBOCTaTbIX 4ep, rMnnokamna u 6negHoro wapa [15].
MopdomeTpuyeckoe nccnegoBaH1e y naumeHToB C paccTpon-
CTBaMM ayTUCTUYECKOrO CNEKTPa NoKa3ano MeHbLIMe 06beMbI
6negHOro wapa, CKopaynbl, MUHAANEBUAHOIO Tena v goba-
BOYHOro sapa, 60/blUyt0 TOMAWMHY KOpbl B I0OGHOM o6nacTu
M MEHbLLYIO TOMLLMHY BUCOYHOM KOPbI, MPUYEM MaKCMManbHble
pasnnyina Gbin 3aperncTpMpoBaHbl B NOAPOCTKOBOM BO3-
pacTe [16]. Takke noKadaHbl MMKPOCTPYKTYPHbIE U3MEHEHUS

Puc. 1. Tunsl MOpPOMETPUN B UCCIeOBAHUAX TOIOBHOrO Mo3ra
(apanTupoBaHo 13 [25])
Fig. 1. Morphometry types in brain studies (adapted from [25])
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lpumeyaHume. Ha neBow 4acTu pucyHKa 0603Ha4eHbl OCHOBHbIE
napamMeTpbl NOBEPXHOCTHOM MOPHOMETPUK, HA NPaABON —
napamMeTpbl BOKCENbHOM MOPPOMETPUK.

UcTouHuK: Backhausen L.L. u coaBT., 2022. PacnpocTpaHseTcs
no nuueHaun Creative Commons Attribution 4.0
(http://creativecommons.org/licenses/by/4.0/).

Note. Main parameters of surface-based morphometry are
presented on the left side of the figure, parameters of voxel-based
morphometry — on the right.

Source: Backhausen L.L. et al., 2022. Distributed via license

of Creative Commons Attribution 4.0
(http://creativecommons.org/licenses/by/4.0/).

rONI0OBHOIMO MO3ra Mnpu HeAOoHOLWeEeHHOCTU. Hanpumep, y noa-
POCTKOB, POAMUBLLMXCA paHee 33-1 Hepd recrtaumn, 0TMEYEHO
YTONLEHME KOPbl B 3aTblIOYHO-BUCOYHOM M NpedpOoHTaNbHON
o6nacTsix, KOToOpoe C BO3PacToOM peayLrpoBanoch, B TO Bpems
KaK B naparunnokamnanbHOW KU OCTPOBKOBOM 061acCTsAX TOS-
LLIMHa KOpbl Y HUX OCTaBanacb CHUXeHHOM [17].

UCTOPUAA MOPD®OMETPUH

C BHeapeHnem MPT uccnepoBaTenu 3aganucb BOMPO-
COM BO3MOXHOCTM MCMONb30BaHUS 3TOr0 MeToda Afs Koau-
4YeCTBEHHOI0 M3MEPEHUs MapaMeTpoB rOJ0BHOrO Mo3ra
W OTAENbHbIX €r0 CTPYKTYP, CBA3AHHbIX C Pa3BUTUEM HEPBHOWM
CUCTEMbI B HOPME M MpPWU NaTONIOMMYECKMX COCTOSIHUAX. B nep-
BbIX paboTax [18-21] 6bin1 NpeacTaBieHbl pe3ynbraTbl MOp-
doMeTpUMN nNyTeM aHanmMsa MenKocpesoBbiX T1-B3BeELWEHHbIX
nsobpaxeHunn (T1-B1) Bbicokoro KavectBa [22]. OcHOBHOWM
npo61emMon, ¢ KOTOPOW CTONIKHY/IMCb MepPBbIe UccneoBaTenu,
Oblfla CNOXHOCTb B JOCTOBEPHON CErMEHTALIMMN U306paXKEHUI
C UEenblo BbIAENEHNA CTPYKTYp FOMOBHOMO MoO3ra (Hanpu-
Mep, Kopbl, 6enoro Bellectsa). s peleHns 3Ton 3agaydu
npeanpuHUManncb NOMbITKM 06paboTaTb MEPBUYHbIE W30-
6parenusa. K npumepy, J. Ashburner n K.J. Friston [23] pas-
paboTanu MeTOAMKY NMpeaBapuUTENbHON NOATOTOBKK M306pa-
YKEHUIN, CerMeHTaLMn U CTaTUCTMYECKOro aHanu3a ¢ Lenbto
NOKanM3aLmmn 3Ha4MMoro MSMEHEHUS B KOpPe rofI0BHOMO MO3-
ra. MNocnegyouiee ycoBepLIEHCTBOBaHWE CTPyKTypHou MPT
(cMPT) no3Bonunio oueHuBaTb pasmep U Gopmy MO3roBbiX
CTPYKTYP, CTPYKTYPHOE CO3peBaHMe Mo3ra Npu HEPBHbIX pac-
CTPOWMCTBAX W €ro OTKIOHEHME OT TUMUYHOM TPaAEKTOPUU
passutua [24]. Kpome toro, A.M. Dale u coaBT. [21] onuca-
N MHHOBALMOHHbIA METOA pas3deneHus rofoBHOro Mosra
Ha MOBEPXHOCTU C Lebl0 OLEHKU NlaMUHapHbIX MPU3HaKOB
KOPbl, B YaCTHOCTM OLIEHKM ee TONLMHbl. Bblo BbicKasaHo
npeanonoXeHue, 4to ¢ TeyeHmem BpemeHn cMPT no3sonut
chopmupoBaTb rpadmKK pocta Mo3ra (Mo aHanoruu ¢ Tabnm-
LamMu pocTa, Macchl Tefla U OKPYKHOCTM rOf0BbI), KOTOpble
MOryT 6bITb MCNONb30BaHbI ANS BbIABNEHWS PACCTPONCTB Ha
paHHuX ctagusx [25]. C aton uenbto 6binM NpoaHaaM3npoBa-
Hbl pa3nuyus NokasaTtesen pocta MO3ra Mexay Koroptamu
nofen ns pasHbix ctpaH (KHP vs CLUA) [26] 1 npu pasfinyHbIX
natonoruax [8]. B 4acTHOCTH, Bblin 0O6HaPYKEHbI 3THUYECKKE
pPasnnyuns TPAeKTopMK Pas3BMUTUA MO3ra, Kacalolmecs noka-
3aTenen naowann NoBEpPXHOCTU Kopbl, Hanbonee 3ameTHble
B accoLMaTUBHOM Kope, KoTopas AEMOHCTPUPYET MOPHONOru-
YECKYI0 U3BMEHYMBOCTb U aCUMMETPUIO NONYLLIAPHHN.

METOAbl MOP®OMETPUU

[na Hannyylwero otobpayKeHms CTPYKTYPbl FO/I0BHOMO MO3-
ra Mcnonb3ylT TOHKocpe3oBble T1-BW, KoTopble No3BOASOT
OTYET/IMBO CErMEHTUPOBaTh 6ef0e BELWECTBO (CBET/IbIE 06Ma-
CTU € 6ONbLUNM COAEPIKAHMEM KUpPa), CEPOE BELLECTBO U JIUK-
BOP (TeMHble 06/1aCT C 6OMbLUMM cofepKaHueM Boabl) [22].
OaHUM M3 pacnpoCTpaHEHHbIX METOAOB M3MepeHUs obbeMa
Ceporo BeLEeCcTBa B CTPYKTypax roj0BHOrO Mo3ra siBsieTcs
BOKcenbHasa (voxel-based, volume-based) mopdomeTpus [23].
BokcenbHas MopdboMeTpHs BKIKOYAET B ce65 NPOCTPaHCTBEH-
HYI0 HOpManu3auuio BCEX N306paKeHU, CErMeHTaL Mo Cepo-
ro BellecTBa U3 HOPMasIM30BaHHbIX U306paXKEHW, CrnaxmnBa-
HWe W BbIMOSHEHNE CTAaTUCTUYECKOrO aHanM3a 06HaPYKEHHbIX
rpynnoBbIX pasnuyum [27]. pyrov pacnpocTpaHeHHbIM MeToa
06paboTKM OaHHbIX — MOBEpPXHOCTHas (surface-based) mop-
domMeTpus, npu Kotopon MOopPOoMETPUYECKME MNOoKa3aTenu
BbIBOAATCS U3 FEOMETPUYECKMX MOAENEN NMOBEPXHOCTU KOPbI
rofioBHOro mo3ra [241, 28, 29]. Huxe npeactaBneHbl 0CO6€eH-
HOCTM 06pabOTKK, KIOYEBbLIE MApPaMETPbl U Pa3Nning MexXay
yKa3aHHbIMW MeTodaMu (puc. 1), a TakKe cnocob nosyaBToMa-
TUYECKON 06pabOoTKM AaHHbIX MOPHOMETPUN.



BoKcenbHas mopdomeTpusa

BokcenbHag MOpbOMETPUSA HAYMHAETCA C MPOCTPaH-
CTBEHHOM HOpManu3auum usobparkenun [23, 30], 4TOObI
YCTaHOBMUTb COOTBETCTBME MEXKAY OObEKTaMW — MOMyYeH-
HbIM M306paeHnem u naobparkeHnem wabnoHa (puc. 2).
locne aToro Ha OCHOBE pa3HULIbl MHTEHCMBHOCTEN CUrHanNa
M MEPBUYHbIX LWIABGMOHHbLIX M300parKeHUn cuctema andde-
peHumMpyeT cepoe BelecTBo, 6en0e BelwecTBO rol0BHOIO
Mo3ra v nukeop [20, 23, 25]. B 3aBMCUMOCTM OT 3ajayu
nccnegoBaHus ana uamepeHms MophoMeTPUYECKMX CBOMCTB
MCMNOMIb3YIOTCH ABE BENWYMHbI: 0OBEM WM KOHLEHTpauus.
O6beMoM SBNSIETCA KOMMYECTBO BOKCENEW, COAEPIKallnX
onpefeneHHylo TKaHb (4alle Bcero, cepoe BeLleCcTBO).
KOHLEHTPaLMIO MOXHO MHTEPMNPETUPOBATb KaK KOJIMYECTBO
BOKCeNen TKaHW Ha eAMHULY BHYTpU4YepernHoro obbema.
TaK Ha3biBaeMble «KOHLUEHTPALMOHHbIE M300parKeHus» oT
pasHbIX UCTILITYEMbIX CKIaAbIBAOTCA M Aasiee CTaTUCTUHECKH
obpabatbiBatotca [23, 28].

MoBepxHocTHas mopdomeTpus

PEKOHCTPYKLMA MOBEPXHOCTU KOpPbl FOMIOBHOMO MO3ra
ABJIAETCA C/IOXKHOM MpoLenypon, KoTopas pa3buTa Ha pag
noasagady. Npu NOBEPXHOCTHOM MOPGHOMETPUM (TaK XKe, KaK
1 NpU BOKCENIbHOM MOPGOMETPUM) CHavana KOppPeKTUpyoT-
CA U3MEHEHUA UHTEHCUBHOCTM, Bbl3BaHHbIE HEOLHOPOLHO-
CTAMM MarHWTHOrO MoAs, U CO34atTC HOPMAaNIN30BaHHbIE
T1-BM ¢ BbICOKMM pa3pelieHnem [21]. danee ypansoorcs

BOKCE/IM MATKMX TKaHEN M KOCTEN Yepena, 3aTeM nsobparke-
HMe obpabaTbiBaeTcs NpoLeaypor cermeHTaumn, oCHoBaH-
HOM Ha cepo-6enon anddepeHUMpoBKe. HaKoHel, nocne
npouegyp HopManu3dauuMuM u cerMeHTauuu, dopmupyetcs
TOYHOE W ragKoe U3obparkeHue ¢ cepo-6enon anddepeH-
LIMPOBKOM W MPOPUCOBAHHOW MOBEPXHOCTbIO MO3ra; noa-
KOPKOBbIE M CTBOJMIOBbIE CTPYKTYPbl YAANSOTCA C MOMOLLbIO
npoLeaypbl Py4HOro peaakTMpoBaHus, B pesynbrate 4yero
NOBEPXHOCTb CTAHOBMUTCS rEOMETPUYECKM TOYHOM U AOCTYM-
HOW ANs JanbHEenLWen oLueHKH (puc. 3).

NMOTYABTOMATUYECKHUE METO1bl OBPABOTKHU

MOP®OMETPUYECKUX AAHHbIX

MexaHn3m fanbHenwen 06pabOoTKM MOSYYEHHbIX M30-
GpaxeHum nyylle BCero npeactaB1Tb Ha Npumepe Hanbonee
BOCTPEBGOBAHHOIO NPOrpaMMHOro obecnevyeHuns ang aHanu-
3a MOPOOMETPUYECKUX AaHHbIX B MOMNYISALMOHHbLIX MCChe-
poBaHuax — FreeSurfer [32]. B cnydyae ¢ nNoOBEepXHOCTHOM
MopdomMeTpurern anropntm FreeSurfer KOHTYpUpPYET rpaHuLbl
Mexay MArKon Mo3roBor 060/104KON, KOpon 1 6enbiM Belle-
CTBOM. 3TU PEKOHCTPYKLMKN NO3BONAIOT AnddepeHumpoBaTb
06beM KOpbl, TOAWMHY, NAoWaAb NOBEPXHOCTHU, CPEAHIO
KPUBU3HY W NOKaNbHbIM WHAEKC TMpUdUKauun. TONLKMHY
KOpbl MporpaMma BblYUCASIET KaK PacCTOSHUE MEXAY MSATKOM
MO3roBOM 060/04KOW U MOBEPXHOCTbIO BENOro BellecTBa.
O6beM Kopbl NpeacTaBaseT cobom Npon3BeaeHne ToNWMHbI
KOpbl ¥ nnowagn NoBepxHocTU. B HeaaBHO 3aBEPLUMBLLMX-

Puc. 2. MpumepHas cxema atanoB BOKcelbHOM MOpdOoMeTprM (afaanTupoBaHO C UBMEHEeHUAMU 13 [28])
Fig. 2. Model of the voxel-based morphometry stages (adapted with changes from [28])
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McTouHmk: Greve D.N., 2011.

Note. | — images normalization and registration; Il — segmentation of images by their intensity into different tissues; Il — comparison of
segmented images of the patient and template images with creation of smoothed “concentration map”; IV — further statistical processing.

Source: Greve D.N., 2011.
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Puc. 3. 306parkeHne, nony4eHHoe B pe3ynbraTe NoBEepPXHOCTHOM
MopdomeTpun (agantupoBaHo m3 [31])
Fig. 3. Image from surface-based morphometry (adapted from [31])

McToyHuK: Li Z. u coaBrt., 2020.
Source: Li Z. et al., 2020.

Csl MCCneaoBaHUsAX MPOAEMOHCTPUPOBAHO, YTO Y pasHbiX
noKasaTenenm KOpPKoBOM MOpPGOMETPUM OBHapy*KMBaOTCSH
pa3Hble reHeTUYECKNE, KOTHUTUBHbIE M KIIMHUYECKNE Koppe-
NALUKUK, YTO NOAYEPKUBAET HE3ABUCUMOCTb MX (NOKa3aTenen)
BO3PACTHbIX TPAaeKTopun pa3sutus [27, 33].

Mpn BOKceNnbHOM MOPHOMETPUU anroputM nomeva-
€T KaXK[blh BOKCE/lb B KOPKOBOW W MOAKOPKOBOW TKaHAX
Ha HOPMAaSIM30BaHHbIX M306PaXKEHUSX B 3aBUCMMOCTU OT
WHTEHCMBHOCTM BOKCENEN M Wab/IOHHbIX M306parKEeHUN.
[Janee nporpamMmma paccyuTbiBaeT 06bEM MOAKOPKOBbIX
CTPYKTYp, Ceporo v 6enoro BellecTBa MO3XeYKa, Kopbl
n 6enoro Belectsa 60nbWMX nonywapui. Kpome toro, ans
KOPPEKTUPOBKM MOXET UCMONb30BaTbC 06bEM BCErO MO3-
ra Kak cymma 06bemMoB Ceporo n 6e10ro BewecTBa, UCKI0-
Yyas CTBOJSIOBblE CTPYKTypbl. [peanonaraem, 4To AaHHbIA
napaMeTp MOXET BapblMpoBaTb B 3aBMCMMOCTH OT peLlEHUS
uccnegoBartenien yYnTbiBaTb (MM HE y4UTbIBATb) NPU pacye-
Tax o6bemMa MO3ra BHEMO3roBble CyGCTaHUMU (TIMKBOPHbIE
NPOCTPaHCTBA, COCYAMCTbIE CNNETEHNMS).

CyLLLecTBYIOT M Apyrve nonyaBsToMaTU4yecKue nporpammbl
ans 06paboTKkM MOPPOMETPUYECKMX AaHHbIX, Hanpumep FSL
(https://fsl.fmrib.ox.ac.uk/fsl/fslwiki), BrainVisa (brainvisa.
info), Brain Voyager (brainvoyager.com), oTiMyatowinecs Habo-
POM MPWKAAAHbIX MHCTPYMEHTOB, AOCTYNMHOCTbIO HAa KOMIMbtO-
TepHon nnatdopme, nHtepdencom. 19 obneryeHns MynbTu-
MOZa/IbHOTO aHann3a HeMpoBM3yann3auun 60/bLINHCTBO M3
YNOMSIHYTbIX MPOrpamMM BKIIOYaKOT B cebs, NMOMUMO METOAOB
06paboTkM CMPT, MHCTPYMEHTbI A19 06paboTKn yHKLMO-
HanbHoM MPT v anddy3noHHOM TpaKkTorpaduu.

[anee npuBeaeHbl MCMNONb3yEMbIE WccnefoBaTeNsiMu
MOpPhOMETPUYECKNE NOKa3aTENN FONOBHOIO Mo3ra:

1) yHuBepcanbHble:

® pacyeTHbI MOJHbLIA BHYTPUYEpPenHon o6bem (Mm3
MU M) — UCMNONb3yeTca A9 OLEHKU obLiero pas-
Mepa Mo3ra npu ntbom Tune MopdoMeTpUK;

e 06beM KOpbl 6OMbLIMX MOAYLWAPKUIA (MM3 Unu mn);

2) MCcnonb3ylolKnecs ToNbKO MNpU MOBEPXHOCTHOM MOp-
domeTpuu:

* M/owWaab NOBEPXHOCTH (MM2) — BHYTPEHHAS (MeMay
cepbiM U 6enbiM BELLECTBOM) U HapyxHasa (Mexay
CepbIM BELLECTBOM M MSATKOM MO3roBOM 060/104KON);

® TOJWMHA KOpbl (MM) — MUWHMManbHOE pPacCTosiHME
MEeXAy BHYTPEHHEN U HapYXXHOW MOBEPXHOCTAMM;

* cpegHAs KpuBM3Ha (MM™1) — MHAMKATOP CTeneHu
M3BUTOCTH KOPbI;

® JloOKaNlbHbIM MHOEKC rMpudUKaumm — 6e3pasmepHas
Be/IMYMHA, MOKa3blBalolas COOTHOWEHWE Ceporo
BellecTBa B 60p03ax K KOHBEKCUTaNbHO pacnono-
KEHHOMY Cepomy BelLLEeCTBY;

3) M1cnonb3ywmnecs ToNbKO NP BOKCEbHON MOPGOMETPUM:

e o06bem 6enoro BewecTtBa 60MblWKX MOAyWaApPUN
(MM3 MK M) — CyMMapHbli 06beM BHYTPEHHEN
NMOBEPXHOCTM 3a BbIYETOM TKaHEM, He ABASIOLWMXCS
6enbiM BELLECTBOM (eNnyaoyKun, 6asanbHble sapa),
CTBO/IOBbIX CTPYKTYP U MO3XKEUKa;

*  06bEM MOAKOPKOBbLIX CTPYKTYP (MM3 MK M) — 06bEM
Ceporo BeLLeCTBa, CKOHLLEHTPMPOBAHHOMO B NMOAKOP-
KOBbIX CTPYKTypax (Takux Kak XBocTaToe S4po, Tana-
Myc, 6/1eAHbIV Wap, cKopayna, MUHAaneBuaHoe Teno
1 Op.), a TakKe B runnokammne, YepHow cybCcTaHLnu;

e 06bemM ceporo M 6enoro BelwecTBa MO3XeyKa
(MM3 unu mn).

KOHTPO/J1b KAYECTBA OBPABOTKHA JAHHbIX

YcnewHaa o6paboTka AaHHbIX MOPOOMETPUM 3aBUCUT OT
KayecTBa MOMy4eHHbIX BO BPeMsl CKaHWPOBaHUS M306paxe-
HWUIN, OCOBEHHO Y AeTeN C HEPBHO-NCUXUYECKMMU HApPYLLEHU-
MW B CUSTY X BbICOKOM MOABMMKHOCTHM, B TOM YMCIE NPU Npo-
BeaeHnn MPT [34]. TlepBHUYHbIM KOHTPOSIb BKOYaET B cebs
cobnoaeHre NpaBUIbHOCTU K KadyecTBa cbopa AaHHbIX: npea-
BapuTenbHas 6ecefa C NauUMEHTOM MAU WHAMBWUAYaNbHbINA
NoAxoA C Lenblo Nyyllero Bocnpusatus npoueaypsbl [35], naoe-
raHve ABWraTenbHbIX/TEXHUYECKUX apTedaKToB BO Bpems
CKaHunpoBaHus [36], 60/bLLMIM MPOMEKYTOK BPEMEHM Ha Npo-
BeAeHWe uccnefoBaHusa AN NpeaBapuTENbHOW NMOATOTOBKM
W/UNK NOBTOPEHUS «MCMOPYEHHbIX» MU HEKAYECTBEHHbIX U30-
6parKeHun, NpU HeEOBXOAMMOCTU — UCKIIIOYEHUE HEKOPPEKT-
HbIX AaHHbIX U3 fanbHenwero aHanusa [3]. K npumepy, yctpa-
HEHWE TEeXHUYECKMX apTedaKToB [OOCTUraeTcs perynsipHowm
npoBepKon Tomorpada M 060pyaoBaHUs A9 NoAAepKaHus
cTabunbHom paboThl [36]. Kpome Toro, ans nposeaexHus cMPT
npeanoyvytTutenbHbl MP-ToMorpadbl ¢ MOLWHOCTbIO 3 Tecna
(3T-ckaHepbl) M3-3a 60/1e€ BbICOKMX 3HAYEHU (B CPaBHEHUU
Cc ToMorpadamu MolHOCTbO 1,5 Tecna) COOTHOLUEHUS CuUr-
Han/WyM U NPOCTPaHCTBEHHOMO pa3pelueHus [37]. B okTabpe
2017 r. AN KAMHMYECKOro NpUMMEHEHWUS 0A06pPEeHbl CBEpPX-
BbICOKOMOJIbHble MPT-CKaHepbl ¢ MOLWHOCTbIO 7 Tecna [38],
YCNELWHO MCMONb30BaHHbIE B HECKONbKUX MCCNefoBaHUsAX
C yyacTtveMm fgeten B Bo3pacte = 8 neT. OgHako 3T-cKaHepbl
nonyynnu 6onee WMPOKoe NPUMEHEHME B CBS3U C BOMbLIOM
[OOCTYMHOCTblO, B TOM 4yucne u B Poccun. UpeanbHo, ecnu
B MccnefoBaTeNbCKUX MPOEKTaX BCE NaLMEHTbl CKaHMPYHOTCA
C MCMNoAb30BaHMWEM OAHOIO M TOro e 060pyAoBaHMs U Mpo-
rpamMmmHoro o6ecneyeHus. OgHako B clydae MHOTMOLEHTPOBbIX
nccnegoBaHui BapuMabenbHOCTb annapaTtypbl 4ONyCcTUMa, HO
npu NPUMEHEHUN eaMHOro NPOTOKONAa CKaHWpoBaHus 1 obpa-
60TKM U306pPaXKEHUN.

Cnepnyouwmim atan KOHTPONS KayecTBa BK/IOYAET OCMOTP
06paboTaHHbIX U HeobpaboTaHHbIX T1-BW. C uenbio coptu-
POBKW M306pa*KEeHUM MCNOoNb3yeTcss pPenTUHroBas CuUcTe-
Ma [39], B COOTBETCTBUM C KOTOPOW MPUHMMAIOTCS cneay-
IOWNe pelleHns: «4onycTUMbl AN 06paboTKU», «TpebytoT
NPOBEPKMU» U «<HEAOMNYCTUMbI AN 06paboTKkM». OaHaKO BHeA-
peHue Takoro noaxoaa TpebyeT BpeMEHU U HEOOBXOAMMOro
onblTa, 0COBEHHO A5 paboTbl ¢ 601bWMMKM 06bEMAMU AaH-
HbIX. [Pynny n3o6pa*KeHnin, He NPOoLWeAWnX KOHTPOIb Kaye-
CTBa, KaK NpaBwWio, UCKIOYalOT M3 AanbHENWero aHanmsa.
[Onsa KoHTpons usobpaxkeHun B FreeSurfer npeaycmoTtpeHa
cTaTUCTMYECKas npoLeaypa OLEHKM Kaxaoro nccnegyemoro
y4YacTKa BbIXOAHbIX N306paxKeHU ¢ NOMOLLbI permoHapHo-
ro (region-of-interest(ROI)-based) n noBepxHOCTHOrO (vertex-
wise) noaxoaos (puc. 4).



PervoHapHbIM Noaxon BKIOYAET aHain3 MOAKOPKO-
BbIX U KOPTUKaNbHbIX 06BHEMOB, TOJLMHbLI KOpbI, MaoLWaau
NOBEPXHOCTM B COOTBETCTBMM C NpeaBapuTenbHO omnpe-
AeNeHHbIMM NOoCpPeacTBOM aTnacoB. [lpu 3TOM 3HayYumble
Y4aCTKU [OMKHbl 6bITb YCTAHOBMIEHbI Ha OCHOBE 0630pa
nMTepaTypbl U C Y4ETOM KOHKPETHbIX MCCNeaoBaTeNbCKUX
rMNoTe3, MOCKOJIbKY 3Ha4yuTeNlbHOE KOJIM4ecTBO obnactem
MHTEpEeca MOXKEeT MPMBECTU B CPaBHUTENbHOM aHanuse
K CTaTUCTMYECKM HedocToBepHbIM pesynbratam [40, 41].
HanpoTuB, NOBEPXHOCTHbIM aHanM3 co3gaeT 06Uy IMHER-
HYIO MoAefNb AN KaxKAoro Cy6beKTa B Kax[on KOHKPETHOWM
4YacTu ANs CPaBHEHWUS 3HAYEHWM TOMLWMHbBI KOpbI, naowaau
NOBEPXHOCTU, 06bEMAa KOpbl U ApyrMx nokasatenen [42].
CraTnCcTMyecKne KapTbl 3aTeM HakladblBaloTCA Ha LWabioH
MO3ra B BMAE NOBEPXHOCTHOM KapTbl C HAHECEHMEM LiBEeTa
Ha 061acTn U3MEHEHUN (puc. 5). ATOT Noaxod MOXKET ObiTb
noneseH B MNpeaBapuTENbHbIX MCCnefoBaHUaX 6e3 anpw-
OpPHbIX TMMNOTE3 O 3aTPOHYTbIXx obnacTax moara. [pu aTom
perMoHapHbii MeTO4 MOXHO MCNonb30BaTb B KayecTBe
OLIEHKM KOPKOBbIX M MOAKOPKOBLIX CTPYKTYP, @ Npu NoBepX-
HOCTHOM aHann3e MOXHO OLleHMBaTb TOMbKO MapaMeTpbl
Kopbl [25]. O6a meToga MOryT MCMOMb30BaTbCs B OAHOM
ncenenoBaHum, JONOAHAS ApYr Apyra.

CTATUCTUHMECKUM AHAJIU3

Mony4yeHne KOpPPEeKTHbIX AaHHbIX MOPPOMETPUM, MO3BO-
NAOWKX CpaBHMBATb COCTOSIHUE MO3MOBbIX CTPYKTYP Mexay
rpynnamu o6cnegyembix, npeabsBaseT ocobble TpeboBaHuUs
K CTaTUCTMYECKOMY aHanun3y. CNOXKHOCTb 3aK/I04aeTcs B TOM,
YTO MccneaoBaTensaM M KAMHUMLMCTAM NpKU CTaTUCTUHECKOM
aHanuae gaHHbix cMPT y nauMeHToB C HEBPOMOrMYECKUMMU
OTK/IOHEHMAMU HEOBXOAMMO Y4YMTbIBaTb HECKONbKO nepe-
MEHHbIX (BO3pacT, Mo/, aHTPONOMETPUYECKME AaHHbIE, 3MO-
LMOHanbHbIK cTaTyc) [2, 26, 29, 43]. Bo3pacT UCMbITyEMbIX
MMeeT 3HayeHue, OCOBEHHO B Nepuoabl AMHAMMUYECKOro
pa3BUTUS HEPBHOW CUCTEMbI, TO €CTb Y AeTen 3TO CBA3aHO
C TeM, 4TO MoKazaTenu Jaxe HOpMasbHO pa3BMBaloLWErocs
MO3ra MEHSIlOTCS C BO3pacToM, W MUccreaoBaTensiMm cie-
AYET y4uTblBaTb 3TO MPU WMHTEPMNPETaLMK pPasanyuin rpynn
nauneHToB [24, 43]. TakKe nNpu CTaTUCTUYECKOM aHanuse
BCerga cneayet yuuTbiBaTb non nauueHta [44]. Kpome Toro,
yyeT obuwero o6bemMa Mo3ra Heob6xoanuM B OAHOMOMEHTHbIX
(cross-sectional) cpaBHUTENBHbIX UCCNEAOBaHUAX, NMOCKOSb-
Ky BaHbl pas3nnynsa Mexay rpynnamum UMEHHO B 3HAYEHUAX
rno6anbHOro MoKasaTens, HEXeNMM B KOHKPETHOM yyacTke
AN MHAMBMAYanbHOM noKasatene [3]. B naHenbHbIX Ucchne-
[I0BaHUAX (MpoBeAeHNe U3MEPEHUM Yepes 3ajaHHble MHTep-
Baflbl BPEMEHMW) Pa3BUTUS y4eT AaHHOrO MapameTpa ABAs-
eTc 6onee CAOXKHbIM, MOCKO/bKY 06LWMe pa3mepbl Mo3ra
y AeTen camu no cebe MOrytT U3SMeHATbCSA ¢ Bo3pactom [45].

[Ins KOPPEKLMM AaHHbIX B CPaBHMBAEMbIX Fpymnnax uccne-
JoBaTenyM MCnonb3yloT AMGO MPONoOpLMOHaNbHbIA MeTos,
6o aHanu3 KoBapuauui. NMpu NnponopLnoHanbHOM MeToae
npeAcTaBAsiolMe NHTEPEC NoKasaTeNn napaMeTpoB rooB-
HOro Mo3ra AenaT Ha o6Wwui o6bem MO3ra, NMpu 3TOM AN
JanbHeNWero aHanM3a MCnonb3yeTcss MMEHHO MPOMOpPLMO-
HanbHOe 3HadeHue [2]. pu rpynnoBbIX CPaBHEHWUSX MPU-
MEHEHWEe 3TOro MeToda noapa3yMeBaeT Hanuyne NMHENHOM
3aBMCUMOCTM MEXIY KarKaon obnacTblo Mo3ra u 06beMOM
BCero Mosra. Ecnu a1o ycnosue He CO6/I0AEHO, BblHUCTEHUE
NpPONopLMKN MOXKET NPMUBECTU K OLIMBOYHBLIM BbiBOgaM. MeTog
aHanM3a KoBapuauuu onpeaensieT MU3MEHeHWe noKasaTens
obulero o6bema Mo3ra B 3aBUCMMOCTHU OT UBMEHEHMS KOBa-
puaToB, 4TO genaeT Metoh 6onee npeanoyTuTenbHbiM [46].
MprMeyaTenbHo, YTO TPAEKTOPUU Pa3BUTUS KOPbI FOSIOBHOMO
MO3ra C BO3pacTOM 3aBWUCAT OT MeTOAa KOPPEKTUPOBKM
1 noKasatens obuwero o6bema mo3sra [45].

Puc. 4. N306paxeHns, Nony4yeHHble nocne nonyaBToMaTU4ecKom
06paboTku ¢ nomoulbto FreeSurfer
Fig. 4. Images from semi-automatic processing with FreeSurfer

MpumeyaHne. KopKkoBasi (cneBa) 1 NofKopKoBasi MopdomMeTpus
(cnpaBa). [laHHble n306paxKeHnUs UCNONb3YIOTCH

AN NpeABapUTENbHOM OLLEHKM NPaBUAbHOCTM MOSTYHEHHbIX JaHHbIX.
MUcTouHuKk: PupymsHy A.N. 1 coaBrt., 2023.

Note. Cortical (left) and subcortical morphometry (right).
These images are used for preliminary evaluation of obtained
data accuracy.

Source: Firumyants A.l. et al., 2023.

Puc. 5. MNpumep pasHuLbl Mexay permoHapHbIM (CreBa)

1 MOBEPXHOCTHBLIM (CNpaBa) NoAxoAaMu AN aHanunsa
MOPGOMETPUHECKUX AAHHbIX

Fig. 5. Example of the difference between regional (left)

and surface (right) approaches for morphometric data analysis

lMpumeyaHme. O6nacTb (CNpaBa, yKasaHo CTPENKoW) Bblaenset

30HY CO 3HAYUTENbHLIMU Pa3NUYUSMU B TONLLMHE KOPbI

N0 CPaBHEHWUIO C HOPMOWM, KOTOpas YaCTUYHO OTHOCUTCS

K TPEYronbHOM YacTu U poCTpaNbHON cpeHen NToBHOM Kope

B COOTBETCTBUM C O4EepPTaHUAMMU PErMOHOB M3 atnaca.

Mpn ncnonb3oBaHUM PErMOHAPHOro NOAXoAa ONPeaenUTb TOHHYIO
NOKaNU3aLmio 3Ha4uMbIX MUBMEHEHWI HEBO3MOXHO, NMPU 3TOM
YKa3blBalOTCS TONIbKO BOB/EeYEHHbIE y4acTKU. RMF — rostral middle
frontal region (perMoH cpeaHen NOGHOM U3BUAMHbI, TOKanNU3aLms
npedpoHTanbHoM Kopbl); OP — opercular part (onepKynapHas 4acTb
HWXHER No6HON n3BUAKUHBI); PT — pars triangularis (TpeyronbHas
YacCTb HUXKHEWN JIOBGHOW U3BUIUHbBI; BMECTE C ONEPKYISPHOM YacTbio
COCTaBNAIOT LeHTp bpoka).

MUcTouHuK: Backhausen L.L. 1 coaBT., 2022. PacnpocTpaHsiertcs

no nuueH3un Creative Commons Attribution 4.0
(http://creativecommons.org/licenses/by/4.0/).

Note. The area (right, indicated by arrow) highlights the zone with
significant differences in cortical thickness compared to the normal
value, which partly refers to the triangular part and the rostral
middle frontal cortex according to the regions from the atlas. It is
impossible to determine the exact localization of significant changes
via the regional approach as it shows only involved areas.

RMF — rostral middle frontal region (region of the middle frontal
gyrus, prefrontal cortex localization); OP — opercular part
(opercular part of inferior frontal gyrus); PT — pars triangularis
(pars triangularis of inferior frontal gyrus; together with opercular
part forming the Broca's center).

Source: Backhausen L.L. et al., 2022. Distributed via license

of Creative Commons Attribution 4.0
(http://creativecommons.org/licenses/by/4.0/).

CURRENT PEDIATRICS /2023 / V.22 /N2 6

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2023 / TOM 22 / N2 6



Review

0630p NuTepaTypsbl

Mony4eHHble OLLEHKWU U3MEHEHUS CTPYKTYPbl MO3ra npu
HapyleHNSaX pa3BUTUS HEPBHOW CUCTEMbI, Aaxe ecnu
OHW CTaTUCTUYECKM 3HaAYUMMbl M CKOPPEKTMPOBAHbLI AN
MHOMECTBEHHbIX CPaBHEHWIN, YacTo TpebyloT 6onee Twa-
TeNbHOM WHTepnpeTauuu M3-3a HebONbWOro pasmepa
BbIGOPKK [26]. Kak ynomuHanocb paHee, ans HeGObLUWX
nabopaTtopui 4yacto 6GbiBaeT CMOXHO HabpaTb AOCTaTou-
HOe KO/MYEeCTBO MNaLMEHTOB, COOTBETCTBYIOLWMX KpuUTe-
pUSIM BKJIOYEHUS B UccneaoBaHWe. Bbino nokasaHo, 4To
HebonbliMe BbIGOPKKM C GONblieN BEPOATHOCTbIO AatoT
HEKOPPEKTHble pe3ynbTaTbl M MPUBOAAT K OWKWOGKaM npwu
OTHOCUTESNIbHO 60/bLINX padmepax adpdekTa [47]. bonbwune
pa3mepbl BbIGOPKM MO3BOASAIOT TOYHEE OLEHUTb 3PPEKT
M3MEHEHUIM NoKasaTensd, KoTopble B nccnegosaHmnax cMPT
06bIYHO HEBENUKM [1, 5].

3AKJ/IIOMEHUE

PazButne TexHonormm HempoBu3yanusauum U MeTO-
0oB 00pabOTKM OaHHbIX OTKPbIBAET HOBble MpeacTasie-
HUSI O paHee HEN3BECTHbIX MUKPOCTPYKTYPHbIX U3SMEHEHMAX
MO3ra npu pasnnyHbiX HEPBHO-MNCUXMYECKUX 3ab0NeBaHU-
ax. CTpyKTypHas mopdoMeTpus Mo3ra sSBASETCS OAHUM U3
TaKux NepeaoBbiXx METOA0B, KOTOPbIM BOCTpeGOBaH 1 ycnelu-
HO MCMO/Mb3yeTCH B KPYMHbIX MCCNEeAoBaHUSX, MO3BONASA
KapTupoBaTb MO3I B OHTOreHe3e pa3BuTUSA M MpW naTo-
norun. OgHaKo ycnewHoe NpUMeHEeHWe CTPYKTYPHOM MOop-
domMeTpumM Mo3ra onpegensieTcs LeablM psaom yCloBUR
M 3TanoB 06paboTKK, C KOTOPbIMU UCCNefoBaTENN LOMKHbI
ObITb 03HaKOMEHbI. COCTaBNAAOWNMU CTPYKTYPHON MOpPdhO-
METPUMM MO3ra SABASAIOTCA cnefylowme atanbl: NOAroToOBKa
K npoBeaeHuto npoueaypbl (NpeaBapuTeNbHbii KOHTPOb
KayecTBa), noflydeHMe MNepBUYHbIX M306paxKeHun Moa3ra,
BbI6GOP noaxoda (BOKceNbHas WMAM NMOBEPXHOCTHas), obpa-
60TKa AaHHbIX NOlyaBTOMaTU4YECKMMU METOAAMMU, KOHTPOb
KayecTBa MoflydYeHHbIX MOPDOMETPUYECKUX M30BParKEHUN,
KOppEeKTHas ctaTucTnuyeckas o6paboTka AaHHbIX C nonpas-
KaMW Ha BO3pacT, N0/ U BHyTpMyepenHon o6beM. Hanbonee
3ODEKTUBHO CTPYKTypHas MopdbomeTpus Mo3ra MCnosb-
3yeTcd B KPYMHbIX (06beAnHEHHbIX) BbIOOPKaxX C eAWHbIM
NPOTOKO/IOM PErncTpaLmnmn n 06paboTKU AaHHbIX, YTO Npeab-
ABNAeT ocobble TPebOoBaHUA K OpraHu3aumn MNoAob6HbIX
ncecnegoBaHun.
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O6ocHoBaHHue. KamnunnobaKTepno3 sIBASETCA BeAylen NPUYNHON KPOBSIHUCTLIX AMapei BO BCeM Mupe. VIMEeHHO AeTu
1epBOro rofa }MU3Hu UMEIOT BbICOKUE PUCKM KaK TSXKEJIOro Te4eHMs KaMnuiobakTepnosa, Tak U GopMUPOBAHUS OCIIOKHE-
HMI, OKa3blBaloOLUMX BO3AENCTBME Ha POCT 1 pa3BUTUe pebeHKa. Llenb uccnegoBaHus — U3y4nTb OTAa/IE€HHbIE MMOCAEACTBUS
KamnunobakTepuosa y Aeten paHHero Bo3pacta. lMayneHTbl u meToabl. [1pOBENEHO MHOIOLEHTPOBOE POCMEKTUBHOE
AMHaMHU4eCcKoe OTKpbIToe obcepBaLiMoHHoe ucciegosaHue 80 aeTel B Bo3pacTe oT 3 mec 40 2 neT. [launeHTsl Habaha-
JINCb rocsie KamnuiobaKktepmo3da 12 mec. B 3aBUCMMOCTU OT BuAa BCKapMJIMBaHUSA MalUMeHTbl Oblin pasdenieHbl Ha Tpu
rpynnbl: 1 — KUCIOMOJI04YHbIE CMeCH, 2 — MpecHas cMech 6e3 NpobuoTuka, 3 — rpyaHoe BCKapmanBaHue. OueHnBanu
JaHHble 06BLEKTUBHbLIX OCMOTPOB M aHTPOMNOMETPUYECKUE MOKa3aTe/u: pocT, Macca Tesa U Z-uHAEKCHI. [OonosHUTENbHO
OUEeHUBaIM Ka4eCTBEHHbIE U KOJIMYECTBEHHbIE NOKa3aTen MUKpobuoLeHo3a Ha 21-i feHb 0T MOMeHTa Havasla 3aboJe-
BaHus. Pe3ynbTatbl. B KaTaMHeCTMYeCKOM rnepuoge Kamnuaobaktepnosa y 17 peten (42,50%) 6blim guarHoCTMpoBaHsl
GYHKLMOHaIbHbIE PacCTPOKUCTBA XKENYAOYHO-KuLeYHoro Tpakta (PPXKKT): ¢yHKUMOHabHble 3anopbl (n = 11; 27,5%),
GyHKUMOHanbHas anapes (n = 3; 7,50%), MnageHyeckne Koamkn (n = 2; 5,00%), CUHAPOM LUMKIMYecKkux pBoT (n = 1; 2,50%).
HapyweHuss MUKpOGHOLIEHO3a KULLIEYHMKa BO BCEX rpynnax xapakrepu3oBaiuchb CHuxeHuem Bifidobacterium spp.
u B. thetaiotaomicron. ¥ nauyneHToB co copmupoBaBLunmucs GPXKKT nocne kamnunobaKTepnosa 0TMEeYaInuCh CHUKEHHUE
ypoBH# Bifidobacterium spp., F. prausnitzii n B. thetaiotaomicron, 3amegneHHble TeMMbl NpMbaBKM mMacckl Tena. bonee
A/IMTE/IbHOE CHUXKEHWE TEMIOB MpuMbaBKM MaccChl Tesa OTMEeYasoch y MNalMeHTOB C MCXOAHO HU3KUMMU [OKa3aTeslssMu.
Y 10 (25,00%) naymneHTOB nocse nepeHeceHHoro Kamnmaobakrepmnola He 6bi10 3apMKCMPOBaHO 3amenneHns npubaBku
macchl Tena. 5 n3 Hux B nepnoge PeKoHBaeCLUEHLMU MOay4an KMCIOMOIOYHY0 cMeck. Y 7 aeten (17,5%) nocne 3aBep-
LIeHUs1 HabIIoAEHUS] OTMEYa/I0Ch CHUXEHME OTHOLLIEHUSI MacChl TeJia K BO3pacTy, COOTBETCTBYIoLLee AedULUTy Macchl Tena,
y 6 geteit (15,0%) oaHOBPEMEHHO OTMEYanacb HEAOCTAaTOYHOCTb MUTAaHUS MO MOKa3aTesio «MHAEKC Macchl Tesia K BO3pacTy»,
3HaumMmo yauye (p = 0,0050) npu npuMeHeHMN MPECHbLIX CMECEN, HE COAEPIKaLLMX NPOobMNOTUKa. 3aKao4YeHme. Y geted,
HaxoAsLmxcs Ha UCKYCCTBEHHOM BCKapMJIMBaHWN, BKIIOYEHUE B KOMIJIEKC JIe4€6HbIX MEPOTPUATUN NUTaTENIbHbIX KMCI10-
MOJIOYHbIX CMECEeH ¢ MPOB6UOTUKaMKU CrIOCOBCTBYET yIlyHLUEHMIO KAYECTBEHHbIX U KOJIMYECTBEHHbIX NOKa3aTtesel MUKPO6H1o-
LjeHo3a U BbICTPOMY BOCCTaHOB/IEHMIO TEMIT0B NpUbaBKM Macchl Tejsia 1 pocTa.

Knro4deBble cnoBa: Campylobacter spp., raCTpO3HTEPUT, AETH, KUCTIOMOJIOYHbIE CMECH, Z-UHAEKCHI, FaPMOHMYHOE pa3BUTHE

Ansa yntnpoBarHus: Epmonerko K.[., YKkpanHues C.E., ToH4yap H.B., CKpunyeHko H.B. OTganeHHble NocneacTBnsa Kammnuno-
6aKTepuro3a y AeTen paHHero Bo3pacTta. Bonpockl coBpemeHHou negmnatpumn. 2023;22(6):528-536.
doi: https://doi.org/10.15690/vsp.v22i6.2660

OBOCHOBAHME

Begywen npuyMHOM OGaKTepuanbHbIX 3HTEPOKOSIUTOB
B CTpaHax MMpa KaK C pa3BWUTbIMW, Tak M C pa3BMBaIOLLK-
MUCSi 3KOHOMMKaMu aBnsetca Kamnunobaktepnos [1]. Co-
XpaHsAeTcs TeHAeHUMs pocTa 3aboneBaeMoctn B CeBepHon
Awmepuke, EBpone n Asctpanuu [1, 2]. B Poccum nHbopmauma
0 YacToTe BbISIBNIEHWS AaHHOM MHbEKUUK cobupaeTcs dpar-
MEHTapHO U3-3a TPyAHOCTEN TabopaTOPHOM ANArHOCTUKU U He
[aeT NoJIHOro NPeACTaB/EHUS O €€ UCTUHHBIX MacluTabax [3].

Ocobyto rpynny 601bHbIX KaMMM106aKTEPMO30M COCTaB-
NA0T OETU NepBbIX NIET XU3HU. [4]. CornacHO AaHHbIM
cneunanuctoB 3anagHon EBponbl, ABcTpanuun n CeBepHom
AMEPUKM, KaMNUI0BAKTEPMO3 CYXKMT OCHOBHOW MPUYNUHON
OCTPbIX FEMOppParM4ecknx KONWTOB y AEeTEN paHHEro BO3-

pacta [1]. UMeHHO MnadeHLbl UMEIT Hanbonee BbICOKUE
PUCKM TSXKENOro Te4eHnss MHPEKLMOHHOMO npouecca [5, 6].
0OCc06eHHOCTM UMMYHHOIO pearMpoBaHus pebGeHKa B AaH-
HOM BO3pacTe, OTHOCWUTENbHO HU3KWUI YPOBEHb KOIOHU3a-
LIMOHHOM PEe3UCTEHTHOCTU MMKPOOUOLIEHO3a KHWLIEYHUKA,
a TaKXe Hanuyme pas3HoobpasHbix GaKTOpPOB BMPYNEHT-
HOCTM Yy WwTammoB Campylobacter spp. npeaonpeaensoT
pasHoo6pa3sne KMULWEYHbIX U BHEKMULIEYHbIX CUMMTOMOB
KamnunobaKTepnosa y AeTemn nepBbIxX NeT XusHu [4, 5].
Mocne 3aBeplueHns OCTPOro nepuoga UMHOEKLMOHHO-
ro 3abofieBaHUs CylWecTBYeT PUCK Pa3BUTUSA OC/OXKHe-
HWI, B 4aCTHOCTU GOPMMUPOBAHUSA OCTPbIX ayTOUMMYHHbIX
BOCManUTENbHbIX NOAUPagUKynoHenponatuin (CMHAPOMbI
MneHa — bappe un Munnepa ®uiuepa), BocnanuTenbHbIX



3a60/1eBaHU KULLIEYHMKA UK peaKTUBHbIX apTpuToB [3]. o
faHHbIM T. Tenkate, MMeHHO rpynna geTen paHHero Bo3pacra
nMeeT Hambosniee BbICOKME PUCKM POPMUPOBAHUS OCIOXK-
HeHus nocne Kamnunobaktepuosza [7]. Ocoboe 3HavyeHue
B JaHHOW BO3pacCTHOW rpynne nayMeHToB npnobpeTaeT BO3-
[enCcTBME MHPEKLUMM Ha POCT U pa3BuTHe pebeHKa [2, 8]. Tak,
rpynna uccnegoBartenen n3a yHusepcuteta [AKoHa XonKuHca
NPOAEMOHCTPMPOBana, YTo TaxKenble GOPMbl OCTPbIX KMULLIEY-
HbIX MHPEKLMN CNOCOBGHbI NPUBOANTL K CHUXKEHUIO TEMMOB
npubaBKK pocTa n Macchl Tena [9]. Nccnegosanune H. Veras
y AeTewn, NepPEHECLLUNX KaMnnMnobaKTepnos, No3BOJINIO Bbis-
BWUTb BEPOSITHblE MexaHW3Mbl MOA06GHbLIX npoueccos [10].
B yacTHOCTH, Gblna NokasaHa CBA3b Ha/lM4us reHoB dnaren-
JIMHa 1 uMTOoNeTanbHOro TokcnHa Campylobacter jejuni ¢ anu-
TeNbHbIM 3aMed/ieHneM NpUbaBKKM Macchbl U PocTa y AeTEN.
MNpo6bnema nevyeHns KamnunobakTeprosa U NPodUNaKTUKM
€ro OCNOXHEHUI ycyrybnsetcs yMeHbleHWemM YyBCTBUTENb-
HOCTM KaMnunob6aKTepui K aHTubaKTepranbHbiM NpenapaTam,
NPUBOASALLMM K CHUKEHWUIO Pe3ynbTaTMBHOCTM KOMMIEKCHON
NeKapCTBEHHOM Tepanunn aaHHoro 3aboneBaxus [11]. TpebytoT
fanbHenwero uayvyeHus abdeKTbl NPUMEHEHUS Pa3IUYHbIX
CPeACTB NaToreHeTUYecKon U AMEeTUYECKOW Tepanuu, B 4acT-
HOCTM MPOGUOTUKOB U NMPEeBGUMOTUKOB, a TaKXKe crneuuvannsu-
pPOBaHHbIX CMECEWN AETCKOro MUTaAHUS KaK B OCTPbIM Mepuoa
3abo0/eBaHu1s, TaK U B Nepuoa peKoHBanecueHumnu [11].

Llenb uccnepoBaHma

Llenbto fJaHHOro MccnefoBaHns ABNSeTCH U3y4eHne otaa-
JIEHHbIX NOCNeACTBUIM KaMnunobaKTeprosa y AeTEN paHHEero
Bo3pacrTa.

NALUUEHTbI U METOAbI
HacTosillee uccnefoBaHle NPOBEAEHO KAk MHOTOLIEHT-
POBOE MPOCMEKTUBHOE ANHAMUYECKOE OTKPbITOE 06cepBaLin-

OHHOe. B ycnoBuMAX KIMHWKO-AMArHOCTUHECKOr0 KOHCYybTa-
TUBHOrO LeHTpa PreY AHKUMBE ®MBA Poccuun, MML, Coras
1 nonuknnHukKn N2 88 r. CaHkrt-lNeTtepbypra B nepmoa ¢ 2019
no 2021 r. Habnwganucb 40 geTen, NnepeHecwnx Kamnuio-
6aKkTepros, n 40 geten 6e3 NPU3HaKOB OCTPbIX KULIEYHbIX
nHpeKkumn. narHo3 KamnunobaKrepuolda NoaTBepKaancs
B YCNOBMSX CTaLMOHapa Ha OCHOBAHWKM aKTyaslbHbIX KIAUHM-
YEeCKMX peKoMeHaaunn ¢ NnpuMeHeHnemM Habopa peareHToB
«AmnnmnCeHc OKU cKpuH-FL» («MHTep/la6CepBuc», Poccus),
a TakKe 6aKTepMONOrnYecKoro nocesa (MoCeB Kana Ha Kam-
NMNoGaKTEPMO3 U AUSEHTEPUNHYIO rpynny).

Kputepum BKAOYEHUSI NaLIMEHTOB B NCCIe[0BaHHE:!

1) oTpuuaTenbHbl pe3ynbTaT KOHTPOSbHOro noceBa Ha
KaMnunobaKTepMo3 Ha MOMEHT BK/IOYEHUSA B MUcCie-
[LOBaHwue;

2) BoO3pacT oT 3 Mec A0 2 NIET Ha MOMEHT Hayana 3abo-
neBaHus;

3) OTCyTCTBME OpraHMyeckon nu/mnun GyHKLUMOHanbHOM naTo-
NOTMW OpPraHoB MULLEBAPEHUS B aHaMHese.

Kputepnn nckodYeHus:
1) HecobnogeHWe NPOTOKOa UCCNea0BaHMS;
2) oTKa3 poauTenen / 3aKOHHbIX NpeacTaBUTeNnen oT yyac-

TMs pebeHKa B UCcnefoBaHnu;

3) NOBTOPHbIV 3NN30[ OCTPbIX KULWEYHbIX UHDEKLMI B NEpH-

O[1 KaTaMHECTMYECKOro HabnaeHus;

4) npUMEHeHWe NeKapCTBEHHbIX MpenapaToB, NPO6GUOTU-

KOB B TeYEeHWe BCEro nepuoja uccnefoBaHums.

Mpu npoBefeHUN UccneaoBaHUs YyYUTbIBaNUCh LaHHbIE
KJIMHUYECKOro HabnogeHUs 3a naumeHTamu B OCTpbI Nepu-
04 KamnunobakTepuosa (BblparKEHHOCTb AMapen, PBOThI,
06LWNX CUMMNTOMOB WMHTOKCUKALMKU, IKCUKO3a, TAKECTb
KamMnunobakTepunosa no wkane Knapka), aHaMmHe3a *U3HH
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Long-Term Effects of Campylobacteriosis in Infants

Background. Campylobacteriosis is the leading cause of bloody diarrhea worldwide. Infants have high risk severe campylobacteriosis
as well as development of complications affecting the child growth and development. Objective. The aim of the study is to evaluate
the long-term effects of campylobacteriosis in infants. Methods. A multicenter, prospective, dynamic, open, observational study
included 80 children aged from 3 months to 2 years. The follow-up period after campylobacteriosis was 12 months. Patients were
divided into three groups according to the feeding type: 1 — acidified milk formulas, 2 — non-acidified milk formula without a probiotic,
3 — breastfeeding. Physical examination data and anthropometric indicators were evaluated: height, body weight and z-indices.
Moreover, qualitative and quantitative indicators of microbiocenosis were evaluated on the 21st day from the disease onset. Results.
Functional gastrointestinal disorders (FGID) were diagnosed in 17 children (42.50%) at the follow-up period after campylobacteriosis:
functional constipation (n = 11; 27.5%), functional diarrhea (n = 3; 7.50%), infantile colic (n = 2; 5.00%), cyclic vomiting syndrome
(n = 1; 2.50%). Disorders of intestinal microbiocenosis were characterized by Bifidobacterium spp. and B. thetaiotaomicron decrease
in all groups. Patients with FGID after campylobacteriosis had profound decrease in the level of Bifidobacterium spp., F. prausnitzii
and B. thetaiotaomicron, and slower rate of body weight gain. The more profound decrease in body weight gain rates was observed in
patients with initially low indicators. 10 (25.00%) patients after campylobacteriosis had no slowdown in body weight gain. 5 of them
were administered with acidified milk formula during the convalescence period. 7 children (17.5%) had a decrease in weight-to-age ratio
relevant to body weight deficiency, while 6 children (15.0%) moreover had malnutrition in BMI-to-age index significantly more frequently
(p = 0.0050) with non-acidified milk formula without a probiotic after completion of the follow-up. Conclusion. The inclusion of children
on formula feeding in the complex of therapeutic measures (with acidified milk formulas with probiotics) contributes to the improvement
of qualitative and quantitative indicators of microbiocenosis and the rapid restoration of the body weight gain and growth rates.
Keywords: Campylobacter spp., gastroenteritis, children, acidified milk formula, z-score, harmonious development
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(annaemuonorn4yeckne gaHHble, aHamMHe3 601e3HU, TeYeHue
6epeMeHHOCTV M POAOB y MaTepu, AMHAMMKA NCUXOMOTOP-
HOro M QU3MYECKOro pasBUTUS pebeHKa, BaKLMHaNbHbIN
cTatyc, 0OCOGEHHOCTU MUTaHWUe, conyTcTBylolMe 3aboneBa-
HUSA pa3fM4YHbIX OpraHoB K cucteM). Noapo6HO aHaNU3npPo-
Ba/IMCb AaHHble aMbynaTopHbIX KapT HabntaeHs 3a pebeH-
KOM, NPeaoCTaBASEMbIX POAUTENAMM.

Bce mauMeHTbl B OCTpbIY Nepuoj KamnunobakTepuosa
nonyyanu CTaHZapTHYO Ga3UCHYI0O KOMMEKCHYIO Tepanuio,
BK/IlOYAIOLWYO pervapaTtaumto, npuMeHeHne aHTepocopbeH-
TOB W NpenapatoB naHKpeaTndecknx depmeHTtos [12]. Mpu
HanM4yMM remopparnyecKkmx NpPosiBNEHUM B CTyne K Tepanuu
[o6aBnaInNCb reMocTaTuKK (aTamaunar). HasHayeHue aHTu-
GaKTepuranbHbIX NpenapaTtoB OCYLIECTBASANOChH MPU HEOOXO-
OWMOCTM Ha OCHOBaHWMM MPaKTUYECKWUX PEKOMeHAauMin no
aHTMbGaKTepuaabHOM Tepanuu, paspaboTtaHHbix HUU anuae-
Muonorum PocnotpebHaasopa [9].

MauneHTbl NPoLOMKaNM HaxoAMTbCA NoA BpavyeGHbIM
HabnogeHnem B TeyeHne 12 mec. BrawoyeHne naumeHToB
B MCCNnefoBaHWe MPOMCXOAMI0 NOC/E BbIMUCKNU U3 CTauMoHa-
pa M1 OCyLLECTBNANOCH B 5 KOHTPObHbIX TOYKax: 21, 90, 180,
270 n 360 gHen ¢ MOMeHTa NosBAEHMS NEPBbIX CUMMNTOMOB
Kamnunob6akrtepmnosa. [posBoaunacbk ob6sa3atesibHas OLLEHKa
CaMOYyBCTBMS M COCTOSIHUS NMaLMeHTa.

MNepen Ha4anoM KaTaMHECTMYECKOro HabnaeHns poau-
TensmM 6bInn NOAPOGHO Pa3bACHEHbI BO3MOXHbIE KIWHMYE-
CKME CUMNTOMbI, XapaKTepHble 419 OTAANEHHbIX OCMIOKHEHWM
KaMnuno6aKkrepnosa, AaHbl PEKOMEHAAUMW MO MWUTaHMIo
M obecrneyeHUto MNCUXOIMOLMOHANBbHOro 61arononyyuns
pebeHKa. B xoge nccnengoBaHms nauneHTbl UMENn BO3MOXK-
HOCTb OGpPaTHOM CBSI3M C KypaTOpoOM B Cllydae HapyLleHUs
COCTOSIHUS pebeHKa.

[etn 6binn pasgeneHbl Ha TPU rpynnbl B 3aBUCUMOCTH
OT BMAA BCKapMMBaHUS:

e rpynna 1 (KM) — kucnomonoyHas cMmecb (n = 14);
e rpynna 2 (CT) — cTtaHgapTHas npecHasa cMmecb 6e3 npo-

6unoTtuka (n = 10);

e rpynna 3 (FB) — rpyaHoe BCKapmnauBaHue (n = 16).

B KayecTBe KOHTPOSbHOW rpymnbl paccMaTpuBaancb
40 [peTten, cornocTaBMMbIX MO BO3pacTy, HabnoaaBLIMXCS
B KabuHeTe 340p0BOro pebeHka nonnkianHukn N2 88 Kpac-
HocenbCKoro pavoHa CaHKr-lNeTepbypra. Bce getu, BKIto-
YEHHble B KOHTPOJNIbHYIO TPYMnMy, HaxXxOAWIUCb Ha rPyaHOM
BCKapM/MBaHUWM U HE UMENN 3a BECb Nepuo HablaeHus
NPU3HAKOB OCTPbIX KULIEYHbIX NHOEKLMN.

[etn Bcex rpynn noayyanu NPUKOPM B COOTBETCTBUM
C BO3PacTOM, CPOKM BBE[EHUS MPUKOPMa 3HAYMMO He
OT/INYanmuCh.

YuuTtbiBanu nosiBiieHne xanob Ha 6011 B XKMBOTE, AUC-
nenTUYecKue SBNEHNS CO CTOPOHbI BEPXHENO (OTPbIXKKA, TOLL-
HOTa M pPBOTA) U HMKHEro (MeTeopunam, dnaTyneHuus, 3ano-
pbl ¥ AMapes) OTAEN0B XeNyao4YHOo-KuwevHoro Tpakta ((KKT),
M3MEHEHUs annetuta, o6Lero camo4vyyBCTBUS BO Bpems
HabnwgeHnsa. na obnervyeHns UHTepnpeTauum xapakrepa
cTyna npuMeHsnach rpadpuyeckasn Tabnuua Knaccubukaumm
cTyna no bpucTonbCcKomM WKane.

Y neten paHHero Bo3pacTta B CBA3M C TPYAHOCTAMU caMo-
CTOATENIbHOr0 NPeabaBAEeHUs Kanob Ha nosBieHue 6onen
B YKMBOTE NPUMEHSINCb METOAUKM KOCBEHHOM OLEHKMU KNK-
HMYECKMX CMMMNTOMOB. OHM BKIOYANM OLEHKY PasnnyHbIX
noBeAeHYECKMX (MMMWMKa NuLa, OBUMXKEHWS Tena M nnad)
N PU3MONOrMYECKUX MNOoKasaTenem (4actota cepheyHbIX
COKpallleHWI, apTepranbHoOe AaBNeHME U KOXKHas peaKkums),
accoLMMpoBaHHbIX ¢ 60Mbt0. B cnyyae BbiiBNEHWS NaTosno-
FTMYECKMX CMMMTOMOB NauUMEHTbl Nofyvyanu pexKoMeHaauuu
no MeAUKaMEHTO3HOW U AMETMYECKOM KOPPEKUMU OaHHbIX
COCTOSIHUI. MHTepnpeTauns CUMNTOMOB M NOCTaHOBKa Aunar-

HO3a OCYLECTBASANCE C MPUMEHEHNEM PUMCKUX KpuUTepu-

eB IV nepecmotpa [13, 14].

B aononHeHne K KIMHMYECKOW OLIEHKE NPOBOAWIN pery-
NISIPHYIO OLLEHKY aHTPOMOMETPUYECKUX AaHHbIX. Bbinun uccne-
[l0BaHbl crieaylolimMe napaMeTpbl:

e abcontoTHasa npnbaBka Macchl (AW) — pa3HOCTb MexKay
ABYMS 3HA4YeHMSIMM MaccChl Tena, NoayYeHHbIMU B ABYX
nocnegoBaTefbHbIX HabNtoAEHUSX;

e OTHOCUTeNbHas npubaBka Macchl Tena (pPW) — oTHolle-
HWEe Pa3HOCTM MeXAy ABYMS 3Ha4YeHWUsMM Macchbl Tena,
nony4yeHHbIMU B ABYX NocnefoBaTeflbHbIX HabNIOAEHUSIX,
K NepBUYHOMY HaBNOAEHMIO;

e Macca Tena K Bo3pacty (weight for age z-score; WAZ);

e uHAeKc macchl Tena (MMT) K Bo3pacty (body mass index
for age z-score; BAZ);

e pocT K Bospacty (height-for-age z-score; HAZ).
MapameTpbl BbIYMCASANCH C UCNONb30BAHWEM NPOrpam-

Mbl AnthroPlus no npeanoxeHHbiM BO3 cnpaBOYHbIM M CTaH-

OapTHbIM NoKasatensaMm GU3nyYecKoro passuTna geten [15].
B cooTtBeTcTBUM € pekomeHaaumnamu BO3 mnHTepnpeta-

LUMS NOMYYEHHbIX 3HAYeHW NpPoBOAMNACH MO CAeaylLMM

KpUTEPUSAM:

e  WAZ: pednumt macchl Tena — npu < —2 SDS, Hopma —
oT —2 go +2 SDS, nsbbiToYHas macca Tena Uan oxupe-
HWe — npu > +2 SDS;

e HAZ: Hu3Kopocnoctb — npu < —2 SDS, Hopma — oT -2
0o +2 SDS, BbICOKOPOCNOCTb — npu > +2 SDS;

e BAZ: HeaOCTaTOYHOCTb NUTaHMA — npu < —2 SDS, Hop-
Ma — oT —2 o +1 SDS, u36biToyHas macca Tena —
oT +1 go +2 SDS, oxupeHne — npu > +2 SDS [16].
MMWKPOBUOLIEHO3 KULLIEYHMKA AETEN OLEeHMBANN B NEpPUo-

e peKoHBanecueHUMn KamnuaobaKktepmosa Ha 21-h AeHb

C MOMeHTa Ha4yana 3ab0fieBaHUs Ha OCHOBaHWKW MCCNego-

BaHMs 06pa3uoB GpeKannin MeTogomM NoiMmMepasHon LenHom

peakuwuu (MLUP) B pexxnme peanbHoro BpeMeHu. BolgeneHne

OHK n3 dekanui ocywectsnanu ¢ nomoubio Habopa AHK-

OKCIPECC (000 «Jlntex», Poccus). MpumeHsanca Habop

npavmepoB «KonoHodnop-16» (000 «Anbdallab», Poccus),

cnyXalun ang BbiiBAeHUA obllen 6aKkTepuanibHOW Macchl,

Lactobacillus spp., Bifidobacterium spp., Bacteroides fragilis

group, Bacteroides thetaiotaomicron, Faecalibacterium

prausnitzii, Escherichia coli, Klebsiella oxitoca/pneumoniae,

Proteus spp., Pseudomonas aeruginosa, Acinetobacter spp.,

Citrobacter spp., Staphylococcus aureus, Salmonella spp.,

Shigella spp. n Candida spp. Nosy4yeHHble pe3dynsTaTbl Obln

npeAcTaBieHbl Kak KONMYeCcTBO KOMOHMeOo6pasylolwmx eau-

HuL, (KOE) nayyaembix MuUKpoopraHnamoB B 1 r deKanum

B AeCsATUYHbIX norapudmax (Ig KOE/T).

CtaTUCTMYECKU aHaNun3

Ctatuctnyeckas o6paboTKa MaTepuana nposeje-
Ha ¢ nomolublo nNporpammbl Statistica for Windows, v. 10
(StatSoft, CLUA). Jns KONMYeCTBEHHbIX AaHHbIX KaXKaowu rpyn-
Mbl Bbl4UCNEHbI AECKPUMTUBHbBIE XapPaKTEPUCTUKM: B cllydae
HOpPManbHOro pacnpeaeneHns — cpegHee 3HavyeHue noka-
3aTtens (M), ctTaHgapTHoe OTKIOHEHWE (o), MUHUMYM, MaK-
CMMyM, B C/lly4ae HEHOPMasbHOr0O — MeAuaHa W KBapTUaW.
[N OUEeHKM COOTBETCTBMSA pacnpeneneHus uccnegyemomn
BbIGOPKM 3aKOHY HOPMasibHOro pacnpeaeneHns NPpUMeHsIn
meTtog Konmoroposa — CmupHoBa. Paamep BbIGOpPKK npea-
BapWTENbHO HEe paccyuTbIBasCcs.

KayecTBeHHble iaHHbIE OMNUCaHbl C YKadaHueM abCcontoT-
HbIX 3HAYE€HWM M MNPOLEHTHbIX Aonen. CpaBHEHWE 4aCTOTbI
BCTPEYaeMOCTM MPU3HAKOB B rpynnax M aHanu3 Tabnuy
COMPSIKEHHOCTHU  BbIMOJHSAAM C MOMOLLBIO  x2-KpUTepus
MupcoHa mn To4yHoro Metoaa Puwepa. [Ana onpeneneHus
CTaTUCTUYECKOM 3HA4YMMOCTM pasnMyMin B CpaBHMBaEMbIX



BblGOpPKax Mcnonb3oBanu paHrosbin U-kputepuin MaHHa —
YWUTHKU (2 nepeMeHHbIX), KpuTepun Kpackena — Yonnuca
(B cnyvae cpaBHeHMs 6onee 2 nepemMeHHbIX). CTaTUCTUHECKYO
06pabOoTKy AaHHbIX O KOHUEHTpauun BO3OGyauTeNen B Kane
BbIMNOMHANM NOCNe npeaBapuTebHON NorapudMUYecKon
TpaHchOPMaLMK UCXOLHbIX BENNYNH. CTAaTUCTUHECKM 3HAUN-
MbIMUW CYMTanM pesdynbraTbl aHannsa npu p < 0,05.

Ona 6onbwen MHPOPMaATUBHOCTU WM HarNgaAHOCTU npen-
CTaBNEHUSA pe3ynbLTaToB WCCNeAOBaHUS MNPUMEHSNOCH
nocTpoeHne Kopobuatbix rpadmKos (box-plot,) npeanoxeH-
Hbix J. Tukey B 1977 I. Kak MeToJ BU3yanuaaluu pacrpe-
nenenus. lpuMeHeHWe KopobyaTbix rpadukoB obneryano
CpaBHeHWe MeauaH nyteM gobaBneHuns K rpaduKky AoBepu-
TENbHOMO MHTEpBana MeanaHsbl. LleHTpanbHas YacTb rpaduka
COOTBETCTBOBaNa 2-My M 3-My KBapTUASM pacnpegeneHus,
JIMHUU NOTPELIHOCTEN — MUHUMANbHOMY M MakCMManbHOMY

3Ha4YeHuWIo B aHHOM rpynne. [paduKkn n gnarpamMmmbl NOCTPO-
eHbl B nporpamme Excel.

9THUyecKan akcnepTusa

BbinonHeHve paboTbl 66110 0406PEHO HE3ABUCUMbBIM 3TH-
yecknm KomutetoM npu Orey AHKLUMB ®MBA Poccuun Kak
He NpoTuBOpeYvalllee 3TMYEeCKMM HopMam (npoTokoa N2 111
o7 05.03.2019).

PE3Y/IbTATbI

lpynnbl nayneHToB (Tabn. 1) 6bliM CONOCTaBUMbI MO BO3-
pacty (H =0,83; p = 0,63) n nony (p = 0,42).

Ha MOMEHT Hayana KaTamMHecTM4eCcKoro HabnaeHus
(HayanbHas To4YKa HabnwaeHns — 21-M AeHb OT MOMEHTa
nosiBIEHMS CUMNTOMOB KamnunobakTepuosa) y 26 (65,0%)
[leTert UMenuch Xanobbl Ha COCTOSAHUS 3[0POBbSA (Tabn. 2):

Ta6nuua 1. XapaktepucTuKa o6cneaoBaHHbIX AeTen ¢ y4eToM rnosa W Bo3pacTta
Table 1. Characteristics of examined children by gender and age

OTH., % OTH., % OTH., % MepauaHa, vec AN, vec
pynna 1 (KM) 6 42,86 8 57,14 14 17,5 11 34
fpynna 2 (CT) 5 50,0 5 50,0 10 12,5 10 3,6
pynna 3 (FB) 10 62,5 6 37,5 16 20,0 10 2,8
fpynna 4 (K) 20 50,0 20 50,0 40 50,0 11 3,9
Bcero 41 51,25 39 48,75 80 100 10 2,8
Mpnumevanmne. KM — KucnomonoyHas cmecb; CT — cTaHaapTHas npecHas cmecb 6e3 npobuoTuka; B — rpyaHoe BcKapmauBaHWe;

K — KoHTponb; I — noBepuTenbHbIi MHTEpPBa.

Note. AMF (KM) — acidified milk formula; NAMF (CT) — non-acidified milk formula without a probiotic; BF (FB) — breastfeeding; C (K) — control;
Cl (AN) — confidence interval.

Ta6nuua 2. HactoTa BbIBIEHUSA ¥anob naluneHToB Yepes 21 feHb nocne NossaeHns CUMNTOMOB KamnunobakTeprosa

Table 2. Patient complaints 21 days after campylobacteriosis symptoms onset

p=0,12
3anopsbl 4 25,0 7 70,0 5 35,71 Py »= 0045 16 40,0
OTCYyTCTBME CaMOCTOSTENIbHOIO CTyNa 1 6,25 2 20,0 2 14,29 p=0,71 5 12,5
HapyweHunsa KOHCUCTEHLMM CTyna 3 18,75 6 60,0 5 35,71 p=0,14 14 35,0
p=0,015
MeTteopuam 3 18,75 8 80,0 6 42,86 | py ,=0,0045 17 42,5
Py, 3 =0,0045
B3aaytue xumBoTa 2 12,5 4 40,0 3 21,43 p=0,30 9 22,5
p=0,004
BbicTpas HackIaeMocTb 4 25,0 9 90,0 5 35,71 | py,,=0,0029 18 45,0
po, 3 =0,0035
p =0,002
OTKa3 oT eapl 2 12,5 7 70,0 2 14,29 | p,; ,=0,0054 14 35,0
po, 3 =0,0027
710X01 HOYHOWM COH 3 18,75 4 40,0 7 50,0 p=0,41 14 35,0
Bcero 16 100,0 10 100,0 14 100,0 - 40 1,00

MpumevaHne. YKasaHbl 3HAYEHUS OWMOKM NpW NPOBEAEHUN TOYHOro Tecta duilepa Npu cpaBHEHUM Tpex rpynn. MNpu BbISBAEHUWU cTaTUC-
TUYECKMX PasnMyYMi Npu NONapHbIX CPAaBHEHUSX OHU yKa3blBanucb AOMOAHUTENbHO. B rpynne 4 (KOHTPOb) Kanobbl BbiABEHbI HE OblK.
KM — kucnomonoyHas cmecb; CT — cTaHaapTHas npecHas cMecb 6€3 NpobuoTuKka; 'B — rpyaHoe BCKapMnBaHue.

Note. The error values for the Fisher exact test in comparison of three groups are indicated. In case of detecting statistical differences in pairwise
comparisons, they were indicated additionally. No complaints were identified in Group 4 (control). AMF (KM) — acidified milk formula;
NAMF (CT) — non-acidified milk formula without a probiotic; BF (F'B) — breastfeeding.
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6eCnoKonCTBO, nna4y npu KopmneHun (n = 15; 38,00%),
MeTeopuaMm (n = 19; 48,00%), HapylLEHUS KOHCUCTEHLMMU
ctyna (n = 16; 50,00%), 3anopsbl (n = 14; 35,00%).

Mpn aHann3e gUHaMUKKU CUMNTOMOB B MOCTUHOEKLMOH-
HbIM nNepuop y 60NblUero KoanyecTBa nayueHTtoB (n = 27;
67,50%) oTMe4anu coxpaHeHue ObICTPOro HachblleHUs
(n = 8; 20,00%), yBennyeHus YacToTbl cTyna (n = 7; 17,50%),
6ecnoKoncTa npu npueme nuun (n = 6; 15,00%) n meteo-
pusma (n = 7; 17,50%). [letu npeabsaBnsnu xanobbl Ha
MeTeopuaMm (n = 3; 7,50%), ydalleHHbn ctyn (n = 2; 5,00%),
CHUXeHue annetuta (n = 2; 5,00%), 3anopsbl (n = 1; 2,50%).
Y peten u3s rpynnbl 2 AOMUHWPOBaNM MeTeopusm (n = 4;
10,00%), B3aytme xuBoTa (n = 3; 7,50%), CHUKEHME anneTu-
Ta (n = 3; 7,50%) 1 ymepeHHbIn AUCKOMOPT B KMBOTE (N = 3;
7,50%). B eAMHUYHbIX HAbNOAEHNUSX UMENU MECTO 3anopbl
(n =1; 2,50%), anapes (n = 1; 2,50%).

Haunbonee 4yacTo NosiBNEHUE WK YCUNEeHUEe AUCTENTU-
YEeCKMX CUMMMNTOMOB OTMEYanu B nepuoa ¢ 1-1m no 2-10 KOHT-
pPONbHYlO TOYKYy HabnwogeHus. Y 13 nauumeHToB B 3TOT
nepuoa PernucTpmpoBanoChb CHWXKEHME YacToTbl gedeka-
UMK OO OBYX M MeHee pa3 B Hegenw (n = 13; 32,50%),
NnosIBNANUCE 3aTPYAHEHWUS MPU CaMOCTOSATENIbHON AedeKa-
ummn (n = 11; 27,50%). Ha 2-m Mec KaTaMHeCTUYeCKO-
ro HabnwaeHus anNuM304bl AJIMTENbHOW 3afepXKKW CcTyna,
YMeHbLUEHNS YacToTbl gedeKaunn A0 ABYX pa3 B Hepesnio,
M3MEHEHNSA KOHCUCTEHLMKU cTyna (NJOTHbIM, KOMOYKamu,
MmN 1-2 no BpuUCTONbCKOM LWKane OoueHKu cTyna) 6blau
BbiiBNEHbl Yy 22 (35,00%) aeten. 3HauuTenbHo pexe (n = 5;
12,50%) oTmedvanacb nepuoaMyecKkasa ydalleHHas aede-
Kauus (Tpu u 6onee pasa B CYTKM). HacToTa BbISIBIEHUSA
OWapenHoOro cuHapoma O6blla MakKCUManbHOW B MNepBble
3 mec HabnwgeHunsa (n = 13; 32,50%), umena oT4eTIn-
BYIO TEHAEHLUMIO K CHWXXEHUIO B AMHAMUKe HabnogeHus
3a nauueHtamu. Tak, Ha 9- mec HabnaeHUsa AaHHbIN
cumnToM otMmeyvann y 3 (7,50%) nauymeHToB. CTOUT TakxkKe
OTMETUTb, YTO ASIMTENbHOCTb ANAPENHOIr0 CUHAPOMA TONTbKO
B [ABYX cny4asax npeBblwana 14 agHen (cpedHss npoaon-
XUTeNbHOCTb — 8 = 4,8 OHS), B KIMHUYECKON KapTUHE He
OblNI0 0OB6HAPYKEHO MPU3HAKOB WMHTOKCUMKAaLMWK, NOSIBAEHUIO
CMMMNTOMOB He MPeALIEeCTBOBANIN MOrPELIHOCTH B MUTAHUMN.

XapaKTepHoM 4yepTon HabntgaemMoro KOHTUHreHTa 6bi1o
HEMOCTOAHCTBO Xanob, YacToe 3MEHEHWE BeayLLero cumnm-
TomMa GYHKLMOHANbHbBIX 3aNopoB, 3aTpyAHsIoLee NOCTaHOB-
Ky OKOHYaTeNbHOro AnarHo3a € NpUMEHEHUEM KpUTEpUEB,
TpebytoLLMX COXPaHEHNS CUMNTOMOB He MeHee 6 Mec.

Mo pesynbtatam HabMOAEHUS Ha OCHOBAHWKM PUMCKMX
Kputepues IV nepecmoTpa GyHKLMOHANbHbIE PacCTPOMCTBA

enyo4YHo-KuweyHoro tpakta (PPHKKT) 6bian anarHoctu-
poBaHbl y 17 geten (Tabn. 3). HactoTa BbisiBNeHMs ybbiBana
B paay: «dyHKUMOHanbHble 3anopbh (N = 10; 25,0%), «byHK-
LMoHanbHas anapes» (n = 3; 7,50%), «<MnageH4YeCKMe KONUKN»
(n = 2; 5,0%), «CUHAPOM UMKIMYECKUX pBoT» (N = 2; 5,0%).
Y BCcex nauneHTOB 6blfi UCKIOYEHbI «CUMMTOMbI TPEBOTMU»
(YyNOpPHbIN KPKK, MOBTOPHbIE PBOThI, PBOTa C KPOBbIO, OTCYT-
CcTBME Habopa Macchbl Tena unn NoTepst Maccobl Tena, nosiene-
HUE KPOBM B CTyne, HEOObsACHMMAs NnxopaaKa).

Yactota BbiiBNeHns PPKT He umena craTUCTUYECKHU
3HAYUMbIX Pas3Mynii Mexay rpynnamu nauueHToB, nepe-
HeclWnx KaMnunobaKTeprosa 1 NoydYaBLlIMX pa3Hoe NUTaHue
(cm. Tabn. 3).

Kak BMAHO M3 puc. 1, HapyLleHUa MMKPOBMOoLLEHO3a KMLLeY-
HWKa BO BCEX rpynnax XapaKTepu3oBajnCb YMEHblUEHWEM
YPOBHS CUMOBUOTUYECKUX MUKPOOPTraHM3MOB pa3HOM CTEMEHM
BbIpa)eHHOCTU. Hanbonee BbliparKeHHOE CHUXKEHME MO CcpaB-
HEHWIO C YPOBHEM KOHTPosNa Kacanocb Bifidobacterium spp.
n B. thetaiotaomicron (p = 0,03 n p = 0,01 COOTBETCTBEHHO).
[aHHbIN NoKa3aTeNb Obll HUXEe 3HaAYEeHWW MaLMeHTOB M3
KOHTponbHOW rpynnbl Ha 2 Ig KOE/r y 12 peten ua rpyn-
nbl 3 (75,00%) 1 8 geten us rpynnol 2 (80%).

AHanna coctaBa MWKPOOGMOLIEHO3a KULLEYHUKA y nauu-
€HTOB B 3aBUCMMOCTU OT dopmupoBaHua PPHKKT (puc. 2)
B KaTaMHECTUYECKMI Mepuoj No3BONWA BbISBUTb XapaKTep-
Hble U3BMEHEHWUS B BUAE 3HAYMTENbHOIO CHUMKEHUS YPOBHS
Bifidobacterium spp., F. Prausnitzii v B. Thetaiotaomicron
npv GopMUPOBAHNKN AAHHOW NaToNorMn. Henb3s UCKIOYNUTD,
4TO NOAOGHbIE MBMEHEHUS MOTYT CBMAETENbCTBOBATL O BO3-
MOHOW PO/M HapyLLEHU MUKPOBUOLIEHO3a KULLEYHUKA MpH
GopmMMpoBaHUM B NOCTUHDEKLMOHHOM nepuoge PPHKKT.

dopmupoBaHne PPHKKT u conytcTBylOWMe AaHHbIM
3a60neBaHnAM KIMHUYECKME CUMNTOMbI BAWSIOT Ha MuLLe-
BO€ noBefeHWe pebeHKa, ero pocT U passuTue (puc. 3).
75% nauneHTtoB (n = 30) nocne nNepeHeceHHoro Kamnu-
nobaKrtepunosa 3ameansanu Temnbl npubaBKM Maccbl Tena
1 nepexoaunu B 60nee HU3KU Kopuaop passutng. Hanbonee
BblpaXeHHas TeHAEHUMS NO ASIUTENbHOMY CHUMEHUIO Mpu-
6aBKM Macchbl Tena oTMevanach y NaLMeHToOB C UCXOLHO HU3-
KMMK nokasatensamu (1-3-1 kopuaop). /lvwbe y 10 (25,0%)
nauneHTOB MOC/ie NepPeHeceHHoro Kamnunobakrepnosa He
6bIN0 3adUKCUPOBAHO 3amMeasieHns NpMbaBKK Macchl Tena,
npuyeMm 4 u3 Hux (10,0%) B nepuoae peKoHBanecueHuun
nony4ann cmecb NAN KucnomonoyHbl, a y 1 nauyueHTa,
noslydyaBLIEr0 AaHHYKD CMeCb, oTMedanacb 6osee 6bicTpas
npubaBKa macchl Tena. B ganbHenwem B Xxoe KaTaMHEeCTU-
yecKkoro HabnoaeHns cumntombl PPHKKT He onpenensnuch

Ta6auua 3. YactoTa BbiiBNeHUs GYHKLUMOHANbHbIX PACCTPONCTB XEeNYA04YHO-KULLIEYHOro TpaKTa y NaLMeHToB uccneayemblx rpynn

Table 3. Functional bowel disorders frequency in patients of different study groups

rpyilz“r:la 1 rpygga 2 rpyp;a 3 Bcero
Mapametp p
n % n % n % n %
DYHKLMOHaNbHbIE 3anopsbl 2 14,29 4 40,0 4 25,0 p=0,63 10 25,0
DyHKUMOHaNbHag anapes 1 7,14 1 10,0 1 6,25 p=0,94 3 7,5
MnageH4YecKue KoNnMKu 0 0 1 10,0 1 6,25 p=0,52 2 5,0
CUHAPOM LMKINYECKMX PBOT 0 0 1 10,0 1 6,25 p=0,25 2 5,0
Bcero 3 21,43 7 70,0 7 43,75 p=0062 17 42,5
p4,0=0,017

lpumedaHne. Ons OLEHKM 3HAYMMOCTU PasnUyuUii MPUMEHSNCS TOYHbIM TecT ®uwepa. B rpynne 4 (KoHTponb) GPXKT anarHoctMpoBaHsbl
He 6binn. KM — KkucnomonoyHasa cmecb; CT — cTaHAapTHasa npecHas cmecb 6e3 npobuoTuka; B — rpyaHoe BCKapMaMBaHue.

Note. Fisher exact test was used to assess the statistical significance of differences. Group 4 (control) did not diagnose any functional bowel disorders.
AMF (KM) — acidified milk formula; NAMF (CT) — non-acidified milk formula without a probiotic; BF (F'B) — breastfeeding.




Puc. 1. Oco6eHHOCTM MUKPOBMOLIEHO3a KULLIEYHWKa Y ileTel paHHero Bo3pacTa Ha 21-e cyT ¢ MOMeHTa Havana 3abofneBaHus Nno JaHHbIM
MLP B pexxume peanbHOro BpemMeHu
Fig. 1. Features of intestinal microbiocenosis in infants 21 days after disease onset according to real-time PCR
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LleHTpanbHas 4acTb AgnarpamMbl COOTBETCTBYET 2-My U 3-My KBapTUIAM pacnpeneneHus, IMHUK NOorpeLlHoCcTen — MUHUMaNbHOMY
M MaKCUMaJ/lbHOMY 3Ha4€HUIO NoKa3aTengd.

Note. X-axis: | — group 1 (AMF), Il — group 2 (NAMF), Il — group 3 (BF), C (K) — control group. The central part of the diagram corresponds
to the 2nd and 3rd distribution quartiles, the variation line corresponds to the minimum and maximum indicator value.

Puc. 2. MNapameTpbl MMKPOGMOLLEHO3a KNLWEYHWKa Y iIeTel paHHero Bo3pacTta Ha 21-e cyT ¢ Havana 3aboneBaHus no gaHHbiM MNLP B pexkume
peanbHOro BpEMEHU B 3aBUCUMOCTHU OT dopmupoBanuns GPKKT

Fig. 2. Features of intestinal microbiocenosis in infants 21 days after disease onset according to real-time PCR depending on the functional
bowel disorders development
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Note. The central part of the diagram corresponds to the 2nd and 3rd distribution quartiles, the variation line corresponds to the minimum
and maximum indicator value.
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y 60nblWIKHCTBA NauuneHToB (n = 28; 70,0%). Y 12 nauuner-
ToB (30,0%) nmake nocne roaa HabnOAEHUA MNMPU OLEHKe
LLEHTUNbHbIX TabnuL, macca Tena 6bina Ha 1 (n = 7; 17,5%)
unu 2 (n = 4; 10,0%) Kopuaopa HUXKe, 4eM 40 3aboneBaHus.
Mo ntoram HabnoAeHNS Y 7 AeTen 0TMEeYanocb CHUXKEHUE
WMHOEKCa «<Macca Tena K BO3pacTy», COOTBETCTBYyolLee aedu-
LUMTYy Macchl Tena, y 6 aeten ogHOBpPEMEHHO oTMevanach
HEel0CTaTOYHOCTM MUTAHMA MO MoKa3aTento «MHAEKC Macchbl
Tena K Bo3pacTy». Bce oHu chopmupoBanu PPHKT B nepu-
0fle KaTaMHECTUYECKOoro HabnogeHnsa. 3 Hux 5 geten nony-
Yyanu cMecu, He coaepKalline npobuoTuKa. Mocne npoBeaeH-
HoM Tepanun y 1 pebeHKa oTMe4Yanacb M36bITOYHas Macca
Tena no COOTHOLIEHMIO «<Macca Tefa K BO3pacTy», YTO TaKKe
CBWAETENbCTBYET O 3HAYUTENbHbIX HAPYLIEHWUAX MUTAHKUS.

Haunbonee BbICOKMM OblJI0 KONMYECTBO NaLMEHTOB € Aedu-
LMTOM Macchl Tena (Tabn. 4) B rpynne, nonyvyaBllen CTaH-
[apTHble MpecHble cMecn 6e3 npobuoTuka (n = 5; 12,5%).
970 elle pa3 MOKasbiBaET, YTO OCO3HAHHLIN BbIGOP onpe-
[eNIeHHON [EeTCKOWM MOJIOYHOM CMECKH WMrpaeT BaxKHyl posib
B BOCCTaHOBJIEHUWN HOPMabHON TPAEKTOPUM Pa3BUTHS.

3AKJTIOYEHME

Pe3ynbTraTtbl NpoBefeHHbIX paHee UccnefoBaHUM MOKa-
3blBaloT, YTO rpynna nauneHToB Mnajlero Bo3pacta UMeeT
Hanbosiee BbICOKUE LAHCbl TAXENOro Te4YeHus KaMnuio-
6aKTeprosa v ya3BuMMa 19 HEraTMBHOINO BO34ENCTBUA KaK
JIeKapCTBEHHbIX MpenapaToB, TaK U camMoro BO36yauTens.
Hanbonee nokasaTteNlbHbIM SABNSETCA BO3LEUCTBME KaM-

Puc. 3. U3meHeHue 3Havenns nHgekca WAZ (weight age z-score; MHAEKC «<Macca K BO3pacTy») B IMHaMUKe HabntoaeHns
Fig. 3. Changes in the WAZ index (weight age z-score; mass-to-age index) in dynamics
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lMpumedanme. | — rpynna 1 (kucnomonoyHas cMmech) [l — rpynna 2 (npecHas cmecb 6e3 npobuoTtuka), lll — rpynna 3 (rpyaHoe BCKapManBaHue).

Note. | — group 1 (AMF), Il — group 2 (NAMF), Il — group 3 (BF).

Ta6nuua 4. PacnpegeneHve aHTPONOMETPUYECKUX NOKa3aTenen B ndydaemon Bbi6opke (n = 40)

Table 4. Distribution of anthropometric parameters in the study sample (n = 40)

n % n % n % % n % n %
WAZ 7 17,50 7 17,50 12 30,00 15,00 8 20,00 1 2,50
HAZ 1 2,50 6 15,00 15 37,50 14 35,00 3 7,50 1 2,50
BAZ 6 15,00 8 20,00 7 17,50 11 27,50 5 12,50 3 7,50

lpumevyaHne. WAZ — macca Tena K Bospacty (weight for age z-score); HAZ — pocT K Bo3pacTy (height for age z-score), BAZ — nHaeKc maccbl

Tena K Bo3pacty (body mass index for age z-score).

Note. WAZ — mass-to-age (weight for age z-score); HAZ — height-to-age (height for age z-score), BAZ — BMI-to-age (body mass index for age z-score).



nunobakTepu Ha cOoCTaB MUKPOOMOLEHO3a KMILIEYHMKA
n paboty XKT [8].

BonbWKMHCTBO $aKTOpoOB, 3HAYMTENbHO MOBbILWALINX
BEPOSATHOCTb HEernagkoro TeyeHUss MNOCTUHOEKLMOHHOIO
nepuoga W pPeKOHBaNecCLeHTHOro 6GaKTepuoBblAeNeHu s,
accouumpoBaHbl ¢ gedeKtaMu nutaHua peten [16]. lpo-
6uoTtnyeckmn wWtamm Bifidobacterium animalis subsp. lactis
BB-12, BXxoasiLLMi B cOCTaB AETCKOM Mono4YHom cmecu «NAN
KMCTOMOJIOYHbIM», CNOCOGEH MoaaepXmBaTb CUMOUOTUYE-
CKYl0O MMKPOOGMOTY, HOPMann3oBaTb MOTOPUKY KULIEYHUKA,
COKpalllas 4ImTenbHoCTb agnapeun [17]. BaxHbiM npenmylle-
CTBOM CMECH SIBASIETCS BKIOYEHME B €€ COCTaB HYK/IeoTU-
0B [18], NnpMHUMalIOLLMX aKTUBHOE yYacTUe B BOCCTaHOBIE-
HUW aHAaTOMWYECKON M GYHKLMOHANbHOW COCTOATENIbHOCTH
ANUTENNS NULLLEBAPUTENBHOIO TpakTa [19].

lMpoBeaeHHoe UccnegoBaHWe MMeeT psad OrpaHUYeHUi:
KO/IMYECTBO BK/IOYEHHbIX MaLMEHTOB OMNPEAENNIO HECOOT-
BETCTBME NOJYHYEHHbIX PE3YNLTAaTOB KPUTEPUAM HOPMaSbHO-
ro pacnpegeneHus, YTo He No3BONSET OAHO3HAYHO 3KCTPa-
NnoaMpoBaThb pe3ynbTaTbl UCCNELOBAHMSA Ha 60MbLINE TPYMMbI
W TpebyeT AanbHENLLEro HaKoMNIeHUa HabnaeHNN.

OOHOBPEMEHHO C 3TUM TPEOBYIOT AaNIbHENLLEro U3y4EHNS
NMPUYMHbI pasnyMii B COCTaBe MWKPOOMOLEHO3a Kulley-
HWKa y MauMeHTOB cpaBHMBaeMblx rpynn. HecmoTpsa Ha
CTaTUCTMYECKYIO 3HAYMMOCTb NapaMeTPOB MO LEenomy psay
MapKepHbIX MUKPOOPraHn3MOoB, OTCYTCTBME JaHHbIX O COCTa-
BE MWKPOOUOLIEHO3a A0 MHOULUMPOBAHMA OCTaBNSET Hepe-
LEHHbIM BOMPOC, ABASIOTCA AaHHble GEHOMEHbI CeACTBUEM
MHOEKLMOHHOIO npouecca U NpPoOBOAUMMOKM Tepanuu Wau
daKkTopamu, npeponpeaenmBLIMMUK XapaKTep MNpOTEKaHMs
3aboneBaHus.

HecMoTps Ha nmetoLmecs orpaHnyeHuns, AaHHble, Nony-
YeHHble B X04e MCCNeaoBaHUs, CornacyoTes ¢ peayabraTta-
MW Apyrux aBTopoB. MccnegoBaHue M.l. Hossain, npose-
neHHoe B HOxKHOM A3uK, TaKKe NpoaeMOHCTPUPOBano, 4YTo
TaXenble GopMbl KamnuiaobaKTepnosa CrnocobHbl 3ames-
NaTb pocT Aeten B Bo3pacte Ao 5 net [20]. B kayectBe
BEPOSATHbIX MEXaHWM3MOB, Nexallux B OCHOBE AaHHOM0 Npo-
Llecca, aBTOpbl nNpegnonaratT pa3BuTue ManbabcopoLumm,
MOBbIWEHHON KUIIEYHOW MPOHULAEMOCTU WU HapyLUEHUH
MOTOPWKM, CRegylowmx 3a HapyweHnaMn MUKPOBMOLLEHO-
3a KUWEYHUKa M cybonTMManbHbiIM MMMYHHbIM OTBETOM
npu Kamnunobaktepuose y AeTen mnajwero Bo3pacTa.
Mpu aHanu3e AaHHbIX, MOMYYEHHbIX Ha YMBOTHbIX MofAe-
nax Kamnunobakrtepuosa [21], 6bina Takxe noaTBepxKae-
Ha CBS3b HapPyWeEHWS Ka4yeCTBEHHOro M KOAMYECTBEHHOIO
cocTaBa MMKPOOBMOLEHO3a KULIEYHMKA M 3aTAKHOro Teve-
HUW MHOEKUMOHHOrO npouecca (AnUTenbHOE HapylleHue
4acToTbl M KOHCWUCTEHLMM CTyna, 3amepgneHuve npubaBKu
Macchbl Tefla YXMBOTHbIX).

dopmupoBaHMe MWMKPOOMOTbI KUWEYHMKA YenoBeKa
B NepBble 4Ba rofa XM3HW XapaKTepmnayeTcs psaom cTepeo-
TUMHbIX UBMEHEHWI B paMKax onpeAeseHHON «MporpaMmbi».
OTK/IOHEHUS OT 3TOWM HOpMaNbHOW MpPOrpamMMmbl Pa3BUTUS
MOTYT MPUBOAUTL K AePUUMTY Maccbl Tefla U HapylweHUsM
pocta [22]. Kamnunno6akrepno3 cnocobeH BMeLWMBaTbCSH
B AaHHble MpoLeCcChl, co3aaBas Cepbe3Hble TPYAHOCTU ANs
Bbl6Opa oNTMMasibHOM CXeMbl MUTaHUsA pebeHKa rnocne nepe-
HECEHHOM MHDEKLINN.

[pyAHOE MOMOKO OKa3blBaeT Hanbosiee CUibHOEe rapmo-
HU3MpYKoLLEee BO3AENCTBME HA MUKPOOUOLIEHO3 KULLEYHMNKA
MnageHueB, obecneynBas addOeKTMBHOE NepeBapuBaHune
W OJHOBPEMEHHO YCTOMYMBOCTb K BHELWHUM BAUAHUAM [23].
370 cornacyetcs U paclMpseT paHee NoflyYeHHble JaHHble,
CBWUOETENbCTBYOWME O MPOTEKTUBHOM 3ddeEKTe rpyaHo-
ro BCKapmiuMBaHus Mpu Kamnunobakrepuose [18, 24],
4YTO elle pa3 MOATBEPKAAET: rPyAHOE BCKapMIMBaHWE —

ny4ywmnn cnoco6 GopmMMpoBaHUSA OMNTUMaNbHOrO cOoCTaBa
KULWWEYHON MUKPOOBMOTbI y pebeHKa. OAHOBPEMEHHO C 3TUM
nauMeHTbl, HaxoaalWmMecs Ha UCKYCCTBEHHOM BCKapM/vBa-
HWUW, UMEIOT BbICOKME PUCKU KaK dopmupoBaHua GPHKT
B KaTaMHECTMYEeCKOM nepuofe KamnunobaKrepuosa, Tak
W 3amMeasieHns pocTta U pa3suTnus. OgHUM M3 MEXaHM3MOB,
NeXalmx B OCHOBE JaHHOro npouecca, fBASeTca Hapy-
leHne cocTaBa MMKPOOGMOLIEHO3a KULIeYHMKa. B yacTHo-
CTW, B MPOBEAEHHOM MCCNeaoBaHUKM Habnganacb CBA3b
MeXay HebnaronpuaTHbIM TeYeHUMEeM KaTaMHEeCTUMYeCKO-
ro nepuoja M HWU3KUM codepraHuem 6udunaobaKkTepun.
PaHee 6bi10 NoKasaHo, 4YTo 6MUdUAO0GAKTEPUM, B YACTHO-
cTn Bifidobacterium spp., coaepaT reHbl, y4yacTByloLlmne
B NOrNoweHnn u Metabonmame onMrocaxapuaoB rpyaHoro
MOJIOKa, U UrpatoT BaKHylo posib B GOPMUPOBAHUMK 3[40PO-
BOr0O KMULLIEYHOro cooblecTBa B paHHeM ageTtctBe [25]. Tak,
B pab6ote M.R. Bomhof o6cyxaaetcs BaxKHas posib AaHHbIX
MWKPOOPraHM3MOB B YTUIN3ALIMKU IHEPTUMU U3 HYTPUEHTOB
M UX BNAUAHME Ha GanaHCc ropmoHoB [26]. BbisBneHHoe
y AeTer C HebnaronpusaTHbIM TEYEHWEM KaTaMHeCcTu4e-
CKOro nepuofa CHWXKEHWEe [ABYX MapKepHbIX MUKpoopra-
HMU3mMoB — F. prausnitzii n B. thetaiotaomicron — noa-
TBEPXKAAET UX 3HAYEHWe ANs perynsuuu npoHULAeMOoCTH
KUWweYyHoro 6apbepa W YMEHbLIEHWS YPOBHS TKaHEBOrO
BocnaneHus [27]. Npu HaxOXKAEHUU B KULLEYHWKE B AOCTa-
TOYHOM KONIMYECTBE AaHHble MUKPOOPraHn3Mbl, BEPOSITHO,
CNOCO6HbI NPenaTcTBoBaTb GOPMUPOBAHUIO BUCLEPaNbHOM
runep4vyBcTBUTENBHOCTU U PPHKT y aeten, nepeHeclnx
KamMnuaobaKTepmos.

Taknm 06pa3oM, HapyLIEHUSA cOCTaBa KULLIEYHOM MUKPO-
6MOTbl NpyM KamnunobaKTepuo3e HOCAT [OOSrOCPOYHbIN
XapaKTep M Cnoco6Hbl OKa3blBaTb CYyLLECTBEHHOE BAMSIHUE
Ha NporpaMMmnpoBaHue pocTa pebeHKa.

Y peten, HaxoOsaWKUXcs Ha CMeLaHHOM WU UCKYCCTBEH-
HOM BCKapMAMBaHWW, BK/IOYEHWE B KOMMIEKC Ne4eBHbIX
MEePONPUATUI NUTATENbHbIX CMEcen ¢ NPo6UMOTUKaMu OKasbl-
BaeT BblparKEHHbIN TepaneBTUYECKUN IDPEKT U MOXKET NpU-
MEHSATbCS TaKXe B KayecTBe OAHOM0 M3 OCHOBHbIX CPEACTB
peabunutauum peKkoHBanecLEeHTOB KaMnunobaKTepmosa.
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0O6ocHoBaHue. CHAPOM AnbropTa — CUCTEMHOE, HaC/leACTBEHHOE, nporpeccupylolee 3abosieBaHue, XxapakTepusyrolle-
ecsl yNbTPaCTPYKTYPHbIMU UBMEHEHUSIMU [JTOMEPYSIPHON 6a3a/lbHON MeMbpaHbl, BbiI3BaHHbIMU NaTtoreHHbIMK BapuaHTamm
reHoB KosinareHa IV. [TpumeHeHue ¢ Lenbio HeponpoTeKUnm MHIMGUTOPOB aHrMOTEH3UHNpeBpalLyatoLlero gepmeHTa (MAMND)
3(pPEKTUBHO Ha cTalnn MUKporeMatypum u/uim anbbyMmuHypun. TakTuka ae4eHuns npu pasButnm HepoTUYECKOro CUHAPOMa
Y Takux 60J/1bHbIX OCTaeTCs NpeaMeToM AUCKyccun. OnMcaHue KIMHMYECKOro cayyYas. Y naluneHTa B nepmuos HOBOPOKAEH-
HOCTM BbisiBJieHa NpoTeUHypUs, B MECAYHOM Bo3pacTe — rematypus. B Bo3pacTte 6 neT AMarHoCTMpoBaH HacaeACcTBEHHbIN
HeppuT, Ha3HavyeH MAT®D, HO NPOTEUHYPHS NPOAOIKMAA HapacTaTb. B Bo3pacTe 8,5 net auarHo3 noATBep»<AeH pesynbTata-
MU MYHKLMOHHON He®GPOobMOorncun — ycTaHOB/EHbI KoanareHonatus, Tmn IV, ¢oKaibHO-cerMeHTapHbIA NTIOMePY/I0CKIEPO03.
Kpome ToOro, aMarHocTMpoBaHbl XpPOHMYeCKas ABYCTOPOHHSS HENPOCEHCOPHas TyroyXoCTb WU ABYCTOPOHHUI MUOMUYECKUI
acturmMatuam. [onosHUTeNIbHO Ha3HadvyeH umKkaocnopuH A (125 wmr/cyt). Yepe3 14 mec nedeHuss OTMEYEHO MOBbILIEHUE
KOHUEeHTpaumnn B KpoBU uuctatnHa C, MOYEBUHbI, MOYEBOM KUC/IOTbI, X0necTepuHa. [1pu CHUMEeHUN [03bl UUKIocropuHa A
40 100 mr/cyT KOHUEHTpaLun yKa3aHHbIX rokasaTteses CHU3UINCh, HO BMECTE C TeM OTMEYEHO yBeIMYEHME NMPOTEUHYPUM.
B Bo3pacTte 10 et 2 Mec € Lesblo yCHeHUs HedpornpoTEKTMBHOM Tepannm HadHadyeH 6710KaTop peLenTopoB aHrmoTeH3nHa ll
(KaHgecaptaH 8 mr/cyT). B Bo3pacte 11 neT BbINOJIHEHO MOBTOPHOE MOBbLILLEHUE J03bl UMMYHOAENpPeccaHTa, YTo MpuBeso
K CHUMEHMIO pacyeTHON CKOPOCTH K/Ty6OYKOBOW PUILTPALIMKU, YBEIIMHEHMNIO KOHLUEHTPALUMU B KPOBU KpeaTuHUHa, UucTatum-
Ha C, MOYeBUHbI, XONeCTepUHa, MOYEBON KMCIOThl U Ka/iusi. I3MeHeHUs pacLieHeHbl KaK LUMKI0CMopUHO3aBUCUMOCTb. [lo3a
ymraocrniopuHa A cHuxkeHa o 125 mr/cyt, a ¢ 14-netHero Bo3pacta — A0 100 mr/cyT. lNMpu HabaogeHun naumeHTa 4o BO3-
pacta 15,5 net oTMeyeHo nporpeccupoBaHne XPOHUYECKON 601€3HM NoYeK. 3aKayeHne. HedpornpoTeKTMBHOE nedYeHne
pebeHKa ¢ CUHAPOMOM AJbropTa, Ha4aToe ocse pas3BUTHS He(POTUYECKOro CMHAPOMA, He OCTaHOBWJIO NPOrpPeccMpoBaHus
XPOHMYeCKoN 60/1e3HM MoYek. [JobaBaeHne K 1e4eHunI0 LIMKI0CIopHUHa A B OTHOCUTE/IbHO BbICOKOM [J03€ CHUXKaJIO MPOTENH-
YPHI0, HO NMPUBEJIO K MOSIBJIEHUIO MPU3HAKOB HEPPOTOKCMYHOCTH U LIMK/TIOCTTOPUHO3aBUCUMOCTH.

KntoyeBble cnoBa: KIMHUYECKMI Cay4al, CUHAPOM A/briopTa ¢ HEQPOTUYECKUM CUHAPOMOM, AMHAMMYECKOe Hab/llogeHHe,
LUKI0CMOPUH

Ansa umtnpoBaHuns: BonrnHa C.4., ConosbeBa H.A., KynakoBa INA., KypmaeBa E.A., MyxameTtanHoBa J1.M., Pawwutosa 3.J1.
AHannM3 apOdEKTUBHOCTM Tepanuu Npu NO3AHEN AMArHOCTUKE cuHapoma AnbnopTta y pebeHKa: KIMHWMYECKUM Cchydan.
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OBOCHOBAHME

CuHapom Anbnopta — CUCTEMHOE, HacleCTBEHHOE, MPo-
rpeccupytollee 3a6ofeBaHME, xapaKTepUaytolLleecs YnbTpa-
CTPYKTYPHbIMW W3MEHEHWUAMW [JIOMEPYNSpHON 6Ga3anbHon
Memb6paHbl [1]. PacnpocTpaHeHHOCTb CuHApoMa Anbnop-
Ta, NO AaHHbIM 3apyberKHbIX UccneaoBaHWi, BapbupyeT
oT 2 (PuHnanama) go 20 cnydaes (CLUA) Ha 100 Tbic. aeT-
CKOro Hacenenus [2, 3]. AKTyanbHble CBEAEHUS O pacnpo-
CTpaHeHHOCTU cuHapoMa B Poccum otcytctByloT. Mo AaH-
HbIM 3NMAEMUOSIONMYECKOr0 nccnefoBaHus, NpPoBeaAeHHOro
B 13 pernoHax Cosetckoro Coto3a B 70—80-x . npoLunio-
ro CTONIETUSA, PacrnpoCTpaHEeHHOCTb cuHApoMa AnbropTa
coctaBnana go 17 cnyyaeB Ha 100 Tbic. peten [4].
3aboneBaHne BbI3BaHO MaTOreHHbIMU BapuaHTamu reHoB
a3- [5], a4- [6] un ab-uenen konnareHa IV [7], dopmupyio-
WKMX reTepoTpuMepbl B CTPYyKType 6a3anbHOWM meMO6paHbl
NMOYEYHbIX KIyGOYKOB, XPyCTasMKa, CETHATKM WM POroBULLbI

rnasa [8]. HapylweHne cuHTe3a xoTa O6bl OAHOM M3 3TUX
Lenen BefeT K XMMUYECKON U MexaHUYeCKOM HecTabwib-
HOCTH, le30praHn3aLmm 6asanbHblX MemOpaH ¢ pa3BUTUEM
nporpeccupytolLen HedponaTtnumn U NOYe4HHON HEAOCTAaTOHYHO-
cTv [9]. Hapsagy ¢ npu3Hakamu Hedponatun ang cuHapoma
Anbnopra xapaKTepHbl HEMPOCEHCOPHas TyroyxocTb, nopa-
YeHue ras, aptepuansHas runeptensums [10, 11].
JleyeHne cuHapoma AnbrnopTa HaleneHo Ha 3amepsie-
HWe nporpeccMpoBaHns 3abosieBaHMa NyTemM NPUMEHEHUS
HedpOnpPOTEKTMBHbLIX npenapaTtoB. Tak, O. Gross 1 coaBT.
(2012) B HabnogateNbHOM UCCNEAOBaHUM (QaHHbIE peru-
CTpa) NPOAO/IKUTENBHOCTbIO 60onee ABYX AECATUIETUI NPO-
[EMOHCTPUPOBA/IN CHUXKEHWE PUCKa MNPOrpeccupoBaHus
3ab0neBaHUd NpU NPUMEHEHUU UHITMOUTOPOB aHrMOTEH-
3uHNpeBpallatouero dpepmeHta (MAMDP). IbPeKTMBHOCTL
WATM® 6bina Bblle NpU Havane Tepanuu Ha ctaguu U30u-
pPOBaHHOM reMaTypuu Uan MMKpPoanbOyMUHypun. MpoTenH-
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ypusi B Havane Tepanuu CHU¥Kanacb, HO B Mocnegylowem,
KaK npaBuno, y nauMeHToB ¢ npoTteuHypuen > 0,3 r/cyT,
BO3Bpallanacb K UCXoHbIM 3Ha4eHusAm [12]. Be3donacHocTb
n abdeKTMBHOCTb MAMD (CHUKEHUE PUCKA NMPOrpeccrMpoBa-
HUSA 3abo0/ieBaHMa MOYEK) y AeTen ¢ cMHAPoOMOM AnbropTa
nosgHee 6bi1a NOATBEPKAEHA U B MHOIOLIEHTPOBOM paH/0-
MWU3MPOBAHHOM MNNaueb0-KOHTPOAMPYEMOM [ABOWHOM cre-
nomM uccnegoBaHuu. lNpu 3TOM TaKKe YCTaHOBMIEHO, 4TO
Tepanus AN, nHMUMMPOBAHHAA A0 MOSIBIEHUS NMPOTEWH-
ypUK, accoummpoBaHa ¢ 601ee HU3KUM PUCKOM HaCTYMIeHMUS
TEPMUHAbHOW CTaaMu W NeTanbHOro ncxoga 6onesHun [13].
3TOT pe3ynbraT NOATBEPKAAET HEOOXOAUMOCTb PaHHEN auar-
HOCTMKM cuHApOMa Anbnopta WU, COOTBETCTBEHHO, PaHHEro
Havyana HepponpoTEKTUBHOM Tepanun. CornacHO pPeKOMEH-
naumam C.E. Kashtan n 0. Gross (2021), npu Hann4mu npo-
TEUHYPUU (610K MOYU > 4 Mr/m2/4 unn > 0,2 Mr/Mr Kpea-
TMHMHA) BCEM NaLMeHTaM C CMHAPOMOM AnbrnopTta, MOMUMO
NATN®, moxeT 6bITb Ha3Ha4veH (No nokasaHwuio off-label) 650-
KaTop peuenTopoB aHrMoTeHauHa tuna Il [14]. Takoe ycune-
HWe Tepanunn pedpaKTEPHbIX K IEYEHUIO AeTEN C CUHAPOMOM
AnbnopTa CHUXXaeT NPOTEWHYPUIO, HE OKa3biBas MpU 3TOM
B/IUSIHWS Ha apTepuanbHOE AaBNEHWE, a TaKXKe He Bbl3biBas
pUCKa NPOrpeccMpoBaHng NOBPEXAEHHMSA noyeK [15].

Mpn cuHapome AnbnopTa CHUMXEHWE KonudecTBa 6enka
B MOYe M HEDPOMNPOTEKTUBHBIN 3PDEKT (MpeKpalleHmne npo-
rpPeccuMpoBaHnsa NoparKeHUs MoYeK, OTCYTCTBME MPU3HAKOB
HePPOTOKCUYHOCTM) MOTYT OblTb AOCTUTHYTbI TaKXe W Npwu
ONUTENbHOM (A0 MATK NEeT) NPUMEHEHMM LIMKNOCMNopKHa [16].
[MoKazaHO TaKXe, 4YTO UMKNOCMOPUH 3DDEKTUBEH B CHMU-
EHWUU NPOTEUHYPUMN Y MALMEHTOB C CMHAPOMOM AnbrnopTa
B CTaZlMM XPOHWYECKOMN 6ONE3HMN NOYEK (COOTHOLEHWE BenKa
M KpeaTMHMHA B Moye = 1 Mr/Mr M KIWPEHC KpeaTWHW-
Ha > 40 MNI/MUH/1,73 M2), HO 3TOT 3bGEKT BPEMEHHbIN [17].
Bmecte ¢ TeM ycTaHOBMEHO, 4TO Yy AeTern C CUHAPOMOM

AnbnopTta LMKIOCMNOPUH MHAYLMPYET pa3BuTHe HedponaTum
[axe nNpu OTHOCUTENbHO HW3KOM KOHLEHTpaLMK npenapara
B CbIBOPOTKE KpoBwu (< 100 Hr/mn) B TeyeHune 2 net [18].
Kpome Toro, M. Charbit n coaBT. nokazanu, 4To Tepanus
LIMKJIOCMOPUHOM AEBATU NALMEHTOB C CUHAPOMOM AnbnopTa
¢ npotenHypuen > 1 r/M2/CyT U CKOPOCTbIO K/Iy6O4KOBOM
odunsTpauum > 50 MA/MKUH/1,73 M2 B TeyeHue He MeHee
6 Mec 6blna npeKkpalleHa y YeTblpex 60SbHbIX U3-3a Head-
GEKTUBHOCTM UM NOBOYHBIX 3P DEKTOB, eLle y TPeX 60/bHbIX,
noflyyaBLlKUX NpenapaTt B TevyeHue 14-42 mec, BbIBNEHbI
NpM3HaKM HePPOTOKCHMYHOCTH [19].

B cBs3K ¢ TeM 4TO NpoBeaeHne HePpPOOUONCHUN U FreHe-
TMYECKOro MccnefoBaHus C Lenblo BepubuKaunm CUHAPO-
Ma AnbnopTta TPYAHOAOCTYMHO, AMArHOCTMKa 3aboneBaHus
MOXeT OblTb BbIMO/HEHA CO 3HAYMTENbHOW 3aAEepPrKKOMN.
B aToi cBA3K aKTyaNlbHbIM ocTaeTcs ndydyeHne abPpeKTuBHO-
CTW Tepanuu cuHapoma AnbnopTta Npu No3aHen AnarHocTnKe
N pa3BUTUN HEDPOTUHECKOrO CUHAPOMA.

KJAMHUYECKUIA NPUMEP

MauneHT H., Mmy}kcKoro nona, Bo3pacT 15 netr 6 wmec,
0o6paTnCcs 3a KOHCyNbTalLMen B CBA3U C NMPOrPECCUPYIOLLUM
CHUXXEHWEM chyxa.

AHamHe3 3a6oneBaHus

(no faHHbIM MEeAULIMHCKON AOKYMEHTaLUuun)

C nepBbIX AHEN WU3HU B pPa30BbIX MOPLMAX MOYMU
y pebeHKa BbIIBASAIM MPOTEMHYPUIO, KOTOpas coxpaHsanach
B MNepBbIM roj u3Hu B AnanalzoHe 0,132-0,165 r/n.
B Bo3pacTe 1 mec BbiiBleHa MWKporemaTtypusi, B Bo3pac-
Te 1 roga — Makporemartypus (3puTpoLMTbl CNIOLWb B none
3peHusa (n/3)). MNpu obcnegoBaHun pebeHka B BO3pacTe
1 roga 4 mec o6HapyeHbl npotenHypus (0,66 r/n), Makpo-
remMatypus (3puTpoumTbl B 6ONbLIOM KOMM4YecTBe B M/3),
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Analysis of the Treatment Efficacy in Late Diagnosis of Alport
Syndrome in a Child: Clinical Case

Background. Alport syndrome is a systemic, hereditary, progressive disease characterized by ultrastructural changes in the glomerular
basement membrane caused by pathogenic variants of type IV collagen genes. The use of angiotensin-converting enzyme inhibitors
(ACEI) for nephroprotection is effective at the microhematuria and/or albuminuria stage. Treatment tactics in case of nephrotic syndrome
development in such patients remains the subject of discussion. Clinical case description. The patient was diagnosed with proteinuria
at the neonatal period and hematuria at the age of one month. The hereditary nephritis was diagnosed at the age of 6 years; the ACEI
was administered, however, the proteinuria continued to increase. The diagnosis was confirmed at the age of 8.5 years via the puncture
nephrobiopsy: collagenopathy, type IV, focal segmental glomerular sclerosis. Moreover, chronic bilateral sensorineural hearing loss and
bilateral myopic astigmatism were diagnosed. Ciclosporin A (125 mg/day) was additionally prescribed. The increase in the cystatin C,
urea, uric acid, cholesterol levels in blood was mentioned after 14 months of treatment. These parameters decreased after reducing
cyclosporine A dose to 100 mg/day, however, proteinuria has increased. Angiotensin Il receptor blocker (candesartan 8 mg/day) was
prescribed to enhance nephroprotective therapy at the age of 10 years 2 months. Another increase of the immunodepressant dose
was performed at the age of 11, it led to decrease in the estimated glomerular filtration rate and increase of creatinine, cystatin C,
urea, cholesterol, uric acid, and potassium levels in the blood. These changes were considered as cyclosporine-dependent. The dose of
cyclosporine A was reduced to 125 mg/day, and to 100 mg/day from the age of 14. There was no progression of chronic kidney disease
at the follow-up at the age of 15.5 years. Conclusion. Nephroprotective treatment of a child with Alport syndrome initiated after the
development of nephrotic syndrome did not stop the chronic kidney disease progression. Whereas relatively high doses of ciclosporin A
have reduced proteinuria but led to nephrotoxicity and cyclosporin dependence.
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nenkouutypus (4o 7000 B aHanmM3e Mo4n no HeumnopeHko),
pacyeTHas CKOpPOCTb Ky6ouKkoBoW ¢unbtpauun (pCKP) —
99,3 mMn/MuH/1,73 M2 (Hopma 74-109 Ma/MuH/1,73 m>2);
Nno AaHHbLIM YNbTPA3BYKOBOro uccneaoBaHus (Y3M) novek —
TOYEYHbIE TMNEPIXOrEHHbIE CTPYKTYPbI B YalleYHO-10XaHOY-
HOW cucTeMe. YCTaHOBMEH AMArHO3: «XPOHUYECKUN AUCMe-
TaboIMYECKUN NUeNoHedPUT, GYHKLUMUS MOYEK COXpaHeHar.
Mpu o6cnefoBaHUMM B BO3pacTe 2 ner — MPOTEUHYPUA
(0,44 r/n), makporemaTypus (3pUTPOLUTbLI B 6OJIbLLIOM KOMU-
yectBe B 1/3), pCK® — 117 mn/muu/1,73 m2. Bbino npega-
JNIOXXEHO MpoBecTn HedpoOMONCUI, OT KOTOPOM poauTENH
OTKasanucb. MoyeBow cuHapom (npoTenHypua ao 1,5 r/n
W MaKporematypusl) B JajibHEMLWEM COXPAHSNCS MPU OTCYT-
CTBWM Kanob 1 HapyweHM cCamo4yBCTBUS.

B Bo3pacte 6 net 2 mec 6bll BbICTaBAEeH AuarHo3
«HacneacTBeHHbIN HedpUT» (OCHOBAHUA AN U3MEHEHUs
AMarHo3sa HEeW3BECTHbl, MEAULIMHCKYI0O [OKyMeHTaLuto
C pe3ynbTaTamMu BbINOMHEHHbIX MCCNeaOBaHWA POAUTENN
npefocTaBUTb He CMOIK), HasHadyeH WA (aHananpun
2,5 mr/cyT). Pe6eHOK B34T Ha AUCNaHCEPHbIN yyeT. B BO3-
pacte 6,5 netr npoBoAMAUCb HedpPOCUMHTUrpadusa (nou-
KW pacnosfioXeHbl CMMMETPUYHO, dopMa M pasMepbl He
W3MEHEHbI), gonaeporpadpusa cocyaoB MNovyek (NpU3HaAKOB
CTEHO3a NOoYeYHbIX apTepPU He OBHaAPYXKEHO), ayanonorunye-
CKWI TecT — cnyxoBas GYHKLUMS He HapyweHa. B Bo3pacTte
6 net 10 mec npu nnaHoBoM o6cnefoBaHUK MPOTEUHYPUS
no 2,07 r/n, makporematypus (3puTpoLMTbl CNioWb B n/3),
runepdunsTpaunsa (pCKP — 221 mn/MuH/1,73 M2), No aaH-
HbIM CYTOYHOrO MOHUTOPUPOBAHWUS apTepuanbHOro Lasie-
HUSA BbiiB/eHa CcTabwibHasa apTepuanbHas ruMnepTeH3us.
Bbinn HasHauveHbl gpyron WAMND (Kantonpun 13 ™mr/cyT),
a TaKkXXe KeToaHanorm amMHOKUCOT.

B BospacTte 7 net 8 mec npu naaHoBOm o6cnefoBaHUK
(pebeHOoK ¥anob He npeabsBNsn) OTMEYEHO YyBenuYeHue
NpPoOTEUMHYPUU Ao 2,22 /N, COXpaHeHUe MaKporematypuu
(3puTpOUMTbI ChnoWb B M/3) U BMECTE C TEM CHUXKEHUEe
B AuMHamuKke pCK® go 94 mn/mMuH/1,73 M2 (Hopma 93—
130 mn/MUH/1,73 M>2). YCTaHOBNEH AMarHO3 «HaCneACTBEeH-
HbI HebpuT 6e3 HapyweHns GyHKUUK cryxar. PekoMeHaoBaHO
NPOAOIKUTb NPUMEHEHME KanTonpuna, KeToaHasoroB amu-
HOKMCANOT, NPOBOAUTb KOHTPONb OYHKLUWMK MOYEK U Tepanuio
ANA COXpaHEeHUs NOYEYHOro KPOBOTOKA (3yDWNIUH, MEHTOK-
CUOUNNNH) NPY NNAHOBLIX rocNUTanuM3aumsax 2—3 pasa B roa.

Ha ¢doHe neyeHus oTMeveHO HapacTaHue MPOTEUHYPUN
(Ao 3 r/Nn) M coxpaHeHne MaKporemaTypuu, NOSIBUINCH Xano-
Obl Ha CHWXeHWe cnyxa. B aton cBA3W NpuHATO pelle-
HWe O npoBeaeHnn HedpobHUOMNCKU, KOTOpas OCyLLECTBEHa
B BO3pacTe 8 nieT 6 Mec B AETCKON KIMHUYECKOW 60/IbHULE
denepanbHOro ypoBHS.

ONEeKTPOHHas MUKPOCKOMMA MoKasana, 4To Ky6ouKu
rMnepTpodMpoBaHbl, Kanuansapbl BbIMSLENN HECKONb-
KO «BSAMbIMU», B MHTEPCTUUMM — cnabbii ¢dmMbpos, auc-
Tpodua TyOYNSAPHOro 3NUTENUS, IPUTPOLUTLI B MpPOCBETE
KaHanbueB. TonuwmHa 6asanbHOM MemMOpaHbl Kanuinspos
HepaBHOMEpPHAa: Hapsdy ¢ TOHKMMMK yd4acTKamu (< 200 HM)
UMENIUCb MPOTSXKEHHbIE YTOJLLIEHHbIE YY4acTKU. Ha 3Hauu-
TeNbHOM NPOTAXKEHUM 6a3anbHOM MeMbpaHbl HabnaanMcb
HEpPOBHble, GEeCTOHYAaTble KOHTYPbI, @ TaKXe NPOTAXEHHbIE
Y4aCTKM pa3pbIXIeHUs U paccnoeHuns lamina densa. Manble
OTPOCTKM MOAOLMTOB pacnjacTaHbl Ha 3Ha4YUTEbHOM
NPOTAXEHUN, NOAOLMTbI KPYMHblE, MHOrMe ABYSAEPHbIE.
CBeToBas MWKPOCKOMWUS: B OJHOM KIyb6o4Ke oTMeyvasncs
CerMeHTapHbIM CKNepo3 KanuanspHblx netenb. B HeKoTo-

pbIX KNy6o4YKax onpegensnacb Me3aHrvanbHas runepkne-
TOYHOCTb. CTEHKM KanuAnspHbIX neteflb OAHOKOHTYPHbIE,
HEepaBHOMEPHOMN TONWMHbI. M3MeHeHNa KaHanbLeB Bblpa-
EHbl YMEPEHHO, HeEDPOLUTLI C 3EPHUCTON U BaKyoNn3u-
pOBaHHOM UMTOMNA3MON, C AeCKBamaLuen anuKanbHbIX
YacTen B MPOCBET KaHaNbLEB, NPOCBET HEKOTOPbIX KaHaslb-
LeB pacwupeH. Menkue odvarum cKneposa WHTEPCTULMA
M aTpodun KaHanbLEeB 3aHUMManu meHee 5% nowagu,
oTMeyanacb cnabas MOHOHyKIeapHas WHbWUNbTpaLUS.
Mmenucb eiMHMYHbIE 04arn CKOMIEHUS MEHUCTbIX KNETOK.
AmMnnonaos He BbiiBieH. UMmyHodnyopecueHums IgA, IgM,
IgG — oTpuuaTenbHasd; ¢pakumm KomnaemeHta C3, Clqg
W Nerkue uenu MMMYHOrnobynnHOB Kanna v naméaa —
oTpuuaTtenbHble. 3akntodeHre: mopdonormyeckas Kaptu-
Ha COOTBETCTBYET HACNeACTBEHHOM MaToNorMmM KonnareHa
Tuna IV ¢ BTOpUYHbIM dOKaNbHbIM CErMEHTapHbIM roMe-
PYNIOCKIEPO30M.

Kpome Hedbpobuoncuun BbINONHEHA ayaMOMeTpUs, 06-
HapyXeHbl NPU3HaKW [BYCTOPOHHEW CEHCOHEBPasbHOM
TYroyxocTw, cteneHsb Il. Pe6eHOK KOHCynbTUpoBaH odTrab-
MOJIOFOM: AUarHoCTMPOBaH MUOMMUYECKKUn acturmaTnam OU
cnabon ctreneHu. Mpu o6cnegoBaHnn 06paTUIN BHUMAHUE
Ha BHELIHWEe CTUrMbl AM33MbpuoreHesa (NogpobHoe onu-
CcaHuWe CTUIrM B MEeAMLMHCKON AOKYMEHTaL MK He NpeacTaB-
neHo). C yyetom pesynbtaTtoB Hedpobuoncum 6bina npo-
BeJeHa peBu3una aMarHosa, yctaHoBNeH «HacneacTBeHHbIN
HedpuT (cMHApoM AnbnopTta). BTOpuYHbIM HedpoTUYe-
CKUW cuHApom (Mopdosiornyeckun: ¢doKanbHO-CerMeH-
TapHbin rnomepynocknepod (PCIC), 6one3Hb Manblx
OTPOCTKOB MOLOLMTOB). XpOHU4YecKas 6ONe3Hb MOoYeK,
ctagus |. XpoHuyecKas [BYCTOPOHHAS HeMpoceHcopHas
Tyroyxoctb Il cteneHn. Mwuonudeckuin acturmatuam OU
cnabou cTeneHu». BoinofHeHa KOPPEKLMSA NevYeHuns, Ha3Ha-
4yeH MMMyHoAenpeccaHT uuknocrnopuH A (125 wmr/cyr),
WMAM® (sHananpun 10 mr/cyt). Cnycta 8 Mec Tepanuu
NpPU KOHTPOSbHOM OGCNeA0oBaHMK MO-MPEXHEMY onpee-
nanuce npotenHypusa (2,1 r/n), makporemaTypus (3puT-
pounTbl cniowb B n/3), enezogePuunTHad aHemus.
PeKomeHaoBaHO NPOAOIKMUTb leHeHue.

Mpn o4vepenHoOM NNaHOBOM rocnuTanu3auuu B BO3pacTe
9 net 8 Mec OTMeYeHbl NOBbIWEHWE KOHLEHTPALIMN MOYEBHHbI
B KpoBM 0 9,2 MMOnb/n (HopMa 2,5-6,4 MMonb/n), LucTa-
TMHa C — 1,28 mr/n (Hopma 0,56-1,02 mr/n), mo4yeBow
Kucnotel — 527 MKMonb/n (Hopma 200-415 mMKmonb/n),
Kannua — 9,2 MKkmonb/n (Hopma 3,5-5,1 MKmOnb/n),
npotenHypmus — 0,73 r/cyT. KOHUEHTpauns LMKIOCNOopHK-
Ha A B Touke C2 (4epe3 2 4 nocne BBeAeHWS MIaHOBOWM
[03bl npenapaTa) coctaBnsna 775,5 Hr/mn (Heobxoau-
Mas TepaneBTMYECKas KOHLIEHTpauus B 3TOM TOYKe —
700-1200 Hr/mn). BboigsBneHHble nabopaTopHble U3MeHe-
HUS pacLeHeHbl KaK HeppOTOKCUMYHOE AEeWCTBUE LIMKIO-
cnopuHa A, B CBfi3M C 4eM ero posa Oblla CHWXKeHa
£0 100 mr/cyT (cM. TabaunLy).

B Bospacte 10 netr 2 Mec pebGeHOK Obl rocnurtanu-
3MpOBaH C Xanobamu Ha CHWKeHue cnyxa. [pu obene-
[loBaHWK OOHapyXeHbl npoTenHypusa (1,076 r/cyT),
runonpoteMHemusa (06Wnn 6enoK CbIBOPOTKM KPOBU —
58,8 r/n; Hopma 60-80 r/n) u runoanbbyMuHemus (anbby-
MWH CbIBOPOTKM KpoBu — 33 r/n; Hopma 35-55 r/n),
MPU3HaKN HEMPOCEHCOPHOM TYrOyXoCTH (TYrOyXoCTb CEHCO-
HeBpanbHas, cnpasa |l cteneHb, cnesa lll cteneHb) U Hapy-
LWEeHUs 3peHns (Mmonuyeckun acturmatnam OU cna6own
CcTeneHu, kepatonatus).
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Ta6auua. JlTabopaTopHbIi MOHUTOPUHT 6€30MaCHOCTU LIMKIOCNOpUHa A

Table. Laboratory safety monitoring of ciclosporin A

Bospact
Mokasarenn 9ner | 10 ner | 10 ner 11 net | 12 net 14 net | 15 net
11 net 2 mec 13 net | 14 net
8 mec 2mec | 8 mec 8 mec 2 mec 8 mec 5 mec
Cyrosnas aosa 125 100 100 | 100 150 125 125 125 100 100 100
LMKnocnopuHa A, mMr/cyt
Lknocnopuk AB ceiBopotke | | 537 | 503 | 340 | 1265 | 428 | 624 | 627 | <20 | <30 | 394
KpoBw B To4yke CO*, Hr/mn
Mouesas kuenota, MKMOM/N | 507 | 417 | gog | 438 | 576 | 570 | 509 | 453 | 580 | 611 | 631
(Hopma 200-415 MKmonb/n)
XonectepuH o6LWwmi, MMOnb/n
(Hopma 3.08-5.23 amonerm | 578 5,2 5,5 5,6 6,0 6,3 6,2 5,4 7,2 5,8 6,1
Mouesura, Mmons/1 9,2 7,9 8,0 6,2 122 | 86 81 | 835 | 54 7,3 6,9
(Hopma 2,5-6,4 mmonb/n)
UunctatuH C, mr/n
(Hopma 0,56—1,02 mr/n) 1,28 H/0 1,13 1,02 1,61 0,80 H/0 1,31 0,98 0,95 1,12
Kanuin, Mmonb/n
(Hoowa 3.5..5.1 MMos /) 5,1 5,0 46 45 6,1 5,2 48 5,2 45 48 a7
pCKD** (no popmyne
HLsapLa). M/ L 73 2 108 132 104 109 72 80 91 90 89 90 88
Benok mouu, r/cyt
(oo 0.08-0.95 r/cy™) 073 | 1,08 | 077 | 228 | 040 | 094 | 175 | 297 | 238 | 240 | 369
ma’;g‘;'gmm“i‘gﬁog”o“” 1007~ | 1010~ | 1009~ | 1008~ | = | 1008- | 1009~ | 1004~ | 1005~ | 1002~ | 1000-
P > 1014 | 1020 | 1012 | 1012 A | 1010 | 1010 | 1010 | 1014 | 1007 | 1007
(Hopma 1011-1025)
[HeBHOW/HOYHOW Anype3 W W W 240/ W 340/ 480/ 510/ 450/ 645/ 460/
(NPo6a 3VUMHULKOrO), M A A A 850 A 260 700 440 550 585 250

lMpumevaHme. <*> — To4yka CO — onpegeneHme KoHLEHTpaLUun npenapata B KPOBU nepes niaHoBbIM BBEAEHUEM. <**> — KaTeropmum cKo-
pocTu Ky6o4koBom dunbtpauum (CK®) [20]: CL — = 90 mn/MuH/1,73 M2 (HopMmanbHas uau nosbiweHHas), C2 — 60-89 ma/MuH/1,73 M2
(He3HauUTENbHO CHUKeHHas), C3a — 45-59 mn/MuH/1,73 M2 (yMepeHHO cHuKeHHas), C3b — 30-44 mn/MuH/1,73 M2 (CyllecTBEHHO
CHWKeHHas), C4 — 15-29 mi/MuH/1,73 M2 (pe3KOo CHUMKeHHas), C5 — < 15 mn/MuH/1,73 M2 (TepMuUHasbHas noYedHas HeaoCTaTOYHOCTb).

H/Ap — HeT AaHHbIX.

Note. <*> — CO point — drug concentration in the blood before the planned administration. <**> — glomerular filtration rate (GFR)
categories [20]: C1 — = 90 ml/min/41,73 m2 (normal or increased), C2 — 60-89 ml/min/1.73 m2 (slightly reduced), C3a —
45-59 ml/min/1.73 m2 (moderately reduced), C3b — 30-44 ml/min/1.73 mZ2 (significantly reduced), C4 — 15-29 ml/min/1.73 m2
(severely reduced), C5 — < 15 ml/min/1,73 m?2 (end-stage kidney disease). N/a (H/n) — no data available.

MpoBeneH nabopaTtopHbI KOHTPOJIb 6€30MacHOCTU LIMK-
nocnopuHa A: npu cHWeHun Ao3bl 4o 100 mr/cyT Habnto-
[anocb yBennyeHue nNpoTEUHYPUWU, HO MPU 3TOM OTMEYEHO
CHWXEHWE KOHLEHTpauuM B KPOBM MOYEBUHbLI, MOYEBOM
KMCNOTbl M 06LIero xonectepuHa (cm. Tabnuuy). MNaymeHt
BbiMMCaH C AMarHo3om: «HacnencTtBeHHbIn HedppUT (CUHA-
poMm AnbnopTta). XpoHuyeckass 60ne3Hb Mno4yek, ctagusa |.
BTOpUYHbIN HEPPOTUHECKUN CUHAPOM (MOPPONOrMyYEecKH:
®CIC). XpoHnyecKas IBYCTOPOHHSA HeMpoceHcopHasa Tyro-
yxocTb Il ctenenu cnpaBga, Il cteneHn cneBa. Muonuyeckum
acturmatmnam OU cnabown crtenenu, kepatonatus». C Lesnbio
ycuneHusa HepponpoTeEKTUBHOM Tepanuu fobasfieH GnoKa-
TOp PELLENTOPOB aHrMoTeH3MHa Il (KaHaecapTaH 8 Mmr/cyT).
Cnycta 6 Mec npu niaHoBoM o6¢cnefoBaHMM 6bin0 YCTaHOB-
NIEHO CHWXXeHWe npoTenHypun fo 0,774 r/cyt. beino peko-
MEHAO0BaHO NPOAOMIKUTL TIeYEHHME.

B Bo3pacTte 11 neT 2 Mec OTMEYEHO HapacTaHue Mpo-
TenHypuun (2,29 r/cyT), BbiiBNeHa HW3Kag KOHUeEeHTpa-
uMa umknocrnopmvHa A B Touke CO (34 Hr/mn), noatomy
[03a npenapaTa 6bia yBennyeHa go 150 mr/cyr. OgHako
B CBSA3M C NOOOYHbIMU 3PdeKTaMKn npenapata (CHUKEHUE
pCK®, yBennyeHne KOHUEHTPaLMUN B KPOBKU KpeaTUHUHA Ha
35% oT npeablayuiero pesynsrarta, uyuctatnHa C, MOYEBUHBI,

XONecTeprMHa, MOYEBOW KUCNOTbl U Kanusg) U NoBblWEHUEM
KOHLIEHTpaLmMK umMKknocnopuHa A B Touke CO go 126,5 Hr/mn
(cm. Tabnuuy) ero gosa Oblna CHWKeHa Oo 125 mr/cyr
[narHoctMpoBaHa XpoHuyecKkas 60ne3Hb noyek craguu |—II.
BmecTe ¢ UMKNOCMOPMHOM pebGeHOK MPOAO/IKMA NosyyaTtb
3Hananpun (10 mr/cyT) u KaHaecapTaH (8 Mr/cyT), HagdHa4yeH
annonypuHon (0,3 r/cyT). Ha doHe aToro nevenus go 14-net-
Hero Bo3dpacrta CoXpaHanucb nNpoTenHypus (1,75-2,97 r/cyr)
n rematypms (o 130 aputpoumnTtoB B n/3), pCK® — okono
90 Mi/MUH/1,73 M2. YBenYeHne aKTMBHOCTH HedpoTHYe-
CKOro CMHAPOMa He OTMEYEHO B Te4YeHUe [BYX JIET, NO3TOMY
[o3a uuknocrnopuHa A B Bo3pacTte 14 neT Oblna CHWXeHa
no 100 mr/cyt (cm. Tabnuuy). Bmecte ¢ TeM 0TMeYeHO Npo-
rpeccupoBaHue HEMPOCEHCOPHOW Tyroyxoctu Ao lll ctenexu.
YKazaHHoe Bbllle le4eHne PEKOMEHJ0BAHO NPOAOIKHUTD.

B Bospacte 15 net 5 mec npv nnaHoBoM o6cnefoBaHmm
npoTenHypusa — 3,69 r/cyT, rematypus (3puTpoumTbl 8 B n/3),
pCK® — 87,5 mn/mMuH/1,73 M2. Pe6EHOK BbiNWUcaH ¢ auar-
HO30M «HacneacTBeHHbIM HebpuT (cMHApOM Anbnopta).
XpoHuyeckas 60n1e3Hb noyek craguu ll. BropuyHbii Hedpo-
TUYECKUA CUHAPOM. [IBYXCTOPOHHSASA XPOHUYECKas CEHCOHEeB-
panbHas TyroyxocTb lll cteneHn. MMonnMyeckui acturmaTtuam
OU, Kepatonatus». Jle4eHne peKoOMeHA0BaHO NPOLOMIKMUTD.



AHaMHe3 XU3HHU

Pe6eHOK OT nepBoOW HOPMasibHO NpoTEKaBlLEN 6epeMeH-
HOCTW, MEPBbIX CPOYHBIX POAOB, MPU POXKAEHUM Macca Tena —
3980 r, gnmHa tena — 55 cwm, no wkane APGAR — 7/9 6an-
noB. Poc 1 pasBuBasncs COOTBETCTBEHHO BO3pacTy, ¢ 8 neT
OTMe4YyeHa M36bITo4Hass Macca Tena. lpodwunakTnyeckue
NPUBMBKK HE NPOBOAMIN B CBS3M C MEAULIMHCKUM OTBOAOM
(HanMyne NPOTEUHYPUM C MNEPBbLIX HEW KU3HU U remaTypumn
¢ Bo3pacTta 1 Mec). [lepeHeceHHble 3ab0neBaHUsA: OCTpble
pecnupaTopHble MHbeKLMK 2—3 pasa B rog.

HacnepcrBeHHbI aHaMHe3

3aboneBaHUsd MOYEK WM Cllydau CMEPTU OT MOYEYHOM
He[0CTaTOYHOCTU cpean GMMKanLLIMX POACTBEHHUKOB B TPEX
NOKONEHUSAX HE BbIIBNEHbI.

dusuKkanbHaa AMarHocTuka

Mpn ocmoTpe B BO3pacte 15 netr 6 Mec COCTOsiHUE
pebeHKa cpeaHen CcTeneHu TAXKECTU 3a CYET OCHOBHOMO
3a6oneBaHua. Poct — 175 cm, macca Tena — 76 Kr,
UHAEKC mMacchl Tena — 24,8 kr/m?2 (+1,5 SD). dusnyeckoe
pa3BuUTME rapMOHWYHOE, M36LITOK Macchl Tena. [lonoas
dopmyna: Py, AXz, Ly, V,, Fy. TEeCTUKyNbI B MOLWOHKe, D = S
12-15 cm3. BbigBfieHbl CTUTMbI AU33MOpPUOreHesa: oTTo-
MblPEHHbIE YLLIM, HU3KasA JIMHWUS POCTa BOJIOC Ha N6y U wWwee,
rMNepTeNopm3Mm ras U COCKOB, UICKPUBJIEHWE U YKOPOYEHHUE
MU3KUHLUA, X-06pa3Has gedopmMaLns KOHEHYHOCTEN, NMIOCKO-
ctonune. KoXXHbIM NOKPOB M BUAUMbIE CIU3UCTbIE 0B0T0HKH
YUCTble, PU3MOSIOMMYECKOM OKPACKK. JTIuMdpaTmyeckme yanbl
He yBenuyeHbl. LLlMTOBMAHAA Kenesa He nanbnupyetcs.
Mpn aycKkynbTaumu AblXaHWe BE3WKYASPHOE, YacToTa Ablxa-
HUS — 18/MuH. CepaeyHble TOHbl PUTMUYHbBIE, TPOMKME,
M30/IMPOBaHHbIE LWENYKM Ha BEPXYLLKe, YacToTa CepAeyHbIX
CoKpauweHun — 80 ya./MuH, apTepuanbHoe AaBleHue —
108/66 MM pPT. CT. }KMBOT MATKUI, NeYeHb U cene3eHkKa He
nanbnupytoTcs. CUMNTOM MOKONA4YMBaHUS OTPULLATESNbHBbIN.
CTyn n MoYencrnycKaHue He HapyLleHbl.

JlaGopaTopHble uccnegoBaHus
He pekomeHaoBaHbI.

UHCcTpyMeHTanbHbIe UCC/IeJOBaHUS

Axokapguorpagusa: nponanc MWTpanbHOro KnanaHa
C He3HauuTeNbHOM peryprutaumen, NoxHble Xopabl 1eBoro
}enyaoyKa.

AnHamMuKa u ucxopabl

Ha ¢oHe npoBoagnumon tepanuun (MAMP, 6nokaTtop pe-
LLeNnTOpOB aHrMoTeH3WHa, LMKIOCNopuH A) Habnogaetcs
nporpeccMpoBaHne 3aboneBaHus, 4YTO CBUAETENbCTBYET
0 HM3KOM ee 3PPEKTUBHOCTU. PEKOMEHIOBAHO reHeTn4e-
cKoe obcnegoBaHue, B TOM YUCTE M BMKaNLWNX POACTBEH-
HWKOB, MpoBeAeHWe KOHTPOnbHOM Hedpobuoncuu and
OLUEHKW CTEMNEHM NpOorpeccMpoBaHus 3aboneBaHuns 1 Bbi6O-
pa TaKTUKK fiedyeHuns. [InarHos ytoyHeH: «HacneacTBeHHbIn
HedpuT (cMHApOoM AnbnopTta). BTOpuYHbLIM HedpoTUYe-
CKMIK cuHApOM (Mopdonornyecku: dokanbHO-cermeHTap-
HbI TNOMeEPYNOCKIepo3). XpoHuyecKasd 60ne3Hb Mno4vek
ctaguu Il. XpoHU4ecKkasa [LBYCTOPOHHAS HEMpOCeHCOopHas
Tyroyxoctb Il ctenenn. Muonuyeckun acturmatuam OU
cnabon cteneHun. Kepatonartug. lnockoctonue | cTenexHu.
X-o6pas3Has aepopmMaLmnsa HUKHUX KOHeYHocTen. Mponanc
MWTPaNbHOrO KnanaHa».

MporHos

YuuTbiBas Hanuune GakTopoB PUCKa MporpeccupytoLle-
ro TeyeHus 3aboneBaHus (Nporpeccupylollas NpoTenHypus
C Nepuoaa HOBOPOXAEHHOCTU, remMaTypus ¢ 1 Mec U3HMH,
pasButne OCIC, andodysHoe ytosnuieHne 6a3anbHON MeMm-
6paHbl KY604YKOB MO AaHHbIM Hedpobuorncun) n Hebpo-
TOKCMYHOCTM MMMYHOCYNPECCUBHON Tepanun, MOXKHO KOH-
CTaTMPOBaTb BbICOKUIM PUCK Pa3BUTUA TKENOW MOYEeYHOM
HeLOCTaTOYHOCTH.

BpemeHHas wKana
XpoHonorunsa passutng 6one3Hn naumeHTa H. n ee Kio-
yeBble COObITUA NPeacTaBeHbl HA PUCYHKE.

OBCYXAEHME

MpU4nHbI NO34HEN AUAarHOCTUKU CUHApPOMa AnbnopTta

MpefctaBneHHOe OMuUcaHWe KIMHUYECKOro cryvyas je-
MOHCTPUPYET ANUTENbHbIA AMAarHOCTUYECKUI NMOUCK. [epBbiM
AMarHo30oMm Obl1 «XPOHUYECKUN OMCMETaAb0/IMYECKUI NUENo-
HebpuT», YCTAHOBJIEHHbLIK B CBA3W C OOHapyXeHWeM Mpo-
TEMHYpUK Y pebeHKa B Nnepuos HOBOPOXKAEHHOCTM U rema-
Typun — B BoO3pacte 1 Mec, IENKOUUTYpUn — B BO3pacTe
1 roga 4 mec. TonbKo K 6-n1eTHeMy BO3pacTy Npu Nporpeccu-
poBaHuW NpoTenHypumn ao 1,5 r/n v NoCToAHHOW MaKporema-
TYypun BnepBble Obl1 3aN0403PEH HACNEACTBEHHbIN HeDpPUT.
[narHo3 HeBO3MOXKHO 6bl1I0 BepudULMpOBaTbL NO NPUYUHE
OTKa3a poauTener OT NpoBeAeHMs OMOMCUM MOYEK, KOTO-
pasi noKasaHa npu remaTypuu OIUTEeNbHOCTbIO 6osee roga
NMpU COYETaHUU C MNPOTEUHYPUEN, OTCYTCTBMU KallbLMypuu
M CTPYKTYPHbIX aHOManun noyek [21]. Kak BapuaHT, B Tak1x
cnyyasix NoKa3aHo NPoOBeLEeHNE U FTEHEeTUYECKOro uccneaoBa-
HUsA. OGHapyXeHne paccnoeHns rnoMepynsapHon 6a3anbHon
Mem6paHbl (MpyU uccnegoBaHUWKM GMONTATOB MOYEYHOW TKa-
HW) AKX NaTOreHHbIX BapuaHTOB reHoB KonnareHa COL4A3,
COL4A4, COL4A5 saBnsieTcsl goctaTo4yHbIM OCHOBaHWEM AfS
noaTBEPXKAEHUS cuHapoMa AnbnopTa [22]. Bmecte ¢ Tem
reHeTMyeckoe uccnefoBaHue sBaseTcs 6onee YyBCTBUTESb-
HbIM W cheunuduyHbIM METOAOM AMArHOCTUKM CUHApPOMA
AnbrnopTta B CpaBHEHUM ¢ 6uoncuen noyek [23]. OgHaKo
B HalleMm Cny4yae reHeTM4yecKoe uccnegoBaHue He 6bl1o Mpo-
BeeHO (He BXoAMT B nepeveHb 6ecnnaTtHblX yeayr no noaucy
0643aTe/IbHOr0 MeAMLMHCKOrO CTpaxoBaHUA, a pPOAUTENH
OTKa3anucb OT NpoBeAeHUs UcCrefoBaHUs U3-3a ero BbICO-
Ko cToMMocTu (oKono 50 Teic. py6)). OTaensHO cneayeT oTMme-
TUTb CBA3b NaTOreHHbIX BAPUaHTOB reHOB KoJilareHa ¢ CUHA-
poMOoM AnbnopTta Mpuv HanMyuMu CTUIM AM33MOpuoreHesa
[1, 24, 25]. B onucaHHOM Hamu criy4ae Ha CTUrMbl 06paTUIM
BHMMaHWe TONbKO B Bo3pacTte 8,5 nert.

Mpn HanMynM NOCTOSTHHOW remMaTypuun, HO OTCYTCTBMUM
OTATOLLEHHOrO CEMEMHOr0 aHaMHe3a, a TaKXKe pe3yNbTaToB
HedpobMONCHMM U FEHETUYECKOro MCCneaoBaHUs CUHAPOM
AnbropTa C BbICOKOW BEPOATHOCTBLIO MOXHO AUArHOCTMPOBaTh
npy BbISBIEHWN HEWPOCEHCOPHOM TYroyxoCTU W peTUHOoNa-
K [22], MUK cny4aeB KOTOPbIX NPUXOAUTCS Ha BO3pacT cTap-
we 10 net [26, 27]. B npeactaBneHHOM HaMU KIMHUYECKOM
Cnyyae HapylleHue ciyxa v nopaxkeHune rnas Obinn BblgBNEHbI
B Bo3pacTe 8,5 neT, Toraa Kak NpoTenHypus K aTOMy BpeMeHMU
pocturna yposHs 3 r/n. lNporpeccupytollee TeyeHne 601e3Hn
BbIHYAMNIO poauTenen pebeHKka faTb cornacve Ha npose-
fJeHne 6uoncumn noyeK, B pesynbrate KOTOpoW B Bo3pacTe
8,5 net 6binn 06HapyXKeHbl kKonnareHonatus, Tvun IV, n dCrc
(Mpu3HaK nporpeccupytolwen rnomepynonatum). Ha ocHo-
BaHMW 3TUX MPU3HAKOB YCTAHOBJIEH KIWHWYECKWMW AMarHos:
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

PucyHoK. XpoHonorusa pa3sutus 60n1e3Hn nauueHTa H. 1 ee KnloyeBble cobbiThs

Figure. Timeline of patient N. disease development and its key events

Hedpoburoncus

[OwnarHoa: «<HacneactBeHHbIn HedpuT
(cvHapom Anbnopta). BTopmyHbIN HEPPOTUHECKUNI
CUHAPOM. XpOHUYECKas HepoceHCcopHas
TyroyxocTb Il cT. Muonuyeckumn
acturmatnam OU cnabow cTeneHmn»
Neyenue: MAMD, unknocnopmH A 125 mr/cyt

MpoTteunHypua 3,69 r/cyt, MMKporemMaTypus
[wnarnos: «HacneactBeHHbIN HebpuT
(cvHapom Anbriopta). BTopuyHbI HeGPOTUHECKUI
cuHapom. XBI1 Il ctaguun. XpoHudeckas
HerpoceHcopHasa TyroyxocTb Il cT. Mruonuyeckui
acturmatnam OU cna6ow ctenenun. Kepatonatus»
Neyenne: nAN®, unknocnopmH A 100 mr/cyT,
KaH4ecapTaH

MpotenHypusa 1,076 r/cyT, MUKporemaTypus
[uarHos: «<HacneacTBeHHbIM HeDPUT
(cuHapom AnbnopTa). BropuyHbin

NeyeHune: AN

MpoTtenHypua 1,5 r/n, Makporematypus
[OnarHog: «HacneacTBeHHbIN HebpuT»

HedpoTUyecKkuin cuHapom. XbI | ctagum.
XpoHUYeCcKasi HeMpoCceHcopHas
Tyroyxoctb Il cT. cnpasa, Il cT. cnesa.
Mwuonuyeckuin acturmatnam OU cna6ow

MpoTenHypusa
0,132-0,165r/n

MpotenHypus 0,165 r/n,
MaKporemaTypus

MpotenHypusa 0,132 r/n,
MWKporemaTypusi

MpoTteunHypusa 0,66 r/n, makporematypums
[AunarHo3s: «<XpOHMYECKUI BTOPUYHbIN OBCTPYKTUBHbIM
(amcmeTabonuyeckui) nuenoHedput

0 mec 1 mec 1ro 1ron 6 net 7 net 8 net 9 net 10 net 11 net 15 net
A 4 mec 2 mMec 8 mec 6 mec 8 mec 2 mec 2 mec 5 mec

ctenexu. Kepatonatus»
Neyenune: MAMND, umknocnopuH A
100 ™mr/cyT, KaHaecapTaH

MpoTennypus 0,73 r/cyT, MUKporemaTypus
[wnarHos: «<HacneactBeHHbIN HedpUT
(cuHapom Anbnoprta). BropuyHbin
HedpoTHyeckuin cuHapom. XbI | ctaguu.
XpoHu4yecKas HempoceHcopHas
Tyroyxoctb Il cT. Muonuyeckumn
acturmatnam OU cnabow cteneHmn»
Neyerue: AN, umuknocnopuH A 125 mr/cyt

MpoTenHypusa 2,22 r/n, makporematypums
[narHo3s: «HacneactBeHHbIN HedpuT
6€e3 HapylweHUn GYHKLMK cnyxar
JledeHue: MAMN®, keToaHaNOrM aMMHOKUCAOT

MpoTenHypusa 2,29 r/cyT, MUKporemaTypus
[narHo3s: «HacneactBeHHbIN HedpuT
(cuHapom Anbnopta). BropuyHbiv
HedpoTHyeckui cuHapom. XbI 111 ctaguu.

XpoHuH4yecKas HermpoceHcopHas
TyroyxocTsb Il cT. cnpaBa, lll cT. cnesa.
Muonuyeckuit acturmatnam OU cna6on
cTeneHu. Kepatonatus»
Neyenne: nAMN®, uuknocnopmH A
125 Mmr/cyT, KaHgecapTaH

MpumedaHue. MAND — UHIMGUTOP aHrMOTEH3MHMNPeBpPaLLatolero ¢epmeHTa, XbIM — XpoHuyecKkas 60Ne3Hb NOYEK.
Note. ACEI (MAM®d) — angiotensin-converting enzyme inhibitors, CKD (XBIM) — chronic kidney disease.

«HacnencteeHHbIM HedpUT (cnHApom AnbnopTa). BTopuyHbIN
HeppOTUYECKMI cuHAPOM (Mopdonorudeckun: ®CIC)». Cne-
LyeT y4uTbiBaTb, YTO KIMHWYECKME MNPOSIBAEHUS COCYAMC-
TOW maTonorMu nNpu cuHapome AnbnopTa, pa3BuBaloLLENCS
B pe3ynbraTe reHEeTUYEeCKU AETEPMUHUPOBAHHbLIX M3MEHe-
HUM CTPYKTYPbl SKCTPALENNONAPHOIO MaTPMKCa, BbI3BaHHbIX
HapylweHveM cuHTe3da KonnareHa |V, cxodHbl C TaKoBbIMM
npu cuHgpome MapdaHa [28, 29]. Kpome Toro, B Hawem
cnyyae npu 3NEeKTPOHHOM MUKPOCKOMUKU MoYe4yHOro 6uonTa-
Ta He OOHapyXXeHO PaBHOMEPHOr0 MCTOHYEHWs Ga3anbHOMU
MeM6paHbl KNy604YKOBbIX KanuanspoB, XapaKTepHOro Ans
60Ne3HN TOHKMX 6as3alibHbiX MEMOPaH, a TaKKe NPUM3HaAKoB
CTPYKTYPHOro AM33MbpuoreHesa (rmnonaactmyeckas gucnna-
319 NOYEK) U AMCMeTabonn4yecKon Hedbponatum Ha crtaguu
BblpayKEHHOro MHTEPCTULMANBHOMO HedbpuTa (TUMUYHbIE NPU-
3HaKu cuHapoma Anbnoprta) [22].

Taknm 06pa3oM, MOXKHO KOHCTaTUpOBaTb, YTO CUHAPOM
Anbnopta y OMMCbIBAEMOro HaMu pebGeHKa MOXKHO 6bli10
[IMarHoCTMpPOBaTb elle B paHHeM Bo3pacTe (1,5-2 roaa) npu
BbINOMIHEHUN FrEHETUYECKOr0 UCCNeLOBaHNUS U/MNK BUOMNCUN
noYyeK, NOKas3aHHOW Mpu remMatypuu ANUTENbHOCTbIO Gonee
roga, codveTaBlencs ¢ npotenHypuen. OfHako 6Guoncus
noYyeK B CBA3M C NOLO3PEHNEM Ha HACNEACTBEHHbIN HeGpUT
peKomMeHi0BaHa TO/IbKO B 6-NIeTHEM BO3pacTe, a NpoBefeHa
B Bo3pacte 8,5 net. Kak cneacreme, HedponpoTEKTUBHASA
Tepanua 6bls1a HavyaTa Co 3HAYUTENbHOM 3a4EPKKON.

AdPpeKTMBHOCTb TEPANUU NPU NO3JHEN

AWarHocTuke cuHapoma Anbnoprta

B cBA3K C MOAO3PEHMEM Ha Hannyuve HacneaCTBEHHOro
HedpwuTa B Bo3pacTe 6 NeT pebeHKy 6bi1 HasHaveH AP [30].
Takoe Hayano Tepanuu MauMeHTOB C CMHAPOMOM AnbnopTa



06yCNnoBAEHO HEOOXOAMMOCTbIO 3aMeasieHUs MpPorpeccupo-
BaHWs 3a60N1€BaHMS, U B YaCTHOCTW Pa3BUTUA TEPMUHAbHON
CTaguMM NOpaxeHUs Nnoyek, NyTemM MCnonb30BaHWa Hedpo-
NPOTEKTUBHBIX NpenapaToB. A. Mastrangelo v coasT. (2021)
B PETPOCNEKTMBHOM KOFOPTHOM WCCNefOBaHMM MOKa3anu
3PGDEKTUBHOCTb (YMEHbLIEHWE MPOTEUHYPUU U U3MEHEHMUEe
GYHKUMM KNyBOYKOB) M 6€30MacHOCTb Yy AeTeN C CUHAPOMOM
AnbnopTa nocnefoBaTeslbHOro BBEAEHUSI GNOKATOPOB PEHMUH-
aHMMOTEH3UH-aNnbgocTepoHoBoM cuctemMbl (PAAC) BNAoTb A0 ee
TponHon Gnokaabl (MAMN®, Gnokatop peuenTopoB aHrMOTEH-
3¥Ha W aHTaroHWCT peuenTopa anbAoCTEPOHA CMMPOHONAK-
TOH) [15]. CuutaeTcq, yto 6nokaga PAAC crnocobHa CHMU3UTb
BbICOKOE BHYTPUKIY6O4KOBOE apTepuanbHOe JaB/eHne U, KaK
CneAcTBMe, PUCK paspbiBa 6a3anbHON MeM6paHbl U nporpec-
CMPOBaHWSA CBSA3aHHbIX C 3TUM MPOTEUHYPUM W TNOMEPYASP-
HOro cknepo3sa [31]. Kpome Toro, 610Kupyst AencTBme anbao-
CTepoHa, MOXHO BOCMPENnAaTCTBOBATbL YBENYEHUIO NMPOAYKLIMK
dMBPOHEKTMHA M TpaHchopmupyolero GpakTopa pocta 6eTa,
aCCOLMMPOBAHHbIX C Pa3BUTUEM [NTIOMEPYNOCKIEpo3a v Tyby-
NIOUHTEpCTMUManbHoro ¢ubposa [32]. OgHaKO Ha3HavyeHue
6nokatopoB PAAC getsiM ¢ cuHgpomom AnbnopTa A0onycTMMo
B BO3pacTe crapuwe 12-24 mec B COOTBETCTBMM C TWUMOM
HacnegoBaHUA M KIMHWYECKUMKU nposBaeHuamu [14, 33].
B 4acTHOCTM, nNauuMeHTaM MyXKCKOro mnoia ¢ X-CLUEMJEHHbIM
M ayTOCOMHO-PELLECCUMBHBIM CUHAPOMOM AfbrnopTa jevyeHue
peKoMeHayeTcs HayaTb cpady nocie MOCTaHOBKWM AMAarHosa,
NpU ayTOCOMHO-AOMUHAHTHOM TUME — Ha CTaguu MUKporema-
TYpUK U/ unu mMukpoanbbymuHypumn [14, 30]. PaHHee Havano
Tepanuun WAMN® accounmnpoBaHo ¢ 6onee NO3AHUM HacTynne-
HWeM TepMUHaNbHON cTaauu cuHapoma Anbnopta [12].

B onucaHHOM Hamu cnyyae Ha GoHe MOo34Hero Hava-
na Tepanuu MAMN® (aHananpun) NPOTEUHYPUS NPOACIKUAA
HapacTaTb (8o 3 r/n) BMecTe ¢ pa3BUTMEM CTabubHOM apTe-
puanbHOM runepteH3uun. lo3gHee OWKMOOYHO Obln Ha3Ha-
yeH apyron WMAM® (KanTonpuia), YTO HE U3MEHWUIO TeYEeHUs
6one3Hu. Tonbko B Bo3pacTte 10 neT K Tepanuun gobasneH
6/10KaToOp pPeLenTopoB aHrMoTeH3uMHa. 3ameaneHue npo-
rpeccrMpoBaHusa NPOTEUMHYPUKU 6bl0 AOCTUIHYTO Yeped 6 mec
nBovHon 6nokaabl PAAC, Ho B nocneaytouem (Yepes 4 mec,
B Bo3pacTe 11 neT 2 Mec) NpoTeENHYpUs BHOBb YBENUYMAACH.
lNocnenHee, BO3MOXHO, CBA3AHO C yBE/IMYEHMEM KOHLIEH-
Tpauun anbaoCTeEPOHa M3-3a NOBbIWEHUS B KPOBU aKTUBHO-
CTW XMMa3, 4To No3BonseT «06onTn» 6nokagy PAAC (beHomeH
«yCKONb3aHUa anbfocTepoHar) [34, 35]. B Takow cutya-
LMK NoKal3aHo aobaBneHne K Tepanun geten ¢ CUHAPOMOM
AnbrnopTta CNMPOHONAKTOHa C Uenbio 6onee adPEKTUBHOM
(TporHon) 6nokaabl PAAC [15, 30].

Pesynbtatbl HeppobMOMCKK, MONYyYEHHbIE B BO3pacTe
8,5 net, NoATBEPANIN AUArHO3 U BbISBUAN NMPU3HAKKU BTOPUYHO-
ro HedpPOTUHECKOro CUHAPOMA, YTO BbINO pacLLeHEHO Bpayamu
KaK OCHOBaHWe 15 Ha3HayYeHus LMKnocnopuHa A (125 wmr)
(N0 HaweMmy MHeHMWI0, NPEeANONOXKUTENbHO, B COOTBETCTBUU
C pekomeHgauusamu [36]). UMmyHocynpeccuMBHas Tepanus CHU-
3una CcyTouHyto notepto 6enka B TeveHue 1 roga. Bmecte ¢ Tem
npu KOHTpose 6e30MacHOCTM UMKIocnopuHa A oGHapyXKeHo
NMOBbILWEHNE KOHLEHTpauMM B KPOBU MOYEBMHbLI, LMUCTATH-
Ha C, xonecTepuHa, Kanus M MOYEBOW KUCMOTbl, @ TaKKe
CHUXEHWE KOHLEHTPALMOHHOM GYHKLUMM NOYEK (CM. Tabnuuy).
31 No60YHbIe 3bDEKTbI BbIHYAUIN YMEHbLUIUTb A03Y LIMKIO-
cnopvHa A n po6aBuTb K Tepanuu GI0oKaTop peuentopos
aHrnoTeHsuHa ll. YBenvyernue go3bl LmMkiocnopmHa A Ha 50%
CHM3MNO MPOTEUHYPUIO, HO MPUBENO K YCUNEHMUIO ero nobou-
HbIX 9PGdEKTOB (MOBTOPHOE CHWMXKEHWE KOHLEHTPaLMOHHOM

®YHKLMM MOYEK M MOBbIWEHME KOHLEHTPaLUMM MapKepoB
UX noepexzaeHus). Ha doHe NOBTOPHOro yMeHblUEeHWS A03bl
uMKnocnopuHa A go 125-100 mr/cyT B nocneayiouwue 5 net
HabnaanM BapbUpoBaHUE 3HAYEHUIM NPOTEVHYPUMU B LUMPO-
KOM B Anana3oHe (0T 1,75 o 3,69 r/cyt) 1 cHuKeHne pCKP
[0 YPOBHS$1, COOTBETCTBYIOLWErO XPOHNYECKON 6O0IE3HN MOYeK
ctagmu Il. Taknm 06pa3oM, MOHUTOPUHT 6E30MaCHOCTH LIMKIIO-
crnopuHa A cBMAeTEeNbCTBOBAN O Pa3BUTUM Y NALMEHTA LIMKIO-
CMOPUHO3aBUCUMOCTU M HEDPOTOKCUYHOCTU. PUCK pasBUTUS
HedPOTOKCUYHOCTH NPU NMPUMEHEHWUM LIMKIOCNOPUHA A onuncaH
[0CTaTo4HO AaBHO [37]. ITOT apdeKT 06yCNnoBNEH TOKCUYECKUM
[IENCTBMEM NEKAPCTBEHHOIO CPeACcTBa Ha AMUTENNM MPOKCH-
MasbHbIX M ANCTaNbHbIX KaHanbLEB (YrHeTEHWE TPaHCMOPTHbIX
CUCTEM), YTO NPOKBASETCS TMNEPYPUKEMMUEN, TUNEPKANTUEMUEN
1 runomarHuemuen [36]. bonee Toro, M3BECTHO, Y4TO LMKIIO-
CnopuH A yacto HeabdEKTUBEH Yy MaLMEHTOB C NpU3HaKaMu
HedpocKkneposda [14], a y 4actm getend ¢ HedpOTUYECKUM
CMHAPOMOM pPa3BMBAETCS LMKIOCNOPUHO3aBUCUMOCTL [36].
Mpun Hanuuun HedpoTuyeckoro cuHapoma ¢ PCIC pauntenbHoe
Ha3HayeHue UMMYHOCYNPECCUBHOM Teparnuu He PEKOMEHAY-
ercs [36], B CBSI3M C YEM HA3HAYEHUE LIMKNOCNOpPUHa A B onu-
CaHHOM HaM# criydae cneflyeT Nnpu3HaTb OWMOKoW. Kpome Toro,
Y4uTbIBas ANUTENbHOE HENPEPLIBHOE NMPUMEHEHWE LIMKIIOCTO-
puHa A (c 8,5 go 15,5 neT) U CHMKeHMe GYHKLMM MOYEK Ha
GOHe aToM Tepanuu, Ans OLEHKKU CTEMEHU NPOrpeccupoBaHmns
3a6oneBaHunsl, 3GOEKTUBHOCTU NEYEHUA U UCKIIOYEHUS XPO-
HMYECKOM LMKIOCNOPUHOBON HEDPOTOKCUYHOCTU CnefoBasno
NPOBECTU KOHTPONbHYlO Hedpobuoncuto. MNMosTopHaa 6Guon-
CUSl MOYEK PEKOMEHLYETCH NPU ANUTENBHOCTU Tepanuu 6onee
2,5-3 net ans BbIABNEHWS BO3MOXHbIX MOPQPONOrMYECKUX
NPU3HAKOB LIMKIOCMOPUHOBOM TOKCUMYHOCTK (MOBpexaeHue
3NUTENWS KaHanbLEB, CKNEPO3 MHTEPCTULIMA U CTEHOK apTe-
puon) [36]. Kpome Toro, npv LMKIOCNOPUHOBOW 3aBUCUMOCTH
W UMKIOCNOPMHOBOM TOKCMYHOCTM PEKOMEHAOBAHO Ha3Haue-
HWe MUKodeHonata MmodeTnna n neesammaona [36].

Taknm 06pa3om, aHanM3 CPOKOB Hayana W pesynbraToB
Tepanuu nokasas, YTo HM MoHoTepanusa MAM®D, HM KOMOHK-
HUMPOBaHHas Tepanus, BKIOYaBlIAa 6noKaTop pelenTopa
@HTMOTEH3MHA WM LIMKIOCNOPWUH A, He 3aMeanunun nporpec-
CUpOBaHUS 60NE3HU, OTHACTU B CBA3K C MO3AHUM Hayanom
Tepanuu, oT4acTu Mo MNpuUYMHe pas3BUTUSA HedpPOTOKCUYe-
CKMX 3h(dEKTOB, CBA3AHHbLIX C HAa3HaA4YeHWEeM LMKIOCMOpK-
Ha A B BbICOKOM A03e.

[JanbHeHlwan TaKTUKa JieYeHUs

[na peweHua Bonpoca O JalbHENLIEN TaKTUKE BeOeHuUs
nauueHTa Heob6xoaAMMO NMPOBECTU FeHeTM4yecKoe UccneaoBa-
HWE METOIOM CEeKBEHMPOBaAHUS HOBOrO MOKOJIEHWUS, BKJIOYas
TapreTHoe CEKBEHWPOBAHWE W, NPU HEOBXOAMMOCTH, NMOTHOIK-
30MHOE CeKBEeHUpPOBaHUe. [ns 06HapyeHust BapuaLui Yncna
KOMWI reHa KonnareHa v geneuvu dparMeHToB peKoMeHayeT-
€Al MUCNOJSIb30BaTh TEXHONOMNIO MYNLTUMIEKCHOW NUIMPYLOLLEN
amnandukaummn 3oHaoB [30]. Heo6xoaMMOCTb 3TOro Mccne-
[l0BaHWa NPOAMKTOBAHA TEM, YTO Y MYX4YUH C X-CLeNNEeHHbIM
M ayTOCOMHO-PELLeCCUBHbIM CUHAPOMOM AnbnopTa pPUCK
NPOrpeccupoBaHns A0 TEPMUHANbHOM CTagun 3aboneBaHus
noyek Moxet gocturatb 100%, Ang ayToCOMHO-AOMUHAHTHOMO
TUNa XapaKTepHO Mno3jJHee Hayano 3aboneBaHus U MeleH-
HOe NporpeccupoBaHne KIMHUYECKUX CUMNTOMOB, NPV AUrEH-
HOM BapuaHTe C reTepo3nroTHbIMK NaToreHHbIMWU BapuaHTa-
Mn reHoB COL4A3 n COL4A4 nporpeccvpoBaHve 60ME3HU
NPOUCXOANT Yy BCEX GOJbHbIX, MPW PACMONOMKEHUW MNaToreH-
HbIX BApWaHTOB yKa3aHHbIX FEHOB Ha OAHOM XpoMocoMe —
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B 20% cnyyaeB [33]. [eHETUYECKOE KOHCYNLTUPOBAHME Y1EHOB
CeMbM MO3BOMSET PELLNTb BOMPOC O BO3MOMKHOCTU AOHOPCTBA
noYeK, NNaHMpoBaHUKM 6ePEMEHHOCTU U NPOBEAEHNMN NPeHaTaslb-
HOW AMarHOCTUKKU. PekomMeHyeTcs MOoBTOpHas GMOMNcUs MOYek,
pesynbTaThbl KOTOPOW, KaK OXUAAETCS, MOMOTYT B MPUHATUM peLue-
HWI NO BbIGOPY AanbHEWLIEN TAKTUKM le4eHUst GONbHOTO.

TponHasa 6nokaga PAAC Ha cerogHsIlHWI AeHb ABNseTcs
MEeTOAOM Bbl6Opa AJI CHUXEHUSA MPOTEUMHYPUM U 3amen-
JIEHUS NMPOrPECCUPOBAHUS MOPAXKEHNUS MOYEK B OXMAAHUM
pe3ynbTaToB MOCNEAHUX UCCNeNOoBaHUM B 061acTn Tepanuu
cuHapoma AnbnopTa.

3AK/TIOYEHUE

Mo3aHAa AMarHoCcTMKa cuHapoMa AnbnopTa ABAseTcs npu-
YUHOWN HUBKON IPDEKTUBHOCTU HEDPOMPOTEKTUBHOM TEPANUK
C npumeHeHnem WAMN®, HayaToM Ha CTaguMu MNPOTEUHYPWUU
MU MakporemaTtypuu. HecBoeBpemeHHOe Ha3HayeHue 6/oKa-
Topa peuenTtopoB aHrMOTEH3MHA AaNo KPaTKOBPEMEHHbIN
addeKT. MporpeccupoBaHme 3aboneBaHus M pa3BUTUE BTO-
PUYHOTO HEdPOTUHECKOrO CUHAPOMA BbIHYAWIM Ha3HAYUTb
umnknocnopuH A. Mpenapat CHU3UA BbIPpaKEHHOCTb NMPOTEUH-
YPUW, OJHAKO €ro NPMMEHEHNE YCUAUO HapyLleHne GYHKLMK
noYeK, 06yCNoBNEHHOE MPOrpPecCMpPoOBaHNMEM OCHOBHOMO 3a60-
neBaHus, Ha doHe NoboyHoro adpdeKkTa (HePPOTOKCUYHOCTH).
Kpome Toro, oTMeY4eHO pa3BUTME LIMKIOCTIOPUHO3aBUCUMOCTH.
[na pelweHns Bonpoca O JanbHeNLWen TaKTUKe BEAEHNUS naum-
€HTa BaXKHO MPOBECTU KOHTPO/bHYIO Hedbpoburoncuio, KoTopas
NO3BOJIUT OLEHUTb CTeNeHb NporpeccupoBaHns 3aboneBaHus,
N UCKJTIOYNUTb XPOHUYECKYIO LIMKIOCMOPUHOBYIO HEPPOTOKCHY-
HOCTb. [eHeTuMyecKkoe ob6cnefoBaHWe pebGeHKa HeobxoanMo
[INS NPOrHO3MPOBaHUS Ucxoaa 60Me3HU, B TOM YWC/IE CPOKOB
Pa3BUTUS NMOYEYHOW HEAOCTATOHHOCTH.

UWHO®OPMUPOBAHHOE COINIACUE

3aKOHHbLIM MpeAcTaBUTENEM NaLMEHTa AaHO NOAMUCaH-
Hoe MHbOPMMPOBaAHHOE 4OBPOBOSILHOE corflacue Ha nyoeau-
KaLMIo OMMCaHMs KIIMHUYECKOrO CinyyYasi MU MCMONb30BaHue
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O6ocHoBaHHe. JleyeHne faeTei ¢ CUCTEMHOM KpacHoi BosnyYaHko# (CKB), KaKk npaBuio, COMPSIXKEHO C MOXKM3HEHHbIM
IPUEMOM CUCTEMHbIX [TIIOKOKOPTUKOMAOB U, KaK CNEACTBUE, BbICOKUM PUCKOM CEPbE3HbIX MO60YHbIX 3PPEKTOB, B TOM
4yucse pa3BnUTUS cTeponaHoro guaoeera. lNpumeHeHne 6eanmymaba, UHIMOGUTOPa aKTMBHOCTU CTUMY/ISiTopa B-1MmMeoLnToB,
103BOJISIET CYLLECTBEHHO CHU3MUTb [03Y [NTIOKOKOPTUKOMAOB, PUCK M TSXKECTb OCTI0KHEHUI CTEepOoMAHOM Tepanun. OnucaHne
K/IMHMYecKoro cayyas. [JnarHo3 CKB y naLneHTKu ycTaHoB/EH B Bo3pacTe 16 neT. Havata Tepanusi ruapoKCUXT0POXUHOM
M nepopasibHbIM TIOKOKOPTUKOUAOM B BbICOKOM A03€e (56 MIr MeTuanpeaHU30/10Ha B CyTKM). Yepes 1 mec oT Havyana Tepa-
MMu AMarHoCTUPOBaH CTePOUAHbLIN AnabeT, Yepe3 2 Mec 06Hapy»KeHbl y4acTKM aBacKy/IspHOro HeKkposa. Ha ¢oHe Tepanum
MUKOpeHonaTa MODETUIOM yaanoch JOOUTLCA KYNMPOBaHUS aKkTMBHOCTH 3aboneBaHms. O4HaKo B CBA3M C COXPaHEHMEM
MoTpebHOCTH B UHCY/IMHE U MPOrpPeccupoBaHMeEM aBacKy/IsipPHOro HeKpo3a Yyepesd 5 mec rnocnie BepuduKaumm guarHosa
Ha3HayvyeH 6enumymab. 3akadeHue. benmumymab — eAUMHCTBEHHbIN E€HHO-UHXEHEPHbIN BGMOIOMYECKUI rpenapar,
3apernucTpupoBaHHbIN Ans nevyeHuns aeten ¢ CKB. B pe3ynbTate ero HazHa4yeHus yaaaoch 6bICTPO (B Te4eHue 3 mec) cTa-
6MAN3MPOBaTL COCTOSIHUE NMaLUMNEeHTKH, CYLECTBEHHO CHU3UTb 03y NepopassbHOro MOKOKOPTUKOUAa METUANPERHM30I0HA
(c 24 pgo 8 mr/cyT), AOBUTLCS PEMMUCCUM CTEPOUAHOIO AMabeTa ¢ OTMEHOM UHCY/IMHA, @ TaKXKe KynupoBaTb KIMHUYECKUE
CUMMTOMbI @BacCKy/I9PHOIro HEKPOo3a.

Knro4deBble cnoBa: cMCTeMHasi KpacHasi BO/4YaHKa C l0BEHUIbHbIM Ha4yaioM, NepopasibHble rJTIOKOKOPTUKOMAbI, CTEPOUAHBIN
anabeTt, aBacCKy/IpHbIN HEKPO3, 6esinMymMat

Ana yntupoBanusa: Kanega M.M., HuknwmnHa W.M., ®upca A.B. MNpumeHeHne 6ennmymaba y nauMeHTKU C CUCTEMHOM
KpaCHOM BOMYaHKOW C IOBEHU/IbHbIM JeOOTOM U CTEPOUAHBIM AMABGETOM: KIIMHUYECKUIA Clydan. Bornpockl COBPEMEHHOMN
negnatpmmn. 2023;22(6):546-553. doi: https://doi.org/10.15690/vsp.v22i6.2649

Maria I. Kaleda, Irina P. Nikishina, Alesya V. Firsa

Research Institute of Rheumatology named after V.A. Nasonova, Moscow, Russian Federation

Belimumab in a Patient with Systemic Lupus Erythematosus
with Juvenile Onset and Steroid-induced Diabetes: Clinical Case

Background. The management of children with systemic lupus erythematosus (SLE) is usually associated with lifelong systemic
8lucocorticoids administration and, thereby, high risk of serious side effects, including steroid-induced diabetes. The belimumab
(B-lymphocyte stimulator inhibitor) administration significantly reduces the glucocorticoids dose, the risk and severity of steroid therapy
complications. Clinical case description. The patient was diagnosed with SLE at the age of 16 years. Therapy with hydroxychloroquine
and oral glucocorticoid at a high dose (methylprednisolone 56 mg per day) was initiated. Steroid-induced diabetes was diagnosed
1 month after the therapy start; avascular necrosis sites were revealed in 2 months. Mycophenolate mofetil made it possible to achieve
the disease activity control. However, the belimumab was prescribed 5 months after diagnosis verification due to continuous insulin
requirement and avascular necrosis progression. Conclusion. Belimumab is the only genetically engineered biologic drug approved for
the treatment of children with SLE. As a result of its use, it was possible to stabilize the patient's condition quickly (within 3 months),
to reduce significantly the dose of oral glucocorticoid, methylprednisolone (from 24 to 8 mg/day), to achieve remission of steroidinduced
diabetes with further insulin withdrawal, and also to relieve avascular necrosis clinical symptoms.

Keywords: systemic lupus erythematosus with juvenile onset, oral glucocorticoids, steroid-induced diabetes, avascular necrosis, belimumab

For citation: Kaleda Maria I., Nikishina Irina P, Firsa Alesya V. Belimumab in a Patient with Systemic Lupus Erythematosus with Juvenile
Onset and Steroid-induced Diabetes: Clinical Case. Voprosy sovremennoi pediatrii — Current Pediatrics. 2023;22(6):546-553. (In Russ).
doi: https://doi.org/10.15690/vsp.v22i6.2649



OBOCHOBAHME

CuctemHasa KpacHasg BosiyaHka (CKB) — cuctem-
HOe XPOHMYECKOe ayTOMMMYyHHOe 3abofieBaHuWe, KOTopoe
y 14,5-25% nauueHToB HayuHaeTcs B [AETCKOM BO3pac-
Te [1, 2]. NauneHTbl ¢ toBeHUNbHbIM AeboTom CKB (oCKB)
B CpaBHEHUM CO B3POC/bIMKU, KaK MpaBuino, nmeloT 6onee
TSXeNbl GEHOTUMN, OTHOCUTENbHO BbICOKMW PUCK Mopa-
EHUA MoYeK, LLEeHTpalbHOW HEePBHOM CUCTEMbI U CMEPTH,
a TaKXXe oTn4YaloTca 60sblIen YaCcTOTON Ha3HaYeHU UMMY-
HOZENPECCAHTOB M BbICOKUX O3 NepopanbHbIX MIOKOKOPTH-
Konaos [1, 3, 4]. bonee Toro, B OTAENbHbIX Cy4asx HEOOXO-
AMMO Ha3HayaTb HECKOJIbKO MMMYHOAEeNpPeccaHToB [4], yTo,
HECOMHEHHO, NMPUBOAMUT K YBEIMYEHUIO PUCKA BO3HWKHOBE-
HUS cepbe3HbIx NO60YHbIX 3bdeKTOB [5].

MatoreHe3s CKB BoO MHOrOM CBSi3aH C HapylleHNeEM UMMY-
HOJIOrM4ECKOM TONIePaHTHOCTM B-KNETOK K CO6CTBEHHbIM aHTU-
reHam [5, 6], N0O3TOMY MMEHHO B-KNeTku aBnsoTCA BaXHOM
«MULLEHbBIO» AN TEHHO-UHKEHEPHON GUONOrMYECKOW Tepanum
3Toro 3aboneBaHus [5, 6]. MNpenapat puTyKCMMab, MOHOKI10-
Ha/lbHOE XWMMEpPHOe aHTUTeNno K B-numdouutapHOMy aHTu-
reHy CD20, He 3apeructpvpoBaH Ans NpUMEHEHWs y aeTen.
Bwmecte ¢ TeM B TeyeHue AnUTENbLHOrO BPEMEHMW Mpenapat
ycnewHo npumeHsietcs no nokasaHusam off-label y pgetewn
C ayTOMMMYHHbIMKW 3a60n1eBaHMAMM, B TOM Yucie 1 npu 10oCKB
[7-9]. Bnokaga aKTMBHOCTU B-KNETOK MOXET ObITb JOCTUIHYTa
WHrMBMPOBaHMEM aKTUBHOCTU CTUMynsTopa B-numdountos
(B-lymphocyte stimulator; BLyS) peKOMOGWHaHTHbIM YenoBe-
YECKMM MOHOKJ/IOHaNbHbIM aHTUTENoM 6ennmymabom [4, 5].
Mpenapat cBA3bIBAET U TaKMM 06pa30M HEUTpPanuayeT pac-
TBOpMMbIV BLYS, 4TO NpUBOAUT K CHATUIO G/I0Ka Ha pa3BuUTUe
anonTo3a 1 nogasieHuto nponndepaumm n aguddepeHLnpoB-
KW ayTOpeaKTUBHbIX B-K/IETOK B NiasmaTtuyeckue KIETKH, Npo-
ayumpyouime aytoaHtutena [4, 6, 10]. benumymab aBnsieTcs
€MHCTBEHHbLIM NpenapaToM M3 Kilacca reHHO-UHXEHEPHbIX
6uonorunyeckux npenapatos (FMBIT), 0406PEHHBIM Ha OCHO-
BaHWUM pe3ynsTaToB paHAOMU3MPOBAHHOIO MnaLebo-KOHTPO-
nmpyemoro uccnegosanuns [11] ana npumeHeHusa npu 10CKB,
B TOM 4yucne u B Poccuiickon ®epepaumm (B 2012 ) [6].

OnbIT NnpumeHeHns 6enmymaba y aeter ¢ CKB B peanb-
HOW K/IMHMYECKOW MNPaKTUKE ONMCaH B ABYX KIMHWUYECKMUX
HabnoaeHunsx [12, 13] n 04HOM peTpOoCNeEKTUBHOM Habnoaa-
TenbHOM uccnegosaHun [14]. BMmecTe ¢ TeM He coobuianocb
0 NpuUMeHeHun G6ennmymaba y nauueHToB ¢ OCKB u cTe-
pouaHbiM AnabetoM. llocneaHuin, Kak UM3BECTHO, 3aMETHO
CHWXXaeT KayeCTBO XWM3HM NaLMeHTOB 3a CYeT YBeUYeHus
NMPOAO/IKUTENBHOCTM rocnuTanu3aumn, yBenminBaeT PUCK
MHDEKLMOHHbIX U cepie4HO-COCYAUCTbIX OCNIOXKHEHUW, a TaK-
e cmepTH [15]. PaHee 6biN0 YCTaHOBJIEHO, YTO NPUMEHEHUE
6envMmymaba No3BoNseT LOOUTLCH ObICTPOIO CHUKEHWUS AO3bl
nepopanbHbIx roKokopTukonaos [10, 11]. Kak cneacrtseue,
6ennMmymab, rno HalwemMy MHEHUIO, MOXKET MPUBECTU K Kymnu-
POBaHUIO CTEPOMAHOIO AMabeTa 3a CHET MEHbLUErO BPEMEHM
3KCMO3ULMN BbICOKMX A03 MIOKOKOPTUKOMAOB U MEHbLIEN
KyMYNSTMBHOW 003bl NpenapaToB 3T0ro Kiacca. Kpome Toro,
BAMAHME Gennmymaba Ha COCTOSHME WMMMYHHOW CUCTEMBbI
y 60nbHbIX ¢ IOCKB M3y4yeHO TONbKO Ha NpumMepe KOHLEH-
Tpauun aHTuTen K HatueHon JHK M KOMNOHEHTOB CUCTEMBI
KomnnemeHta C3/C4 [11], HO He APYrMX UMMYHOOrMYECKUX
nokagzatenen. MonoxutenbHasa AMHaMUKa 3TUX NOKa3aTenen
y 6051bHbIX ¢ OCKB siBAsieTca BaxHbIM MPU3HaKom 6naronpu-
ATHOrO AONTOCPOYHOrO NPOrHo3a 3aboneBaHuns [16].

Hue npefctaBneHo onucaHuve pesynbTaToB MpUMeHe-
HUA 6ennMmymaba npu 0CKB, npoaeMoHCcTpupoBaHa BO3-

MOXHOCTb ObICTPOro CHUXEHWS Ha 3ToM GOHe A03bl Nepo-
panbHbIX TIOKOKOPTUKOMAOB, KYNMMPOBAHWS MPOSIBNEHUN
CTEpOMAHOro agvabera U HOpManu3auun UCXOAHO BbICOKMX
3Ha4YeHU UMMYHONOTMYECKUX NOKa3aTenem.

KNUHUYECKHUHA NPUMEP

O naumeHTe

MaumeHTka A., Bo3pacT 16 neT, HauMOHaNbHOCTb —
OypsiTKa (HauMOHaNbHOCTb 06OMX poauTenen), rocnuta-
NM3npoBaHa B [ETCKOE PEeBMAaTo/IONMYEeCKOe OTAeNeHue
HWUW pesmatonoruu (r. MocKBa) ¢ anob6amu Ha cnabocTb,
ObICTPYIO YTOMASEMOCTb, 6011 B KOMIEHHbIX CyCTaBax — Yalle
BO BTOPOM NOSIOBMHE AHSA M MPU ABUraTe/IbHOM aKTUBHOCTH,
HeperynsipHole MEHCTPyauun C yBeIMYeHUEM WHTepBana
MEeXAY HUMU.

AHamHe3 3a6oseBaHus. [1e6loT 3a6oneBaHus, npea-
NoNoOXKUTENbHO, B Bo3pacTe 13 neT, koraa Ha GoHe NosIHOro
3[10p0BbS, 6€3 NPOBOLMPYOLWNX GAKTOPOB NaLMEHTKa cTana
XyAeTb, nosiBUAacb AMCMEHopes C OOWIbHbIMWU MEHCTPY-
anbHbIMW KpOBOTEYEHUAMU. OTMEeYeH eAUHUYHBIA 3MNU30p4
noTepu CO3HaHUS C NPU3HaAKaMM TOHUYECKOrO HaMpPsKeHUs
pyK. He o6cnepoBanacb. B pganbHenwem nepuoanyecku
OTMeYaIUCb BbICbINAaHUA Ha nuue no Tuny «6aboykun», 6es-
60/1€3HEHHbIE A3Bbl Ha CIM3MUCTON 060/104KE MOMOCTU pTa,
3NM304bl MOCUHEHUS U NOGENEHUS KOHYMKOB ManbLEeB Ha
KucTax. B Bo3pacTte 16 net oTMeyeHbl NpU3HaKKM CUHKOMNanb-
HOMO COCTOSIHMS (FONIOBOKPYKEHWE, BblpaykeHHas cnabocTb,
noTeMHeHWe B rnasax), B CBA3WM C YeM NauueHTKa Obina
obcnegoBaHa B CTaLMOHape MO MECTY XuTenbcTBa. [lpu
NOCTYNNEHUN B CTaLMOHap: reMornobuH — 76 r/n, nemKko-
umtbl — 4,1 TbiC./MKN, numbouuTbl — 0,9 TbiC./MK, TPOM-
60uUnTbl — 47 TbIC./MKJ, CKOPOCTb OCeAaHWUs 3PUTPOLIUTOB
(CO3) — 48 Mmm/4, aHTuTena K HatuBHoM AHK (aHTn-AHK) —
208 ME/mn (HopMa CcOrflacHO MpeaoCcTaBiEHHON MeaMLMH-
CKOM fJoKymeHTaumm 0—-20 ME/mn), aHTUTENa K aHTUTEHY
CmuTa (aHTM-Sm) — 118 Ea/mn (Hopma 0—-25 Eg/mn), aHTm-
Tena K puboHyKkneonpotenay (aHTn-PHIM) — 114 Eg/mn
(Hopma 0-25 Eg/mn), aHTUTEna K uuTonnasmaTU4yecKomy
aHTUreHy SS-A (Ro) (aHTM-Ro/SS-A) — 114 Ea/mn (Hopma
0-25 Ea/mn), aHTuTeNna K LMTONNa3mMaTUY4eCKOMY aHTUTeHy
SS-B (La) (aHTH-La/SS-B) — 37 Ea/mn (Hopma 0-25 Eg/mn),
aHTUHYKNeapHble aHTutena (AHA) CKPUHWHIOBBLIM MeTOo-
aom — 5,3 (Hopma go 1,0). YctaHOBAEH AMArHo3 «CUCTEMHas
KpacHas Bon4YaHKa». Ha3HavyeHa Tepanus: ruapoKCUxXIopo-
XMH 200 Mr/cyT, METUNNPEAHU30JIOH NepopanbHo 56 mr/cyT
(1,4 mr/Kkr no npeaHW30/0Hy). BbinucaHa 4epe3 12 cyt
C NOSIOXMUTENBHON AUHAMUKON — KyNUMpPOBaHbl BbICbIMNaHUS,
NPU3HaAKN cToMaTWTa, OTMEYEHbl HOpManu3auus Konuye-
cTBa TPOMOOUMTOB M CHUXKeHue COJ go 23 mm/u. Mo
pekoMeHaauun Bpada vyepes 1 mec nocne BbINMUCKKU U3 CTa-
LlMOHapa BbINO/HEHO CHUXXEHWE J03bl METUANPELHNI30/0HA.
B pesynbrate oTMeYeHO nosiBneHne HeobunbHOW remMoppa-
TMYECKOM CbIMKW Ha HMXHUX KOHEYHOCTSAX, Yepes 2 CyT npu-
COEAMHUINCL KPAaTKOBPEMEHHbIE NOBTOPSIOLLMECS 3NU30/bI
OTeKa BeK W ryb, anu3oAbl 3aTpPyAHEHHOro AbixaHus. Ha
5-e cyT nocne yxyalweHus COCTOSHUS rocrnuvTann3vMpoBaHa
B CTalLMOHap Mo MeCTy XuTenbcTBa. B pesynbrate o6ene-
[IOBaHUS UCKIOYEH TPOM6G03, AMArHOCTMPOBAH aHIMOHEB-
poTMYecku oTek. B nepuoa rocnutanmsdauum TpomMoGOLM-
Tbl — 98 TbIC./MKJ1, OCTa/lbHble NOKa3aTenu KJIMHUYECKOro
aHanu3a KpoBM M 06LLEero aHanmMaa Mo4u, CornacHo 3anucu
B MEAMUMHCKOM AOKYMEHTauuu, «B npegenax pedepeHc-
HbIX 3Ha4YeHWn» (pe3ynbraTbl nabopaTopHoro obcnenoBa-
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

HUS B BbIMUCKE OTCYTCTBOBaM); BnepBble 3adpuKCHpoBa-
HO MOBbIWEHWE KOHLEHTPaLUKU IOKO3bl B Nfia3me KpPoBw
no 9,2 mmonb/n (Hopma 3,9-6,3 mmonb/n). lNpoBeaeHa
aHTUrMCTaMUHHasa Tepanusa LETUPU3UHOM C MONOXKUTENb-
HOW AMHAMUKON — KynuMpoBaH OTEK BEK 060MX rnas 1 Bepx-
Hew rybbl, Ha3Ha4YeH MHCYNUH KOpOoTKoro Aencteua 0,5 ELL
Ha 1 XE Ha Bce Mpuvembl MUK, MPUHATO pelleHue Bpe-
MEHHO BO3[AEPXKaTbCA OT CHWMKEHWS [03bl MepopasbHOro
rMIOKOKOPTUKOMAA. [POAOMKUTENBHOCTL rOCMUTann3aunm
coctaBuna 5 cyr. [lanee nauueHTKa npojosmKana nony-
4yaTb rMAPOKCUXSIOPOXMH 200 Mr/CyT U METUINPEAHU30/IOH
52 wmr/cyt. Ha ¢oHe ykasaHHOW Tepanuu, cO C/I0B MaMbl,
[eBOYKa CTana anoBaTbC Ha 4acTble rofI0BHble 60MM,
601 B KOJIEHHbIX CyCTaBax, HapyLleHne HOYHOro CHa (Tpya-
HOCTM MPW 3acbliNaHuK), ctana naakcuBon, BbICTPO yCcTaBa-
na. Bnepsble rocnutanu3nMpoBaHa B 4ETCKOE PeBMaTON0MM-
yecKoe otaeneHne HUM pesmartonormum yepes 2 mec nocne
YCTaHOBNEHUS AnarHosa.

AHamHe3 Xu3HM. CornacHo npenocTaB/eHHON mMeau-
LIMHCKOM [OKYMEHTaLMM W CO CNOB MaTepu, AeBO4YKa OT
TpeTben GU3NONOTMYECKM MNpOTEKaBLIEN 6EPEMEHHOCTH,
poabl CpoYHble, BTOpble. MMpu poXAEHUMM Macca Tena —
3660 r, annHa Tena — 53 cm, 7/7 6annos no wKane APGAR.
[lcMxoMOTOpHOE pa3BUTME MO BO3pacTy. ANepronormieckunm
aHaMHe3 He oTarouleH. lMpuBuTa a0 AebloTa HacTosilero
3a6oneBaHMa B COOTBETCTBMM C HaLMOHANbHLIM KaneHaa-
peM. Peakunsa MaHTy, AMAaCKWUH-TECT B AMHAMWKE — OTpU-

Puc. 1. MarH1MTHO-pe3oHaHcHas Tomorpadums NpaBoro KONEHHOro
cyctaBa (pexxum STIR) naumeHTKH A. ¢ CUCTEMHOWM KpacHOWM
BOJIHAHKOM

Fig. 1. MRI of the right knee joint (STIR) of patient A. with systemic
lupus erythematosus

lMpumeyaHne. A — yeped 2 Mec Nocne yCTaHOB/EHWUS AnarHosa
onpefenstoTcs y4acTKU Heb0NbLMX OTEKOB (KpacHble CTPENKH)

B natepanbHOM U MeananbHOM Mbllenkax 6epeHHON KOCTU
(HaYanbHble NPU3HAKM aBaCKYNSPHOro HEKPO3a), a TaKKe NPU3HaKu
CUHOBMWTA (CHMHUE CTpenku); b — yepes 3 Mec: y4acTKu
aBaCKyNapHOro Hekpo3a 6epeHHoN, 60nblle6epLoBO KOCTEN
(KpacHble CTPeKK), MPU3HaKKU CUHOBUTA (CUHWE CTPENKM);

M0 CPaBHEHMIO C NPeAbIAYLLMM UCCNeOBaHNEM BblpaxeHHas
oTpuuaTenbHasa AMHamuKa.

UcTouHuk: Kanega M.U. n coasr., 2023.

Note. A — areas of small edema (red arrows) in the lateral and
medial femoral condyles (initial clinical findings of avascular
necrosis), synovitis signs (blue arrows) were determined 2 months
after diagnosis; b — areas of avascular necrosis of the femur and
tibia (red arrows), synovitis signs (blue arrows) after 3 months;
significant negative dynamics as compared with the previous study.
Source: Kaleda M.I. et al., 2023.

uartenbHble. [epeHeceHHble 3aboieBaHWs: OCTpble pecnu-
patopHble MHOEKUMM — HeyacTo, BeTpsiHas ocna. Tpasm,
onepauni He 6bino. HacneacTtBeHHOCTb: Y maTepu ¢ 34 net
N 6abylWKKU No NMHUKM MaTepu ¢ 32 neT caxapHbii aMabeT
(TN HeM3BeCTeH), NoyYaloT UHCYIMHOTEPANMUIO.

dusukanbHasa AMarHocTUKa

[Mpun rocnutanusauum Macca Tena — 58,6 Kr, poct —
159 cM. KoXKHble MOKpPOBbI GneAHble, FMNEPEMUS LIEK,
BblpaXeH runeptpuxos. AnddysHasa anoneuns. Bugumole
CNM3unCTble 0060M04YKM uyKcTble. [loAKOXKHasa KupoBas
KneTyaTKa pas3BuTa M36bLITOYHO, pacnpeaefieHa Hepas-
HOMEpPHO MO KYyWMWHIOMAHOMY TUMy, CTpUM B o6nactu
NosICHWLbI, B 06NacTM BHYTPEHHEN MNoBepxXHOCTU Geaep.
NumbapneHonatun Het. Jlerkve, cepaue nNpu aycKynbTa-
umMmn 6e3 nartonoruu. lNedveHb, cene3eHka He yBEUYEHbI.
CycTaBHOM cTaTyc: NPUNyXJ10CTb KOJIEHHbIX CyCTaBOB, 60/b
npu aBmxeHuax — 1 6ann (cnabas 60sb) No 5-6annbHOM
WKane Bepb6anbHOM OUEHKWM 60NKU, ABUMEHMS B MOJIHOM
ob6beme. OTMEYEHO 06LLEE CHUMXEHUE MbILIEYHOrO TOHYCa.

MpepBapuTesibHbIA AUArHO3

CucteMHas KpacHas BOM4YaHKa XpOHMYEecKoro no aebto-
Ty TEYEHWS: MOPaXKEHWE KOMXKM, CAU3UCTOM OOOMIOYKHK, CY-
CTaBOB, TPEXPOCTKOBas LMTOMNEHWUS (B aHaMHe3e), UMMy-
HOMNOMMYECKME HapYLLIEHUS, aHTUHYKNeapHblin dakTop (+).
CrepouaHbIn anaber.

AuHaMuKa 1 ucxopbl

Mo faHHbIM nabopaTopHbIX MCCNefoBaHUM, NPOBELEH-
HbIX Yepe3 1 cyT nocne rocnuTann3aLmu, BbigBAEHbI aHEMUA
(remornobuH — 106 r/n, Hopma 120-140 r/n), rMNOXpo-
mua (MCH — 19,8 nr npu Hopme 26,5-33,5, runoxpomus
3PUTPOLIMTOB MPU MWUKPOCKOMUK), YMEPEHHBIA aAHW30LMTO3
3PUTPOLMTOB, CHUMKEHWE KOHLIEHTPALIMM Kenesa B CbIBOPOTKE
KpoBwu Ao 3,9 MKMOb/N (HopMa 6,6—29 MKMOsb /1), BUTAMKH
D3-250H — 12,5 Hr/mn (Hopma > 30 Hr/mi); aHTUHYKIeap-
HbIn dakTop (AH®D) Ha KynbType KneTok Hep-2 1,/640 Kpanya-
TOro cBeyeHus, aHtn-Sm — 39,8 Ea/mn (Hopma 0-25 Ea/mn),
aHTu-PHIN — 37,4 Ea/mn (Hopma 0-25 pa/mn), aHtM-Ro/
SS-A — 200 Ea/mn (Hopma 0-25 Ep/mn), npsmas npoba
Kym6ca nonoxwutenbHasa (+). MNpu ynsTpa3ByKOBOM WccChe-
[OBaHWWM BHYTPEHHWX OPraHoOB MNOAXEeNyLo4yHasa enesa
nmeetr AMbOY3HO HEOAHOPOLHYIO CTPYKTYPY, 3XOreHHOCTb
YMEPEHHO MOBbIWEHa, APYrorW naTosioruM He BbISBJIEHO.
MynbTucnupanbHas KoMMbloTepHas ToMorpacdus OopraHos
rpyaHOM KneTkn — 6e3 natonoruu. pu ynbTpa3ByKOBOM
nccnefoBaHWM KONEHHbIX CYCTaBOB OGHapPYKEHbl CUHOBMH-
Tbl. [1py MarHUTHO-pe3oHaHcHoM ToMorpadun (MPT) npasoro
KONIEHHOrO cycTaBa OnpeAeneHbl Haanyne y4acTKOB aBacKy-
NSPHOr0 HEKpPO3a B flaTepalibHOM U MeananbHOM MbllLenKax
6epeEHHON KOCTKU, OCTEOMANSALMU MPOKCUMaNbHbIX MeTabu-
30B 60/bllebepLIOBON KOCTH, AMCTaNbHbIX 3NMPU30B 060MX
MbILLENKOB 6eApEHHOM KOCTU B CTaguu PasBUTUS, NMPU3HAKK
CUHOBMWTa, cynpanaTennsapHoro 6ypcuta (puc. 1A).

MauneHTKa 6blna NPOKOHCYLTUPOBaHA OKY/ICTOM, yCTa-
HOBJIEH [IMarHO3 «Ha4asibHas OC/OXHEHHAs KaTapaKkTa 060MX
rnas». Kpome T0ro, sHAOKPMHONOMOM MOATBEPKAEH [MArHO3
«CTeponaHbIn anabet». C y4eTtoM HacneACcTBEHHOCTU, OTAro-
LEHHOW MO caxapHOMy AMabeTy, BbIMOMHEHO MONEKYISPHO-
reHeTM4ecKoe WCCIeAoBaHWE — CEKBEHWpPOBaAHWME MNaHenu
reHoB (47 reHoB) «CaxapHbli AMabeT — rMnepuUHCYIMHU3M».
[laToreHHbIX, BEPOSATHO-NATOrEHHbIX BapuaHTOB, a TaKkKe



BapuaHTOB MeHOB C HEU3BECTHOM KIIMHUYECKON 3HAYUMOCTbIO
He o6HapyKeHo. [lnarHos «auabeT 1-ro Tuna» UCKIIYEH.

Ha ocHoBaHWW NOAYYEHHbIX AaHHbIX YCTAHOBNEH OKOH-
YyaTenbHbI AnarHo3: «CUcTeMHas KpacHas BofAYaHKa Xpo-
HMYECKOro No Ae6oTy TeYEHUS: apTPUT, anoneLuns; nopaxe-
HMWE KOXMW, CNM3UCTOM 060N0YKM, TPEXPOCTKOBas LuTOne-
HWUA B @aHaMHe3e, UMMYHOJIOrMYyeckue HapyweHus, AHO+,
aktuBHocTb no SLEDAI (SLE Disease Activity Index) — 6,
nHaekc nospexaerns SLICC (Systemic Lupus International
Collaborating Clinics) — 3 (cTeponaHbln A1abeT, aBacKynsp-
HbI HEKPO3, KaTapakTa)».

B cBA3KM C NPOrHOCTMYECKM HebnaronpusTHbIM Teye-
HMEM 3aboneBaHusa (IOBEHUNbHbIM Oe6I0T, 3Ha4YuTeNbHasd
TpombouuTONeHMS B AebloTe, COoXpaHsoWascs KiuHu4e-
CKasi aKTUBHOCTb Ha GOHe BbICOKOM A03bl METUAMNPEAHN30-
NOHa) 6blI0 MPUHATO peELleHUEe O Ha3HayYeHUU MaLUeHTKe
MnKkodeHonata modeTtnna B go3e 1500 mr/cyT, NpoaoIKEH
npuem ruapokcmxnopoxnHa 200 mMr/cyT, Ha4yaTO CHUMKEHUE
[103bl METUANPEAHM30/I0HA N0 4 Mr B Heaento Ao 44 Mr/cyt.
MaumeHTKe Oblna Ha3Ha4yeHa TaKXKe ConyTcTByloWas Mnpo-
dunaxkTnyeckas Tepanus: sutammd D 2000 Ep/cyTt, KypaH-
TMN 75 Mr/cyT, NnaHaHrMH no 1 Tabnetke 3 pasa B CyTKM.
MNMauneHTKka 6bina BbiNMCaHa M3 CTalMoHapa B CTabUibHOM
COCTOSIHUM NOCNE KOPPEKLMK Tepanuu, ganee nocne Bbinu-
CKM 6bIN0 NPOJOSIKEHO CHUKEHWE J03bl METUANPEAHNU30/10-
Ha Mo 2 Mr B HeAeNo C UHTepBanomM B 2 Hej A0 24 Mr/CyT.

Mpu nnaHoBOM rocnuTanu3auunu 4yepes 3 Mec KIIMHWUYe-
CKOW 1 NabopaTopHOM aKTUBHOCTM 3ab0/ieBaHUs B COOTBET-
CTBUM C OLleHKoM no wkKane SLEDAI He BbISIBNEHO, COXpaHs-
nacb rMNoOXpomMHasi aHemusi (remornobuH — 99-100 r/n),
AH® Hep-2 1/1280 cmellaHHOro cBevYeHus, aHTu-Ro/SS-A —
120 Ea/mn. Yeununucb NposiBNEHWUS 3K30rE€HHOro runep-
KopTuuuama (nepepacnpefeneHve MoAKOXKHON KUPOBOM
KNeT4aTKM MO KYLIMHIOMAHOMY TWMy, TUNEPTPUXO3, CTPUM,
HapylleHNe MEHCTPYaNbHOro LMKAA), NauMeHTKa npoaon-
ana nonyyatb WMHCYIWMH KopoTkoro gencteua (no 0,5 Ef
Ha 1 XE Ha Bce npuembl nuwn). Mpun MPT BbiiBNEHO Hapac-
TaHWe 04aroB aBaCKy/NSPHOro HEKpPo3a B 061aCTU KOMEHHbIX
cyctaBoB (puc. 1Bb), nosiBUAUCE MPU3HaKKW aBaCKynspHOro
HEeKpo3a ronoBoK 06enx 6eapeHHbIX KOcTen (puc. 2).

B cBA3n ¢ ycuneHnem nobo4HblX IPdEKTOB MIOKOKOP-
TUKOMOHOW Tepanuu MPUHATO pelleHne O Hadvane reHHo-
WMHXXEHEePHOM OUONOrMYeCcKOn Tepanuu npenapatom 6enu-
Mymab B fo3de 10 Mr/Kr Ha uHby3uo. Ha MOMeHT Havana
Tepanuu 6ennmymabom Ao3a MeTUINPeaHW30/I0Ha cocTa-
Buna 24 Mmr/cyT, AeBo4YKa nosyyana mukodbeHonata mode-
TMn 1500 mr/cyT, rmapoKcmxnopoxmuH 200 mr/cyT, MHCYIUH
KopoTKoro aencteust 3 ME nepep KaxKabiM MPUEMOM MULLN.
MHTpanHDY3UMOHHbIX HEXenaTeNbHbIX peakuui He 3adUKCH-
poBaHo. Ha 3-u cyT nocne uHdy3nn BbINOMHEH pPas3BepHYTbIN
KJIMHUYECKUA aHanu3 KpoBW, O6GLMK aHaiM3 Mo4u U 6u1o-
XUMUYECKMI aHanu3 KpoBu. OTKIOHEHUH B nabopaTopHbIX
noKasaTensix, CBA3aHHbIX C BBeAeHWeM 6envmymatda (B ToM
yucne UMTOMEHMM, MOBLIWEHUS AKTMBHOCTU MEeYEeHOYHbIX
TpaHcamuHas), He 3adUKCUMPOBaHO.

Yepesd 3 mec nocne Havyana Tepanuun 6ennmymabom npu
NNaHoBOW rocrnutanu3aunM B AETCKOe PEBMATONOMMYecKoe
otaeneHne HUW peBmaTtonorMn y naumMeHTKU OTCyTCTBOBaM
anobbl CO CTOPOHbLI OMOPHO-ABUraTeNbHOroO annapara, npu-
3HaKM KIMHUYECKOM aKTMBHOCTWM 3ab0neBaHUs (MoparkeHue
KOXW M CNU3UCTbIX 060NI0YEK, apTpUTbl, NPosiBIeHUS deHO-
MeHa PelHo, obuias cnabocTtb). PesynbraTtel 1abopaTopHOro
nceneaoBaHus: remornobud — 104 r/n, AH® Hep-2 1/1280

Puc. 2. MarHuTHO-pe3oHaHcHaa Tomorpadus TasobeapeHHbIX
cyctaBoB (pexum STIR) naumMeHTKn A. ¢ CUCTEMHOM KpacHOM
BOJIHAHKOM

Fig. 2. MRI of the hip joints (STIR) of patient A. with systemic lupus
erythematosus

lMpumeyarme. NMpu3HaKM aBaCKyNsipHOro HeKpo3a 06enx rofIoBoK
6efpeHHbIX KOCTEN (KpacHble CTPENKKM), @ TaKKe NPU3HaKK
CMHOBWTOB (CUHWE CTPENKKN) 060MX Ta306eAPEHHbLIX CYCTaBOB.
WUcTouHuk: Kanega M.U. u coaBT., 2023.

Note. Signs of avascular necrosis in both femoral heads (red arrows),
as well as synovitis signs (blue arrows) of both hip joints.
Source: Kaleda M.I. et al., 2023.

CMELLIaHHOr0 CBEYEHUS, KOJIMYECTBO NIENKOLIUTOB U TPOMOOLM-
ToB, CO3, KoHUeHTpaumsa C-peaKTMBHOro 6eskKa, KpeaTuHuHa
1N MOYEBUHbI, aKTMUBHOCTb TPaHCaMWHa3, NoKasaTtenn obLero
aHanusa Mo4u, KonmyectBo aHTU-AHK, aHtTn-PHI, aHTK-Sm,
KoMnnemeHTa, aHtu-Ro/SS-A — B npefenax pedepeHCHbIX
3Ha4YeHun. BocCcTaHOBUNCSH MEHCTPYasbHbIM UMK, HECKOSIbKO
YMEHbLWMWANCh BHELWHME MPU3HAKM 3K3O0MEHHOro rmnepKop-
TMumM3mMa. o npuynHe KOPOTKOro MHTepBana OT npeablay-
wero o6cneaoBaHUsa U OTCYTCTBUSA KIIMHUMYECKUX CMMMITOMOB
KOHTponbHass MPT nopaeHHbIX CycTaBOB He MpoBOAMNAChH.
[o3a MeTunnpeaHn3osioHa B TeYeHne 3 mec nocsne Havana
Tepanun 6ennMmymaboM MOCTENEHHO CHUXKeHa A0 8 Mr/cyT,
NpoAo/MIKEH npueM mMukodeHonata modetvna 1000 mr/cyt
W ruapokcmxnopoxmHa 200 Mr/cyt. MHcynuHoTepanusa oTMme-
HeHa. HexkenaTenbHblX peaKuui, CBA3aHHbIX C BBELEHWEM
6envmymaba, B Te4eHue Bcero nepuoaa tepanum He 3aduKeu-
poBaHo. Yepe3 6 Mec nocne Havana tepanuu 6ennmymabom
[103a METUNNPeaHU30/10Ha CHUXEHa A0 4 Mr/cyT, ocTanbHas
Tepanusg — 6e3 M3MeHeHnn. KNnHMYecKknx n nabopaTopHbIX
NPU3HaKoOB 060CTPeHMS B nepuopd HabnlogeHWss C MOMEH-
Ta MepBOW rocnuTanu3auun B AETCKOE peBMaTofIorMyecKoe
otaeneHne HUM peesmatonormm He 3admMKCMPOBAHO.

MporHo3s

OcHoBbIBasicb Ha COOGCTBEHHOM OfbITe, CYUTAEM, HTO
NPV GOCTUMEHMM KOHTPONS Hal aKTMBHOCTbIO IOCKB B Teye-
HWe nepBblx 6 Mec nocne Havyana Tepanun Ha doHe CHU-
YKEHUSA [03bl MepopanbHbIX [IOKOKOPTUKOMAOB BbICOKA
BEPOSATHOCTb AOCTUMEHUS ANUTENbHON PEMUCCUU BONEIHU.
HopManusauus UCXo4HO BbICOKMX 3HAYEHUM MMMYHOSIOMM-
4yeckux nokazatenew (aHtn-AHK, aHTn-Sm, aHTn-PHI, aHTK-
Ro/SS-A) Take accoumMmMpoBaHa C OTHOCUTENbHO HU3KWUM
puckom ob6ocTpeHns 1CKB [16]. OaHako HanMine MHo-
KECTBEHHbIX O4aroB aBaCKY/SIPHOMO HEKpPO3a He Mo3BOo-
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NSeT C YBEPEHHOCTbIO CyaMTb O 61aronpuaTHOM MPOrHo3e
60Ne3HM Jaxe B clyvyae AOCTUMEHMUS CTOMKOW PeMMUCCUM
toCKB, TaK KaK TakMe M3MEHEHWUs cuyuTaloTca HeobpaTu-
MbiMK [17]. Bonee TOro, MHOXECTBEHHble o4aru aBacKy-
NAPHOro HeKpo3a y nauneHToB ¢ CKB aBng0TCS NpUYMHOM
60/1EBOr0 CUHAPOMA, HapyLeHUs GYHKLIMK CyCTaBOB U, Kak
cnefcTsue, uHBanuaHoctu [18, 19]. BeposTHo, BO B3pOC/iOM
BO3pacTe notpebyeTcd 3HAOMNPOTE3MPOBAHUE, B MNEPBYIO
oyepenb Ta306eapeHHbIx cycTtaBoB [19]. B cnyyae o6ocTpe-
HUS 3a60NeBaHUs BENMK PUCK peakTUBaLMK CTEPOMAHOrO
anabeta. KnioyeBoe 3HayeHWe 4ns nporHosa 6yayr MMeTb
NPUBEPKEHHOCTb NALMEHTKM Tepanuu, cobnoaeHve waas-
Lero pexuma GU3MYECKUX Harpy3oK, pekoMeHaauunn no
KOHTpONO nabopaTopHbIX NoKasaTenew MHAEKCa aKTMBHO-
cTn 6one3Hn SLEDAI, a Takke rpaduKka noceuieHns Bpaya-
peBmatonora. Takum o6pasom, B LiefIOM NPOrHo3 pa3BuTus
60/1€3HM MOXHO OLleHNBaTb KaK HeonpeaeneHHbIn.

BpemeHHas wkana
XpoHONorns pasButusa 60nes3Hu, ee KtoyeBble COObITUS
M NPOrHO3 AN NaumMeHTKM A. npeacTaBieHbl Ha puc. 3.

OBCYXAEHMUE

CrapToBasi Tepanvsa B cTaLMoHape No MecTy XUTeNbCTBa
BKJ/IOYaANa BbICOKYO A03Y MMIOKOKOPTUKOMAA U TMOPOKCUXIIO-
POXMH, 4YTO COOTBETCTBYET AENCTBYIOLMM PEKOMEHAALMSAM
no nevyeHunto 6onbHbIX ¢ OCKB 1 Heo6xoaMMo anst 6bICTPO-
ro [OCTMXEHWS KOHTpona 3aboneBaHus [20-22]. OgHaKo
CNeAcTBMEM AIMTENbHOIO NPUMEHEHUS TNIOKOKOPTUKOMAOB
B BbICOKMX KYMYNSITUBHbIX [103ax SBASETCS BbICOKUMA PUCK
pa3BUTUSA NOBOYHbLIX 3PDEKTOB cTeponHom Tepanum [8, 23].
B aTtoM cBA3WM CHWXKEHWE [03 [IIOKOKOPTUKOMAOB Mocne
[IOCTUXKEHUS TNepBOHaYalbHbIX LENEeN nevyeHus sBnseTcs
BaXXHOW Uenbto BeaeHus 6onbHbix ¢ CKB [23]. dobuTbesa
3TOr0 MPU OTCYTCTBUM TSXKENbIX OPraHHbIX HapyLWeEHU MOXK-
HO NMPUMEHEHMEM TMapPOKcuxaopoxmHa [5, 8, 10]. 3ToT npe-
napat nony4datT > 90% 60nbHbIX ¢ LOCKB [24], 4To MOXKeT

OblTb 06YC/NIOBNEHO HE TONIbKO €ero crepouacbeperaromm
[LENCTBMEM, HO U CHUMKEHWEM KOHLIEHTPaL MKW TMMMAOB B KPO-
BM, pUCKa TPOMBOBACKYNAPHbIX OCMIOXHEHWI, Pa3BUTUSA CTe-
pouaHoro avabeta, a TakKe renatonpoTEKTUBHbLIM addeK-
ToMm [5, 8]. Y naumeHToB ¢ 0CKB, AnnTENbHO MONyYatoLmx
rMAPOKCUXSIOPOXMH, OTMEYeHbl U 6ofiee HU3KUE 3HaYeHUs
nHaekca nospexaerHns SLICC no cpaBHEHUIO C TEMU, KTO He
nony4yan gaHHoro npenapata [25]. OgHako y Hawewn nauu-
EHTKM TeYeHne OCHOBHOro 3abosieBaHus Yyepes 1 mec nocne
Hayana fle4eHUs OCNOXKHWUIOCH Pa3BUTUEM CTEPOMAHOIO
onabeTta garke Ha GoHe NMPUMEHEHUS TMAPOKCUXI0POXMHA.
MpeanonoxeHne o0 HanU4YMM caxapHoro agrvabeta 1-ro Tvna,
BblICKa3aHHOE MNepBOHaYaNbHO C Y4ETOM OTATOLWEHHOWM
HacneacTBEHHOCTH, He NOATBEPAMIOCE. TEM HE MeHee, TaKas
HaCTOPOXKEHHOCTb 0653aTeNnbHO [OMIKHA MNPUCYTCTBOBATb.
M3BeCTHO, Hanpumep, YTo caxapHbli guabeT 1-ro TMna nme-
eTca y 2-16% nauueHToB ¢ OCKB [26, 27], cTeponaHbIi
LnabeT pa3susaetcs y 13% [28].

YKe npu nNepBoW rocnutanu3auuu B Halle OTaeneHue
y NauMeHTKM Oblin OBGHapyKeHbl O4Yarn aBaCKynspPHOro
HeKpo3a B 6epeHHOM KOCTW. HacToTa TaKMX OCIOKHEHUH Npu
toCKB, no pa3HbIM AaHHbIM, cocTaBnsieT 6-8,5% [19, 28], npu-
4YeM pas3BUTME aBaCKYNSPHOMO HEKpo3a OGHapyXMBaeTcs
naxke npu HebONbLUOW CpeaHen NPOAC/IKUTENBHOCTN 3aboie-
BaHus (OKono 2 net) [19] ¢ NMKOM YacToTbl Cly4aeB B Bo3pac-
Te 15-23 net [29, 30]. Y Haluen nauneHTKM 3adnKCUpoBaHo
0Y4eHb paHHee GOpPMUPOBaHME aBaCKyNSPHOIro HEKPO3a, YTO
MOXeET ObITb CBA3aHO C TaknuMu dbaKTopammn pUcKa, Kak Moso-
101 BO3pacT [29], BbiICOKas CyTO4YHas A03a [MIOKOKOPTUKOU-
noB [19, 30, 31], xeHckun non [30, 32], BbiCOKas akTMBHOCTb
3aboneBaHua B gebiote [31, 33], Hannyune UMTOoNeHM, nopa-
*eHue cyctaBoB [32, 33]. Kpome TOro, y naumeHtos ¢ 10CKB,
OCJ/IOKHUBLLUENCA Pa3BUTUMEM aBaCKy/ISPHOIO HEKPO3a, KaK
My Hallew MaLUMEeHTKM, HECKOMIbKO Yallle, YeM Y MaLMEHTOB
6€e3 aBaCKy/NsipHOro HeKpo3a (CTaTUCTUYECKM Pas3nnyus He
NoATBEPXKAEHbI), Habnoganca deHomeH PerHo, BbiaBASAM
aHTu-PHI, aHTn-Sm u aHtM-Ro/SS-A [19].

Puc. 3. MaumneHTKa A.: XpOHONOrna pas3BuTna 601e3HM, KNoYEBbLIE COOLITUSA U NMPOrHO3
Fig. 3. Patient A.: disease development timeline, key events, and prognosis

Veranosnen AKTMBHOCTb CKB
no wkane SLEDAI — 6.
nnarHo3 CKB.
HayanbHble
Jledenue: npu3HaKku ABH
FMMZEC?‘;FO/CC))’:MH HasHaueH MM®,
ap p MM 52 mr/cyt

AKTUBHOCTb CKB . aTﬂZSr:q?i;n B
no wkane SLEDAI — O. p p
OTHOCHUTENLHO

OTmeHa Tepanuu
MHCYIMHOM.
MM 8 mr/cyT

6naronpUsATHbIN,
[ONrOCPOYHbIN —
HeonpeaeneHHbIi

06ocTpeHne
npu NonbITKe
CHUXeHus TK.
[narHocTupoBaH
CTEPOUAHbIN AnaberT,
HavyaTa MHCYNMHOoTepanus

YcuneHve aK30reHHoro
rMnepKkopTMLmM3ma,
MHOXECTBEHHble
y4acTku ABH.
HasHauyeH 6ennmymas,
MM 24 mr/cyt

AkTMBHOCTH CKB
no wkane SLEDAI — O.
MM 4 mr/cyT.
MpoponkeH
6ennmymatd, MM®,
rMAPOKCUXNOPOXUH

lMpumeyvarme. OTmeTKa «O Mec» COOTBETCTBYET CPOKY yCTaHOBMeHUs anarHo3a i0CKB. CKB — cucTemMHasi KpacHas BoflYaHKa;
'K — rnokokopTuKkonabl; MM — metunnpeaHnsonoH; MM® — mukodpeHonata modeTtun; ABH — aBacKynsipHble HEKPO3bl.

Note. “O months” corresponds to the date of jSLE diagnosis. SLE (CKB) — systemic lupus erythematosus; GC ('K) — glucocorticoids;
MEPN (MIM) — methylprednisolone; MMF (MM®) — mycophenolate mofetil; AVN (ABH) — avascular necrosis.



Hanbonee 4yacTtas noKanusauus aBacKyasspHOro HeKpo-
3a — 06/1aCTb KOMEHHbIX M Ta306€4pPEHHbIX CYyCTaBOB, 3Ha-
YUTENBbHO peXKe o4aru HeKpo3a O6HapyKMBaloT B 061aCTu
KOCTEW CTOM, JIOKTEBbIX W MNeYeBblX CycTaBoB [29, 34].
Kpome TOro, Anf aBacCKyNsipHOro HEKPO3a XapaKTepHbl
6unatepanbHoe BOBNEYEHUE CyCTaBOB, OCOOGEHHO B Chy-
Yae nopaxkeHus TasobeapeHHblX cycTaBoB (40 90% Bcex
cnyyaeB) [19], n MHOXECTBEHHbIE o4arM HeKposa (y noso-
BMHbI 60MbHbIX) [35]. CMMMeTpMYHOE nopaxeHue O6Ha-
PYEHO M y Hallel NauuMeHTKNM — MHOMECTBEHHbIE o4aru
aBaCKy/IApHOro HeKpo3a B 06/1aCTU KOMEHHbIX U Ta30o6ea-
PEHHbIX CYyCTaBOB.

MpuHMMasa BO BHMMaHWE Hann4ne BblpaxKEHHOM TPOM-
6oumToneHnn B aebiote 60N1e3HN U OTATOWEHHON Hacnea-
CTBEHHOCTM MO caxapHOMy AuabeTy, cyuTaeM, YTo 6bli1o bl
LLenecoo6pasHo Ha3Ha4YUTb BMeCTEe C TMAPOKCUXSIOPOXMHOM
M 6a3UCHbIN LUMUTOCTaTUYECKMI npenapart. [1pn Takom nog-
X0[le NpoLeaypy CHUXEHUS [03bl NepopanbHOro rioKOKOpP-
TUKOMAA MOXHO 6bI10 MUHULIMMPOBATL B elle 6onee paHHWe
cpoku [8]. LiuToctatnyeckasa tepannsa B ONMCaHHOM HaMMu
cny4ae 6blna Ha3HavyeHa Yepes 2 Mec Noclie yCTaHOBEHMS
avarHosa CKB ¢ y4eToM aKTMBHOCTM 3a60/1eBaHus, Hanuyus
CTEPOMHOroO AnabeTa M BNepBble BbiBMEHHbIX HaYalbHbIX
NPU3HAKOB aBaCKyNsPHOro Hekpo3a. MNpu rocnuTanmsauum
yepe3 3 MecC OT Havyana Hawero HabnloAeHUA OTMEYEeHOo
3Ha4YMTEeNbHOE MPOrpeccMpoBaHMe aBacCKyNsapPHOro HEKPO-
3a W CoXpaHeHWe NOTPEeBHOCTU B MHCYIMHOTEPANUKU Aaxke
Ha GOHE CHWXEHUSA [03bl NepopanbHbIX MIOKOKOPTUKOU-
[10B U OTCYTCTBMSA MPU3HAKOB aKTMBHOCTWM 3aboneBaHuS.
B 3TOM CBA3M HaMU NPUHATO peLleHne 0 Ha3HadvyeHun MBI
6enMmymab, 61OKMPYIOLLErO KIOYEBbLIE MEXAHU3Mbl UMMY-
HonatoreHe3a CKB. Heo6xoaAMMOCTb NPUMEHEHUSA 6eNnuMy-
Maba nauueHTKe ob6Ceyxaanacb elle nNpy nNepBon rocnuTa-
NM3aumuK B Haw ctaumoHap. OQHaKo n3-3a HEBO3MOMXKHOCTH
PEerynsapHoro fiekapcTtBEHHOro o6ecnevyeHns npenapaTom
Mo MECTY XWUTeNbCTBa OH He Obl/l Ha3Ha4veH. [locne 3akyn-
KW npenapata mepopraHu3aumnert no MecCTy XKuTenbcTBa
M C y4eTOM HEeoBX0AMMOCTU 3CKanaLumm TEMMOB CHUXKEHUSA
[03bl NepopanbHbIX MMIOKOKOPTUKOMAOB Tepanua 6enumy-
MaboMm 6blna HULMMPOBaHa.

Benvmymab 6bln MepBbIM NpenapaTtoM, 3aperucTpupo-
BaHHbIM Ana nevyeHuss 6onbHbiXx ¢ CKB cHavana B CLUA,
a 3aTeMm v B Apyrux ctpaHax [4], B ToM yncne n B Poccuinckon
denepaunn [6]. MNpenapaT paspelleH Ana nevyeHus aeten
¢ CKB B 2019 1. Ha 0OCHOBaHWW pe3ynbTaToB MeXAyHapoaHO-
ro paHAOMM3NPOBAHHOIO NiaLe60-KOHTPOMPYEMOro Uccne-
posaHua PLUTO (The Pediatric Lupus Trial of Belimumab
Plus Background Standard Therapy) [11]. NoKka3aHa BbICO-
Kas 9dPEeKTUBHOCTb Npenaparta B OTHOLEHWN KyNMPOBaHUS
CITU3UCTO-KOXHbIX NposBieHnin CKB, cycTaBHOro cuHapoma,
TPOMOOLMTONEHNH, @ TaKKe NpU HEOBXOAUMOCTHU ObICTPOro
CHUXEHMS [03bl NepopasbHbIX MIOKOKOPTUKOMAO0B [11, 14],
4TO ObISI0 @KTyaNbHbIM M AN15 HalLen NaumMeHTKU. 1o gaHHbIM
J.S. Hui-Yuen u coaBT.,, 4epe3 6 mec nocne Havyana tepa-
nun 6enMmymaboM nepopasbHble MIOKOKOPTUKOMAbI Gblnan
oTMeHeHbl y 35% nauuneHToB ¢ 0CKB [36]. Mo gpyrum faH-
HbIM, 6eTMMYyMa6 NO3BOJIIET COXPAHUTb HU3KYD aKTUBHOCTb
3a6oneBaHMsa NpU UCMONb30BAHWM HU3KMX O03 TMAPOKCU-
X/I0POXMHA M LIMTOCTATMKOB, YTO, GE3YCNIOBHO, TaKKE BarK-
HO [ONS1 CHWMKEHWS pUCKa Pa3BUTUS OCMIOXKHEHWUM Tepanuu
10CKB [10]. B nepuoa Tepanun 6ennmymaboM Yy Hallen
NauMeHTKM OTCYTCTBOBaIM NMPU3HAKM aKTUBHOCTM 3abone-
BaHWS, yAanocb CyLWECTBEHHO CHU3WTb A03Yy NepopanbHbIX

INIOKOKOPTUKONAOB (C 24 A0 4 Mr/cyT MeTUInpeaHn3ono-
Ha) U OTMEHWUTb WHCYNMHOTEpanuto, YTO CBMAETENbCTBYET
0 BbICOKON 3P DEKTUBHOCTU TEpanuu.

bBenvmymab xopoLwo nepeHocuTcs, MHOY3MOHHbIE U Cepb-
€3Hble NOCTUHDY3UOHHbIE PeaKLUn rMnepyyBCTBUTENBHOCTHU
He 3adumKcupoBaHbl [11, 14]. YacToTa HexenaTteNbHbIX peak-
umn B mccneposaHum PLUTO B rpynne 6ennmymaba 6bina
conoctaBMMa C TakoBOM B rpynne nnaueéo (79,2 n 82,5%
COOTBETCTBEHHO) [11]; 60MbLIMHCTBO HEXeNaTeNbHbIX peaK-
UMK 6bITKN NErknmMn 1 cpeaHen taxectu [11]. Cpean Hexena-
TeNbHbIX PeaKLMi Yalle BCEro otMeyann pasBuTne UHOEK-
UMM NErkon nnéo cpeaHen TAXKeCTU (TsKenble MHPEeKUMH
y 7,5% nauuneHToB B uccnegosaHmun PLUTO [11] n 11,5% —
B uccneposaHuun D. Wang v coaBT [14]).

B xoge HabnogeHus 3aduKcMpoBaHa MONOXKUTENbHASA
OMHAMMKa UCXOAHO BbLICOKMX 3HAYEHWM aHTU-SM WU aHTU-
PHT1, accouMnpoBaHHbIX C BBICOKMM PUCKOM Pa3BUTUS TaKKUX
nposiBneHm CKB, KaK ntonyc-HeGpuT M NopaxKeHWe LEeHT-
panbHOM HeEPBHOW cUCTEMbl [16]. CHUXKEHWE KOHUEeHTpa-
LMW YKa3aHHbIX ayToaHTUTEs, HanpoTuB, acCouMMpyeT COo
CHWXXeHMEM pucka oboctpeHus CKB [16]. B HacTosuwee
BPEMS COXPaHSAETCS HEONPEAENIEHHOCTb NPOrHO3a pa3BUTHS
60ne3HW, KOTopbii BO MHOrOM OyAeT 3aBUCETb OT TEMMOB
NPOrpeccMpoBaHMa 04aroB aBaCKYASPHOIrO HEeKpo3a, HO
B 6O/bLLOW CTENEHN — OT NPUBEPIKEHHOCTU NALIMEHTKM NPO-
BOAMMOM Tepanuu, 4To OCOBEHHO aKTyanbHO MNpu gebloTe
CKB B nogpocTtkoBoM Bo3pacTe [20].

3AKJ/IIOMEHHME

benvmymab — eanUHCTBEHHbIN FrEHHO-UHXEHEPHbIN 6U1O-
NIOTUYECKMI Mpenapar, 3aperucTpMpPoBaHHbIA ANa leYeHus
aeten ¢ CKB. HazHavyeHne 6enMmymaba no3BoSMIO CTabu-
NIM3UPOBATb COCTOSIHWE MALMEHTKM, CYLLECTBEHHO CHU3UTb
[103y nepopasbHbIX MMIOKOKOPTUKOMAOB, [OGUTLCH PeMMUC-
CUKU CTepouaHoro avabeta C MOSHOW OTMEHOW WHCY/IMHO-
Tepanuu, a TakKXe KynupoBaTb KIMHWYECKME CUMMTOMbI
aBaCKynsipHOro HeKposa.

UWHOOPMUPOBAHHOE COIJIACUE

MonyyeHo nognuMcaHHoe MNauUMEHTOM W €ro 3aKOHHbIM
npeacrtaButenemM MHGOPMUPOBAHHOE cornacue Ha aHOHWUM-
HOE MCMNONb30BaHWE ero MeAULIMHCKNX AaHHbIX (Pe3ynbTaToB
o6cnefoBaHus, NeYeHnss U HabnoaeHUs) B HayyYHbIX Lensx
(paTa nognucanmsg 24.03.2023). MNpeacTtaBneHHble B HACTOSA-
en craTbe cBedeHus 06e3nnyeHbl, MaeHTMduumMpyoLwas
nHdopmaumsa yaaneHa.
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0O6ocHoBaHue. CuHapom [ypaep (MyKonoaucaxapuaos, Tui |) — pefkoe Hacne[CcTBeHHOe 3aboeBaHue, MMeroLLee XPOHU-
yeckoe TevyeHne. OCHOBHbIMM MeToAamu Tepanun cuHagpoma lypaep ABASIOTCS TpaHCnaaHTaLmMs reMorno3TMYeCKUX CTBOJIO-
Bbix Knetok (TICK) n ¢pepmeHTo3amectutenbHas tepanusi (P3T). B nocnegHue rogbl npy nporpeccupoBaHnmn 3aboneBaHus
riokasasna CcBoOI 3¢pOEKTUBHOCTL KOMOUHUPOBaHHas Tepanus — npumeHeHne 3T Kak nepen npoBegeHnem TICK, Tak
n nocsne. OnucaHne KIMHNUYECKUX ciy4daeB. [1pe/jcTaBAEHHbIE KIMHUYECKME Clly4an MoKa3biBaloT 3(POEKTUBHOCTb MPH-
meHeHust P3T y naymeHToB ¢ cuHapomom [ypnep nocne TICK, B nepBoM KIMHUYECKOM C/ly4ae — B CBSI3U CO CHMXKEHUEM
aKTMBHOCTU anbda-L-uagypoHuaassl Yyepe3 2 roga rnocne nposegeHuss TTCK, BO BTOPOM K/IMHUYECKOM CJlyyae — B CBS3M
C yXyALleHMEM COCTOSIHMSA nayneHTa, B 4aCTHOCTU CO CTOPOHbI CePAEYHO-COCYANCTON U [biXaTeslbHOM CUCTEM, pPa3BUTUEM
renaTomerasimm, XoTsl ypOBEHb pepMeHTa U cogepIKaHne IMMKO3aMUHOITTIMKaHOB B MOYE NaLMeHTKM ocTaBa/lMCh B rpejenax
HOpMaJibHbIX 3HaYeHuH. 3aKa4yeHmne. KombuHupoBaHHas Tepanus, Kotopas BK/IYaeT P3T He TO/IbKO A0 MpoBeAeHUs
TICK, HO v npu yXyALLEHUU KTMHUYECKOro COCTOSIHMS naumeHTa nocae TICK, nrpaet 60/bLuyto poJib B CTabUamn3aLmm cocTos -
HWS NaymMeHTa, NPeaoTBPaLLeHUU 6bICTPOr0 NPOrPECCUPOBAHNS CUMITOMATUKN, PA3BUTHS KUIHEYTPOXKAIOLLMX OC/TOKHEHUH,
0COBEHHO CO CTOPOHbI CEPAEYHO-COCYANCTON CUCTEMDI.

Knro4eBbie cnoBa: MyKornosnucaxapugos, i I, cuHgpom lypaep, TpaHcrnaaHTaums reMorno3TM4ecKmx CTBOJTOBbIX KIIETOK,
pepmeHTO3amMecTuTeIbHas Tepanus
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Combination Treatment for Severe Forms
of Mucopolysaccharidosis, Type | (Hurler Syndrome): Case Report

Background. Hurler syndrome (mucopolysaccharidosis, type 1) is a rare hereditary disease with chronic course. The main methods for
Hurler syndrome management are hematopoietic stem cell transplantation (HSCT) and enzyme replacement therapy (ERT). In recent
years, combination treatment (ERT administration both before and after HSCT) has shown its efficacy in case of disease progression.
Clinical case description. The presented clinical cases demonstrate the efficacy of ERT administration in patients with Hurler syndrome
after HSCT: in the first clinical case due to the decrease in alpha-iduronidase activity 2 years after HSCT, in the second clinical case due
to the aggravation of the patient's condition (cardiovascular and respiratory systems, hepatomegaly, although the level of enzyme and
glycosaminoglycans in the patient's urine remained within normal values). Conclusion. Combination treatment including ERT not only
before HSCT, but also in case of clinical state worsening after HSCT, plays significant role in stabilizing the patient's condition, preventing
rapid progression of symptoms and development of life-threatening complications (especially cardiovascular ones).
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OBOCHOBAHME

Mykononucaxapugos, Tvn | (MINC ) — peakoe Hacneg-
CTBEHHOe 3abosieBaHMe M3 rpynnbl IM30COMHbIX 6oNe3HeN
HaKonaeHus, o6ycnoBieHHOe HEeAOCTAaTOYHOCTbIO hepMeHTa
anbda-L-naypoHnaasbl, BO3HMKalOWeN BCNeaACTBME MyTaLun
B reHe IDUA, 4To NpMBOAMT K HAKOMIEHMIO B TN30COMaXx Kie-
TOK pa3HblX OPraHoB M TKaHen rmuKko3aMunHorimkaHos (MFAIN
aepMataHcynbdata u renapaHcynbdata [1-3].

KnuHuyeckaa KapTuHa 3abofieBaHUs BapbUpyeT OT TsxKe-
non ¢opMbl, MaHUbECTUPYIOWEN B MepBble MECSLbl XN3-
HW, OO0 6onee nerknx GEHOTUNOB C [AeOITOM Ha MNepBOM
aecatunetTumn xu3uu (cungpom lypnep — LUlene, cuHapom
LWene) [1-3]. CuHapom [ypnep — Hanbonee Tsxkenas dopma
3a60/1eBaHUS, xapaKTepuayoLwasncs n3MeHeHeM YepT amua
no TUMNy raprouwan3ma, MporpeccupyoliMM noparKeHnem
LieHTpanbHon HepBHOM cuctembl (LIHC), KocTHO-cycTaBHOM,
CepAEYHO-COCYANCTON, AblXaTe/lbHOW CUCTEM, MOPaXKEeHWeM
opraHa 3peHus (Hanpumep, NOMyTHEHWEM POroBULbl), rena-
TOCneHOMeranuen, Nyrno4yHomn 1 NaxoBbIMU rPbIXXaMu, HacTbl-
MW pecnupaTtopHbiMK 3aboneBaHuamMu, otutamu [1, 2, 4].
Cunapom [ypnep pa3BuBaeTcs BCNEACTBME OTCYTCTBUS WM
PE3KOr0 CHUMEHWS aKTUBHOCTM anbda-L-naypoHunaassbl
[3, B]. Y nauneHToB ¢ AaHHbIM CUHAPOMOM Hanbonee 4acTto
BCTPEeYaeTCcsl MaToreHHbIM HYKNeoTUAHbIM BapuaHT 208C>T
(p.GIn70Ter) B reHe IDUA B roMO3UIOTHOM COCTOSIHUM [3—5].

OcHOBHbIMM MeTOAaMM Tepanuu npu Taxxenon ¢opme MIIC |
ABNSAOTCA TPaHCNAaHTaLMUa reMOono3TMYECKMX CTBOJIOBbIX Kie-
ToK (TF'CK) n dbepmeHTo3amecTuTenbHas Tepanus (P3T). B coot-
BETCTBMWU C POCCUWCKUMU U MEXAYHAPOAHBIMU KITMHUYECKUMMU
pekomeHgauuamu 3T y naumMeHToB ¢ cuHapomom lypnep npu-
MEeHsieTCs Kak B nepuwog, npeawectsyowmin TICK, Tak 1 nocne
npoeaeHuss TTCK go Hopmanusdauuum ypoBHSI 3HAOrEHHOrO
depmeHnTa [4, 5]. B 2021 r. 611 NpoBEAEH COBET 3KCNEPTOB,
Ha KOTOPOM flyyluMe CrneLmanucTbl U3 pasnunyHbix deaepanb-
HbIX LEeHTpoB Poccuitckon Pepepaumu ganu pekoMeHaauuu
no TakTuke BeaeHus nauyneHtos ¢ MIC | [4]. 3T pekomeHzo-
BaHa BCEM MalLMeHTaM C yCTaHOBNEHHbIM anvarHo3om MIIC |,
Ans Toro 4Ytobbl 3amMeITb NporpeccrpoBaHme 3aboneBaHUs
[4-6]. TTCK npoBoauTCcs nauueHTam C cuHapomom [ypnep
B BO3pacTte Ao 2,5 neT npu HopMasbHbIX UM CYOGHOPManbHbIX
nokasaTtensix pa3Butna pebeHka [4]. Jetam, KoTopbiMm GyaeT
npoBoanTbes TICK, pekomerngoBaHa ®3T — B TeueHne 12 Hep
no npoeaerns TKCK n B TevyeHne 15-17 Hepa nocne nposee-
Hus TICK. OAnutenbHoctb 3T nocne TICK 3aBMCUT OT ypoBHS
Al B MOYe, aKTUBHOCTH anbda-L-naypoHmaasbl KpoBM, COCTO-
AHWUA CepAeYHO-COCYAUCTON, AbIXaTe/IbHOM CUCTEM, a TaKke
OT COCTOSIHUA 340pOBbSA NauueHTa [4, 5]. Mocne nposefeHUs
TICK, ecnun y naumeHTa HabnoaaeTcs yXyALeHne COCTOSAHUSA CO
CTOPOHbI CEPAEYHO-COCYANCTOM, [blXxaTeNbHONW, KOCTHO-CYCTaB-
HOW cuCTeM, NOSIBASIETCS renaTtocnieHoMeranus, yMeHbluaeTcs
BbIHOC/IMBOCTH (N0 pesynbratam Tecta ¢ 6-MUHYTHOM X04bO0w),
BO3MOXHO NOBTOPHOE Ha3HavyeHne P3T [4].

MpnBOAUM KIMHUYECKME MpUMepPbl IOPEKTUBHOIO Npu-
MEHEHUS KOMOBUHMPOBAHHOW Tepanuun NauuMeHTam ¢ CUHAPO-
Mom lypnep.

K/IMHUYECKHUE NPUMEPDI

KnuHuyeckum npumep N2 1

Manbuuk, 12 net 4 mec. MNpun nocTynneHnn xanobbl poau-
Tenen Ha NOBbIWEHHYID YTOMASEMOCTb, TYronoABMMKHOCTb
CyCTaBOB, 3aJE€PXKY NCUXOPEYEBOro pa3BUTHS.

AHaMHe3 60/1€3HU

B Bo3pacTte 1 Mec y nauueHTa BbisSiBJleHa NaxoBO-MOLLIO-
HO4YHas rpbia, KoTopas npoonepupoBaHa B 3 mec. B 6 mec,
Korga peGeHOK cTan CaMOCTOSTENIbHO CWETb, POAMTENM
o6paTuniM BHUMaHWMe Ha JedopmalMio MO3BOHOYHMKA,

B 11 mec BbiiBNEHbl Nyno4YyHas rpbixka, gedbopmauus rpya-
HoM Knetku. Co cnoB Mambl, pebeHoK nowen B 13 mec,
NMOMHOCTbIO He pa3rmbas Horu. B 1 rog roBopun oTaenbHble
CNnoBa, 0gHaKo ¢ 18 MeC 0TMeYaeTcs perpecc NCMxopeveBbIx
HaBblKOB (Nepectan pasroBapuBaTb). llosBMnacb Tyronoa-
BMHOCTb KPYMHbIX CyCcTaBoB. B 2 roga mManbyuK Bnepsble
KOHCYNbTUPOBAH FEHETUKOM, 3amnoA03peH AMarHo3 «MyKo-
nosancaxapuao3a», B CBSA3M C YeM NaLMEHTY 6bIN0 NPOBEAEHO
obcnenoBaHue: KonnyectBeHHoe onpeaenerHune Al B moye.
KoHueHTpauua TAl coctaBuna 132,9 mr/MM KpeaTUHM-
Ha (Hopma 4,4-8,0 Mr/MM KpeaTWHWHA), N0 pe3ynbratam
ofHOMepHoro anekTpodopesa Ml BbiiBAEHa MOBbIWEHHas
3KCKpeuusa renapaHcynbdata n gepmartaHcynbdaTa ¢ MOYOH,
aKTMBHOCTb anbda-L-naypoHnaasbl 6blla Pe3KO CHUXKEHa
n coctasnsna 0,01 npu Hopme 61-175,5 HM/mMr/18 4. Ha
OCHOBaHWW AaHHbIX KIMHMYECKOW KapTWHbl M nabopaTop-
HbIX MCCNeAoBaHWMM MauueHTy Obll yCTaHOBNEH AMarHos:
«Mykononucaxapuao3 tmna | (cuHapom lypnep)». CBeaeHumn
0 TOM, 6blfI0 M NPOBEAEHO B TOT MOMEHT MOMEKYASPHO-
reHeTM4yecKoe o6cnefoBaHue, HET, 04HaKO M3BECTHO, YTO MpH
naaHMpoBaHMM MoOcCneayllWmx OETOPOXKAEHMH B Guontarte
BOPCUH XOPMOHA NPOBOAMNACH MONEKYNSIPHO-TreHeTUYEeCKas
OMarHoCTUKa y BHYTPUYTPOBGHOro pebeHKa — MOUCK ceMeN-
Hou myTauuu p.GIn70Term (Q70X) B reHe IDUA.

Mocne ycTaHOBNEHWMS [uMarHo3a MNaUMEHT Haxoaun-
€Al Ha CTaUMOHAPHOM NEeYeHWW, rae NPoLen KOMMIEKCHoe
ob6cnegoBaHne. [uarHocTMpoBaHbl runeptpodpusa MuHaa-
JINH 2-M CTeneHu, OCTPbIM THOMHbIM CpeaHWK OTUT crnpasa,
CMellaHHaa Tyroyxoctb € ABYX CTOpoH, OU nomyTHeHue
pPOroBMLbl, NYyNOYHas rpbia, BTOPUYHAs KapaunomuonaTvs
C HEeAOoCTaTOYHOCTbID MUTPaNbHOrO KnanaHa (Mo AaHHbIM
axokapaunorpadum (3xoKIl) BbIIBNEHblI peryprutauus Ha
MWUTpaNbHOM KNlanaHe 2-1 cTerneHu, He3Ha4YnTeNbHbIN BbINOT
B MOMOCTK NepuKkapda y Bepxywku 4 mm). Mpu npoBegeHun
yNbTPa3ByKoBOro uccnegosaHus (Y3M) opraHoB 6proLIHOM
NoAOCTM OnpefeNieHbl yBeNMYeHUe pa3mepoB 1 NOBbIWEHWE
9XOrEHHOCTU MEeYEHU W cene3eHKW. Mo AaHHbIM MarHUTHO-
pe3oHaHcHon ToMorpadumn (MPT) ronoBHOro Mo3ra BbiSiB-
NIeHbl MaKpOKpaHus, aTpodrUyYecKkMe M3MEHEHUS BellecTBa
MO3ra 1 atpoduyeckas BEHTPUKYIOMEranns npu KOMNeHcH-
pPOBaHHOM IMKBOPOANUHAMUKE, aHaTOMUYECKN Y3Koe 6a3asb-
HOe 3aTblI04YHOE OTBEpPCTME, AUCMIAacCTUYECKNE NM3MEHEHHUS
Ten no3BoHKoB Thll-L2, pacwupeHue KayaanbHbIX oTae-
0B BepTebpanbHOro KaHana, «pblbbM MO3BOHKW» LWWEMHOrO
oTaena No3BOHOYHMKA. Mpy NPoBEAEHUU CTUMYNALMOHHOM
aneKTpoMuorpadun BbiineHbl AUdOdY3HbIE UBMEHEHUS BTO-
PUYHOro Xxapaktepa Ha GOHEe CHUMKEHUSA QYHKLMOHAIbHOro
COCTOAHUS NepudeprUYECKUX HEPBOB MO CMELIaHHOMY TUMY.

B 2 rogpa 4 mec nauueHty Ha3HavyeHa P3T npenapa-
TOM napoHupasa B go3e 100 Ea/Kr exeHenenbHo. Yepes
1 mec ¢ MomeHTa Havana 3T, B 2,5 roaa, 6bi1a npoBeaeHa
annoreHHas TpaHCMAaHTauus KOCTHOrO MO3ra MOJSIHOCTbIO
HLA-coBMECTMMOro poACcTBEHHOIro AOHOPA.

B 3 roga 9 mec nauuneHTy npoBeaeHa TpaHcPy3ns JOHOpP-
CKMUX NTMMPOLMTOB OT POACTBEHHOrO AOHOpPa B HayanbHOM
nose CD3* 1 X 108/kr, fanee gaHHas npoueaypa OcyLLecT-
Bnanacb 1 pas B MecsiL, C MOCTENEHHbIM YBENMYEHUEM A03bl.
B 4 roga 2 mec BbIIBIEHO CHUMKEHKe anbda-L-naypoHnaassl
B lenKoumTax nepudepuyeckon Kposu o 57,9 HM/mMr/18 y
(Hopma 61-175,5 HM/Mr/18 4). YuuTbiBasg MNocCTENEHHoe
CHU}EHWE aKTMBHOCTU depMeHTa anbda-L-naypoHuaassbi
W CMeLLaHHbIN XMMepK3M, 6biNo pelleHo Bo306HOBUTL P3T.
B cBf3n ¢ 4em B 4 roga 3 mMec nauuMeHTy HadaTta Tepanusa
napoHugason B gose 100 ME/Kr exxeHeaenbHo.

B 4 roga 7 mec HavyaTa MMMyHoabnaTuBHas Tepanus
cpeaHumK aosamu pnygapabuHa — 90 Mr/m2/Kypc B Tede-
Hue 3 AHen ¢ nocneayrwmnm BBeAeHUEM JOHOPCKUX TMMPO-
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

umMtoB. B 5 net 3 mMec npoBeaeHoO nccnegoBaHne akTUBHO-
ctn anbda-L-maypoHmaasbl — aKTMBHOCTb 83 HM/Mr/18 4
(Hopma 61-175,5 HM/mMr/18 4; aKTMBHOCTb depmeHTa
B npegenax HopmMasbHbIX 3Ha4€HUI), KOIMYECTBEHHOE onpe-
nenenne NI moun — 32,7 Mr/MmMONb KpeaTuHUHa (Hopma
0,8-24,9 Mr/Mmonb KpeaTuHWHa).

Yepes 8 mec oT mMoMeHTa pecTtapta P3T oTmedveHa
NONOXWTENbHAas AMHAMMKa B BMAE YNYYWEHUS BHWMaHWS,
YMEHbLEHUS TYrONOABUKHOCTU CyCTaBOB, YNy4lUEHUS NOXOA-
KM, BbIHOCIMBOCTU. Manb4ymK Havyan NPon3HOCUTbL OTAEbHbIE
cnoBa. B KnMHWYecKon KapTMHe BTOpMYHasa Kapavomuona-
TUS C NOPaXKEHNEM MUTPANbHOIO M aopTaibHOrO KnanaHos,
BaNbrycHasa aepopmaumst KONEHHbIX CyCTaBOB, OrpaHuyeHne
NOABMUHOCTU B KOJMIEHHbIX cycTaBaXx, AMddy3Hoe NnomyTHe-
HWe POroByLbl, TMNEPMETPONNS CPEAHSS, CXoasLLeecs Hemno-
CTOSIHHOE Kocornasue, o6liee HeJopasBUTUE PEYM.

B 6 net 9 mec npoBeaeHa ageHoToMuUS, B 7 NeT 3 Mec —
TOH3MNN3KTOMMSA. B 11 net 9 mec npoBeaeHa onepaTtMBHas
KOppeKLMs no noBoay NaxoBOW Y MOLIOHOYHOM MPbiXK.

YpoBeHb Al B Moye coctaBun 21 Mr/Mmonb Kpeatu-
HWHa Npu HopMme A0 16 Mr/MMOJb KpeaTuHWHA. Manbunk
perynsipHo nNpoxoauT o6cnefoBaHne y NPodubHbIX cnewuma-
nncToB. MNocTynun 4ns KOHTPONbHOro o6cneaoBaHus.

Ipn ocmoTpe

Poct — 124,7 cm, macca tena — 28 kr (MMT — 18,2).
HW3KMIM pocT, makpouedanus, NIOCKKIM 3aTblIOK, rpybble Yyep-
Tbl ULLE, TMNEPTENOPU3M a3, rycTble 6POBM, LUIMPOKas, 3anaB-
las nepeHocuua, nosHble rybbl, KOPOTKas LWwes. 3agepKKa
ncuxopeyeBoro pa3sutus. OTMeYaeTcs HeNOBKOCTb, TYromnoza-
BMXHOCTb Mpu Xoab6e. beper B pyKn Menkue npeamethbl.
OKCNpeccuBHas pedb NpeactaB/ieHa OTAeNbHbIMU Cl0BaMM,
HEBHATHas, MOBTOpPHas, cnoBapHbIM 3anac — Ao 30 cnos.
O6pallueHHy0 peyb MOHWMMAaEeT Ha YPOBHE MPOCTbIX MHCTPYK-
LMW, WHCTPYKUMKM BbIiNONHAET. [edopmauns rpyaHon Kiet-
KW. KOHTpaKTypbl CyCTaBOB BEPXHUX U HUMKHUX KOHEYHOCTEWN.
Kndo3 HuKHerpygHoro otgena Mo3BOHOYHWKa 2-3-1 cTe-
neHn. KombWHMpOBaHHOE nnockoctonue 2-3- CTEMNEHMW.
BanbrycHasi yctaHoBKa roneHewn. [epKyTopHO Hajg Nerkumu
NEeroyHbIn 3BYK. MpuK aycKynbTaumu: gblxaHue BE3UKYASPHOE,
NpPOBOAMTCA BO BCe OTAENbl. HacToTa AblXxaTeNbHbIX ABUKEHWNA
(44A4) — 20/MuH. TpaHuubl OTHOCUTENBHOW TYNOCTU cepaua
B npefenax Bo3pacTHOM HOpMbl. TOHbI cepaua 3BYy4YHble, PUT-
MWYHbIE, ANACTONIMYECKUN LWymM B obnactn 3—4-ro mexpebe-
pbsi cneBa OT MPYAMHbl M Ha BepxylKe. Yactota cepaeyHbix
CcokpalleHun (HCC) — 76 ya./MuH, apTepuanbHoe AaBreHune
(AO) — 130/50 mm pT. cT. eyeHb y Kpas pebepHon ayru.
CeneseHkKa He nanbnupyetcs. [NynoyHas rpboixa.

UHCcTpyMeHTaNnbHble 06C/1€40BaHUS

Mpu npoBegeHnn AxoKI gnarHocTMpoBaHa aHHYNO3KTa-
318 aopTa/lbHOrO KjanaHa, CTBOPKU M36bITOYHOM MNOBEPX-
HOCTHW, peryprutaunsg 2—3-i cTeNeHn, CTBOPKU MUTPasibHOro
KnanaHa MWKCOMATO3HO W3MEHEHbI, YTOMLEHbI, perypruta-
umsa 2-n cteneHu. Mo gaHHbIM Y3W opraHoB 6pOWIHON NOJI0-
CTV Y NOYEK BbIIBNEHbI MPU3HAKMU HEBGOMLLIOrO YBENNYEHUS
nevyeHn U NomKenyao4vHon enesbl, AUGPY3HbIX U3MEHEHUM
napeHxumbl nevyeHn. Ha ¢oHe nposBoanmon Tepannmn oTMeya-
eTcs cTabunnaaums COCTOSHUS NauneHTa, B TeHeHe anuTesb-
HOro BPEMEHU HE OTMEYaEeTCs BblpaXKEHHOMo MporpeccMpoBa-
HMSA NOPaXKeHUs cepaeYvHO-COCYAMCTON CUCTEMbI, OTMEYaeTcs
HebosblIOE YBENNYEHME NEYEHN NO AaHHbIM Y3W. Pasmepsbl
Cefle3eHKM OCTaloTCs B Npeaenax HopMasbHbIX BEIMYUH.

MpoagonxaeT nonyyatb fnapoHnaasy B gose 100 ME/Kr
exeHeaenoHo.

Cnenyet OTMETUTb, YTO AMarHo3 pebeHKy Obls1 yCTaHOBEH
nosgHo, TITCK, npoBeaeHHas B TpexNeTHEM BO3pacTe, He Ume-

fla AOCTaTO4YHOr0 NOMIOKUTENBHOTO addEKTa, U TONbKO nocne
B0O306HOBNIEHNA P3T COCTOSIHME MaNbYMKa YayyLLUIOCh.

KnuHuyeckuint npumep N2 2

[eBoyka, 8 net. [pn NocTynneHmn xanobbl Ha 3aAePKKY
NCUXopeveBoro pasBuTUs, aedopMaLMio M TYronoABUKHOCTb
CyCTaBOB BEPXHUX M HUMKHMUX KOHEYHOCTEW, HU3KUK POCT,
nepuoanYecKn 3aTpyaHEHHOE HOCOBOE AbIxaHWe, Xparn BO CHe.

AHaMHe3 60/1e€3HU

B 3 Mec B CBSI3K CO CHUXKEHMEM remMornobuHa o 93 r/n
pebeHoK npoluen o6cnefoBaHne, No pesyabrataM KOTOPOro
BbISIBIEHbl aHeMWUs 1-M CTeneHu, nepuHaTtanbHOe Mnopa-
weHue UHC, runepTeH3noHHo-rnapouedanbHbii CUHAPOM,
pebepHon rop6 cnesa. B 4 mec AeBoYKa ocMOTpeHa odTasb-
MOSIOrOM, YCTaHOBMEH AMarHo3s: «Pacxopasuieecsi Kocorna-
3ue, aHrmonaTms cocyaoB ceTtdaTkm». C Bo3pacta 7—-9 mec
OblN0 OTMEYEHO, YTO PEBEHOK CaaUTCa C «KPYrON CIMHON».
B 2,5 roga B cBA3M € Kanobamu Ha MNNaKCUBOCTb, pasaparu-
TENbHOCTb Pe6EHOK KOHCYNBTUPOBaAH HEBPOOrOM W Hanpas-
NeH ans o6cnefoBaHUs B cTauMoHap. [WarHOCTUMPOBaHbI
3afepKKa MNCMXOMOTOPHOrO pa3BUTUS Ha GOoHe pe3nay-
anbHOro opraHuyeckoro nopaxenus LIHC cnoxkHoro reHe-
3a, caruTTanbHbli KPaHWOCMHOCTO3, 3aMeCTUTENbHAsA KOM-
neHcupoBaHHasa rugpouedanus, audody3Hoe MNOMyTHEHUE
poroBuL, 060MX rnas, 3aCTOM OMCKOB 3PUTESIbHbIX HEPBOB,
OCTpPbIM CPEeaHUN CEPO3HbIN OTUT, XPOHUYECKUI CUHYCHUT, XPO-
HUWYECKMM ageHonanT 1—2-1 cTeneHn, KUPOCKOIMO3 C Bep-
lWUMHOW Ha ypoBHe L1-L3, 6abo4ykoBuaHas gedpopmauns
Ten MOSICHUYHbIX NO3BOHKOB, BapycHas gedopmauus cron,
HernofHaa 610Kaja NpaBOW HOXKM Nydka [Uca, anuson
MUrpaLMuK NpeacepaHoro BoanTens putma. NauneHTka KoH-
CyNbTUPOBaHa reHeTUKOM, 3anoAo03peH CMHAPOM [ypnep.

B 2 roga 6 mec npoBegeHo nabopatopHoe obcnenosa-
HWe, No pesynbTaTamM KOTOPOro BbIIBEHO CHUXXEHME aKTUB-
HocTh depmeHTa anbda-L-naypoHungasbl 4o 0,1 MKMONb/n/4
(Hopma > 1,96 MKMOSfb/N/4) B BbICYLIEHHbIX NATHAX KpO-
BW. [poBeaeHO MONEKynsapHO-reHeTu4yeckoe obcneaoBa-
HWe: METOAOM MPSAMOro aBTOMaTUYECKOro CEKBEHWPOBAHUS
B 9K30He 2 reHa IDUA BbiIBNEH NMaTOreHHbl HYKIeoTUA-
HblM BapuaHT ¢.208C>T (p.Q70X) B rOMO3MUIrOTHOM COCTOS-
HUW, OMUCAHHbIN paHee y NauMeHToB ¢ cuHapomom lypnep.
MauneHTKe ycTaHoBNEeH AuarHos: «MyKononucaxapuaos,
TN | (cuHapom lypnep)». MNpoBeaeHa KOHCyNbTalms TpaHc-
nnaHTonora, nauMeHTKe MnoKal3aHa afioreHHass TpaHc-
nnaHTaumMa CTBOJIOBbIX KIETOK. B cBS3W ¢ mporpeccupyto-
MM XapaKTepoM 3aboneBaHUs B Bo3pacte 3 neT 2 mec
nauuveHTKe MHuuuupoBaHa ®3T npenapatoMm napoHuaasa
B Ao3e 100 E[/Kr B BUAE BHYTPUBEHHON MHODY3MK exe-
HepgenbHo. B Bo3pacte 3 net 4 mec npoBefeHa asno-
reHHaa HepoacTtBeHHas TICK. OcnokHeHus, pa3BuBLUKE-
csl B nepBble Mecsilbl Nocne npoBeAeHns onepaTUBHOro
BMelaTenbCcTBa: MNOCTUMTOCTaTMYECKas MaHUMTOMNEHUS,
debpunbHas HEWTPONEeHUs, MYKO3UT POTOBOW MOJSIOCTH
3-11 CcTerneHu, ocTpas peaKkuus «TpaHcnaaHTaT nNpoTuB
X035IMHa» 2-M CTeNeHu, cTepoua-pedpakTepHOe TeyeHue.
Mpn npoBeaeHnn KT opraHOB rpyaHOM KNETKWM BbiSiBAEHa
enHnYHasa nnespoavadparManbHaa cnarMka B S8 cne-
Ba, CepiLe pacliMpeHo B MonepevyHuKe MpeumyLLecTBEH-
HO 3a c4yeT NeBoro enygoyka. o pesynbratam IxoKI
BbISIBIEHO HEPABHOMEPHOE NOBbILWEHWE 3XOrEHHOCTU MUO-
Kapaa, He3Ha4yuTe/lbHOe CHUXEHWE ANacCTONIMYECKON PYHK-
LMK, MUKCOMaTO3Has AereHepauus CTBOPOK MWTPanbHO-
ro KnanaHa, HeAoCTaTO4YHOCTb Ha MUTPaNbHOM KhaanaHe
1-2-r cTeneHu. No gaHHbIM Y3W 6GpIoLLIHOM NOAOCTU U NOYEK
BbISIBNIEHbI renatocnaeHoMeranus, audpodysHbie 3MeHeHUs
neyeHu, yBenmyeHme B pazMmepax nomKenyao4Hon Kenesbl.



B 4 roga 11 mec npoBefeHO onpeaefieHne ypoBHs MocT-
TpaHCNNaHTaUMOHHOIo XMmepmuama — MOJIHbIM AOHOPCKMM
Xnumepuam, cogepxkaHume FAI B moye — 22,6 mr/mMmosnb
KpeaTtuHuHa (Hopma 0,8-24,9 Mr/mMmonb KpeaTuHWHa),
4YTO COOTBETCTBYET BO3PaCTHOM HOpPME, aKTUBHOCTb dep-
MeHTa anbda-L-naypoHngasbl HEe CHUXKEHa M cocTaBnseT
9,3 MKMonb/n/4 (Hopma 1,0—25,0 MKMOnb/n1/4). B BO3pac-
Te 6 net y pebeHKa npu npoBeaeHNn KOMMbIOTEPHOM TOMOrpa-
¢uun (KT) rpyaHOn KNETKU BbISIBAEHbI NMPU3HAKKM MO3anyHOM
nHeBMaTM3aLmMn Nero4yHom TKaHn 6e3 OTYETNIMBOM AUHAMM-
KW, y4aCTKM YNNOTHEHUS nero4yHon TKaHu S5, S8 npasoro
nierkoro, aHtecnoHamnonuctes Th12. MNMpu npoBeaeHUU peHT-
reHorpammbl ly4e3ansacTHbIX CyCTaBOB OMPEAENsoTCs KO-
pOYEHME M YTONLLIEHUE KOCTEN Npeansieybs, NACTHbIX KOCTEN
n danaHr nanbuUeB, a Takke gepopmauns gUcTanbHbIX 3MNu-
$M30B KOCTen npeanievynmin u MACTHbIX KOCTen. KOCTHbIM
Bo3pacT cootBeTcTByeT 3,5—4 rogam. o gaHHbIM 3xoKI
AWarHocTMpoBaHbl HePaBHOMEPHOE MOBbILEHNE 3XOrEeHHO-
CTW MUOKapAa, HE3HAYUTENIbHOE CHUXKEHUE ANaCTONNYECKOMN
dYHKUMKM, MUKCOMATO3Has AereHepalms CTBOPOK MUTpasb-
HOrO KfanaHa, HeJoCTaTO4YHOCTb Ha KnanaHe 1-2-u cTe-
neHW, YNIOTHEHWE CTBOPOK aopTanbHOMO KianaHa, Heao-
CTaTOYHOCTb Ha KnanaHe 1-h cteneHu. MNpu KOHTPOSIbHOM
onpeaeneHnn ypoBHS NOCTTPAHCMAAHTALMOHHOIO XMMepH3-
Ma BbISIBf€H MOJIHbIM OOHOPCKUM Xxumepuam. CogeprkaHue
Al B Mo4ye ocTaBanoCb B npeaenax HoOpMbl U COCTaBWIIO
19,3 Mr/mmonb KpeatuHuHa (Hopma 0,8-24,9 mMr/Mmonb
KpeaTuHKHa). B 6 net 7 Mec B pe3yfnbTaTe KOMMIEKCHO-
ro obcnegoBaHUs BbiiBAeHa oTpuuaTenbHas AWHAMWKa:
Ha 3xoKI oTmevyaloTcs BblparkeHHas gedopmauus CTBO-
POK MWTPasbHOro KnanaHa, Avacta3 CTBOPOK B Meauanb-
HOM cermeHTe (4o 3,2 mMm), peryprutaumnsa 3-4-n ctene-
HW, aHHY/I03KTa3usa aopTanbHOro KnanaHa (z-score 4,76),
reMogMHaMuMKa He HapyleHa, paBHOMepHas Aunatauus
BOCXOASLWEro cerMeHTa aopTbl (z-score 3,06), neBast BEHTpU-
Kyfniomeranus (KOHeYHbIM AMacTtonmyecku pasmep 38,2 mm,
z-score 2,45). Mo gaHHbIM 3nekTpoKapauorpammbl (IKI)
WU XONTEPOBCKOro MOHMTOpUpoBaHMa K[ — BbiparKeHHas
CHMHycOBas TaxuKapaus, NPU3HaKW paHHeN penonspusauum
eNnyaoykoB, B HOYHOe Bpems npexoasulas AB-6nokaga
1-v cTeneHu U 4 naysbl puTMa, NpPeBbIWALLNX BO3PACTHYO
HopMmy (MeHee 1300 mc). NauneHTKe Ha3HavyeHa Tepanus
6eTa-agpeHo6n0KaTopamMu. o aaHHbIM Y3WM BHYTPEHHMX
OpraHoB W MOYEK AMArHOCTUPOBaHbI Y3-npu3Haku renato-
cnaeHomeranun ¢ andpoy3HbIMM USMEHEHUSMU B NMaPEHXM-
Me, AMPODY3HbIX UBMEHEHUM MNAPEHXUMbl MOAXKENYAOHHOM
enesbl. B GUOXMMUYECKOM aHann3e KpoBM OTMevaeTcs
NoBbIlWEHWE YPOBHS LWenoyHon docdatasbl go 385,4 Eq/n
(Hopma go 369 En/n), kenesa — Ao 33 MKMOb /N (HopMa 4o
22,9 MKMONb/n), NnaktataerngporeHasol — go 312,5 Ea/n
(Hopma go 295 Ea/n), akTMUBMPOBAHHOIO YaCTUYHOIO TPOM-
6onnactnHoBoro BpemeHn — ao 40,6 ¢ (Hopma go 35 c).
Mpn nabopatopHomM o06CNefoBaHWMM aKTUBHOCTb anbda-L-
WAYPOHMAA3bl He CHUWXeHa W cocTaBnser 5,9 MKM/n/d
(Hopma 1-25 MKM/n/4). O6waa KoHueHTpauus Al He
yBennyeHa — coctaBuna 15,9 mr/mMmonb KpeaTtuHuWHa npu
BO3pacTtHon HopMme 0,8-24,9 Mr/MMO/b KpeaTUHUHA.

Y4ynTbiBas TSKECTb, XapaKTep 3aboneBaHus, oTpuuaTeb-
HYlO AMHAMUKY CO CTOPOHbl CEPAEYHO-COCYAMCTON CUCTe-
Mbl, FPyoyl0 3aJeprKKy MCUXOPEYEeBOro pas3BuTUS, renarto-
Meranuio ¢ yBeJMYeHUEM YPOBHS MeYeHOYHbIX GepMeHTOB
B GMOXMMMYECKOM aHann3e KPOBM, YacTble pecnupaTopHble
3a60neBaHNs, pPeLUANBUPYIOLLME OTUTbI, MPOrPECCUPYIOLLYIO
naTonornio ONOpPHO-ABUraTeNbHOM CUCTEMbI U 3PUTENBHOIO
aHanu3aTopa, Ppe6eHKY NMOKa3aHO MOKU3HEHHOE exXeHeaenb-
Hoe BBeAeHWe GepMeHTO3aMeCcTUTENbHOro npenapara aapo-
HWAas3a, 3aperncTpMpoBaHHOro Ha TeppuTopun Poccuinckon

depepaumu, B no3e 100 Ea/Kr macchl Tena 1 pa3 B Heaeno
B BMAe B/B UHOY3UK. C 7 neT 2 Mec NauneHTKa Havyana nony-
yatb P3T. Ha doHe npoBOANMON TEPANMM OTMEYEHA NONOMKHU-
TenbHas AMHaMKWKa B BuAe Hopmanusaumnun HYCC, cokpalleHus
pa3mMepoB neyeHu ¢ +2,5 cm o +1,0 cm 13-noj Kpas pebdep-
HOM [Oyru; AeBOYKa CTana aKTUBHOW, 605ee MO3UTUBHOW,
Ha4yana urpaTtb CO CBEPCTHUKAMM.

Mpu ocmotpe

Poct — 105,4 cm (meHee 0.1 p, —-3.91 z). Macca
Tena — 19 Kr (MeHee 1.8 p, -2,1 z). UMT — 17,1 (74.2 p,
0,65 z). 3agepKKa nNcuxopeyeBoro passuTus. Peub — eam-
HUYHble cnoBa. O6palleHHy0 peyvyb MOHMMAET, MpPOCTbie
WHCTPYKUMK BbINONHSAET. Makpouedanus, BbICTynatowumm
n0o6, U3MEHeHWe nnua No TUMy raprownn3ma, runepreno-
pu3M rnas, 3anasluee, NJOCKOe NEePEHOCbE, MAaKPOCTOMMS,
NnosiHble rybbl, roTMdeckoe Hebo, KpynHble 3yObl, HEPOBHbLIN
3y6HOW psaj, Nerkoe NoOMyTHEHWE POroBMLbl, KOPOTKasa Lies,
M3MEHEHUE cKeneTa No TUMY MHOXKECTBEHHOro AM30CT03a,
KunesuaHas gedopmauns rpyaHon KIeTkn, KUGo3 rpyaHoro
M NOSICHWYHOI O OTAEN0B NO3BOHOYHMKA, LUIMPOKKE KUCTH, Bpa-
XMAAKTUANS, TYrONnoABMMKHOCTb JIOKTEBbIX, KONEHHbIX, rofe-
HOCTOMHbIX cycTaBoB. OrpaHuyeHne NoABUKHOCTU B LUEMHOM
oTaene No3BOHOYHMKA. BanbrycHas gedopmauuns roneHen,
3KBWHO-BapycHasa aedopmaums crton. YAO — 22/MuH.
B nerkux gblxaHve paBHOMEPHO MPOBOAWTCS BO BCe OTAe-
Nbl, BE3UKYNSIPHOE, XPUMNOB HET. [paHuLbl OTHOCUTENb-
HOW cepAeyvyHOoMr TynocCTU: MpaBas — KHapyXu OT npaBoro
Kpas rpyauHbl, neBas — B 5-M Mexpebepbe, BEPXHAA —
BO 2-M Mexpebepbe. [Mpn ayckynbTauumn: BepxylleYHbln
TOMYOK NOKanbHbIM, PUTM MPaBWAbHbLIA, LWYM CUCTONMYE-
CKWM, MHTEHCMBHOCTb 2/6 cneBa OT MPyauHbl, Ha BEPXYLIKE
C vppagvaumen B NEBY aKCcuangpHyto obnactb. HCC —
100 ya./muH, A Ha pyKax — 115/60 MM pT. CT., Ha Horax —
130/75 mm pT. cT. [ynoyHas rpbixa. MevyeHb +1,0 cm n3-nog
Kpasi npaBon pebepHon ayrn. CeneseHKa He nanbnupyeTcs.

JlabopaTopHoe o6cnegoBaHne

lMpoBeaeHo KonuyectBeHHoe onpeaeneHune Al B moye
METOOM BbICOKOIhdEKTUBHON KMOKOCTHOM XpomaTtorpaduu
C TaHAEMHbIM MacC-CNEKTPOMETPUYECKUM AETEKTUPOBAHUEM:
KOHLIEHTpauusa aepmataHcynbdata coctasuna 9,80 mM/M
KpeaTuHuHa (Hopma 0—45 MM /M KpeaTUHUHA), XOHAPOUTUH-
cynbdata — 7,46 mM/M KpeaTuHuHa (Hopma 0-50 mM/M
KpeaTuHKHa), renapaHcynbdata — 0,22 MM/M KpeaTuHu-
Ha (Hopma 0-3 MM/M KpeaTWHKHA), KepaTaHcynbdata —
0,12 MoM (Hopma 0—3 MoM). KoHueHTpaLuuns BCex uccnemno-
BaHHbIX Al B npegenax pedepeHCHbIX 3HaYEHUN.

UHcTpyMeHTanbHbIe 06c1e40BaHUs

Mo paHHbIM IxoKIT oTmevatoTcss gedopmManms CTBOPOK
MUTPaNbHOro KnanaHa, Auactas CTBOPOK B MeAnaibHOM cer-
MeHTe, peryprutaums 3-i cteneHu, paBHoMepHas gunaraums
BOCXOASALLEr0 CErMeHTa aopTbl, aHHY/03KTa31s aopTabHOIro
KnanaHa, KpaeBon GpubpPO3 HEKOPOHAPHOW CTBOPKM, peryp-
rMTaumsa 2-i cteneHu, nesas aTpuomeranus, perypruraums
1- cTeneHu Ha KnanaHe neroyHon aptepuu. o cpaBHe-
HUIO C MpeablaywmMM uccnegoBaHMemM COCTOSIHME C MOoJo-
UTENbHON OMHAMWKOW. XONTEPOBCKOE MOHWUTOPUPOBaHME
OKI: B Te4eHUe CYyTOK PEerncTpupyrtoTcs CUHycoBas Taxmkap-
AWS, 3NU304bl MUrpauuMyM BOAUTENS pUTMa M3 CUHYCOBOIO
y3na B MWOKapA MpaBoro npeacepams, NMpU3Haku npexo-
asuwen AB-6noKagbl 1-v CTENEHWU, AHEM — pPEeAKME 3NU30-
Obl yanuHeHus uHtepBan PQ go 185 Mc, B HOYHble Yachl
LOMUHMPYIOT 3NM30A4bl YANMHEHUS MHTepBana PQ ¢ mMakcu-
Mymom o 200 mc. Bo BpeMsi HOYHOro CHa 3aperncTpupo-
BaHbl 2 nay3bl pMTMma, NpeBblllalowme BO3pacTHYO HOpMY
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(1300 m™mc), obycnoBneHHble MUrpaluen BoaUTENS pUTMa,
MaKcuManbHas naysa — 1491 mc. BbiiBeHO HapylueHune
ajantauuun anutenbHocTn uHTepBanoB QT/QTc K yBenuye-
Huto YCC. NuTepsan QT coctaBnset 409 mc (QTc 377 mc) npu
MWHUManbHon YCC 51 ya./muH. CpeaHecyTo4HOe 3HavYeHne
nHTepBana QTc npu aBTOMATUYECKOM aHann3e cocTaBnseT
427 = 6 mc (Hopma QT npu XM go 480 mc, QTc — meHee
440 mc). OCHOBHOW ypoBeHb GYHKLMOHWPOBAHWUSA CUHYCO-
BOroO y3/a noBbllleH. PyHKLMSA pa3bpoca pUTMa CHUXKEHa.
DYHKUMSA KOHLEHTpauuKn ycuneHa. CHUXKEH ypoBeHb Mapa-
CMMNaTUYECKMX BMSIHWUIA Ha pUTM cepaua. Mpu npoBeaeHnn
3fleKTpoKapanorpadmm oTMeYaeTcsl BblparKeHHas apuTtMus,
Ha ¢oHe 6ecrnoKOWMCTBA, KPUKa OTMedvaeTcs MOoBbllleHne
YCC go 140 ya./muH. Mo gaHHbiM Y3W opraHoB 6ptoLLIHON
MONOCTM M MOYEK 3XO-NPU3HAKOB CTPYKTYPHbIX M3MEHEHWN
nccnefoBaHHbIX OpPraHoB He BbISIBEHO.

TaecTb COCTOSHMSA MauUMEHTKM OOYCNOBNEHa XPOHU-
YecKon cepaevyHO-CoCcyanCTON HeAoCTaTOYHOCTbIO Ha (oHe
nopaxkeHusa cepgua npu TAKeNoM HacneicTBeHHOM 3a6o-
neBaHnn obmeHa BeuwecTB. Ha ¢oHe npoBoaumon O3T
npenapaTtom napoHvaasa oTMevaeTcs yaydlleHne caModyB-
CTBUSA pebeHKa, Hapocna aKTMBHOCTb, pebeHoK cTan 6onee
coobpasuTesibHbiM, MOHUMaeT obpallaeMyo peydb, BbINos-
HSleT NpocTble KomaHabl. CO CTOPOHbI CepAEYHO-COCYAUCTOM
cucteMbl Ha doHe Bo306HOBNEHUA DP3T 1 yeuneHms cumnTo-
MaTUYEeCKOW Tepanuu HOpMann3oBaauCb pas3Mepbl N1€BOro
KenyaoyKa, CTBOMa JIEFOYHOW apTepuu, peryprutauma Ha
nyNbMOHaNbHOM KflanaHe yMeHbluunacb A0 1-M cTeneHwu.
YMEHbLMANCL pa3Mepbl MeYeHn, HopMaan3oBaaucb neye-
HOYHble (epMeHTbl, nepectana 60neTb pecnupaTopHbIMU
3a60/1eBaHUAMM.

OBCYXAEHME

MpoBeneHune TICK aBnsieTcs BbICOKOIOPEKTUBHLIM Me-
TOAOM Tepanuu cuHapoma [ypnep, 0CO6EHHO MPU paHHEM
NPOBEAEHUN NEYEHUS U OTCYTCTBMM Yy NaLMeHTa TKenblX
KOFHUTUBHbIX HapylleHun [6, 7]. OgHaKo nocne nNpoBeaeHns
TICK octaeTtcs pag npo6aem, TpebyoLnX KOMNIEKCHbIX MNOA-
X0[0B K pelleHuto [8].

TICK ocTtaHaBAvMBaeT MporpeccrpoBaHe KOMHUTUBHbIX
HapyWweHnn, OAHAKO Yy MHOMUX NaLWEeHTOB nocne TpaHcnaaH-
TauMK COXPaHATCA MHTENNEeKTyanbHbln AedULMT U HEBPO-
niornyeckune HapyuweHus [6]. TTCK He MOoXeT NosHOCTbo npes-
OTBPaTUTb MPOrpeccupoBaHne KIMHWUYECKOM CHMMMITOMaTUKK
CO CTOPOHbI KOCTHO-CYCTaBHOM CMCTEMbI, MaTONOMMKN 3pUTESb-
HOro aHanuaaTopa, KapAnoBacKynsipHble HapylleHus [6-8].
Mo AaHHbIM AuTEpaTypbl, ¥ 6OMAbLIMHCTBA NaLMEHTOB nocne
TICK Takxe Habnwganocb yMeHblUeHWe o6bema JSEerkux
N yXyAWEHNE KIMHUYECKMX MPOSIBAEHUI CO CTOPOHbI KapAauo-
BaCKynsapHon cucteMsbl [7]. Mo peadynbtatam AOArOCPOYHOro
nccnegosaHusl, nposogumoro B TedyeHue 30 neT B rpynne
25 naumeHToB ¢ cuHApPomoM [ypniep, KOTopbiM Gblna OCyLecT-
BneHa TICK, y Bcex 60/ibHbIX Habt0A4an0Ch NPOrpeccupoBa-
HUEe NnopaxKeHus cepaedyHo-cocyancTon cuctemnl [9]. B cpea-
Hem B Bo3pacTe 15,5 ner (auanazoH — 7,4-21,9 ropa)
y 6 nauMeHTOB pa3BW/CS CTEHO3 KlanaHoB, M3 HUX OAHOMY
nauueHTy 6bl1a NpoBeAeHa 3aMeHa, ApPyroMmy — Xupypruye-
CKas KoOppeKLMs KoapKTauum 6ptowHomn aopTsl [9].

B onucaHHbIX HAMKW KIMHWYECKMX criydasix Y 060MX nauu-
E€HTOB TOXE BbIABASANNCL MOPaXKeHMEe KOCTHO-CYCTaBHOW,
CepAeyYHO-CoCyAUCTON W [OblXxaTebHOW CUCTEM, a TaKXKe
WHTENNEKTyalbHble HapYLLUEHMS.

[laToreHe3 nNporpeccupoBaHns KIAMHUYECKOM CUMMTO-
MaTUKM Y NaLMEeHTOB ¢ cMHAPOMOM [ypnep nocne nposeje-
Hua TITCK oo KoHua He M3yyeH, 0COBGEHHO 3TO KacaeTcs Tex
cnyyYyaeB, Koraa ypoBeHb pepmeHTa B KPOBU U coaepKaHne
Al B MOo4ye HaxogdaTcs B npejenax HopMasbHbIX 3Have-

HUA — KaK B NPUBELAEHHbIX HAaMU KIIMHUYECKUX CyvasX,
KOraa, HECMOTPS Ha HopMasbHble MOoKas3aTenun aKTUBHO-
ctn depmeHTa u Al y BTOpOM MNaLUMEHTKM BbISBISNOCH
BblpaXKEHHOE MPOrpeccMpoBaHne NOPaXKEHUS CO CTOPOHbI
KnanaHoB cepiua, KOTOpoe MOXET MPMBECTU K Pa3BUTUIO
U3HEYrPOXKAIOLMX OCTOKHEHUN.

TICK npuBOAMUT K TOMY, YTO B OpraHM3Me HenpepbiBHO
BblpabaTblBaeTCsl OTHOCUTENIbHO HEBbLICOKMM YpPOBEHb dep-
MEHTa, KOTOPbIM MOCTynaeT B KPOBb U TKaHWU. P3T exeHe-
[enbHo o6ecrneynBaeT NOCTyNeHNe B KPOBb BbICOKOIO YPOB-
HA depmeHTa [4]. TakuMm 06pa3oM, MOXKHO MPEAnoSIOKNTb,
4TO ABa 3TMX METOAA Tepanumn MoryT 6biTb B3anMOAOMONHSI0-
WMMMU M MPU COBMECTHOM MPUMEHEHMU CMOCOBHbLI MPUBECTH
K YNY4YWEHUIO COCTOSHUA nauueHTa [4], 4TO XOopowo npo-
[EMOHCTPUPOBAHO KaK B NEPBOM K/IMHWUYECKOM MNpuUMepe,
KOrAa Ha NPOTAKEHWUM HECKOMbKMX NIET COCTOSIHUE MaLMeHTa
0CTaBaNoCb CTabufbHbIM, TaK M BO BTOPOM K/IMHWMYECKOM
cnyyae, korga 3a rog ®3T nosBUAWCH yNy4lleHWe B CaMOYyB-
CTBMM pebeHKa W NOJIOXKUTENbHasA AMHaMKUKa MnoKasaTtesen
cepaeyHo-coCyanCcTon 1 abixaTenbHON cucTeM [6].

Mo faHHbIM NUTepaTypbl, NOKa3aHO, YTO MPUMEHEHUE
®3T B covetaHun ¢ TICK ynyyluaeT KOrHUTUBHbIE HaBbIKK
nauuneHToB. o pesynbtatam TECTUPOBAHUSA, Yy AETEN, NONY-
yaBwux 3T nocne TICK, yny4ywmnmucb nokasaTenu HeBep-
6anbHOro pelleHnss 1 06paboTKM MOCTaBEHHbIX 3a4ay no
CpaBHEHWIO ¢ NaLmeHTamu, He nonyyaBwmmu O3T [6].

MMOCKONbKY BO3MOXHOCTM COBMECTHOIO MPUMEHEHMS
®3T 1 TICK g0 KoHUa He U3y4veHbl, 6bI10 NPOBEAEHO UCCe-
[lOBaHWe, B KOTOPOM MNpoaHann3nMpoBaHbl nabopaTopHble
nokasaTenu y naumeHToB ¢ CUHAPOMOM [yprep, nonyvatoLmx
®3T nocne npoBeaeHus TICK: BbipaboTKa aHTUIEKAPCTBEH-
HbIX aHTUTEN, BK/IOYAA WX WMHIMOMPYIOLLYIO CMOCOGHOCTb,
aKcKpeuus Al B nccnegoBanume 6binu BKIOYEHbl 10 geten,
cpeAHuin BO3pacT Havana npumeHeHus 3T cocTaBun
9,5 net. B pesynbraTe uccnenoBaHus 6bi10 MOKa3aHo, YTo
y 8 nauMeHToB OblNM BbISIBAEHblI aHTUTENa K napoHuaa-
3e, 0OHaKO YPOBEHb @aHTUTEN, COOTBETCTBYIOLWMI BbICOKOMY
MHrnéupyouemy addeKTy, AMarHoCTMPOBAH NNLLb Y TPEX U3
HUX. CHMKeHue ypoBHSA Al B Mo4ye Ha dpoHe nNpoBOANMOM
Tepanuu Obl10 BbISBIEHO y Bcex NauuneHToB. Haubonee
BblPaXKEHHbIM 3TO CHUMKEHUE BbII0 Y AETEN, Y KOTOPbIX YPO-
BEHb aHTUTEN Bbl1 HU3KUMU NGO aHTUTENA HE BbIABASIUCH
BooG6LUEe. Y Tpex NauueHTOB C BbICOKMM YPOBHEM aHTUTEN
Hab6noganocb ysennyeHue yposHs Al K 24 mec uccnegosa-
HWMS MO CPABHEHUIO C UCXOAHBIMU AaHHbIMU. [0 peadynbTatam
nccnenoBaHus G6bln caenaH BbIBOA, YTO npumeHeHne P3T
nocne TICK TpebyeT TwatenbHOro nabopaTtopHOro KOHTPONA
M NpoBedeHUs danbHenWwnx nccnegosanum [10].

3AK/TIOYEHUE

MyKononucaxapvaos, Tvn | (cuHgpom lypnep) — Hacnen-
CTBEHHOe 3abosieBaHue, MMeEloLWEee XPOHUYECKOE TeyeHue
[4—6]. «30n0TbIM CTaHAapTOM» nevYeHus cuHapoma [ypnep
y nauueHToB o 2-2,5 net asngetca TICK [1, 2, 5]. Nepea
nposegeHnem TICK nauneHtam ans crabunmnsauunmn CocTos-
HMA Ha3HadvaeTcs P3T, KoTopasi B TOM YUCNE MOXKET YNyYLWNTb
addeKT oT TpaHcnnaHTaumu [4, 7]. B yactn cnydyaeB 3T
MOMET 6bITb Ha3HayeHa nocne TICK npu CHUXKEHUU aKTUB-
HOCTU anbda-L-naypoHnaasbl, NOBbIWEHHON 3KCKpeuun Al
C MOYOW, a TaKKe MPU BbIPAXKEHHOM yXyAWEHUN COCTOSHUS
[4, 7]. B KnMHMYECKUX cnydasx, NpMBEAEHHbIX HAaMK, NoKasa-
Ha addeKTUBHOCTb NpumeHeHnsa 3T nocne TICK, KoTopas
npvBena K cTabunmMsalmm CoOCTOSHUS NaLMEeHTOB.

B 3aknto4veHune xoTenocb Obl CKasaTb, YTO pelleHue
Bonpoca o npoBegeHun ®3T nocne TICK y peten ¢ MIC |
TpebyeT KOMMIEKCHOro o6cnefoBaHnsa nauueHTa, BKIoYas
nabopaTtopHble U MHCTPYMEHTaNbHbIE WUCCNeaoBaHUs, OCO-



6eHHO Korga ypoBeHb dpepmeHTa u Al pebeHKa HaxoauTces
B Mnpeaenax HOPMbl, HO OTMEYaeTCs BbipaXKEHHOE yXxyAaLle-
HWe cocTosiHug [4, 5]. d3T HasHavaeTcs Ha nepuoa 12 mec
C nocneaywouen oueHKon 3PPEKTUBHOCTU KOMOUHUPOBAH-
HOM Tepanuu U pelleHMem Bomnpoca O Heo6XoAMMOCTU ee
npogonxexus [4].

WHO®OPMUPOBAHHOE COINIACUE

Mony4yeHo noanucaHHoe poauTensamu aeter UMHPOPMU-
poBaHHOE cornacue Ha MCMoAb30BaHWE UX MEAULMHCKMX
[JaHHbIX (pe3ynbraTtoB 06CNef0oBaHUSA, NevYyeHus u Habsto-
JEHMs) B HayyHbIX Lenax. Jata nognucaHus cornacus oT
oTua nepBoro pebeHka — 19.10.2023, oT maTepu BTOPOro
pebeHka — 09.08.2023.

INFORMED CONSENT

Informed consent on the use of medical data (examination,
treatment and observation results) for scientific purposes
was signed by children’s parents. The date of signing the
consent from by the first child’s father is 19.10.2023, the
second child’s mother — 09.08.2023.

UCTOYHUK ®UHAHCUPOBAHMUSA
OTcytcTBYET.

FINANCING SOURCE
Not specified.
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HacneactBeHHble HapyleHuss 06MeHa aMMHOKMCIOT (aMMHoaunaonatum) — KIMHWUYECKM U reHETUYECKU reTeporeHHas rpynna
HacneAcTBeHHbIX 60/1e3HeN 06MeHa BeLyecTB, 06YC/I0BAEHHbIX HEAOCTaTOYHOCTbIO HEePMEHTOB, y4acTBYyIOLWMX B MeTabomame
aMUHOKMCIIOT, YTO NPUBOAMT K NPOrpeccupyrolemy NoparKeHuIo LIeHTpaibHOM HEPBHOM CUCTEMBI, MEYEHH, MOYEK U PYr1X OpraHoB
n cuctem. HacnenctBeHHble HapyLleHns LnKia 06pa30BaHNs MOYeBMUHbI BO3HUKAIOT B pe3y/ibTate HEAOCTaTOYHOCTY HEepMEHTOB,
MPUBOAALLMX K HapYLUEHWUIO CMHTE3a MOYEBUHbI, BCIEACTBUE YEro y NaLmneHToB pa3BmnBaeTcs runepaMmmMmoHnemus. Bospact Havyana
3a60/1eBaHUs U BbIPaXKEHHOCTb KIIMHUYECKMX MPOSIBAEHNI BapbupyioT OT 60J1e€ NIErK1X, MHTEPMUTTUPYIOLUMX GOPM [0 THXKESbIX,
MaHUECTUPYIOLLMX B NEPBbIE Yachl U3HW. PaclumpeHHbI HeOHaTasbHbIA CKPUHUHI, KOTOPbLIN BBEAEH B Poccuiickorn ®eaepalimm
¢ 01.01.2023, no3BosseT AMarHoctMpoBaTb 3ab0/7eBaHUs AaHHbIX rPynn B repBble AHU U3HWU, CBOEBPEMEHHO Ha3HaYuThb
aToreHeTUYeCKyo Teparuio, YTo NOMOXKET MNPEAOTBPAaTUTL Pa3BUTUE TSIKEbIX OC/IOKHEHUH. MoBbILEeHNe MHGOPMUPOBAHHOCTH
neanaTpoB, HEOHATO/I0roB, HEBPOJIOrOB, raCTPO3HTEPOIOr0B, 0PTaIbLMOJIOr0B O HACAEACTBEHHbIX aMMHOALMAONaTUSX U HapyLue-
HUAX LUnKAa 06pa3oBaH1si MOYEBUHbI SBSIETCS @KTyaslbHOM 3aha4el COBPEMEHHOMN NeanaTpum.

KnroyeBble cnoBa: HeoHaTaslbHbIF CKPUHUHI, aMUHOoauMaonaTuu, Hac/ie[CTBEHHbIe HapyleHus obMeHa aMMHOKMCIIOT,
HapyLleHu1s1 UmMKaa 06pa3oBaHms MOYEBUHbI
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Hereditary Amino Acid Metabolism Disorders and Urea Cycle
Disorders: to Practicing Physician

Hereditary amino acid metabolism disorders (aminoacidopathies) are clinically and genetically heterogeneous group of hereditary
metabolic diseases caused by enzymes deficiency involved in amino acid metabolism, that finally leads to progressive damage of central
nervous system, liver, kidneys, and other organs and systems. Hereditary urea cycle disorders occur because of enzyme deficiency
leading to impaired urea synthesis and hyperammoniemia in patients. The age of disease onset and clinical manifestations severity
range from milder, intermittent forms to severe, manifesting in the first hours of life. Expanded neonatal screening (implemented
in Russian Federation at 01.01.2023) allows to diagnose diseases from these groups in the first days of life, to prescribe timely
pathogenetic therapy. Altogether it helps to prevent the development of disease severe complications. Raising awareness about
hereditary aminoacidopathies and urea cycle disorders among pediatricians, neonatologists, neurologists, gastroenterologists,
ophthalmologists is a topical issue of modern pediatrics.
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BBEAEHUE

HacneactBeHHble HapyweHuss obmeHa aMWHOKWUCAOT
(HacneacTBeHHble amMWHoOauMaonaTumM) — rpynna Hacnea-
CTBEHHbIX 60n1e3Hen o6MeHa BelecTB, 006YCNOBIEHHbIX Hapy-
lweHnem paboTtbl GEPMEHTOB, Y4acTBYOLWMX B MeTabonname
aMMHOKMCIOT, BO3HMKAIOLWMX B pe3ynbTate MyTalui B KOQUpPY-
OLWMX JaHHble pepMeHTbl reHax [1, 2]. HacneactBeHHble aMu-
HoauugonatMm — ofHa M3 Haubonee 4acTto BCTpPEeYatoLlmX-
Csl rpynn HacneAcTBEHHbIX 6one3Hen obmeHa BellecTs [3].
PacnpocTpaHeHHOCTb 3a60/IeBaHWUI JaHHOW rPynnbl Bapbu-
pyeT oT 1 Ha 4,5 Tbic. Ana deHunkeToHypumn Ao 1 Ha 250 Tbic.
ans umMTpynnmHemuu, tun 1 [4—6]. HacneactBeHHble Hapylle-
HUS LUMKIa 06pa30BaHUA MOYEBUHbI BO3HMKAIOT MO NPUYUHE
MyTauui B reHax, Koaupylowmnx dGepMeHTbl, ydyacTByowue
B LMKIe 06pa3oBaHWsi MOYEBMHbI. BONBLWWMHCTBO amMMHO-
aumaonaTtui, a TakxKe HapyLlweHU LUnKia 06pa3oBaHns Moye-
BWHbl MMEIOT ayTOCOMHO-PELLECCUBHbIV TUMN HacnegoBaHus,
OAHAKO HeAOCTaTOYHOCTb OPHUTUHTPAHCKapboMWIasbl Ha-
cnepyertcs no X-cuenneHHomy tuny [4].

[ns 3ab6oneBaHui U3 rpynmnbl HACNeACTBEHHbIX aMUHO-
aumnaonaTM U HapylweHWn LUuKia o6pa3oBaHnsg MOYEBUHbI
XapaKTepHO nporpeccupyilollee HapylweHne yMCTBEHHOIO
pa3BUTUSA, OAHAKO 3TOT NPOLLECC MOXHO OCTAHOBUTb, @ UHO-
raa npeaoTBpaTUTb, MOCKOMbKY Ans 3aboneBaHWW OaH-
HbIX rpynn pa3paboTaHbl 3QOEKTUBHbIE METOAbI TEPANUH,
NO3TOMY PaHHAS AMArHOCTMKa HaCNeACTBEHHbIX Hapylle-
HUI 0OBMEeHa aMWHOKMUCAOT B HacTosllee BpeMs aBnseTcs
OAHMM M3 BaXKHblX HaNnpaBiEHUN COBPEMEHHON NeanaTpum
W reHeTuku [7, 8].

HACNEACTBEHHbLIE AMUHOALMUAOMNATUMN

U HAPYLUEHUSA LIUKJIA OBPA30OBAHUSA

MOYEBHUHbI

Knaccudumkauma Hambonee YacTo BCTPEYaIoLWMXCa Hapy-
lWeHMn obMeHa aMMHOKMCIOT M HapylleHWn LuKna obpa-
30BaHUA MOYEBUHbl B 3aBWCUMOCTU OT GUMOXMMUYECKOrO
nedeKrta npeacraBnerHa B 1abn. 1.

OCHOBHBIE KJIMHUYECKHUE NPOAABJ/IEHUA

3ABOJIEBAHWI U3 FPYNNbl HACNEACTBEHHbBIX

HAPYLUEHWIA OBMEHA AMUHOKMUCNOT

CneKTp KNIMHUYECKMX MPOSIBNEHWIA JaHHOWM rpynnbl 3a60-
NleBaHW reTeporeHeH n 3aBUCUT OT TAKECTU TEeHYEHUS U BO3-
pacta maHudectauuun 3abonesanus [1, 2, 7]. C6op cemen-
HOro aHaMHe3a O4YeHb BaeH Mpu NOAO3PEHMMU Y NaLMeHTa
Ha Hanuyune 3aboneBaHWM JaHHbIX IPYNM: HalM4Yne B CEMbE
POACTBEHHMKOB C 3aJEPXKKOM MNCUXOPEYEBOro pPasBMUTUS,
CYAOPOXHbIM CUHAPOMOM, ABWraTeNbHbIMU HapyLIEHUAMMU,
NPOrpeccupyoWmMM NopaxKeHMemM MnevyeHn, paHHUE CMepTH
B CEMbE (OEeTen WM B3POC/bIX B MOJIOAOM BO3pacTe), 61m3-
KOPOACTBEHHbIN 6paK [8].

Mpn MaHndecTauun 3abonesBaHnsa B nepsble Mecslbl /
Ha NepBOM rOAY WU3HWU BaKHbIMW CUMMTOMaMW ABASIOTCS
[2,7,9I
BHE3arnHoe yxyalleHne coCTosHUSA pebeHKa;
OTKa3 OT efibl, PBOTa;
njoxas npubéaBKa Macchbl Tena unu ee noteps;
YyrHEeTEHWe CO3HaHMA (BNIOTb 40 Pa3BUTUSA KOMbI);
CYAOPOXHbIA CUHAPOM;
renatomeranusi/renatocnieHoMeranns;
nporpeccupytolee noparKeHme nevyeHu;
nopaxeHne Noyek;
OCTPblE€ HapyLIEeHN MO3roBOro KPOBOOOPaLLEHUS;
3aJeprKKa MCUXOMOTOPHOrO pPa3BUTUS, perpecc paHee
NPUOBPETEHHbIX HaBbLIKOB, ABWUraTe/lbHble HapylleHus,
aTaKCHs, CHUXKEHWE MbILEYHOro TOHYCa, MbllleYyHas auc-
TOHUS, TMNEPTOHYC MblLLL, KOHEYHOCTEN;

® aTonorus opraHa 3peHus (aTpodus 3pUTENbHbLIX HEPBOB,
rna3oaBuratefibHble HapyleHUs, KatapakTa, NoABbIBUX
XpycTanvKa, nporpeccupylouias MMonusa 1 ap.).

Mpn MaHudecTaumm B AETCKOM W MOAPOCTKOBOM BO3-
pacte [7, 9J:

e OTKa3 OT 6EeNKOBOW MULLMX, NEPUOAUYECKU — MPUCTYMbI
BSJIOCTH, PBOTbI, YaCTO COMPOBOMXAAIOLIMECSH HEBPOIOMU-
YEeCKOM CUMMNTOMAaTUKON, HapylLeHNEM NOBEAEHUS;

® porpeccupylollee nopaxeHune nevyeHn BNAOTb A0 pas-
BUTUS LMPPO3a;

® porpeccupylollee nopaxKeHme opraHa 3peHus;

® porpeccupylollee noparkeHme KOCTHO-CYCTaBHOM cUCTe-
Mbl, paxuTonogobHble gedopMaLnn CKeneTa;

° porpeccupylollas 3aepKa MNCUXOPevyeBoro pas3BUTHS,
WHTENNEeKTyabHas He0CTaTOYHOCTb, HApYLLEHUS MOBEAEHUS;

° porpeccupylollas HEBPOIOrMYyecKas CUMNTOMATHKa, [1BU-
raTtefibHble HapyLeHUs, aTaKcus, CYIOPOXKHbIA CUHAPOM;

® porpeccupylollee nopaxKeHme noyex;

*  TpoM603bl, TPOMOO3IMOONMN.

HAPYLWIEHUA OBMEHA APOMATUYECKUX

AMMHOKHCOT

dPeHnNKeToHypusa (He0CTaTOYHOCTb

deHuNnanaHuHruapPoKcunasbl)

3aboneBaHne 0O6YCNOBJIEHO HeOOCTAaTOYHOCTbO dep-
MeHTa deHunanaHMHrMaPoOKCMnasbl, YTO MPUBOANUT K HAKoM-
NIEHUI0 B OpraHuMame deHunanaHuHa M ero TOKCUYECKMX
MeTabo/InTOoB.

KnuHnyeckasi KapTuHa NpM OTCYTCTBHM JIEYEHHUS

3aboneBaHne MaHUbECTUPYET B MepPBble MECALbl XWU3-
HU [5]. Y meTen oTmevatoTcs BAMOCTb, NOBbIWEHHAA pa3gpa-
KUTENBbHOCTb, yTpaTa MHTEpeca K OKpyxatowemy. Mo mepe
NpPOrpeccuMpoBaHuns pa3BMBatoTCS 3afepKKa NCUXOMOTOPHOIo
W Pe4yeBoro pas3BuTHUSs, perpecc paHee NPUOBGPETEHHbIX HaBbI-
KOB, YMCTBEHHasl OTCTaN0oCTb TAXKENOW CTEMNEHW, CYAOPOIKHbIN
CUHAPOM, MUKpoLedanusl, 3agepKKa GU3N4eCcKoro pa3BuTns
[4, 5, 7]. Y 60nbluMHCTBa AETEN, HE MNONyvaloWmUx Tepanuu,
0TMEYaloTCS CBET/IblE BOMOChI M ronybble rasa, CBETNas, cyxas
KOXa M 3K3emaTo3HOe MopaxeHue KOoxu. OTnn4uTenbHOM
0COBGEHHOCTbIO NALMEHTOB NPW OTCYTCTBUM NIeHEHUS ABNSETCS
BbIPaXKEHHbIN «MbIlUWHbIM» 3anax oT Tena [4].

KnuHun4yecKas KapTuHa peHUIKETOHYPUN

npu cBoeBpeMeHHOM Ha3HaYeHUHN Tepanumn

Mpu TsKenbix dopmMax 3aboeBaHUsA gaXKe Npu cBoeBpe-
MEHHOM Ha3HaYeHUK Tepanuu y NauMeHToOB MOryT OTMeYaTbCs
KOFHUTUBHbIE HapyWeHUs, HapyLleHUs U 3aepKKa pevyeBo-
ro pa3BuUTUSA, HapPYLLEHMS MOBEAEHMUS, TMNepPaKTUBHOCTb [5].
YpoBeHb deHunanaHnHa npu gaHHon dopme coctaBaseT Ao
neyeHus 6onee 1200 mkmonb/n (6onee 20 mr/an) [5].

Mpun 6onee nerkux opmax Ha GoHe aneToTepanuu Bolpa-
KEHHbIX MHTENNEKTYaNbHbIX U MOBEAEHYECKMX HapYLLEHWUI He
pa3BMBaETCS, OAHAKO NPWU OTCYTCTBMM AMETDLI Y AAHHbIX NaLu-
€HTOB PUCK Pa3BUTUS HEMPOKOrHUTUBHBIX U HEMPOMCUXONO-
TMYECKNX UBMEHEHWUI Bbllle, YeM Y 340POBbIX AeTen [4, 6].
YpoBeHb deHunnanaHnHa coctaBnget 6onee 120 MKMONb/N
(2 Mr/an), cooTHolweHne deHunanaHuH/TMpPo3nH — 6onee
3 mr/an (Hopma — meHee 1 mr/an) [5].

Y nauMeHToB, NoayvyaloLlmx AMeToTepanuio, MOXKeT pas-
BMBATbCS HEAOCTATOYHOCTb BUTAMWHOB M MUKPO3/IEMEHTOB
(Bg, B1o, dONMEBON KMCNOTHI, LIMHKA, CENieHa, Kene3a, Mean
W MarHus), y 4acTu BbIIBNS€TCS ocTeoneHus [5].

Y nauneHToB, KOTOpble B NOAPOCTKOBOM WX B3POC/IOM
BO3pacTe NpeKkpaTuav gUeTy, OTMeYatoTCs HEMPOMCUXONOrm-
YeCKWe HapylleHns, Aenpeccum, BbICOKUI YPOBEHb TPEBOXK-
HOCTU, NaHU4YeCcKne aTtaku [5].
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Ta6nuua 1. Knaccubukaums Hambonee 4acto BCTPeYatoWmxcs HacneACTBEHHbIX HapyLLleHW 06MeHa aMUHOKMUCNOT U HapyLeHWi UuKa o6paso-
BaHWA MoYeBUHbI [1, 3, 6]

Table 1. Classification of the most common hereditary amino acid metabolism disorders and urea cycle disorders [1, 3, 6]

HacnepacrtBeHHble HapylweHus o DepmeHT Tvn OMIM
o6MeHa aMUHOKUCNIOT HacnepoBaHus

HapyweHus o6MeHa apoMaTU4eCKUX aMUHOKUCNOT (peHuNKeToHypus, TuposuHemus, tun |, Tun I, Tun 1l v ap.)

DeHUNKETOHYPUS KnaccuyecKas PAH deHunanaHnHrnapoKkecunasa AP 261600
ha—prs | Ao
MnepdbeHunanaHnHemms Tun B — GCH1 Twn Cy— wr P onTeny LLMH o f(?asa AP 233910
BH4-pedvuntHas Tun C — QDPR TmnﬂD —AETe Mg—éﬁanzdgy— 261630
Tan D — PCBD1 P 264070
KapbuHonamuHaerngpaTasa
TuposuHemus, Tvun | FAH Pymapunauetoalierasa AP 276700
(dymapunauetorngponasa)
TuposuHemus, Tvn I TAT Tupo3nHamuHoTpaHchepasa AP 276600
TuposuHemus, Tvn Il HPD 4-rugpoKcudeHnnnupyBaTtokcugasa AP 276710
AnKanToHypus HGD OKcunpasa roMOreHTM3MHOBOW KUCNOTbI AP 203500

HapywieHue o6MeHa aMMHOKUCIIOT C pa3BETBJIEHHOM Lienblo (60/1e3Hb «KJIEHOBOro cuponar, runepBaauHeMus U ap.)

Tvn 1A — Ela-cy6beanHuua

Tun 1A — BCKDHA [ernaporeHasHoro Komnnekca
BoNE3Hb «KNEHOBOrO CHPONan Tun 1B — BCKDHB | anbda-KeTOKUCNOT ¢ pa3BETBNEHHOW LieMnbto AP 248600
Tvn 2 — DBT Tvn 1B — E1B-cy6beanHuua 246900
Tvun 3 — DLD Tun 2 — E2-npoTenH

Tun 3 — E3-npoTtenH

HapylueHusa o6MeHa cepocogeprKaliux aMMHOKUCIOT (KnaccuvyecKas FroMOLMCTUHYPUS, Apyrue ¢bopMbl FOMOLUCTUHYPUM U AP.)

[OMOLIMCTUHYPUA Knaccuyeckas CBS LmctatnoH-6eTa-cuHTa3a AP 236200

[oMOLMCTUHYpUSA, 06YCNIOBNEHHAs
TSXENbIM JedULUTOM MTHFR MeTuneHntetparnapodonarpesykrasa AP 236250
MeTUneHTeTparnapodonaTpeayKTasbl

HapyweHus o6MeHa rmuuyuHa (HeKeToTu4ecKas runepramguHeMmus)

HekeTtoTnyeckasa runepranunHemMmmns P-6en0K rMuumH-pacLennsiowen cucTeMbl

GLDC . AP 605899

(rmnumnHoBas aHuedanonatug, Tmn 1) MWTOXOHAPUIN

HapyweHus uukna mo4yeBMHOOGpa3oBaHUA
HenocrarouHocTe NAGS N-auetunrnotaMaTcMHTETa3a AP 608300
N-auetTunrnioTamaTcMHTETa3bl
HenocrarouHocTs CPS1 Kap6amoundocdarcmHteTaza 1 AP 237300
Kap6omownndocdatcmHTeTasbl 1
Henocratourocts oTCc OpHUTUHKap6omounTpaHchepasa X-cuenneHHbin | 300461

OPHUTUHTPaHCKap6amunasbl

UuntpynanHemus, tun 1
(HepocTaTO4YHOCTD ASS1 ApPruHUHCYKLMHATCUHTETa3a 1 AP 603470
APrUHUHCYKUMHATCUHTETa3bI)

APrUHUHAHTapHas
aunaypus (HeaoCTaToOYHOCTb ASL ApPruHUHCYKLUMHaTIna3a AP 608310
ApPrMHUHCYKUMHATANASbI)

ApPruHMHemMUs (HeLOCTaTO4HOCTb

ARG1 ApruHasa AP 207800
apruHasbl)

CUHAPOM TMNEPOPHUTUHEMMUN,
rmnepaMMoOHUEMUHU, ORNT1 MwuToXoHApKWaNbHbLIA TPAHCNOPTEP OPHUTUHA AP 238970
roMouuTpynuHypun (HHH)

UunTpynanHemus, tun 2

(HeoHaTanbHas dbopma) SIC25A13 Aedununt untpura AP 605814

lNpumevarHmne.BH4 — TeTparngpobuontepuH; AP — ayTOCOMHO-peLeccuBHbIV TUN HacnegoBaHus; HHH — hyperornithinemia-hyperammonemia-
homocitrullinuria syndrome.

Note. BH4 — tetrahydrobiopterin; AR (AP) — autosomal recessive inheritance; HHH — hyperornithinemia-hyperammonemia-homocitrullinuria
syndrome.



«MaTtepuHcKasa ¢eHH/IKeTOHYpUsl» BO3HUKAET BCned-
CTBME BO3[ENCTBUSA Ha BHYTPUYTPOOHOro pebeHKa BbICOKO-
ro cogepxaHusa deHunanaHvHa M ero MetabonutoB. [lpu
ypoBHe deHunnanaHnHa 6onee 360 MKMONb/N y maTtepu BO
BpeMsi 6epeMeHHOCTU Yy pebeHKa pa3BMBalOTCA 3adeprKKa
BHYTPUYTPOOHOIO pa3BuTUS, MUKpoLedanus, BPOXKAEHHbIE
NOPOKM Pa3BUTUS, UHTENNIEKTYaNbHbIN geduumt [4, 5].

MMnepdennnananniemuna BH4-geduuntHasn

[aHHag rpynna 3ab6oneBaHni 06YyCNOBIEHA HapyLWeHW-
€M CUHTEe3a Unn Metabonnama 6uMonTepuHa, KOTOpbIM ABAS-
eTc KodaKTopoM beHWnanaHMHIMAPOKCHNa3bl, a TakKxe
TUPO3UHTUAPOKCUNA3bI M TPUNTODAHTMAPOKCHAA3bL. Y naym-
€HTOB OTMEeYaloTCA He TONbKO HapylleHne obmeHa peHun-
anaHuHa W MNOBbIWEHWE €ro COAEPXKaHUS, HO W MOHMKe-
HMWEe CUMHTEe3a HenpomeanaTtopoB (AodaMWHa, CEPOTOHMHA),
YTO MPUBOAMUT K HEBPONOTMYECKUM HapyweHuam [1, 2].
Pasnuyatotr 4 Tvna BH4-geduuntHOM runepdeHunanaHuH-
eMmun: TMn A o6ycnoBneH HeAOCTaTOYHOCTbIO G-NUpPyBOMI-
TeTparvaponTepuHCUMHTa3bl, TMN B — HegoctaTo4HOCTbIO
ryaHosunHTpudochaTumknorngponasbl 1, Tvn C — HepocTa-
TOYHOCTbIO AMrMaponTepuanHpeayKTassl, Tun D — HepocTa-
TOYHOCTbIO NTEPUH-4-anbda-KapbuHonammHgernapaTasbl.

OCHOBHbIe K/IMHUYEeCKHE NposiB/IeHNs1 3a60/ieBaHUS

3aboneBaHnsa OaHHOW rpynnbl MaHUPECTUPYIOT B Nep-
Bble 3 MeC, B 4acCTU Cny4aeB — Ha NEPBOM MeCSLE HU3HM.
Mpn TAKenom TevyeHuu y NauMeHTOB OTMedyatoTcs MOBbl-
LWeHHasa BO36yaAMMOCTb, NPOrpeccupyowas 3agepxKa ncu-
XOMOTOPHOIO Pa3BUTUSA, CYAOPOXKHbIM CUHAPOM, MbllleYyHas
AVUCTOHUSA (TMNOTOHMSA MbIWL, TYIOBMLWA, TMNEPTOHYC MbILLL
KOHEYHOCTEWN), CNaCTMYECKMI TeTpanapes, sKCTpanmpamma-
Has CMMMTOMAaTWKa, TMMNEPKUHESBI, aTaKCcus, TpeMOp, Nces-
[06ynbbOapHble HapyweHWs, OKYNOrMpHblE KPU3bl, Hapylle-
HMEe MOXOAKM, HapyweHue Tepmoperynauuun [1, 5]. B yactu
CNny4yaeB yXyAlleHMe COCTOSIHMS NauuMeHTa MNpoMcXoauT BO
BTOPOW MOJIOBUHE AHA, @ Noc/iie CHa AeTu 4yBCTBYIOT cebs
nyywe [5]. Mpu BH4-geduuntHOM runepdeHnnanaHuHeMmm,
TMn AnTnn Cy nauneHToB 3a4acTyto HabnaaeTcs MUKpoLie-
danusa. Npu gaHHom rpynne 3aboneBaHW ONUCaHbl Nerkue
GopMbl, KOTOPblE MPOTEKAIOT C MUHMMANIbHON KIIMHUYECKOM
CUMMNTOMATUKON, Hanbonee YacTo aTo BCTpeyaeTcs npu BH4-
aedbuvunTtHoM runepdeHunanadmiemumm, Tan D [5]. Mpu na6o-
paTopHOM 06cnefoBaHUM y NauneHToB ¢ BH4-gednumntHbiMK
dopmamu runepbeHmnanaHMHEMUN KOHLLEHTpaUMA GeHun-
anaHuHa Bapbupyet ot 360-600 go 2500 mKmosb/n [5].

TuposuHnemusa, Tun |

3aboneBaHne 06yCNoBIEHO HEAOCTAaTOYHOCTLIO dyMapu-
alLeToaueTasbl, NPUBOASLLEN K HapylweHWio meTabonnama
TUPO3UHA M HAKOMJIEHMIO B KNETKax TOKCUYECKMX MeTabonu-
TOB — CYKUMHUWIALETOHa U CYKLUMHUNaLeToaleTaTa.

Mo TsKecTn TeyeHmns 3abofieBaHMA pasnnyatoT OCTPYHO
N XpoHHU4ecKyto dopmbl [10, 11].

Mpn ocTtpoi ¢opme 3aboneBaHne MaHubecTupyet
B NepBble AHM / Ha nepBom mecsue ¥un3uu [10]. Y nauym-
€HTOB BbIIBNAIOTCSH 3adepKa (PpU3MYECKOro pasBuTHUS,
pBOTa, Anapes, 06e3BOXKMBaHME, GebpuibHaa NUxopaaxa,
WUKTEPUYHOCTb CKJEP, KOXHbIX MOKPOBOB, YBENMWYEHNE pa3-
MEpPOB }MBOTa, renatocrnieHoMeranuns, nporpeccupytouiee
NopaxeHne nevyeHu, acuuT, KelyaoYHO-KULWEeYHble KPOBO-
TeyeHus, AMHaMMYecKasi HEMPOXOANMMOCTb KULLIEYHWUKa, 6e3-
6enKoBble OTEKM, aHacapKa, runeprnapo3 [11]. Co CTOPOHbI
LleHTpanbHOW HepBHOW cuctembl (LLHC) oTmevatotcs npo-
rpeccupytolas 3agepmxKa NcMXxoMOTOPHOro Pas3BuUTUS, Nepu-
depuyeckaa nonuHenponatua. [na 3aboneBaHUs Xxapak-
TEPHO pa3BUTUE KPU3OB, CONPOBOXAAOLWMXCS IMXOPALKON,

MeTabonnyeckon gekomneHcauunen [9, 10]. Mpwu oTcyTCTBMUM
TepanuMuM BO3MOXEH NleTalbHbI MUCXO4 BCNEACTBUE Take-
JIOM NeYEeHOYHON HEAOCTAaTOYHOCTHU, KPOBOTEYEHNI, NOITOMY
OYeHb Ba)KHO AMaArHoCcTMpoBaTb 3aboneBaHuWe B MepBble
OHW Kn3HK [11]. OgHO M3 XapaKTEePHbIX KIMHUYECKUX MPOo-
ABNEHUN 3ab60/IeBaHNa — pa3BUTUE BTOPUYHOIO CMHAPOMA
®daHKoHu [5]. Mpu TUPO3UHEMUK, TUN | OT TENa U MOYM NaLm-
€HTOB, OCOBEHHO BO BpPeEMS KPU30B, UCXOAUT PE3KUKM 3anax,
HanoMMHaloLWMIK 3anax TYLEHOW KanycCTbl.

Mpu xpoundeckon ¢popme 3ab6oneBaHne MaHUbeECTUpPY-
€T Ha NepBOM roay }M3HW. OCHOBHbIE KIMHWYECKUE NPOSB-
NeHns: 3afeprKka GU3NYECKoro pasBuTUS, renatomeranus,
nporpeccupytollee nopaxeHune neveHun (BnaoTb 4o LMpposa),
renaTouennnapHasa KapuvHomMa [7, 11]. Y nauneHToB 4acto
BbIABAAOTCA TyGynonaTtusl, paxvtonogobHble aedopmaumu
cKeneta, nepudepuyecKas nonHenponaTns, ocTpble abao-
MWHabHbIE CUMMATOMbI (CXOAHbIE C KpMU3amu Npu noppupun),
Kapanomuonatus [11]. Mpu npneme 6eN1KOBOW NULLX pa3Bu-
BalOTCA 9NM304bl METABONNYECKON AEKOMMEHCALIUKN, COMpPo-
BOXAaloLWMecs pBOTON, MHTOKCUKaLIMEN, nuxopaakon [11].

Y peten nepBbIX NE€T W3HKU, KOTOpble OTKa3blBaloTCs
OT ynoTpebneHus 6enKoBOM MUK, 3aboneBaHUe MOXKET
MMeTb 6osiee 61aronpuUsaTHOE, XPOHUYECKOE TEYEHMNE U NPO-
ABNATLCA renatomMeranuen, HapyleHneM QyHKLMKU NeYeHu,
KNUHUYECKUMU U BUOXMMMUYECKUMU MPU3HAKaAMKU BUTaMMH-
D-pe3unCTeHTHOro paxuta, NoNnypuen, rmMnorMMKEMUYECKUMHU
cocTosiHuamu [10].

Tuposunemus, Tun Il (cuHgpom PuxHepa — XaHxapra)

3aboneBaHune 06yCcnoBAEHO HEAOCTAaTOYHOCTbIO TMPO3UH-
amuHoTpaHcdepasbl, YTO NPUBOAUT K HapylleHUto MeTabo-
iM3ma TUPO3KHa.

TuposunHemus, Tmn Il MaHUdeECTUPYET Ha NepBOM roay
WU3HKU [12]. OCHOBHbIE KIMHUYECKME MposiBAEeHUS 3abo-
NleBaHuUs: CBETO60S3Hb, CKIEPUT, U3BA3BNEHNUS POroBMLLbI,
NafAoOHHO-MOAOWBEHHbBIA TMMEpPKepaTo3, 3ajeprKKa Mcuxo-
peyeBOro pasBuUTUS, KOTopas 6e3 Hal3HavyeHus Tepanuu
nporpeccupyeTt n NPUMBOAUT K Pa3BUTUIO UHTENEKTYalbHOM
HepgocTaToyHOCTH [12].

Tuposunemus, Tun il

3aboneBaHune 06YyCNOBAEHO HEAOCTATOYHOCTbIO 4-rMapo-
KCndeHnnnupyBaToKcnaasbl.

BospacT MmaHudecTauun — Ha NepBOM-TPETLEM rOAY XKU3-
HW. OCHOBHblE K/IMHWYECKUE MPOABAEHMS: MUKpoLedanus,
3aepKa NCUXOPEYEBOro Pa3BUTHS, HapyLLEHNE NOBEAEHMS,
CYLLOPOXKHbIA CUHAPOM, aTaKCKsl, TPEMOP, MbllleYHas rmMnoTo-
HUS, OTCYTCTBME MYBOKMX CYXOXKMbHbIX pednekcos [13].

AnKantoHypus

3aboneBaHne 06yCNOBEHO HEAOCTATOYHOCTLIO OKCHAA-
3bl TOMOreHTU3NHOBOW KMCNoThbl (1,2-AMOKCUreHasdbl roMo-
rEHTU3MHOBOW KUCNOThI) [14].

OCHOBHbIE KIMHUYECKME NPOSIBAEHMS: B MIaAEHYECKOM
BO3pacTe OTMEYaeTcs NOTEMHEHUE (MOYEPHEHME) NENEHOK;
no Mepe B3POC/AEHMS Yy MaLMEHTOB BbIBASIOTCH Hapylle-
HME NUITMEHTaLMM YLWHOro Xpsla MU CKIep, 0OXPOHO3, 60K
B CyCTaBax, apTponaTtus, KWho3, gereHepaLms NoO3BOHOYHbIX
OMCKOB, OrpaHuyeHns crmbaHus B MOSICHWLIE, MOYEKaMeH-
Has 60ne3Hb, KanbuuduKaLunsg aopTanbHOro, MUTPaabHOro
KnanaHoB, KOPOHaPHOW apTepuun, AMnaTtaums aopTol [14].

HAPYLUEHUE OBMEHA AMUHOKHUCNOT

C PA3BETBJ/IEHHOM LIENbIO

Bones3Hb «KNeHoBOro cupona»

K pa3Butuio 3a6oneBaHus NPUBOAMT HEQOCTATOYHOCTb
JernaporeHa3 KeTOKUCNOT C Pa3BETBAEHHOW LEeNblo, 4TO
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g A Doctor’s Ai

B nomouyb Bpauy

BbI3blBaeT HapylleHne meTabonuamMa NenuuHa, U3onenuu-
Ha, BanuHa [1, 3, 5].

B 3aBMCMMOCTH OT TAXECTU KIIMHUYECKUX NPOSABIIEHUH,
BO3pacTa Havyana 3aboneBaHusa U aOGEKTUBHOCTU NE€YEHNUS
TMaMUHOM pa3snunyatoT [7, 15]:
® KJlacCMYeCKylo (HeoHaTanbHyl) dopMmy (BCTpedaeTcs

Haubosee 4acTo);
®  MPOMEXKYTOUYHYIO POpMY;
®  WMHTEPMUTTUPYIOLLYIO dopMy;

° TWaMMWH-3aBUCUMYIO HOpPMY;
e ¢dopmy, obycnoBneHHy geduuntom E3-npotenHa un co-

NPOBOXAAIOLLYIOCS NaKTaTaLMA030M.

Knaccuyeckas popma

3aboneBaHne MaHubecTMpyeT B rnepBble AHW/Heaenu
JU3HU BHE3anHbIM YXyAWeEeHWeM COCTOSHUS MauueHTa,
OTKa30M OT efbl, CPbIrMBAHUAMU, MHOFOKpaTHOW pPBO-
TOW, PE3KMM KPUKOM, TMOBbIWEHHOW BO36YAMMOCTbIO,
CyQOPOXHbIM cuHApomoMm [9, 15]. Mo mepe nporpeccu-
pOBaHWA CMMNTOMATUKM BO3HMKaAlOT MPU3HaKKM 06e3BO-
¥uBaHua [15], pe6eHOK CTaHOBUTCH BSANbIM, pa3BMBaETCH
cumnTomaTtmKa yrHetenmnsa LLHC BnnoTb A0 KOMbI. Y nauu-
€HTOB BbIABASIOTCA KaK MMNEpTOHYC MbIWWL, KOHEYHOCTEN,
TaK U andodysHaa mbiwedyHas runotoHuns [15]. OTmevaeTcsa
nosiBfieHWe cnagKoro, KapamenbHOro 3anaxa OT Tena,
MouM [15]. 3aboneBaHMe UMEET TSKENOe TeYEeHUEe U nNpu
OTCYTCTBMM TEpPAnuu 4acTo NPUBOAMUT K IETalbHOMY UCX0AY
[8, 13]. Y nauueHTOB CTapuwe 1 roga BbisBngalTCs rpybas
3aleprKKa NCUXOMOTOPHOIO U PEeYeBOro pPa3BuTUS, Cyao-
POXHbIA CUMHAPOM, ABUratefbHble HapyleHWs, aTakcus,
Mbllle4yHas cnabocCTb, HapyleHWs MNoBedeHus, apuTema-
TO3Hble M3MEHEHWS Ha KOXe, YacTble MHOPEKLMOHHble
3aboneBaHus [15]. Ang gaHHOM dopMbl 601E€3HU «KIEHO-
BOr0O CMpONa» XxapaKTepHbl ANM304bl YXYALEHUS COCTOAHUS
Ha doHe MeTaboIMYEeCKON AeKoMMeHcalunn, obycnoB/eH-
Hbl€ IMXOPAAKON, UHTEPKYPPEHTHLIMU MHPEKLMAMM, MOBbI-
LUEHHOW PU3NYECKOW HArpy3KoMn, ornepaTUBHbIMU BMeLIa-
TenbCTBaMu, TpaBmamu [15].

lpomeikyToyHas popma

MpomerxkyTouyHas dopma 3abonieBaHUa MaHUbeCTUpyeT
Ha NepBOM roay *u3Hu [15, 16]. OCHOBHble KIMHUYECKMNE
NPOSIBNIEHUS: CPbIrMBaHMS, OTKa3 OT Mpuema MulM, pBo-
Ta, 3ajepkKa GU3MYECKOro U MCUMXOpPeveBOro pasBuTUS,
NepUoANYECKN — aTaKCus, TPEMOP, HapyLWeHUS MbILLEYHOMO
TOHyCa, CYAOPOXKHbIA CUHAPOM, MHCYNbTONOAO6GHbIE COCTOS-
HUS, cneunduYecKnin cnagKkoBaTblv 3anax, HanoMuHatoLWmm
3anax KNeHOBOro cupona, oT Tefa, Mo4u, 0OCOBEHHO nocne
nprvema BbICOKOGENKOBOW nuuim [13, 14].

UHTepmutTHpYIOLWaa ¢opma

MHTepmuTTUpyOLWas dopma MaHUdpeCcTUpyeT B Bo3pac-
Te 1-2 neT Kpu3amu MeTaboNMyecKon AeKomneHcauuu
Ha ®OHEe MHTEPKYPPEHTHbIX MHOEKLNN, NpuemMa BbICOKO-
6eNKOBON NUWM, PU3NYECKOW HArpysku, KOTopble Mpu-
BOAAT K YCUNEHUIO 3HAOTEHHOro Katabonuama 6Genka
[15, 16]. Y nauneHToB HabnogatloTcsa anmM304bl cnabocTy,
BS/IOCTU, HapyWeHWs CO3HaHWS, aTaKCUW, CYAOPOXKHOro
CUHApPOMaA, MNCUXMaTpuyeckonm cumnTomatuku [15, 16].
Bo Bpema KpuM30B OTMeYaeTcsd cnagkoBaTbiM 3anax oT
Mouu, Tena [15].

TnamuH-zaBUcumas ¢popma

Mpn TMaMKUH-3aBUCKMMON PopMe TevyeHne 3abosieBaHuUs
aHanorMyHo NPOMeEXKyTo4HOM popme, NpU 3TOM y NaLMEHTOB
NpPoOUCXoanT CcTabunm3dauus COCTOSHMA Ha GOoHe Tepanuu
TMaMUHOM B COYETAHUM C aneToTepanuen [15].

dopma ¢ HegocTaTo4HOCTbIO E3-npoTenHa

Mpn dopme ¢ HeaocTaToYHOCTbIO E3-npoTenHa KAWHK-
YyecKas KapTMHa cxo4Ha C NPOMEXYTO4YHOM GOPMOK, Y naLm-
E€HTOB TaKXe BbISBNSAIOTCA NaKTatauugos, renatomeranus,
HapylweHue byHKLMK neveru [15].

HAPYLWIEHUAA OBMEHA CEPOCO[AEPXALLUX

AMMWHOKUCOT

Knaccuyeckaa romoLuUCTUHYpUA

(HepOCTATOYHOCTb LLUCTAaTUOH-GeTa-CMHTa3bl)

3aboneBaHne 06YCNOBNEHO HELOCTAaTOYHOCTbIO LMCTa-
TUOH-6€eTa-CUHTa3bl, KOTOpas yyacTByeT B MeTabonu3me
METMOHWHA B LIUCTENH.

B 3aBMCMMOCTM OT TAXECTU KIIMHUYECKUX MPOSIBNEHUH,
BO3pacTa Ha4vana 3ab0oseBaHns U HyBCTBMTENbHOCTU K Tepa-
nun BUTaMMHOM Bg pasnuyatot [17]:

* Bg-pe3ncTeHTHylo Gopmy (MMeeT 6onee paHHee Hadvano

N TSKenoe TeveHune);
*  Bg-4yBCTBUTENLHYIO HOPMY (MMEET 6oNee MArKoe Te4EHHE).

3aboneBaHne MaHUPECTUpPyeT Ha NepBOM-TPETbEM
rofly *XM3HW, O4EeHb 4acToO MNepPBbIMU CUMATOMaMU ABNSIOT-
CSl 9KTOMMA XpyCTasuKa M 3afeprKKa NCUXOpPeyeBoro pas-
BuUTHA [17, 18].

Oco6eHHOCTM (peHOoTMNa M MopayKeHwe KOCTHO-CyCcTaB-
HOWM CUCTEMbI: 6OJIbLLIMHCTBO NaLMEHTOB nmeet MapdaHono-
[OGHbIN GEeHOTUM — BbICOKMIM POCT, AUCMPONOPLIMOHANbHOE
TEeNOCNOoXeHNe, YAJIMHEHUE KOHEYHOCTEN (A0/IMXOCTEHOMME-
Nng), apaxHogaKkTunuio, AedpopMaunio TPYyAHOM KIETKH,
KMPOCKONNO3, rMNepMoBUbHbIA CUHAPOM, BbICOKOE He6O,
HEpPOBHbIM 3y6HOM psag [7]. o mMepe nporpeccupoBaHus
3a60/71eBaHUS BbISBNSIOTCS OCTEOMNEHUs MM OCTEONopo3,
npUBOASLLME K NnepenomMam [7].

KoXKHble MposiBNEHUS BKIOYAIOT B ce6S rMNOnNUrMeHTa-
LMIO KOXHbIX MOKPOBOB, NMBEA0, TOHKME W 4aCTO FMMONUr-
MEHTUMPOBaHHble BoONOChI [17].

MNopaxkeHne opraHa 3peHnss — B OOMbLWKWHCTBE ChYy-
YaeB MepBblM NpU3HaK 3aboneBaHusa. NS KnacCU4ecKon
rOMOUMCTUHYPUW XapaKTepHbl IKTOMKUSA XpycTanuKa (ectopia
lentis), MMONWs BbICOKOW cTeneHun, chepodakus, rmaykoma,
aTpodua 3puTenbHbIX HepBoB [17, 18].

[opaxeHne cepaeyvHo-CoCyaAUCTON CUCTEMbl BKIIOHaET
B cebs1 Nponanc MUTpasbHOro KnanaHa, MHGAPKTbI, MHCY/b-
Tl [4, 17]. MNopaxeHne cocyLoB BCTpedyaeTcs Yy nauueH-
TOB AOCTaTO4HO YacTo, TPOM603IMBO/IMM MOTYT pa3BMBATbLCS
B Nto6om BO3pacTe, XOTH MPEMMyLEeCTBEHHO 3TO NMOAPOCT-
KOBbIM M B3pOC/biiM Bo3dpacT [4, 17]. Hepeako y naumeHToB
B MOAPOCTKOBOM M B3POC/IOM BO3pacTe TaKKe BO3HUKAIOT
BEHO3Hble U apTepuasbHble TPOM603bI [17].

[MpnM romMOUMCTUHYPUM YaCcTO pPa3BMBAIOTCA MOpPaXKeHue
neyeHu, NnaHkpeaTuTsl [17].

Matonornsa UHC aBnseTca xapaKTepHbIM M OAHWM W3
OCHOBHbIX KIMHUYECKUX NPOSABNEHUI KNAaCCUYECKON rOMO-
LUMCTUHYpUK. Hanbonee 4acTto y nauMeHTOB BbIABAAOTCSH
WMHTENNEKTyasibHble HapyLLEHNS Pa3/IMYHON CTEMNEHU Taxe-
CTW, KOTOpble MPOrpeccupyloT Npu OTCYTCTBMU Tepanuu,
U3MEHEHUS NOBEeAEHUS, NCUXMATPUYECKasa CUMNTOMaTHUKa,
KOTOpasi 0COBEHHO XapaKTepHa Ana NoApOCTKOBOro BO3-
pacTta[17]. Y nauneHToB C roMOLMCTMHYPHEN HabnoaaeTcs
CHUXXEHWE MHTeNNEeKTa, KO3POULMEHT MHTENIEKTYalbHOIO
pa3BuTMa BapbupyeT oT 10 go 138, B cpegHem — 78 [17].
Mpn Bg-3aBUCHMON TOMOLMCTUHYPUWU WMHTENIEKT y nauu-
€HTOB MOXET OblTb COXpaHeH. Ha BTOpoOM AecATuneTuu
YXW3HU, OCOBEHHO MPU HapyLeHUsX AWETbl, pa3BUBaAtOTCS
ncuxuaTpuyeckas CMMMTOMaTUKa, PacCTPOMCTBA JIMYHO-
CTW, arpeccus, genpeccun v ap. [17]. MNMpwu Taxenom Tedve-
HUKM 3aboneBaHUsA y MaLMEHTOB BbISBNSETCA CyAOPOX-
HbIA CUHOPOM.



Mpn nab6opaTopHOM 06CAEOOBaHUM Yy HOBOPOXKAEH-
HbIX MaLMEHTOB OTMe4YaeTcs MNOBbIWEHWE TFOMOLMCTEMHA
no 50-100 MKMOnb/N, Yy HeNeYeHbIX NauneHToB cTaplie
roga — Bbiwe 100 MKMONb /.

fomouMUCTUHYpUSA, 0GYCNOBNIEHHas AePULUTOM

MeTuneHteTparuapodonarpepykrasbi

Bospact maHudectaumm 3aboneBaHus — MepBbIA roj
YW3HU, OAHAKO onuncaHbl GopMbl ¢ 60nee NO3AHMM HavyanoM.
OCHOBHble K/MHWYECKME MPOSIBAEHUS: AUCTPECC-CUHAPOM
Npuy poXaeHun, MuKpouedanus, anddy3Has MbllieyHas rmno-
TOHMA, 3aJepXKa MNCUMXOPEYEBOro PasBWTUSA, CYAOPOKHbIN
CUHAPOM, HapylleHWEe MOXOAKM, aTaKCUS, MHCYNbTbI, HapyLe-
HUS NoBeAeHus, NcuxmaTpuyeckas cumntomaTuka [1, 7, 17].

HeKkeToTMueckasa runepramumHemMusa (rMuuuHoBas
3Huedanonartus, Tun 1)
B 3aBMCUMMOCTH OT BO3pacTa MaHudbecTauum pasnmyator
TPH KNIMHUYECKME GOpPMbl 3ab0eBaHNS:
° TA)enas HeoHaTa/bHas;
° [IMUMHOBAs aHUedanonatns ¢ 6onee Nerkum Te4eHnem
W MO34HUM Ha4vanom;
® TpaH3UTOpHas HeoHaTanbHasa runepravuuHemums [19, 20].

HeoHaTtanbHas ¢opma

HeoHaTtanbHas ¢opma MaHUDECTUPYET B NepBble Yachl
MU3HW CYAOPOXKHLIM CUHAPOMOM, 4acTO PE3UCTEHTHbLIM
K NPOTUBO3NUNENTUYECKON Tepanuu, MKOTOM (KakK nposiB-
JNIEHWE CYAOPOXKHbIX MPUCTYMNOB), BblpaxKEHHON AUPOY3HOM
MbILIEYHOW TUMNOTOHMEN, a MO Mepe MpPorpeccupoBaHus
CUMNTOMAaTUKKN pas3BMBalOTCA Koma, netaprusa [19]. lpu
3NeKTpoaHuedanorpadmnm Yacto BbIABASETCA naTTepH
«BCbllWKa — nogasneHue» [19, 20]. Y nauneHToB, NepexmB-
LMX HeoHaTalbHbI Nepuod, pasBUBAOTCA CMaCTUYECKMM
TeTpanapes, rpy6as 3agepxKa NCMXOMOTOPHOro pasBuTHS,
HapyuweHus noseaeHus [19, 20].

Jlerkasi popma

Mpu 6onee nerkon popme 3aboneBaHne MaHUdeCTUpyeT
B NepBble Mecslbl, MHOrAA — rOAbl KM3HKW; Yy MaLMEHTOB
OTMEYatoTCs CYAOPOXKHbIA CUHAPOM, MblllE€YHas TMNOTOHUS,
ABUraTeNbHble HapyLIeHUs, XOpeoaTeTos, aTaKeus, KoTopble
MOTYT 3MU30AMYECKM YXYALLIATbCS, OCOBEHHO Ha GOHE NHTEp-
KyPpPEeHTHbIX MHbeKuun [19, 20].

TpaH3uTOpHass HEKeToTH4YeCKas popma

Mpy TPaH3UTOPHOM HEKETOTUYECKOW TMMNEPrInLMHEMUN
OTMEeYaloTC MOBbIWEHHbIE YPOBHW [MUUMHA B nnasme
M CMMHHOMO3rOBOM XUOKOCTU NpU poxaeHuu [19], KoTopble
HOpManu3ylTcsa K BO3pacty 2—8 Hea. Y 4YacTu nauneHToB
pa3BMBaETCs KIMHUYECKAs KapTuHa, Cxo4Has ¢ HeoHaTab-
HOM GOPMOM, Y YacTM HEBPONOrnM4yecKas CUMMNTOMATUKa He
passuBaetcs [19].

HAPYLIEHUA LWUKJIA OBPA3OBAHUAA MOYEBHUHbI

[aHHasa rpynna 3aboneBaHWi BO3HWKAaET BCNeACTBUE
HEeA0CTaTOYHOCTU GEPMEHTOB WKW TPAHCMOPTHbLIX GENKOB,
NPUBOAALLMX K HAPYLWEHMIO CUHTE3a MOYEBMHbI, YTO BeYeT
3a cobon pasBuUTME TMNepamMMoHMeEMUN. Tlpu HapyleHusX
LUMKNa o6pa3oBaHNst MOYEBMHbI KOHLEHTPaLMS amMuaka
B KpoBu BapbupyeT ot 200 go 1000 mMKmonb/n. B 3aBu-
CMMOCTHK OT TSXKECTU TeYeHUs M Bo3pacTa MaHudecTalmu
3abofeBaHNsa OaHHOW TPynmnbl MMEKT OCTPblE U XPOHUYE-
cKune dopmbl [21].

Mpu ocTpbix ¢opmax OGonbluag 4YacTb 3abosieBaHWM
MaHUGbECTUPYET B nepBble AHW, mMecsubl Ku3Hu [19, 20].
OCHOBHblE KIMHUYECKME NPOSBNEHUS: PBOTA, OTKa3 OT efbl,

COH/IMBOCTb, BANOCTb, NPOrpeccHpytollas BnaoTb A0 pa3Bu-
TS KOMbI, OTEK FOJIOBHOrO MO3ra BCNEeACTBME TMnepaMmo-
HMEMWM, HaPYLWEHUS MbILEYHOro TOHYCca, TEPMOPErynsLmm,
AblxaTenbHas HeAOCTaTOYHOCTb, CYA0POXKHbIN CUHAPOM, aTaK-
cus, mporpeccupytollee nopaxKeHue neyveHun, nevyeHoyHas
HEeJoCTaTO4HOCTb, MHCYNLTONOAOBGHbIE COCTOSHNS, a B 6onee
CTaplem BO3pacTe — MNOoTeps 3peHUus, NcuxuaTpuyeckas
cumnToMaTtuKka [21]. Y HOBOPOXKAEHHbIX AETEN KNMHUYECKME
NPOSIBIEHNS 4acTO GblBalOT O4E€Hb CXOAHLIMU C TMMOKCHUYe-
CKM-ULIEMUYECKNUM nopaxeHnem LIHC, cencucom, ocTpbim
HapylleHneM MO3roBoro KposoobpalueHus [21].

Mpy XxpoHMYecKon popme BO3pPaCT Havyana 3aboneBa-
HWUW JaHHOW rpynnbl — NepBble roAbl XU3HKU [21, 22].

OCHOBHblE K/MHWYECKME MPOSIBAEHUS: OTKA3 OT Npu-
ema 6enKkoBOW NuLLM, NEPUOOANMYECKM — 3Nn3oabl cnabo-
CTW, BANOCTU, MUTPEeHeNoaobHble rofoBHbIE 601K, TPEMOP,
aTaKcus, HapyleHWs CO3HaHWA BMNOTb A0 Pa3BUTUS KOMbI,
0CO6€EHHO Ha poHe BbICOKOGENKOBOM efbl, MHeKumn [21].
Y nauneHToB TaKXe oTMeyvaloTcs renatomeranus, noBbilwe-
HWE CbIBOPOTOYHbIX KOHLIEHTPaLMI NeYeHOYHbIX TpaHCaMu-
Ha3, KOTHUTUBHbIE M NOBEAEHYECKMNE HapyLUEeHWUs, NCUxmuaT-
puyeckas cumntomatuka [19].

Mpu runepammoHnemmun Bbie 500 MKMONb/N Y HOBO-
POXKAEHHbIX M NALMEHTOB AETCKOro Bo3pacTa, a TaKKe Bbllie
200 MKMOnb/n Yy B3pPOCAbIX B CBA3M C PUCKOM pa3Bu-
TS OTEKa rO/I0OBHOrO MO3ra, TaXenblX HEeBPOSIOrMYECKUX
OCNIOXXHEHUN peKOMeHayeTcss Ha3HayeHWe BEHO-BEHO3HOM
remodunbTpaumMmn n1nbo remogmanMisa — B 3aBUCUMOCTHU OT
BO3pacTa U KIMHMYECKOro COCTosHUA nauneHTa [19, 20, 21].

AUATHOCTUKA HACJIEACTBEHHBbIX

AMWHOALMAONATUIA U HAPYIUEHUHA

LIUKJIA OBPA30OBAHHUA MOYEBHUHbI

Mpy NOAO3pEHMM Ha HanMuue y nauneHTa 3aboneBaHus
M3 rpynnbl HacneACTBEHHbIX HapyweHWn obMeHa amWHO-
KWCNOT MPOBOAMUTCS OMNpeaefieHne CnekTpa amMUMHOKMCIOT
W aUMNKapHUTMHOB B BbICYLUEHHbIX MATHAX KPOBWM METOAOM
TaHAEMHON MacC-CNeKTPOMETPUU U CMEKTPa OpraHUyYecKux
KMCNOT MO4YM METOAOM ra3oBOW xpomaTtorpadwu, aMUHO-
KMC/IOT BEHO3HOW KPOBW METOAOM BbICOKOIPDEKTUBHOM
XUOKOCTHOW xpomatorpadun [1, 4, 22]. U3MeHeHua npo-
®dnNS aMMHOKMCAOT KPOBM M OPraHUYECKUX KUCIOT MOYM,
KOTOpble XapaKTepHbl 415 NaLMEeHTOB C HacneaCTBEHHbIMM
HapyleHnaMM o6MeHa aMMHOKMCIOT U HacneaCTBEHHbIMM
HapYLEeHUSIMHU LIMKa MOYEBUHbI, MPeACTaBNEHbl B Tab. 2.

OAHUM M3 BaXHbIX OUMOXMMUYECKUX MOKa3aTenewn,
NaTOrHOMOHMYHbIX AN HapyweHwh LMKna obpal3oBaHus
MOYEBWHbI, SBNSIETCA OMNpeaeneHne amMMOHUs (amMuaka)
KpoBu [18, 19]. loBbllWeHME YPOBHA aMMOHUS B KPOBHM
Bbilwe 100 MKM/n y AOHOLWEHHbIX HOBOPOXAEHHbIX U Bbllle
50 MKM/n y pneten 6onee crapluiero Bo3pacrta MOXET Mpu-
BECTU K pasBUTUIO TsKeNblX cocTosHui [21, 22]. MNpu Hapy-
WEeHMAX UMKIa 06pa30BaHUs MOYEBMHbI, B 3aBUCHMOCTH
OT HO30/I0TMYECKON €AMHMULbI, KOHLIEHTPauus amMMOHMS
MoeT noBblwaTtbes 4o 200—1000 MKMonb/n.

MnepaMmMoHMEMUS MoApa3aenseTcs Ha MNepPBUYHYIO,
BO3HWKaIOLLYO BCNEeACTBME HapylWeHUW LUMKia obpas3oBa-
HWUS MOYEBWHbI, U1 BTOPUYHYIO, KOTOPasi MOXET BO3HWKaTb
npu ApYrux HacneacTBEeHHbIX 60Me3HAX o6MeHa BeLLeCTB,
NnopaxKEHUU MeYeHU pasnIMYHOM ITUOJSIOTMKU, MNOPTasbHOM
rMNepTeH3nn, MOYEYHOM HegoCTaTOYHOCTU, MHDEKUMUSX,
oTpaBneHusax [21]. MNoBblWEHWE aMMOHUSA Y HOBOPOXKAEH-
HbIX TaKX€ MOMET OTMeYaTbCsi MPW THKENOM TUMOKCUM,
acOUKCUK, CYyAOPOKHOM cuHapome [21]. Y HeaOHOLWEHHbIX
HOBOPOMAEHHbIX C Maccoun Tena MmeHee 1,5 Kr MOXKeT pas-
BMBATbCA TPaH3MTOPHAas rMNnepaMMOHMEMUS BCNeacTBUE
HEe3penocTn GepmMeHTHbIX cuctem [21].
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Ta6nuua 2. JlabopaTopHble fiaHHble NPU Hanbonee HYacTo BCTPEYAIOWMXCS HaCNeACTBEHHbIX HapyLWeHUsaX 06MeHa aMUHOKUCAOT U HapyLLEHNUSX

LUMKNa Mo4YeBHHOOGpasoBaHusa [1, 2, 22]

Table 2. Laboratory data of the most common hereditary amino acid metabolism disorders and urea cycle disorders [1, 2, 22]

3a6oneBaHue

NaGopaTopHble uccnefgoBaHus

KpoBb

Moua

DeHUNKeTOHYPUS KnaccuyecKasn

1 deHunnanaHunHa (6onee 120 MKMonb/n (2 Mr/an),

COOTHOLWEeHWe deHnnanaHuH/TMpo3unH 6onee 3 (Hopma Ao 1)

1 TMpo3unHa

1 deHunnupysara
1 deHunnakrata
1 deHunauetoauetata

MnepdeHnnanaHnHemmns
BH4-pedvuntHas

Tvn A

1 peHunanaHmMHa

1 TUpO3uHa

LICXK*

| romoBanuHoOBOM KUCNOTI

| B-rMAPOKCUMHAONYKCYCHOM KUCNOTbI

| 6uonTtepuHa
1 HeonTepuHa

Twn B

1 deHunanaHuHa

LCK

| roMoBanuHOBOM KUCNOTI

| B-rMAPOKCUMUHIONYKCYCHOM KUCTOThI

| 6uonTtepuHa
| HeonTepuHa

Tun C

1 peHunnanaHmHa

LCK

| roMoBannHOBOM KUCNOThI

| 5-rMapOKCUMHAONYKCYCHOM KMCNOTI

1 6uonTtepuHa

Tvn D

1 peHunnanaHmHa

LUCXK

| roMoBan1MHoOBOM KUCNOThI

| B-rMAPOKCUMHAONYKCYCHOM KUCNOTbI

1 HeonTepuHa
1 7-6nontepuHa (NpumanTepuHa)

TuposuHemus, Tvn |

1 TMpo3KHa (6onee 200 MKMOSb/N, Y AETEN C TAKENOM
6€eNKOBO-3HEePreTMYeCcKom HeAoCTaTOYHOCTbIO TMPO3UH
MOMeET 6bITb B HOpME)

1 MeTUoHWHa

1 CyKUMHUNaLeToHa

1 cyKuMHunaueToHa (= 10-100 pa3
Bblle HOpMbI (Hopma 0—2 MM /monb
KpeaTuHuHa))

1 4-rnapokcubennnnupysata

1 4-rngpokcubeHnnnaxkTaTa

1 4-rngpokcubennnnupysata

Tupo3uHemusa, Tun Il TUPO3UMHa
P P 1 4-rngpokcubeHnnnaxkTaTa
1 4-ruppokcudeHunnnupysara
TuposunHemus, Tvn Il 1 TMpo3uHa 1 4-ruppoKcudeHunnnaKkrarta

1 4-ruppokcudeHnnaueToaletara

AnKanToHypus

T rOMOreHTU3UHOBOW KUCNOTbI

1 rOMOreHTU3UHOBOW KUCNOThI

bonesHb «KNeHoOBOro cnpona»

1 neymnHa (500-5000 MKMONb /)

1 nzonenumHa (200-12000 MKMONb/N)
1 BanuHa (500-1800 MKmonb/n)

1 annousoneiumnHa (72—220 MKMONb/N)

1 2-O0KCOM30KaNPOHOBOW KMCNOTbI

1 2-rMapOKCUU30KanpPoOHOBOM
KUCNOTbI

1 2-0KCO0-3-MeTUnBanepmaHoBoOn
KUCNOTbI

1 2-0KCOM30BanepuaHoBOM KUCIOTbI
1 2-ruapoKcumM3oBanepuaHoBomn
KUCNOTbI

1 2-ruapoKcu-3-MeTunBanepraHoBoi
KUCNOTbI

[OMOLMCTUHYPUA Knaccuyeckas

1 romouucTenHa (HoBopoxaeHHble — 50—100 MKMonb/N,
nauueHTbl cTaplle 1 roaa 6e3 Tepanun — Bbiwe 100 MKMONb/ 1)
1 METMOHWMHa (Y HOBOPOXKAEHHBIX — 200-1500 MKMONb/N,

nauueHTbl ctapwe 1 roga — 6onee 50 MKMOb /1)

1 romoumcrterHa
1 METMOHMHA

foMouUMUCTUHYPHUS, 0BYCNOBNEHHas
TSXeNbIM JedULUTOM
MeTuneHTeTparnapodonaTpeyKrasbl

1 romoumMcTerHa
METUOHUH — | UM HopMa

1 romoumcTenHa

HeKkeToTnyeckas runepramumHemus
(rnMumHoBas aHuedanonatus, TMn 1)

1 ravumHa
LCX
NoBbILLIEHWEe COOTHOLWEHUS rmuumHa LCH /nna3ma

1 ravumHa

Hepoctato4yHoCTb
N-auetTunrnioTamaTCMHTETa3bl

| apruHuHa (ymepeHHo nnun Hopma)

opoTOBas KUCOTa B Npegenax
HOPMbI




Ta6nuua 2. MNMpogomxkeHme
Table 2. Continuation

JlaGopaTopHble uccnefgoBaHus

| unTpynanHa

3a6oneBaHue
KpoBb Moua
1 rnyTamuHa
Hepocrato4HocTb 1 anaHuHa .
| opoTOBOM KMCNOTLI (YMEPEHHO)
Kap6omoundocdaTcuHTeTasbl 1 | aprunuHa

Hepoctato4yHOCTb
OPHWUTUHTPaHCKap6amumnassbl

| aprunuHa
| unTpynanHa

1 OPOTOBOW KMCNOTbI (BbIPaXEHHO)

UuntpynnuHemus, Tun 1
(HepocTaTO4HOCTb
apPrMHUHCYKLIMHATCUHTETa3bl)

1 UMTPYANMHA (BbIPaXKEHHO)
1 apruHnHa (ymepeHHo)

0opoTOBas KMCNoTa B Npeaenax
HOPMbI

1 LMTPYANMHA (YMEPEHHO)
1 rnyTamMuHa (yMepeHHo)
1 anaHuHa (yMepeHHo)

ApPruHUHAHTapHas
auunaypus (HefoCTaTo4YHOCTb
APTMHUHCYKUMHATMA3bI)

apruHuH B 60nblumMHCTBE cinydaeB N

1 @aprUHUHSHTAPHOM KUCOTbI
(BbIpaxeHHoe)

1 OPOTOBOW KUCNOTHI
(He3HauyKUTENbHOE)

ApruHUHemMus (HeJoCcTaTo4yHOCTb

apruHnHa (BblpaxeHHo
apruHasbl) tap (BbIP )

opoTOBas KMC/OTa B Npeaenax
HOPMbI

CYHAPOM rMNEPOPHUTUHEMMMU,
runepaMMoOHUEMUH,
roMouuTtpymHypun (HHH)

1 OpHUTWHA (BbIPaXKEHHO)

1 OPOTOBOM KUCNOTHI
(HE3HAYUTENbHO)

1 unMTpynIMHa
1 METMOHUHA
1 ranakTosbl

LnTpynnuHemus, Tin 2

0opoTOBas KMCMOTa B Npeaenax
HOPMbI

Mpnumeyvanme. UCH — uepebpocnuHanbHas KUAKOCTb; AP — ayTOCOMHO-peLlecCUBHbIA Tun HacnepoBanus; HHH — hyperornithinemia-

hyperammonemia-homocitrullinuria syndrome.

Note. CSF (LICX) — cerebrospinal fluid; AR (AP) — autosomal recessive inheritance; HHH — hyperornithinemia-hyperammonemia-homocitrullinuria

syndrome.

MauneHTaM ¢ NOAO3PEHNEM Ha HACNEACTBEHHbIE HapyLle-
HMS 06MEeHa aMUHOKMCNOT NPOBOAUTCS ONpeaeneHne B CbiBO-
POTKE KPOBM KOHLEHTPaLMM [IOKO3bl, NaKTaTa, aMMOHMS,
Kanus, HaTpus, xaopa, obuiero 6enka, anbbymuHa, 6unnpy-
6uHa (0buiero, NPAMOro, HENPSMOro), acnapTaTaMMUHOTPaHC-
depasbl, anaHMHamuMHOTpaHchepasbl, NaKkTaTaernaporeHa-
3bl, ramMa-rnyramunTpaHcoepasbl, KpeaTMHHGOCHOKMHa3bI,
Leno4yHon pocdaTtasbl, KanbLng 06LIErO, KpeaTUHUHA, MoYe-
BWHbI, MOYEBOWM KMCNOTbI, HEOPraHM4YecKoro pocdopa, xonec-
TepvHa, TPUIMLLEPUIOB, TOMOLMCTENHA, @ TaKXKe nokasare-
Nlel KNCNOTHO-OCHOBHOMO PaBHOBECUS AJ1 OLEHKU YHKLMK
neyeHu, NoYeK, YrneBOAHOro, NMMUAHOIO U MWHEpPanbHOro
o6MeHa, CUCTEMbI CBEPTbIBAEMOCTU KPOBU U BO3MOXKHOCTH
pa3BuTUSa MeTabonmyeckoro Kpusa [11, 15, 21].

MoneKynsipHo-reHeTU4eCKoe o06csiefoBaHue [151 TOY-
HOro NOATBEPKAEHUS AMarHo3a NPoBOANUTCS BCEM NaLMEHTaM
C NOAO03PEHNEM Ha 3a60NEBAHNS U3 IPYNMbl HACNEACTBEHHbIX
aMWHOaLMAONATU U HapyLWEeHUN LMKNa 06pa3oBaHma Moye-
BWHbI C BbISIBJIEHHBIMW U3MEHEHUAMM CMEKTPA aMUHOKUCAOT
KPOBM W OPraHUYEeCcKnX KUCNOT Mouu [7, 22].

OunddepeHumnanbHaa puarHocTuka

OnddepeHumanbHas guarHOCTUKa 3aboneBaHuin U3 rpyn-
Mbl HACNEACTBEHHbIX aMUHOALMAONATUI U HapyLLEHWI obme-
Ha MOYEBWHbI, B 3aBMCUMOCTU OT HO30/I0MMYECKON €ANHMLLbI
1 BO3pacTa MaHudecTaunn, NPOBOANUTCA KaK mexay 3abo-
NIEBaAHUSIMM AaHHbIX FPynn, Tak U ¢ APYrMMWU HacneacTBEH-
HbIMW 3a60/IeBaHNSIMW OBMeEHa BELLECTB: OpPraHU4yeCcKUMM
aumaypusamu [7, 11, 15], HapyweHUsIMU MUTOXOHAPWUANbHOMO
6eTa-OKUCNEHUA XUPHbIX KucaoT [7, 11, 15], 6one3Hamu
[OblXaTe/lbHOW Lienn MUTOXOHApWK [7, 11, 15], BPOXKAEHHbIMMU
HapyLWeHUsS MU MUKo3MnMpoBanusa [7, 15, 21], Hapywe-
HUSMKM OuoreHesa nepokcucom [11, 15], NAM30COMHbIMHU
60n1e3HAMM HaKonnieHus [7, 21], anunenTMyeckumn sHueda-

nonatuamu [5, 20] u cuHapoManbHbiMKU GOpMaMKU 3aaepK-
KW McuxopeyeBoro passutmsa [5, 17], HEPBHO-MbILLIEYHbIMHU
3aboneBanuamu [15, 21]. AuddepeHunanbHasg aAnarHocTm-
Ka XPOHWYeCcKon dopmbl TUpo3uMHemuUH, Tun | (Tun IB) npo-
BOAMTCA C paxmtonogob6HbiMM 3aboneBaHuamu [11], Tun I
n tmn Il — ¢ HacneaCcTBEHHbIMM HapyleHUsMU obMmeHa
HenpomeanaTopos [13], KnacCUYeCcKon roMOLMCTUHYPUN —
C HacneaCTBEHHbIMU 3a60N1EBAHUSMU COEANHUTENBHOM TKa-
HU, cuHgpoMmom MapdaHa [17].

OCHOBHbIE MPUHLUMMNbI TEPANUU

HACNEACTBEHHbIX AMMHOALIU[IONATHM

WU HAPYLUEHMA OEPA30BAHUSI MOYEBUHbDI

OCHOBHbIE MPUHLMMbI IEYEHNS HACNEACTBEHHbIX Hapylle-
HUA OBMEeHa aMMHOKMCIOT 3aK/oyaloTcs BO BBEAEHWM HU3-
KOGENKOBOW [MeTbl, KoTopas GOpMMUpYyeTCs B 3aBUCMMOCTU
oT 3aboneBaHus, BO3pacTa, MacCo-poCTOBbLIX MOKa3aTenewn,
OU3MYECKON aKTUBHOCTU, CTaBUSIbHOCTU COCTOSIHUS MU Hanu-
4yus MeTabo/IMYECKON [OEeKOMMeHcaUMn MNauueHTa ¢ y4eTom
3HEepPreTMYecKomn NoTpebHOCTH, NONy4eHUs HE0OXOAMMOr0 KONMK-
4ecTBa XKMPOB, YIrNeBOJOB, 6EMKOB, BUTAMWHOB M MUHEPASbHbIX
BellecTs [7, 23]. MepeyeHb crneunanuanpoBaHHbIX NPOAYKTOB,
KOTOpble MPUMEHSIOTCA AN AWEeToTepanuu HacneacTBEHHbIX
HapyweHn obMeHa aMUHOKWCOT, NpeacTaBeH B Tabn. 3.

NMaumMeHTam ¢ TUaMUH-3aBUCUMOK GOpMOKN 6OSIE3HHU
«KJIEHOBOFO cupona» Heo6Xx0AMMO Ha3HayeHWe TuaMuHa,
npu Bg-4yBCTBUTENBHOM KNACCMHECKON FOMOLIUCTUHYPUN —
BUTamMnHa Bg (MMPMOOKCKHHAE), NPU KIaCCUYECKOW roMoLmC-
TUHYpPUM — npenapaTtoB 6eTavHa (6MONOrMYecKn aKTMBHasA
no6aska) [14, 17, 21]. Pexxum 4031poBaHUs 1 onpeaeneHme
4yBCTBUTE/IbHOCTU K BUTaMWUHY Bg Mpu Knaccu4eckon romo-
LUMCTUHYPUM MpPUBEAEHbl B KIMHUYECKUX PEKOMEHAALMSX
«HapylweHune obmeHa cepocogepalmx aMMHOKMUCIOT (FOMO-
UMCTUHYpUS)» (2022) [17].
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Ta6auua 3. CneupannsnmpoBaHHble NPOAYKTbI, MPUMEHSEMbIE NPKU AMeToTepanum Hambonee YacTo BCTPEYAIOWMXCSH HacNeACTBEHHbIX HapyLWeHnn

o6MeHa amuHoKuenoT [1, 6, 24]

Table 3. Specialized products used in nutrition therapy of the most common hereditary amino acid metabolism disorders [1, 6, 24]

CneuuanusnmpoBaHHble NPOAYKTbI

dupma-nponssogutenb

CtpaHa-npousBoguTenb

MMnepdeHunanaHmHemus (peHUNIKETOHYpPUS)

AdeHunak 13 NHdanpum Poccwuiickas denepauns
AdeHunnak 15 NHdanpum Poccwuiickas depepauns
AdeHunak 20 NHpanpum Poccuitckas ®epepaums
AdeHunak 40 NHdanpum Poccwuiickas ®epepauns
HytpureHn 14-phe PREMIUM NHdanpum Poccwuiickas denepaumnsa
Hytpuren PREMIUM 20-phe MHdanpum Poccwuiickas depepauns
HytpureH PREMIUM40-phe NHpanpum Poccuitckas ®epepaums
Hytpuren PREMIUM 70-phe NHdanpum Poccuiickas ®enepaums
HyTpuren 30 NHdanpum Poccwuiickas denepauns
Hytpuren 70 NHdanpum Poccwuiickas ®epepauns
HyTtpureHn 75 NHpanpum Poccuitckas ®epepaumns
PKU AHamukc UHdaHT+ HyTpuums fepmaHua

XP Makcumym HyTpuums fepmaHua

PKU JTodneke LQ Juicy Berries xunakuw HyTpuums Benuko6putaHusa
PKU Nutri 2 Energy HyTpuums Benuko6putaHus
PKU Nutri 3 Energy HyTpuumns Benuko6putaHusa
PKU Nutri 2 Concentrated HyTtpuumsa Bennko6putaHus
PKU Nutri 3 Concentrated HyTtpuumns BenunkobputaHus
COMIDA-PKU A dopmyna + LCP Komunga [epmaHus
COMIDA-PKU B Komuaa fepmaHua
COMIDA-PKU B ¢popmyna Komunaa [epmaHus
COMIDA-PKU C Komuaa lfepmanuns
COMIDA-PKU C dopmyna Komunga [epmaHus

MD mun ®KY-0 MeanmnopT Poccwuiickas denepauns
MD mun ®KY-1 Meavmnopt Poccwuiickas depepaunsa
MD mun ®KY-2 Meavmnopt Poccwuiickas ®epepauns
MD mun ®KY-3 MeavumnopT Poccwuiickas denepauns
MD mun ®KY Mpemuym MeanmnopT Poccwuiickas depepauns
MD mun ®KY MAXI Meavmnopt Poccwuiickas ®epepaunsa

Tupo3uHemua
Hytpuren 14-tyr, -phe NHdanpum Poccwuiickas ®epepauns
HytpureH 20-tyr, -phe NHdanpum Poccwuiickas denepauns
HytpureH 40-tyr, -phe NMHdanpum Poccwuiickas depepauns
HyTpuren 70-tyr, -phe NHpanpum Poccuitckas ®epepaums
TYR AHamuKc NHbaHT HyTpuuus Benuko6putaHusa
XPHEN, TYR TuposnaoH HyTpuumns Benunkob6putaHms
BonesHb «KJIEHOBOIr0 cupona»

HytpureHn 14-val,- ile, -leu NHdanpum Poccwuiickas depepaumns
HyTtpureH 20-val,- ile, -leu NHpanpum Poccuitckas ®epepaums
Hytpuren 40-val,- ile, -leu NHdanpum Poccuiickas ®epepaums
HyTpuren 70-val,- ile, -leu NHdanpum Poccwuiickas denepauns
MSUD Anamix infant HyTpuuus Benuko6putaHusa




Ta6nuua 3. MNMpogomxkeHne
Table 3. Continuation

CneuunannusMpoBaHHble NPOAYKTbI

dupma-npousBoauTenb

CtpaHa-npou3BoauTesb

Milupa MSUD 2 Prima HyTpuumsa Benuko6putaHusa
Milupa UCD 2 Secunda HyTpuumsa Benuko6putaHusa
Milupa MSUD 3 Advanta HyTtpnumns Benvnko6putaHus
ToMouMCTUHYpUA
HyTtpureH 14-met MHdanpum Poccuiickas depepaumsa
Hytpuren 20-met Mudanpum Poccuiickas depepaumsa
Hytpuren 40-met Nudanpum Poccuiickas ®epepaumsa
Hytpuren 70-met Nudanpum Poccuiickas ®epepaums
HCU AHamuKkc MHbaHT HyTpuumsa Benukobputanusa
XMET XomnzoH HyTpuumsa Benuko6putaHusa
MuuuHoBasa aHuedanonatus, Tun 1
NKH AHamuKc nHdaHT* Hytpuumns fepmanus
HapylueHus umkna o6pa3oBaHusi MOYEBUHbI

UCD AHamuKe MHpaHT* HyTtpnumns fepmanuns
Milupa UCD 2 Prima* HyTtpuumns BenvkobputaHus
Milupa UCD 2 Secunda* Hytpuumns BenvkobputaHus
Milupa UCD 3 Advanta* HyTpuumsa BenukobputaHusa
Milupa Basic-P* HyTpuumsa Benuko6putanusa
Maltodextrin 6 Pulver* HyTpuumsa lepmaHusa

MNpumeyaHue. <*> — He 3apernctpuposaH B Poccuiickon Pegepavmu.

Note. <*> — not regjstered in Russian Federation.

KoppeKuus runepaMmMoOHMEMUU MNPU HacNeACTBEHHbIX
HapyleHUsx o6MeHa LMKIa MO4YEeBMHbI NMPOBOAUTCA Mpe-
napatamu, cBs3biBalolWMMKU aMMOHMI. [TogpobHasa TaKTUKa
Be[leHMs NaLMEHTOB C JaHHOW rpynnon 3aboneBaHnn npea-
CTaBNeHa B METOAMYECKUX peKoMeHaauusax «HapylueHus
LiMKNa obpasoBaHus Mo4YeBUHbI» (2022) [21].

Mpy TAXKENOM TEYEHUWU W YXYALIEHWUU COCTOSIHUS MPWU Ha-
CNEeACTBEHHbIX HapyLIEHUSX LMKIa 06pa30BaHMs MOYEBUHBI,
60Ne3HU «KJIEHOBOro cupona», rOMOLMCTUHYPUU PEKOMEH0-
BaHO NpUMEHeHWe reMoananuaa u/unm nepuToHeanbHoro ana-
NM3a, 04eHb PeAKO — TpaHCNaHTaumsa nedenu [14, 17, 25].

MaToreHeTH4YecKas Tepanus
B HacTosee BpeMs Ans psaa 3aboneBaHWn 13 rpynnbl

HacCNeACTBEHHbIX HapylleHnn o6MeHa aMUHOKMCNOT pa3pa-

60TaHbl 3OPEKTUBHbIE METOAbI NAaTOreHETUYECKON Tepanuu:

e npu BH4-gpeduuuTtHOM runepdeHmnanaHMHEMUN NPOBO-
OWUTCS NledYeHne canponTepuHoM (akTuBaTop deHunana-
HUHMMAPOKCHUNA3bl, CUHTETUHECKWUI aHanor NPUMpPoOLHOro
TeTparngpoéuontepuHa) [5];

A1 nevyeHus GeHUNKETOHYpUKn, 0BYCIOBNEHHOW HeaocTa-
TOYHOCTbIO peHuNnanaHUHrMapoKcHunasbl, paspaboTaHa
Tepanus npenapaTom nareannasa (PEKOMOUHAHTHbIN dep-
MEHT, KOTOPbIN MeTabonmM3npyet deHunanaHut) [5, 25];

® NS NeYeHUs MauMeHToB C TUPO3WHEMMEN, TUN | npume-
HSIETCS NaToreHeTMYecKas Tepanus npenapaToM HUTU3K-
HOoH (NTBC, 2-(2-HuTpo-4-TpndnoopomeTnnbéeHsomn)-1,3-
LIMKJIOreKCaHeaNOH), KOHKYPEHTHbIM MHIMBUTOPOM 4-rua-
POKCUDEHUINNPYBATANOKCUIEHas3bl, 4TO Cnocob6CTByeT
NPeAoTBPALLEHNIO HAKOMIEHUS TOKCUYECKUX MeTabonu-
TOB — CYKLMHWALIETOHA M CYyKUMHUNaLueToaueTaTa [11].

B HacTtosillee BpemMs AN KIacCUMYEeCKOW FOMOLMCTUHY-
pun paspabaTbiBaeTcsd depMeHTo3aMecTUTe/lbHasa Tepanus
nertn6atuHason (OT-58, TBT-058) [18]. MepBble pesynbraThl
NMoKa3ann CHUKEHWEe Yy MauUMEHTOB, MPUHUMAaBLLUMX ydyacTve
B UCCnefoBaHMK, roMmoLMcTENHa Ha 55% K1 XopoLuyo NepeHo-
CUMOCTb Tepanuu Yepes 12 Hel ¢ Havyana ee MHMumauuu [18].

B 3aKktoueHune cneayet oTMETUTD, YTO BbIGOP ONTUMabHOM
TaKTUKW BEEHWS U Tepanuu NauneHToOB C HAaCNeACTBEHHbIMM
HapyweHnsaMn obMeHa aMMHOKMCIOT OCYLLECTBASETCA WUHAM-
BUAyaNbHO ANS Kay[oro naumeHta MynbTUAMCLMNAMHAPHON
KOMaHAoW Bpayen, ucxoas M3 0CO6EHHOCTEN TEYEHUS U TSKe-
CTU K/IMHMYECKOW KapTWHbI, BO3pacTa, Hanuuus metabonu-
YEeCKON AEeKOMMEeHCaLMKn, CyAOPOXKHOIO0 CMHAPOMA, [AaHHbIX
ncecnefoBaHUa CMeKTpa aMMHOKUCIOT KPOBW, OPraHUYecKmx
KWUCNOT MOYM B AMHAMMKE, Pe3ynbTaToB MHCTPYMEHTaNbHbIX
1 nabopaTopHbIX UccneaoBaHun [6, 22, 25]. Anroputm Tepa-
NMU M HabNIOAEHNS NaLUMEHTOB MPEACTaBEH B KIMHUYECKMX
peKoMeHaaLusx, pa3paboTaHHbIX 415 KaxAoro KOHKPETHOro
3a6o0n1eBaHna: GEHUNKETOHYPUK [B], runepdeHnnanaHuHemMmm
BH4-geduumntHom [5], TMPpO3UHEMUH, TN | [11], 6one3Hu «Kie-
HOBOro cupona» [15], Knaccuyeckon romMouMCTUHYpuK [17],
HapyLleHW LUnKia o6pa3oBaHusa MoYeBUHbI [21].

MPO®UJIAKTUKA

MeauKo-reHeTM4ecKoe KOHCYNbTUPOBaHWE M UCMONb30-
BaHWe COBPEMEHHbIX PENpPOAYKTUBHbIX TEXHONIOMMIA NO3BOAS-
€T MPOBECTU NAaHMpPOBaHWE AETOPOXKAEHUI B OTAMOLWEHHbIX
CeMbSIX, MOCKO/IbKY PUCK MOBTOPHOIO POXAEHUA pebeH-
Ka y Takor CeMeWHOM napbl SBASETCH BbICOKMM. Meamko-
reHeTUYEeCKOe KOHCYNbTUPOBAHWE TaKKe MOKa3aHOo nauu-
€HTaM C HacneACcTBEHHbIMM 3a6oneBaHUAMWU U3 TPyMMbl
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HacneacTBEHHbIX aMWHOaLMAONAaTUI, HapylweHUIMU LuKa
06pa3oBaHnsa MoyeBUHbl. OaHa U3 BaXHbIX 3aga4y MeauKo-
reHETUYECKOr0 KOHCY/bTUPOBAHWS — BbISIBIEHWE Y/IEHOB
CEMbM, Yy KOTOPbIX AMArHO3 He yCTaHOB/EH, HO KOTOpble
MOryT UMeTb 3abofieBaHWUs AaHHOW rpynnbl, — OCOBEHHO
Mnagwmx 6paTbeB u cectep [1, 2, 8].

HEOHATAJIbHbIA CKPUHUHT

CornacHo npukasy MwuH3sgpaBa Poccumn ot 21 anpens
2022 . N® 274H «06 yTtBepxaeHun [llopsiaka oKa3aHus
MeAMLMHCKON MOMOLLM NauMeHTaM C BPOXKAEHHbIMU U (MIN)
HacneacTBEHHbIMM 3aboneBaHuaMu», ¢ 01 auBapsa 2023 1.
Ha Bcen TeppuTopun Poccuickon Pepepauumn HeoHaTasb-
HbI CKPUHWHT pacluMpeH A0 36 rpynn HO30/10MMK 1 BKIOYa-
€T B cebs HacneaCTBEHHbIe 3a601eBaHUs U3 rpynnbl Hacnes-
CTBEHHbIX HapyLLeHNn 06MeHa aMUHOKKCAOT [3].

3AK/TIOYEHUE

PaHHAS OuMarHocTMka 3abofieBaHWMM M3 rpynn Hacnea-
CTBEHHbIX HapylweHWn obMeHa aMUHOKMUCAOT U HapyleHnn
UMKna obpa3oBaHWa MOYEBMHbI, CBOEBPEMEHHOE Ha3Ha-
YyeHMe naToreHeTM4YecKow Tepanuun, OCOBEHHO B MepBble
[OHW KM3HKU, 0 MOSIBNEHUS TAXENON KIMHWYECKOM CUMMTO-
MaTUKK, NO3BOMUT COXPaHUTb 340POBbE M XU3Hb pebeHKa,
npeaoTBpaTUTb PasBUTUE TAXKENbIX OCNOXHEHUN [1, 4, 6].

UCTOYHUK ®PUHAHCUPOBAHUSA
OTcytcTBYET.
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Hepuuunt Kucaon chuHrommennHassl — peKkoe HacaelcTBeHHoe 3ab0/eBaH1e, BO3HMKaloLee B pe3y/ibTate HeA0CcTaToy-
HOCTU pepMeHTa KMC10kM COUHroMuemHasbl Beaeacteme mytaumii B reHe SMPD1. CHuXeHue aKTMBHOCTH pepMeHTa rnp1Bo-
ANT K HAKOIJIEHMIO B JIN30COMax cuHrommennHa. s 3aboseBaHUs XxapaKTepHa LMPOoKas BapnabesibHOCTb KITMHUYECKNUX
MposiBAEHMI — OT MHPAHTUIIbHOM HerpoBucLepabHon GopmMbl (601e3Hb HumaHHa — uka TMna A), conpoBoXaatoLencs
TS)KEION BbICTPONPOrpeccUpytoLlen HenpogereHepaLunen, 40 XPOHMYECKON BUcLepabHON ¢opmbl (601e3Hb HumaHHa —
lMuka TMna B), npoTeKatoLyen npakTMiyecku 6e3 BOBIEYEHNUS LIeHTPaIbHON HePBHOM cucTeMbl. OTAE/bHO BbIAENAETCS TaKKe
MPOMEXYTOYHbIN GEHOTUIT — XPOHUYECKas HerpoBUcLiepasibHas popma (6o1e3Hb HumaHHa — Muka tuna A/B), codeTarolyas
B cebe rposB/eHns 06enx aTuX GopM — KaK BUcLepasibHble, TaK U HEBPOJIOrMyeckue. TedeHne 3ab60o1eBaHns, KaK npasuiio,
HOCHT [POrpeccupyoLmit MysbTUCUCTEMHbIN XapaKTep U3-3a HaKoMaeHnss COUHroMmenHa B KieTKax MOHOLMTapHO-MaKpo-
GarasibHONM CUCTEMBI, @ TaKXKe B K/IETKax APYrux TMNoOB, Harnpumep renatoLuTax.

Knro4yeBblie cnoBa: 60s1e3Hb HumaHHa — [Tuka TMnoB A 1 B, gepuunt Kucaon couHrommenmHassl, 1M30COMHbIe 60/1€3HU
HaKorieHus

Ansa untupoBaHus: Bawakmaase H.[., ypkosa H.B. Cemb BonpocoB 0 60ne3Hn HumaHHa — uKa. Borpockl coBpeMEH-
Ho# neguatpumn. 2023;22(6):572-576. doi: https://doi.org/10.15690/vsp.v22i6.2702

1. YTO TAKOE AEOULIUT

KUCNOH COUHIOMMUE/UHA3DI

(BOJIEBHb HUMAHHA - MUKA)?

Jednunt Kucnom cOUHroMmMennHasbl, WK, Kak WUCTo-
pUYecku ero HasblBatoT, 601e3Hb HumaHHa — lMuka (BHM)
TunoB A, A/B n B — peaKoe nporpeccupyiollee 3abonesa-
HWE U3 rpynnbl TM30COMHbIX 6ONE3HEN HAKOMNEHUS, 06Y-
C/IOBNIEHHOE HEefOCTaTO4YHOCTbI0O hepMeHTa KWUCIOW CPUH-
roMuenuMHasbl BCneacTBue Mytauumn B reHe COUHIOMUENUH
docdoaunactepasbl 1 (SMPD1) [1].

CHMXEeHMe aKTMBHOCTM 3TOoro depmeHTa npuBoauT
K HaKonneHuio cOnuHroMmennHa B IM3ocomax Mmakpobaros
C BTOPUYHBIMWU U3MEHEHUAMMU B XONIECTEPUHOBOM OOMEHE.
HakonneHune nunuaoB B MaKkpodarax (Knetkax HumaHHa —
lMnKa) NponcxoauT NpemMMyLLEeCTBEHHO B Cele3eHKe, neye-
HW, NIErKMX U TOJIOBHOM Mo3re [2].

Nato D. Vashakmadze? 2, Nataliya V. Zhurkova?

B 1914 r. Hemeukun neavatp AnbbepT HumaHH onwucan
pe6eHKa U3 CeEMbW EBPEEB-alLKEHa3N, UMEBLLErO NPOrpeccy-
pyloliee nopaxeHue LeHTpanbHOM HepBHOM cucTembl (LIHC)
W renatocnieHoMeranuto, KoTopble MPUBENN K ero CMepTu
B Bo3dpacTe 18 mec. B 1922-1927 rr. lioasur MuK nposen
naToNoroaHaTOMMYECKOE UCClefoBaHWe AeTeN, YMEPLMX Ao
3-neTHero Bo3pacTta, C renatocrnjiieHoMerannen, UMeBLINX
B aHaMHe3e nporpeccupytolee nopaxenune LIHC. OH Bbigenun
60ne3Hb B OTAENbHYIO KIMHWUYECKYIO €AUHNMLLY U Ha3Bas HOBbIN
CMHAPOM <IMMOMAHOKIETOYHAs crieHoMeranus» [3—5].

2. KAKME ®EHOTUNDbI BKNTIOYAET AEDULIMT

KUCNIOH COUHIOMMUENUHA3bBI?

PaHee HeCKOMbKO OTAENbHbIX 3a60/eBaHUi 06beAUHSANN
nog o6wmum HasBaHveM BHIT: 6onesHb TMna A — ocTpas
nHdaHTUNbHaa dopma feduLmuta KUCNon chuHrommenuHasbl,

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

Moscow, Russian Federation

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

Niemann-Pick Disease: Seven Questions about it

Acid sphingomyelinase deficiency is a rare hereditary disease caused by enzyme deficiency due to mutations in the SMPD1 gene.
Decreased enzyme activity leads to accumulation of sphingomyelin in lysosomes. This disease is characterized by wide diversity of clinical
manifestations: from infantile neurovisceral form (Niemann-Pick disease type A) with severe rapidly progressive neurodegeneration to
chronic visceral form (Niemann-Pick disease type B) with almost no central nervous system involvement. There is also intermediate
phenotype: chronic neurovisceral form (Niemann-Pick disease type A/B) that includes manifestations two other forms, both visceral
and neurological. The disease course is most commonly progressive and multi-system due to sphingomyelin accumulation in cells of
the monocyte-macrophage system, as well as in other cells such as hepatocytes.

Keywords: Niemann-Pick disease, types A and B, acid sphingomyelinase deficiency, lysosomal storage diseases
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6one3Hb TMNa B — xpoHuyeckas ¢opma geduumuta KUcnom
cdvHrommenunHasbl M 60ne3Hb TMna C, KoTopas GUOXMMUYECKM,
reHETUYECKM U KITMHUYECKM OT/IMYaeTcs OoT 601e3HM TMnoB A v B.
BHIM tvna C o6ycnosneHa mytaumsamu B reHax NPC1 v NPC2,
YTO MNPUBOAMT K HaPYLIEHWIO BHYTPUKIETOYHOIO TpaHcrnopTta
xonectepuHa [6, 7]. Mytaumun B reHe SMPD1 BneKyT 3a co6omn
HaKonneHne cMHrommnenvHa B renatoumnTax, PETUKYN03HA0Te-
JIMaNbHbIX KNETKax U B HEKOTOPLIX Cly4yasX — B HEMPOHaX, YTO
CMnoco6CTBYET Pa3BUTUIO MPOrPECCUPYIOLLLEr0 MyTbTUCUCTEMHO-
ro 3a60/ieBaHUs C LUMPOKUM KIMHUYECKUM CMEKTPOM HEBPO-
JIOTMYECKUX W BUCLIEPasbHbIX NposiBNeHun [6, 7]. B nocneaHue
rofbl 6bl1a NpeanoXKeHa HoBas TePMUHONOTUA ANt GEHOTUMOB
neduunTa KMCNon chuHrommenmHasbl. MHGaHTUNbHBIN Henpo-
BucLepanbHblit deHotun BHIT (Tun A) NnpuBOAUT K NeTanbHOMY
uexody K 3 rogam. BHI tvna B — 370 XpoHUYecKas BUCLEepasb-
Hast ¢opMa, NPy KOTOPOKM OTCYTCTBYIOT HEBPOSIOTMYECKUE CUMIT-
TOMbI, HO UMEIOTCS renaTocnieHoMeranus, nporpeccupytollee
noparKeHWe NeYeHmn, ObIXaTeNlbHON Y CKENETHOM CUCTEM.

Y 4acTu naLMeHTOB onucaHa NPOMeXKyToYHas HeMpoBM1C-
LepanbHas ¢opma 3aboneBaHus, KoTopas Oblla Ha3BaHa
BHIM tMna A/B, KoTopas 6ofiee MeA/IEHHO MPOrpeccupyer,
yem N A [7-9].

B cooTBeTCTBUMU C JaHHLIMWU PasinYHbIX KIMHUYECKUX UC-
CNefoBaHW, MOXHO cfenaTb BbIBO4 O BbIpaXeHHOM Bapua-
6€e1bHOCTU KIMHUYECKON CUMNTOMATUKKU Y NaLMEHTOB C Aedu-
LMTOM KMUCNOW COUMHIOMMENUHA3bI, KOTOpas WHOrAa He
NMO3BONSAET OAHO3HAYHO onpefenntb GeHOTUN Yy nauueHTa,
W [axe BHYTPU MOATUMOB CYLECTBYIOT 3HAYMTENlbHblEe pas-
nnuma. Hanpumep, npu XpOHUYECKOM BUCLEpanbHOW dopme
(BHIM tMna B) onncaHbl 60/bHbIE C TAXENbIM NopaXeHeM rneve-
HW, NErKUX U/UAN CEeNe3eHKKW, KOTOPbIM AMarHo3 yCTaHOBJ/EH
B IETCKOM BO3pacTe, a TaKXe nauueHTbl C 6o/ee lerkum Teve-
Hnem 60ne3Hu, y Kotopbix BHIT BbiiBNEeHa BO B3pOCIOM BO3pac-
Te, 63 KIMHWUYECKOro NPOorpeccupoBaHns B Te4eHUEe MHOTUX IeT
[9-11]. B paMKax XpOHMYECKOrO HEMPOBUCLIEPANIbHOrO hEHOTH-
na (bHM tvna A/B) y oaHMX NauueHTOB HabnoaaloTCs 3a4epKKa
pa3BUTUS, aTaKCUs U/Wn NPOrpeccupytoLlas HeBponormyeckas
CUMMNTOMATUKA, a y ApYrnx — HapyLleHne o6y4eHns unm nosege-
HMSA 6€3 KaKnX-NMMB0 NPU3HaKOB NPOrpeccMpoBaHus [6].

BHIM tvna A Han6Gonee YacTo BCTpeYaeTcs cpean eBpeeB-
allKeHasu. [laHHoe 3a6oneBaHWe conpoBoXaaeTcs 6bICTPO-
nporpeccupylolen HeBPONOTMYECKON CUMMNTOMATUKON, pe-
rPECCOM MCUXOMOTOPHOIO Pa3BUTUS Ha MEPBOM rofy XW3-
HW, renatocrnjeHoMeranmen, nopaKeHmemMm nerkmnx, nevyeHu,
CUMMTOMOM «BULUIHEBOW KOCTOYKM» Ha rna3HoM aHe. BHIT Tuna
B BCcTpevaeTcs B pas3nuyHbIX 3THUYECKMX Fpynnax v xapak-
TEpPU3yeTca MopaXeHWeMm renatobunnapHon, AbixaTeslbHOw,
KOCTHOM CMCTEM, TPOMOOLMTOMEHMEN, HapyLLeHWeM Nnnna-
HOro o6meHa pasfiMi4HOW CTEMEHU BbIPAXXEHHOCTHU, OTCYT-
cTBreM nopaxenua LIHC y 6onblunHcTBa nauueHtoB [12].
[ns 3aboneBaHWs TaKKe XapaKTepHbl MoparKeHue cepaeu-
HO-COCYANCTON CUCTEMbI, 3afieprKKa pPoCTa, CKeNeTHbIe Mpo-
ABIEHUS, BKJIlOYasi OCTEONOpPO3 M OCTEONeHuto, NaTonorus
3pUTENbHOro aHanusartopa [13, 14, 15].

XpOHMYECKMI HenpoBucLepanbHbli Tvn BHIT (npomexkyToy-
HbIn BapuaHT BHIM — A/B) xapaKrtepusyetca 6onee nosaHen
MaHudecTaumen KIMHUYECKON CUMNTOMaTUKK 1 6ofiee MeaneH-
HbIM NPOrpPecCcUpoBaHMEM HEBPOIOMMHYECKUX HApyLLEHWI [6, 7].

3. KAKOBA PACIMPOCTPAHEHHOCTb

3ABOJIEBAHUA?

B HacTosiLlee BpeMsa HET TOYHbIX AaHHbIX O pacnpocTpa-
HeHHocTn BHIN n3-3a HepocTaTO4HOM MHOOPMUPOBAHHOCTH
MEeAMNLMHCKOro cooblwectBa M CAOXHOCTEN AMArHOCTUKMU
MArkux dopm 3abonesaHus [16].

o HEKOTOpbIM OLIEHKaM, pacnpoCTpaHEeHHOCTb COCTaB-
naet npumepHo 0,5 Ha 100 Tbic. HOBOPOXKAEHHbIX. B oTAenb-
HbIX MONYNAUMAX MCTMHHAA 4YacToTa 3aboseBaHUA MOXET
6bITb Bbiwe. Hanpumep, BHI TMna A pacnpocTpaHeHa cpeamn

eBpeeB-allKkeHasn, 1 4na AaHHOWM NONynsuMn XapaKTepHbl TpU
Yyactble myTaumm (¢.996delC (fsP330), p.L302P v p.R496L),
KoTopble BbigBNStOTCA 60nee 4em B 90% B reHe SMPD1.

MoneKkynapHO-reHeTUYECKUI CKPUHUHT Ha HOCUTENbLCTBO
3TUX TPEX MyTauMi y B3POC/bIX €BpeeB-allKeHa3n Mo3Bo-
nFeT NPeanonoXuTb, YTO YacToTa HocutenbctBa — 1 w3
80-100, 4yto NnpumepHo coctaBnsieT 2—3 cny4das Ha 100 TbiC.
HMBbIX HOBOPOX/AEHHbIX B 3TOM nonynaumu [17-19].

PacnpocTpaHeHHOCTb [aHHOro 3a6oneBaHus B Huaep-
naHgax cocrasnset 0,53 Ha 100 Tbic. HaceneHus [20], 4To
cornacyetcsi ¢ AaHHbIMW APYrMx UccneaoBaHum, No pesyib-
TataM KOTOpbIX 4acTtoTa 3aboneBaHus — oT 0,5 go 1 Ha
100 TbiCc. HaceneHus [21, 22].

BHIM TMna B HOCUT NaH3THUYECKUIN XapaKTep U HECKOSb-
KO Yalle HabngaeTcs y nuL, TYpeLLKoro, apabCKoro u cese-
poadpPUKAHCKOro NPOUCXOKAEHUS.

4. KAKOBbl OCHOBHbIE KIMHUYECKHUE
NPOSIBJIEHUS AE®ULIUTA KUC/ION
COUHITOMMUEJ/IUHA3DbI?

lenaTomeranusa u cnneHomeranusa

[enaTomMeranus v cnneHoMeranus ABASKOTCA Hanbonee
yacTbiMu nposieneHnamun bHIM tunos A, B u A/B.

CnneHomeranus guarHoctupyetca B 78% cnyvaes, rena-
TomMeranua 4ytb pexxe — B 73% [23]. OTnoxKeHne ChUHro-
MWENMHa B MeYEeHW MOBbIWAET PUCK pa3BuTUa Grbpo3a,
LMppo3a 1 NPUBOAUT K Ne4YeHOYHON HEeA0CTaTOYHOCTU U CBS-
3aHHbIM C HEN OC/TIOXKHEHUSAM.

Y HeKkoTopblx nauuneHToB ¢ BHIT TMna B Hab6nwopaetcs
LMPPO3 NevyeHn MNpu OTCYTCTBUU KaKUX-TMOO KIIMHUYECKUX
CUMMNTOMOB MEYEHOYHOM HELOCTATOYHOCTH [24].

YacToTa KIMHUYECKU 3HaYUMOTO NMOPaXEHUS NeYveHu, npu-
BOASLLEr0 K Pa3BUTHIO LMPPO3a, Y NaLMEHTOB C JaHHbIM 3a60-
JleBaHWeM [JOCTaTo4yHO BblCOKa. Hanbonee 4acTo Taxesnoe nopa-
EeHWe neyveHn Habnogaetcs y 60/bHbIX ¢ MyTaumnen p.A359D
B reHe SMPD1 B roMO3UroTHOM COCTOSIHUM, KOTOpas onucaHa
NpU CpeaHEeTAKENOoN 1 Taxenon ¢opmax BHIM tmna B [25].

MNeyeHo4yHas HeaOCTaTOMHOCTb — OfIHa M3 Hanbosnee pac-
NPOCTPAHEHHbIX MPUYMH CMePTU NaumneHTos ¢ BHIM TMna B [25].

B 6MoXMMHYECKOM aHanmM3e KpoBK y 60/1bHbIX OTMEeYatoT-
Cs1 NOBbILIEHWE YPOBHS anaHMHaMUHOTpaHcdepasbl, acnap-
TaTamuHoTpaHchepasbl M obuwero 6unmpybuHa, runepxosne-
cTepuHemus, runepaunuaemms [23].

lNepBOHaYaNbHOM MPUYMHOM CMIEHOMEranann sBaseTcs
UHOUNBTPaUMUSA CeNle3eHKU JIMMUACOAEPHKaWnMmU MaKkpoda-
ramu, O4HaKO NP HaIU4yMK y NaumeHTa NopTanbHOM runep-
TEH3MU, pas3BuBalowencs BcneacTteue Guobposa neveHw,
NnopaxeHne cene3eHKn CTaHOBUTCS 6ofiee BblpaXKEHHbIM.
[aHHble U3MEHEHUSA MOBbLIWAKT PUCK KPOBOTEYEHUH, pas-
pbiBa CeNe3eHKn U NPUBOAAT K feTanbHOMY mucxoay [7, 26].
O6beM Cene3eHKM CHMTaeTCs MapKepoMm TaKecTn 3abosne-
BaHMWS, MOCKO/IbKY KOppenupyeT ¢ APYrMMU napameTrpamu
605e3HM (renaTtomerannen, HU3KUM POCTOM, U3MEHEHUEM
NUAKAHOro Npoduns U remMatosiorM4ecKMMm noxkasarenamu),
a TaKXKe OKa3blBaeT 3Ha4yuMTeNbHOE B/IUSHWE Ha Ka4vecTBO
WU3HU NnauuneHTa, yxyawas AbixaTenbHylo GyHKUMIO 1 orpa-
HMYMBaAs MOBCEAHEBHYIO AEATENbHOCTb M3-3a MaCCMBHOM
a6a0MWHaNbHOW AUCTEH3UM [B].

MaTtonorusa gbixateNbHOW CUCTEMbI

Y nauuneHToB ¢ BHI TMna A B aHaMHe3e onucaHbl YacTble
pecnupaTopHble 3a6oieBaHKs, B TOM YUCe peLnanBupyto-
e nHeBMoHwuu [27]. MaunenTsbl ¢ BHIM TMNoB B 1 A/B xany-
I0TCA Ha OAbIWKY, AUCMHO3 U CHUXEHWE TONepPaHTHOCTH
K dn3nyveckom Harpyske [28].

MaTtonorus AabixatenbHon cuctembl npu BHIT 06bl4HO
NposiBNSeTCS B BWAE WHTEPCTULMANbHOM OGONE3HU NErkux,
BbI3BAHHOW HaKOMJEHWEM COUHIOMUENINHA B abBEONSPHbIX
WU MHTpaanbBeONspHbIX Makpodarax B ajbBeONSPHON nepe-
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A Doctor’s Aid
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B nomouyb Bpauy

ropoake. HakonneHue cybcTpata NpUMBOAMT K aedopmMaLinu
W YTONWWEHWIO aNbBEONSPHON NEPErOPOAKMN U, COOTBETCTBEH-
HO, K HapyLIeHMIO 06MeHa KMcnopoaa 1 yrneKkucnoro rasa [29].

MHTepcTMumnanbHas 601e3Hb IErkMx BO3HMKaeT B 1t060M
Bo3pacTte y 60nblnHCTBa HauueHtoB ¢ BHIT, HO 0co6eHHO
4yacTo BcTpeyaeTtcs y monoabix [9, 10].

HapyweHue abixatenbHblX GYHKLMIA XapaKTepPHO NS BCEX
deHoTtunos BHI. Y yacTtu nauneHToB HabnogaeTcs nporpec-
cupyloLLee yXyAllEHWE COCTOSIHUS JIETKUX WM pa3BUBaETCSH
[blxaTenbHas HegocTaTto4yHocTb [29, 30].

B uenom 3aboneBaHunsi opraHoB AblXaHWUs — OHO U3 Hanbo-
Nlee YacTbIX NPOSIBNEHWUM, KOTOPOE ABNSETCA MPUYUHON NeTanb-
HOro ucxofa y nauueHtos ¢ BHIM Tuna B [26]. CoyeTaHue rena-
TOCNAEHOMEranmnn ¢ UHTEPCTULMAbHBIM MOPAXKEHUEM NErKMX
npeacTaBnseTca BaXKHbIM KIMHUYECKUM MPU3HAKOM, NO3BO-
NA0WUM 3anogo3puTb Hannuune y naumenta BHIM [26, 29, 30].

3apgepKKa pocTta

MHorune naumeHTbl ¢ gnarHo3om BHI B getctBe 4yacTto
OTCTaloT B GU3NYECKOM pPa3BUTUU. 3adeprKKa pocTta Hambo-
Nee xapaKTepHa AN NogpoCcTKOB, Y KOTOpbIX Habntogaetcs
3a/lepyKKa KOCTHOro BO3pacTa, YTO COOTBETCTBYET NO3JHEMY
Havyany NonoBOro co3peBaHMs. Y GO0MbLKMHCTBA B3POCbIX
(= 18 neT) poCT COOTBETCTBYET HUMKHEW IPaHULLEe HOPMbI, 4TO
CBMAETENLCTBYET O TOM, YTO MEpMo] AOrOHSIOWeEro pocTa
NPUXOAMTCA Ha MNO3LHWMM MOAPOCTKOBLIN W/WUAW PaHHWUM
B3pocC/abiM Bo3pacT. K 3penomMy Bo3pacTy y 60/blIMHCTBA
nauneHTOB POCT U Macca Tena HopManuaytotes [23].

Pesynbrathl nccnegosannsg M. Wasserstein 1 coaBT. NoKa-
3a/u, 4To Y B3pOocC/bix NauuneHTos ¢ BHI Tvna B B 60/blUMHCTBE
CNny4aeB BbISABNAAOTCA OCTeONeHus uin octeonopo3d [15]. Mpwu
TAXENOM TeYeHUU 60Me3HN BO3MOXKHbI NaToNorMyecKue nepe-
nombl [31]. MNMopaxeHne CKENETHON CUCTEMbI SIBISETCS XapaK-
TEPHbLIM KIMHWYECKUM NPU3HAKOM AaHHOro 3a6oneBaHus.

MaTonorusa cepae4yHoO-COCYAUCTON CUCTEMBDI

Matonorna cepaevyHoO-COCyAMCTOM CUCTEMBbI Yalle BO3-
HUKaeT y B3POC/blX NaLMUEHTOB, HO BCTpeYaeTcd U B paH-
Hem Bo3pacTe. 1o gaHHbIM uccnegoBaHua M.M. McGovern
M coaBT., Y 59 nauueHtoB ¢ BHIl tvna B B 28% cny-
YaeB BbIABANINCbL U3MEHEHUS Ha 3NEeKTPOKapanorpaMmme.
Mpn npoBeaeHUN a3xoKapauorpadum y Kaxaoro BTOPOro
nauneHTa [UarHOCTUPOBaHbI CTPYKTYPHble W3MEHEHUS
Cco cTopoHbl cepaua [23]. Y naumeHToB ¢ BHIT goctatoyHo
4acTo BCTpe4yalTcs aHoManiuu KnanaHoB cepjua, 4acTtb
M3 HUX ABASIOTCH KIIMHUYECKU He3HauYnmbiMU. 10 AaHHbIM
NiMTepatypbl, NaToNorMA KianaHHOro annapaTa BbifB/ieHa
y 9% 60nbHbIX ¢ BHI TMNa B [28]; umetoTca onucaHus Taxe-
JIOW MUTPanbHOM HEAOCTAaTOYHOCTM WM CTEHO3a aopTbl KaK
y fleTen, TaK Uy MOAPOCTKOB M B3POC/bIX NaumeHTos [10, 15].

Y nauueHTOB B3pocnoro Bo3pacta ¢ BHIT onucaHbl
BblPa)EHHbIE HapylWeHUs NUNUAHOro Npoduns, B CBA3M
C YeM Yy HUX OTMeyaeTcs MNOBbIWEHHbIN PUCK pPa3BUTUA
paHHUX CepaeYHO-COCYAUCTbIX HapylWeHWW: UWeMUYECKOn
60ne3Hu cepaua, MHGapKTOB, UHCYNbLTOB.

Ovcnunngemma ¢ HU3KUM YPOBHEM JUMOMNPOTEUHOB
BbICOKOW MIOTHOCTU, MOBbIWEHHbIM YPOBHEM JIMMNOMNPOTEU-
HOB HW3KOWM MJOTHOCTU, TMNEPTPUIIMLEPUAEMUEN XapaK-
TepHa ana BHI u accouunpoBaHa C paHHWM pa3BUTUEM
aTepocKiepoTMyeckon 6one3Hu cepaua [32].

[aTonorms cepaeyHo-CoOCYANCTON CUCTEMbI MOMET BO3HU-
KaTb Npu BHI B TOM Yncne BcneacTeme noparkeHuns nerkmx [10].

Matonorusa HepPBHOM CUCTEMbI

HeBponornyeckasas cumnToMaTMKa W MNPOrpeccupyto-
uee nopaxeHue LHC saBnaiotca Beaywmmu cumntToma-
MW Y NauMeHToB C MHdaHTUNIbHOW dopmMon 3abonieBaHUA
(BHIM T1MNa A) 1 XpoOHMYECKON HenpoBuUcLepanbHOW GOpMOoNn
(BHIM TMNna A/B). KNnnuHU4YeCcKne NposiBIeHMUS BapbUpPyOT OT

NIErKkon rmnoToHun u runopednexkcuun npu BHIT TMna B go
TAXENOon, Nporpeccupylollen HEBPONOrMYECKON CUMNTO-
MaTWKM, BKJIKOYAs perpecc v yrpaty MOTOPHbIX M UHTENNEK-
TyanbHbIX HaBbIKOB, [ABWraTe/lbHble HapyLIeHUs, pa3BuUTHE
CyaopoXHoro cuHapoma [30].

femaTonoruyeckas nartoaorus

Y nauueHTtoB ¢ BHI1 BbigBASAIOTCA TPOMOOLMUTOMNEHUS
(4alle BCcero — ymepeHHast), TeMKONeHns n aHemMusi passny-
HOWM CTEMEHU TAXKECTH.

XapaKtepHoe nposiBieHue 3abofieBaHUa — peunau-
BUPYIOLMI 3MUCTAKCUC, TaKKe y NauMeHTOB HabnogatoT-
csl cybaypasibHble remaToMbl, KPOBOXapKaHbe, reMoTOpakKc,
MEHOpparnn, MaTo4YHble KPOBOTEYEHUS, 0O6U/IbHbIE KPOBO-
Te4YeHMs Mocne XMpPypruyecknx BMeLwartenbCeTB (B TOM yucne
TOH3WIN3KTOMUKU, AAEHIKTOMUK), TPaBM, AN KynupoBaHMUS
nocneacTBUIM KOTOPbIX B pade cliydaeB TpebyeTcs 3aMeHHoe
nepennMBaHne KOMMOHEHTOB KpoBu [23].

Martonorua 3apeHus

Haun6onee yacto npu BHIT TMna A BcTpeyaeTcs CUMNTOM
«BULIHEBOW KOCTOYKW» — BULIHEBO-KPACHOE NSATHO B 06na-
CTV LEHTPanbHON SIMKW, BbISIBASIEMOE Ha rMa3HOM AHe Mnpw
odTanbmocKonuu. Mpu 3TOM y NaLMEHTOB OTMEYaEeTCs Cyxe-
HWe nonen 3penus [14, 33, 34]. locTaTo4HO 4acTo Npu AaH-
HOM 3a6oneBaHuu HabngaeTcs NOMyTHEHWE porosuLbl [33].

Mpwn BHI TMNa B gMarHocTMpyloTca peTuHanbHble M3mMe-
HEHWS, a TaKKe MaKynspHble Opeonbl — BunaTtepanbHO pac-
MONOMEHHbIE KONMbLEBUAHbIE 06pa3oBaHus 6enoro LBeTa
BOKpPYr 061acTu LeHTpanbHON SMKKU. B 4acTu cnyyaes Takke
0B6Hapy)XMBaeTCqd CUMMNTOM «BULIHEBOW KOCTOYKW» Ha rnas-
HOM AHe [14, 35]. Mpn MUKPOCKOMMYECKOM M TMCTONOrnYe-
CKOM nccneaoBaHum y naumeHToB ¢ bHI tvna B BbigBnseTca
HaKoMAeHWe NMNULOB B raHMMO3HbIX KNeTKax ceTyaTku [34].

5. KAKME OCOBEHHOCTH KJIMHUYECKOM
KAPTUHbBI XAPAKTEPHbI NMPU PA3HbIX
®EHOTUNAX 3ABOJIEBAHUA?

KaKkoBa KnuHU4ecKasa KapTuHa npu MHPaHTUIbHOM

HeupoBucuepanbHom ¢peHoTune BHI (tun A)?

BHIM tTvna A aBnsietcs Hanbonee Taxenon popmon 3abone-
BaHWS, NS KOTOPOM XapaKTepHbl NMPOrpeccupylollee nopaxe-
Hue LUHC ¢ perpeccom ncuxoMOTOPHbIX HaBbIKOB, renatocnie-
HOMeranus, 3agepKa GU3MYECKOr0 U MOTOPHOrO Pa3BUTUS,
MbllLEeYHas TMNOTOHMS W NeTaNbHbIA UCXOA KaK CNeacTBME NoAu-
OpraHHOM HeAOCTaTOYHOCTH, KaK NpaBuno, K 3 rogam [27, 36].

Y 6onbWWHCTBa AeTel MepBOro rofa XW3HW renaTo-
cnneHoMmeranusl BbiiBASeTcs B Bo3pacte 2-4 Mec, 4Yacto
OoTMeYaloTcsl MOBTOpHas pBOTa, WHOrAA [Auapes, 3ajepiK-
Ka B ®M3MYEeCKOM pas3BuUTUKW. CpeaHuin BO3pacT MosiBAEHUS
HEBPOIOMMYECKMX CUMMTOMOB COCTaBAsSET 6—9 mec: Habnto-
[aloTcs nporpeccupylollas rmMnoToHMa M noteps ry6oKMx
CYXOXMUNbHbIX pedNeKCcoB, NOBbILEHHAs BO36YAMMOCTb, Hapy-
LeHWe CHa, perpecc paHee NpUMobBpeTEHHbIX HaBbIKOB. [leTu
4yacTo 60netoT pecnnpaTtopHbiMK 3aboneBanuamu [17, 27].

MopaxeHne nerkux 06YCNOBNEHO HaKOMNEHUMEM K/IETOK
HvmaHHa — lMrKa B anbBeonsipHbIX NEPEropoaKax, CTeHKax 6POH-
XOB 1 nneBpe. bonbWMHCTBO NaLMEHTOB C TAXKENON NaTonoruen
NIErKNX yMUpaLoT OT AblXaTeflbHOM HegocTaTodHocTv [8, 17, 30].

BblparkeHHas renatocnieHoOMeranus xapaKkrepusyeTcs
3HaYUTENbHON NEeYeHOYHOW AUCOYHKLMEN MAU NEYEHOYHOWM
HeOoCTaTOYHOCTbIO. B GMOXMMUYECKOM aHanu3e KpoBW Yypo-
BEHb TPAHCAMMHA3 NOBbILIEH, CHUXKAOTCS XONECTEPUH, NTNMNO-
MPOTEUHbI BbLICOKOW MIIOTHOCTW, B KIMHWMYECKOM aHanuse
KpOBMW HabngaloTca aHemus U TpomboumToneHns. CUMNToM
«BULHEBOW KOCTOYKM» BbIIBASIETCA Ha NMEPBOM OAY XW3HMU.
JNeTanbHbI Mcxoa HactynaeT go 3 net [17, 30]. MNokasaHusmu
ans ucknodenuns bHIM tvna A aBnaoTCs Hannyue y nauueHTa
Ha NepBOM oAy *KM3HW renatocnieHoMeranamMnm B coyeTaHuu



C NPOrpeccupylomMM1M HEBPONOTMYECKUMU HapyLUEHUAMU
1 CUMMNTOMOM «BULLIHEBOW KOCTOUYKM» Ha Fa3HoM fHe [27, 36].

KaKoBa KNIMHU4YeCcKasa KapTuHa Npu XpPOHUYECKOM

BucuepanbHom peHotune BHI (Tun B)?

MaHundectaumsa KanHu4eckux cumntomoB BHIT tuna B
BapuabenbHa, 601e3Hb MOXET AeblTMPOoBaTb KaK B AET-
CKOM, TaK v BO B3pOcnoM Bo3pacrte. [Ins 3abonesaHus xapak-
TepHa BblparKeHHas BapuvabeNlbHOCTb KIMHWYECKMX MPOSiB-
NIEHWUI: OMKUCaHbl KaK MATKWE, MPaKTUYECKN 6ECCUMMNTOMHbIE
dopmbl, TaK U TSXKeNble, C BbIPaKEHHOW KIIMHUYECKOW CUMIM-
TOMaTUKOW. Hanbonee 4acTbIMWU U XapaKTepHbIMKU CUMMTO-
MaMu ABASIOTCS CnieHoMeranus u renatomeranus. NommMmo
3TOro, HabnogaloTCs KPOBOTEYEHMS, IKXMMO3bl, OAblLLKa,
nopaeHue nerkux, 6011 B cycTaBax M/WAM KOHEYHOCTSX,
ro/IoBHble 60K, AMapes v nepenombl Koctewn. [pu obene-
[I0BaHWW BbIABASIOTCA MHTEPCTULMANbHAa 60Ne3Hb NIErKuX,
TPOMOOLMTONEHNS U aTEPOTrEHHbIN MTMNNAHBIN Npodunb [37].

KaKkoBa KnMHU4YecKasa KapTuHa Npu XpOHUYECKOM

He#npoBucuepanbHom ¢peHotune BHIN (tun A/B)?

Y MauMeHToB C MPOMEXYTOYHbIM (eHoTHnom 3abone-
BaHMA, MOMUMO XapaKTEPHbIX COMaTUYECKUX MPU3HAKOB,
MMEIOTCS NPOorpeccupytolMe HeBPOIOrMYeCKUE HapyLLIEHHS.
[na 3aboneBaHuns xapaKTepHbl Mbllle4yHas rMnoTOHUSA, r1no-
pebneKcus, Kotopble HabnoaaloTCcs NPEUMYLLECTBEHHO Ha
paHHUX CTagMsx, a TaKKe nporpeccupylollas HeBposoruye-
CKas cMMNTOMaTuKa, aTaKcus, ABUraTefibHble HapylleHus,
CHWXXEeHWEe KOTHUTMBHbIX GyHKUMKM [36, 38, 39].

[aumeHTbl C NPOMEXYTOYHbIM hEeHOTUNOM 3abosieBaHKS
OblIN OnNMcaHbl B NPOCMEKTUBHOM MccnefoBaHuun. B rpynne
naumeHToB (64 6o0nbHbIX ¢ BHI TMNa B), mMeBLIMX renaTtome-
rasuio, CrieHOMEeranunio, MnopaKeHue AblxaTe/lbHOW cucTe-
Mbl, MPOBEAEHO paclWMpeHHOe HEBPOIOrMyeckoe u odrasb-
Monoruyeckoe obcnegoBaHue. o pesynbtatam KOTOPOro
y 19 (30%) 6binn BbIIBIEHbI HapyleHUs co cTopoHbl LIHC,
4YTO NMO3BOJINIO OTHECTM WX K rpynne naumMeHTOB C HEMPOBUC-
umpanbHbiM deHotunom BHI (tun A/B) [40]. B apyrom uccne-
[I0BaHWM Havyano HEeBPOSOrMYECKOM CUMMTOMATUKKM TOXKE
6bl10 Manos3ameTHbiM. H. Pavlu-Pereira u coaBT. B oT4yeTe
0 25 YyelCKux n cnoBauKkux nauueHTax ¢ bHI tuna B otme-
TUAN, 4TO Y 16 (64%) 60NbHbIX HEBPOJIOTMYECKNE CUMMTOMDbI
OblIX BbIIBNEHbI NLWb NPKU Yrny6/1IEHHOM HEBPOJIOrMYECKOM
obcnenoBaHum [41].

6. KAKOBbl OCHOBHBIE MPU4YUHbI CMEPTU
B5OJIbHBIX C AE®ULIUTOM KUCNIOMN
COUHIOMMUENIUHA3bI?

BHI TMna A aBnsetcsa nporpeccupyolmnm 3aboneBaHu-
eM, NPUBOASALWMM K CMepTH A0 3-neTHero Bo3pacrta. Npu mar-
KnXx beHoTUNax NPUYMH netanbHbIX UCXOA0B OMUCaHO OYeHb
Mano [42]. Mo gaHHbIM NUTEpPaTypbl, BblAENEHbI ABE OCHOB-
Hble MPUYUHBI cMepTu y nauumeHToB ¢ BHI tuna B v BHI
TMna A/B: nporpeccupytoliee rnopaxkeHue neyvyeHn u npo-
rpeccupytowiee nopaxeHune nerkmx. OHu Yyaule BCTpeyanucb
y nauMeHToB ¢ MaHudbecTaumen 3aboneBaHusd B BO3pacTe
4o 18 net. Cpean Apyrux NpUYmnH cmepTn Bblin KpoBOTEYe-
HUSA, OHKONOIrMYecKne 3aboneBaHus, NnoJiopraHHas Heno-
CTaTO4YHOCTb, MNATONOrUsA CepaevyHO-COCYyANCTON CUCTEMBI
W Taxenoe nopaxeHue LHC. B cTpyKType KIMHUYECKMUX
NPOoSIBIEHUI Y yMeEpLIMX NalMeHTOB npeobnajanu renarto-
cnfieHomerasnus, NaTonorusa AbixaTenbHoW CUCTEMbI, HapyLle-
HUEe QYHKLMWM nevyeHn, TPOMOOLUTONEHUS, aHEMUS, @ TaKKe
naTonorusa 3puTesibHOro aHannadaTopa; y NaumMeHToB ¢ npo-
MENKYTOUYHbIM PEHOTMUMNOM YacTo BbIABASANINCL KapaAMOBaCKY-
NapHble HapylweHusa n natonorus LLHC [42].

AHanun3a uctopuu 87 ymeplumx nauneHtoB ¢ BHI noka-
3aN, 4YTo BeayluMmu NpUYUHaAMKU CMEepTHU, He3aBUCUMO OT
BO3pacTa, Obln AblxaTenbHas M NnevYeHoyHaa HeJocTaTou-

HOoCTb. Cpeau nauMeHTOB C HeMpoBUCLIEPaANbHbIMU MPO-
asneHuamun (BHM Ttna A/B) B 31,8% neTtanbHbll Ucxon
HacCTynun BCNeacTBue nporpeccupyroliero nopaxenusa LIHC,
B 23,1% cny4yaeB — B CBSI3W C NaTofOrMen AbixaTenbHOM
cuctembl U B 19,2% — 13-3a Ne4YeHOYHOM HeaoCTaToOvHO-
cTU. Bo3pacT HacTynneHus neTanbHOro ucxoda y nalumMeHToB
¢ BHIN tvna A/B 6bin 6onee MONOAbIM, YeM Y NauMeHTOB
¢ BHIM tvna B (MeanaHa Bo3pacTa cMepTH cocTaBuna 8 net
npotmne 23,5 ner) [26].

7. C KAKMMU 3ABOJIEBAHUSIMHX HAJO
nPOBOAUTL AUDDEPEHLIUAJIBHYIO
AWATHOCTUKY OEDULIUTA KUCJ/I0M
COUHITOMMUEJIUHA3LI?

B nepByio o4yepeab HeobxoaMmo cobpaTb CeMeNHbIn
aHaMHe3 (HanuMyine POACTBEHHWKOB C HacneACTBEHHbIMM
3a60/1eBaHNSIMMU, Clly4an MEPTBOPOKIEHUIN B CEMbE, PaHHEN
[IETCKOM CMepTH, GIM3KOPOACTBEHHLIN 6GpakK). BarkeH BO3-
pacT ge6tota 3a6oneBaHus.

Y NaLMEeHTOB NOC/e UCKTIOYEHUS OCHOBHbIX NMPUYMH rena-
TOCMNAeHOMerannu, BKNto4as 310Ka4eCcTBEHHbIE HOBOO6Pa30-
BaHMWA, HE3/IOKAYECTBEHHbIE reMaToNI0rM4ecKkme COCTOSHMS,
nepBuMyHoe 3aboneBaHWe NeyeHu (Hanpumep, HeanKorofb-
Has *MpoBas 60/1e3Hb NeYeHn, ayTOMMMYHHOe 3aboneBaHue,
XPOHWYECKUI renaTtut B, KpMNTOreHHbIN UMPPO3, MHPEKLMOH-
Hble renaTtuTbl), cneayeT UCKIoYaTb HacneaCTBEHHble 60ne3-
HM oB6MeHa (6one3Hb [owe, AePUUNUT TM30COMHOM KUCION
nMnasbl, raHrMMo3nao3bl, TMPO3MHeMUa Tuna |, Mykononu-
caxapuaosbl, MyKoaMnNuaosbl, 6onesHb dapbepa, 60ne3Hb
BunbcoHa — KoHoBanoBa, HegoCTaTo4YHOCTb anbda-1-aHTu-
TpUncuHa, MyKoBs1cumnaos) [6, 43].

Y nauueHToB, AN KOTOPbIX MOAO3pPEBaeTcs Hanuyune
BHI, cnegyet npoBecTM aHann3 akTUBHOCTU GepPMEHTa KUC-
non cuHrommnenunHasbl. JuarHos yctaHaBnMBaeTC B cyvyae
HeJOoCTaTO4YHOM WKW 3HAYUTENIbHO CHUMEHHOW aKTMBHOCTU
depmeHTa. buomapKepbl MOryT 6biTb MONE3HbI B COYETAHUMU
C U3MepeHMEeM aKTUBHOCTM depMeHTa AN YyCTaHOBEHMUS
[rMarHosa, 0CO6eHHO ecin N3MepeHUe aKTMBHOCTU depMeEH-
Ta NpoBOAUTCA B 06pa3sLiax Cyxux NATeH KpoBu. [eHeTU4ecKoe
TectupoBaHue reHa SMPD1 npoBoavTcsa Ans NoaATBEPKAEHMUS
[MarHo3sa y nalMeHTOB C aKTUBHOCTbIO GepMEHTa HUKE HOp-
MasibHbIX MHTEPBanoB [37].
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JIO)KeHa opraHu3alunoHHas MOAE/b MPOBEAEHUsI aHECTE3UM B OOCTaHOBKE, [PYXECTBEHHOM K PebEHKY, OXBaTbiBalollas
OCHOBHbIE 3Tarbl NpebbiBaHUS nayneHTa B 60/bHMLE.
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AKTYAJIbHOCTb

CoBpemMeHHas cucTeMa 34paBOOXpPaHeHUs Hauene-
Ha Ha obecneyeHuve KavyecTBa MEAMLMHCKOM MOMOLLM
W ee opraHuM3auuio ¢ y4yeToM MoTpebHOCTeN, LeHHOCTeN
W KyNbTYPHbIX TPaAULMM NaLMEHTa 1 Y1EeHOB ero cembi [1].
JKcnepTbl BcemMupHOM opraHuM3auuun 34paBOOXpaHeHUs
B 2008 r. BBENM MNOHATUE MALMEHTOOPUEHTUPOBAHHOM

MoJenu MeauuuHbl (people-centered health care), B pam-
Kax KOTOpOW B3aMMOAENCTBME C NaLMeHTamMu U YneHamu
MX CEMEN AO/MKHO OCYLWECTBNATLCSA HAa MPUHLUMNAX NapTHep-
cTBa [2]. BHeapeHune aTon moaenu npeanonaraeT co3gaHue
NMCUXONOrMYECKM KOMDOPTHOIO OKPYKEHMA MPU OKalaHuu
MEAMLIMHCKOM MOMOLLK, YTO HE MEHEee BaXKHO, Yem rnpa-
BW/IbHO BblGpaHHble METOAbI AMArHOCTUKM U nedenuns [3].
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Takon noaxon OCOGEHHO aKTyaneH B nepuoa npe-
O6blBaHUA pebeHKa B 60MbHULE, OO WU Mocne onepaTus-
HOrO Nle4yeHus, Korga Heu3BeCTHOCTb, CTpax, OXuaaHue
60/11 U BONE3HEHHbIE MaHUNYASLUKM O4EBUAHBIM 06Pa30oM
3aTPYAHAOT KOHTAKT ¢ pe6eHKOM W BbIMONHEHUE HEeOob6-
XOOMMbIX fle4ebHbIX npoueayp. B aton cBa3u B nocnej-
HMe roabl 60/bliOe BHWUMaHWE YAENseTcs M3yYeHuto TaK
Ha3bIBAEMOro XuMpypruyeckoro crpecca. OgHMM M3 ero
KOMIMOHEHTOB SIBNAETCS CTPECC MCUXOJIOTMYECKUN — KOMIM-
JIEKC U3MEHEHUM HEMPOIHOAOKPUHHOIO, MEeTaboIMYEeCKOro
M BOCMNaNMUTENbHOrO XapaKTepa, pa3BUBaIOLLMUCA Y XMPYp-
rMYecKkux nauueHTtoB [4]. MUHMUMU3aAUMUA TMCUXONOrn4ye-
CKoro guckomdopTa ABASETCA OOAHOM M3 KIOYEBbIX 3a4ay
naunmeHTOOpPUEHTUPOBAHHOM MOAENN aHecTe3nonorunye-
CKOro o6ecrneyeHus npu niaHUpoBaHUKU XUPYPruyecKomn
onepaunu y pebeHkKa.

B aHrnos3bl4HOW MefuUMHCKON nuTepaType ¢ 2017 T.
pPEe3KO BO3POCAO KONMMYECTBO MNy6/MKaLMK, NMOCBALWEHHbIX
faHHoW Teme [5-7]. B TOo e BpemMsi pOCCUUCKUX PabdoT,
NMOCBSILLEHHBIX MUHUMW3ALMK TMCUXOSIOTMHECKOrO AWCKOM-
dopTa OO0 M nocne onepaTMBHOrO BMelWaTtenbcTBa, ony6-
JIMKOBAHO He 6bl10. HuKe Hamu npeacrtaBieHo onucaHue
onbiTa peanu3aunn opraHn3aLnMoHHOM MOAENU NPOBEAEHUS
aHEecTe3nM Ha pas3/IMYHbIX 3Tanax XMpPypruyeckon rnomouim
B 06CTaHOBKE, APYKECTBEHHON K peBEHKY M €ro poantensam,
peanM3oBaHHOW Ha 6a3e KIWHWUKKM aKLUMOHEPHOro oobuie-
ctBa (AO) «<MeanumHa» (r. MocKsa).

3TAMNbI XUPYPMMYECKOH MOMOLLU PEEEHKY

MoctynneHue B KIUHUKY

Mcxoaa v3 Hawero onbiTa, npebbiBaHWe pebeHKa
B /le4eOHOM y4YpeXaeHun camo no cebe sBNsSeTcs cTpec-
COBOWM CcuTyauuen, 0COGEHHO NMPU HEOOXOAMMOCTU HaXOXK-
[eHns B CTalMoHape KpyrnocytoyHo. CHUKeHuns dukcaumm
pebeHKa Ha daKTopax cTpecca, Mo HaleMy MHEHMIO, MOXKHO
[0BUTLCA OTBIEYEHWEM €r0 BHUMAHWS, YTO MOXKET BbITb OCO-
6eHHO 9 PEKTUBHBIM Yy AeTEN paHHEro Bo3pacTta. [oatomy
npu MNOCTYMJEeHUN MNauueHTa B CTalMoHap MOXHO npes-
JIOXHUTb €My YTO-TO HOBOE W MHTEPECHOE: MSATKYIO UIPYLLKY
C MeAUUMHCKUMK aTpubytamu (Hanpumep, KyKiy, OAeTyio
B Xanar) Uin TEMaTUYeCKyto KHUXKY («JoKTop AGonnT nnm
noao6Hble). ATO NMOMOXKET HanaauTb AOBEPUTENbHbIA KOH-
TaKT ¢ pe6EeHKOM C MepBbIX MUHYT €ro NpebbiBaHUsA B K/K-
HUKe. Kpome TOoro, coBpeMeHHble TEXHONOrMM MO3BONSIOT
3arpy3uTb B TeNIeBM30p B Nanate nogbopKy MynbTduibMoB
W aetckux nepepay. OTBNEYEHUIO BHUMAHWUS AeTen chyxaT
N KOMGDOPTHbIE UFPOBbIE 30HbI. B ycnoBusix ctpecca MHorme
JeTU UCMbITbIBAIOT HEOOXOAMMOCTb CMNPATATbCH, MO3ITOMY
pa3melleHne B UrpOBON 30HE AETCKOro AOMMKA C MATKM-
MW UrpylwKamu 6yaeT BocTpeboBaHO nauueHTamu. Kpome
TOro, A€TU MPUBbLIK/IN K TOMY, YTO BPayn HOCAT Benbli xanar,
My MHOTMX U3 HUX GopMUpyeTCa yCToMYMBas accoLmaTus-
Has cBA3b «Benbli Xxanat — Bpay — 60/b». Ucnonb3oBaHne
MEANUMHCKMMM paboTHMKaMn GopMbl  APYrMx LBETOB
W WanoyeK ¢ BecenbiM PUCYHKOM nomoraet chopmMmpoBaThb
accoumaumnm, He cBA3aHHble ¢ 60/1b10.

MpeponepauUoOHHbIA OCMOTP aHECTEe3UO0JIOroM

OfHa M3 OCHOBHbIX 3aja4y JETCKOro aHecteauonora —
3aBoeBaTb JoBepue pebeHKa M BCTPEBOMKEHHbIX poauTe-
Nlen, yCrnokouTb MX. B Hayane 3HakoMcTBa LenecoobpasHo
YAENUTb BHWMaHWE poauTenam pebeHka, npeacTaBuTbCS,
paccKasaTb 0 NPeAcTosiIWen npoueaype, 0CO6EHHOCTAX aHe-

CTe3UU, BblAENUTb OTAENbHOE BPeMS Af1F Nogpo6HOro oTee-
Ta Ha BOMpPOChbI, 4TOObI AaTb pe6eHKY BO3MOXKHOCTb MPUBbIK-
HYTb K MPUCYTCTBMIO HE3HAKOMOIO YeNoBEKA, PacCMOTPETb
ero, y6eanTbCs, YTO OH He npeacTaBaseT onacHocTu. Korga
poauTENN YyCNOKanBaOTCA M Ha4YMHalOT yibl6aTbCs aHecTe-
3K00ry, 3To NomoraeT pebeHKy 4yBCTBOBaTb cebs 6onee
YBEPEHHO M OTKPbLITO C HUM obuatbes. Ecnu pebeHoK mnnu
poauTenn 3asBsioT, 4TO peb6eHOK 60UTCS NPEeACTOALWMX NPO-
Leayp, aHecTe3nosior MOXET MOMpoCUTb paccKasdaTb Noj-
POGHO, YEero MMEHHO OHKU GOSATCH, U CMTOKOMHO OOBACHUTD,
KaK Bce 6yaeT npoxoanTtb. Cenyac B cetn MHTepHeT aocTtyn-
Hbl My/IbTGUNbMbI, B KOTOPbIX B MOHATHOW pebeHKy dopme
paccKa3bliBaeTCsi 0 XMPYpPruyeckom onepauunun (Hanpumep,
https://www.youtube.com/watch?v=c440rXB5gt4).

Ewe oanH npuem, KOTOpbIM MOryT BOCMNONb30BaThCA
aHecTe3noNor u cectpa-aHecTe3nCTKa, — MCMNONb30BaHWe
NO3UTUBHOM NIEKCUKK [8]. Bo Bpems 06LLEHUSA C PpeGEHKOM
cneayet cTapaTtbcsl nadberatb OTpULLATENBHOIO MMNepaTnBa
«He», TaK KaK OH MOXEeT MCMNonb30BaTbCs AN Bblparke-
HUS COMHEHMWS MW MOATBEPXKAEHMS crnydmnBluierocs dakxTta.
M B 3TOM KOHTEKCTe dpa3bl «He BOUCH!» UNKN «He Mepexu-
Ban!» NpuBOAAT K o6paTHOMY pe3ynbraty. Peb6eHoK 6yger
BO/HOBATbCA M CTaHET 60ATbCH. BMecTo KOHCTpYKUM#H
C OTpMUATENbHON YacTULEN «HE» BO3BMOXHO MCMO/Ib30BaHMe
YyTBEPAMUTENbHbIX, HaNnpUMep «Byab CMENbIM» UAN «YCNOKOM-
csi». [py HanMumMM y pebeHKa axKuTaumm U TPEBOXKHOCTH 3a
HECKOJ/IbKO YacoB A0 onepalmu B KavyecTBe npemMeamKaunm
MOXeT OblTb Ha3HayeH Muaasonam, nepopanbHas (pPeTpo-
OyKKanbHad) popma.

Mpn dopmupoBaHMM NnaHa onepaunin NepBOCTEMEH-
HOe 3HayeHuWe MnpuaaeTcs BO3pacTy pebeHKa: CaMbiM
MAaWnM nauneHTam yaensercs nepBoovyepenHoe BHMU-
MaHue. Ecnn onepaunsi Ha3HayeHa Ha nocneobegeHHoe
Bpems, TO pebeHKy YyTpOM paspeliaeTcs Nerkum npuem
MUK (NPU YCNOBUK, YTO K Hayany aHecTe3uu NponaeT He
MeHee 6 4). Takon noaxoa NO3BOASET YMEHbLWUTb AUCKOM-
$OoPT OT BbIHYXKAEHHOMO rosoAaHus.

TpaHcnopTupoBKa B onepauuoHHbIA G/I0K

Ham npegcraBnseTcs, YTO KOHTPO/b NpefonepaLMoHHON
TPEBOXHOCTU y AETEN U WX poauTenen ABNAETCA «HOYHbIM
KOLMapoM» AJiI1 aHecTe3nosiora: TPeBOXHOCTb poauTenewm
HaMm MpPUXOAWUTCH NpeofoneBaTb OJHOBPEMEHHO C OCMOT-
pom pebeHKa, TaK KaK B MNPOTUBHOM Cily4yae BO3MOXHa
B3aMMHaa WHAOYKUMS, M cTpax pebeHKa, MOAKPENneHHbIN
CTPaxoM poAuTENEN, CTAHOBMUTCA MPAKTUYECKU Heynpas-
naembiM. CTpax aHecTe3uu nepen onepauven sBngeTca
OAHWUM M3 KNOYEBbIX GAKTOPOB, PE3KO CHUMKAIOLWMX OLEH-
Ky NauueHToM CBOEW yaOBMEeTBOPEHHOCTU aHecTesnen [9].
Haw onbIT noKkasbiBaeT, Y4TO y AeTel MMeeT MecTO CTpax
pasnyyeHus ¢ POAUTENSIMM, BbIHYXLEHHOIO BO3AEprKaHus
OT npuvema MWK, COMpPOBOXKAaoWeErocs HenpuBbIYHbIM
4yBCTBOM rosiofa, ctpax 6011 (0co6eHHO ecnn pebeHoK yxe
nmen nofobHbIM onbiT). CTpax pebGeHKa BbI3bIBAlOT TaKXe
obopyaoBaHME OrnepaLMoHHOW, NOAK/I0YEHWME MOHUTOpPA,
BHYTPMBEHHAsA KaHOMASLUMA M, HaKoHel, Heob6XxoAMMOCTb
[ObllaTb MACKOM C HEMPUATHBLIM YAYLWIMBbLIM 3aMaxoM aHe-
CTETMKA, O YeM HallM NauMeHTbl pacCcKa3biBaloT nocne
onepauuun. nsg ymeHblueHMs 6ecrnoKoncTBa pebeHKa npu
NOCTYM/IEHWM B HE3HAKOMYK aTMocdepy onepauyoHHOM
HamMK paspellaeTcs NPUCYTCTBUE poauTener O MOMEHTa
3acbiNaHus. Takke NpUBETCTBYETCS, Koraa pebeHoK 6epeT
C cO60M NOOGUMYIO UTPYLLKY (CM. PUCYHOK).



BBOAHbIN HAPKO3

BBOAHbLIM HAapKO3 Yalle BCEro OCyLW,eCcTBAAETCA MHra-
nsunen cesodnopaHa C MNOMOLLbID IMLUEBON MacCKM.
B HacToslluee Bpems AOCTYMHbl aHECTEe3MOoN0rnMyecKune
MacKu ¢ 3anaxomM KNyGHWKW, BaHWIW, TMMOHA, LWOKoNaaa
n 6aHaHa, KoTopble pebeHoK B uUrposon Gpopme BO Bpe-
M$sl npeaonepaLmMoHHOro oCMOTpa MOXET Bbi6paTb caMo-
CcToSATeNbHO. TaKKe BaXKHO 3abnaroBpeMeHHO COrpeTb
onepauyMoHHbIA CTON BOASIHBIM MaTpacom Ans AOCTUMKEHUS
onTUManbHOM TemnepaTtypbl (He MeHee 36,5 °C), 4To o6ec-
neynBaet KOMdOPT pebeHKy Npu yKNaAblBaHWW Ha one-
PaLMOHHbIV CTON BO BPEMS MHAYKUMK U aABaseTcsa addek-
TUBHbIM CPEACTBOM MPOPUNAKTUKM MHTpPaonepaLmnoHHOM
runotepmuun [10].

OKOHYaHue aHecTe3UMn U 3Tan NpPooyKAeHUsa

OKOHYaHMe aHecTe3nn U aTan NpPoBYKAEHUS, €C/IN OHMU
NMPOUCXOAAT B OnepaumnoHHOM, MOryT ycyrybnaTtb nepuone-
paLMOHHbIN cTpecc. MNpucyTcTBME BMECTO poauTenen nocrto-
POHHMX Nt0Aew, NocneonepaLmMoHHas ApoxKb, 60/b, TOWHOTA
ABNAIOTCA AOMONHUTENbHBIMU CTPECCOreHHbIMU daKTopa-
MW. Pe3ynbTaTtoM nepuonepaLmMoHHOro cTpecca ans pebex-
Ka CTaHOBSATCS He TO/IbKO MOBeeHYEeCKMEe U3MEHEHWUS, HO
TaKXe MeTaboNMyecKne HapylleHus, CnocobHble MPUBECTH
K paHHeMy AenMputo, OTJIOXKEHHOMY nocneonepauMoHHOMY
BOCCTaHOBJ/IEHMIO, YIVIMHEHWIO NEPUOIa 3aXKUBJIEHWS PaHbl,
MHOEKLMN, UMMYHOCYNPECCUN U HOYHbIM KoliMapam [11].

Mbl nonaraem, 4T0 MOXXHO YMEHbLUWUTb CTPeccC y pebeH-
Ka, MO3BO/IMB poAMTENsIM COMPOBOXAaTb €ro Ao onepa-
LLMOHHOrO CTONa, OAHAKO LenecoobpasHOCTb 3TOM0 40 CUX
nop o6ecyXKaaeTcs B MeAWLMHCKOM coobuiecTtse. Mo MHe-
HUIO @aBTOPOB OJIHOIO M3 uUccneaoBaHui [12], 3T0 MoOXeT
HapyWK1Tb CaHUTAPHO-3NUAEMUONOTMYECKUN PEXUM One-
pPaLMOHHOW W, KpOme TOro, yBenuyuBaeT obliee Bpems
WHAOYKLUMK, XOTS M Bbi3blBaeT 60MblUyl0 yAOBNETBOPEH-
HOCTb poautenew [13].

B vccnegosaHunn, NpoBeAeHHOM B AETCKOM rocnutane
JoptmyHaa (lfepmanunsg) B 2013-2017 rr., 661710 NOKa3aHo,
4YTO MPUCYTCTBME poaUTENEN BO BpPeMsi BBOAHOM aHecTe-
3UW [0 Hayvana XMpypruyeckux npoueayp npeacraBasercs
3hDEKTUBHLIM CPEACTBOM YNpaBieHNS TPEBOXHOCTbIO Kak
poautenen, Tak U pebeHka. lNpn aTom yaanocb A06UTbLCH
60nee BbICOKOM YyAOBNETBOPEHHOCTM pPOAMUTENEN, COXpa-
HWB Ha MpPEeXHeM YPOBHE MPOAOCIKMUTENBHOCTb MpoLeaypbl
U PUCK Pa3BUTUS OCIIOXHEHWUN [14].

lMepcoHan oTaeneHus peaHMMauun U MHTEHCUBHOM
Tepanuu KIMHUKK AO «MeauumnHa» TaKxke aBnseTcs CTo-
POHHUKOM MPUCYTCTBMUS OOHOI0 U3 POAMTENEN B OonepaLu-
OHHOW HEenocpeAaCcTBEHHO B MOMEHT WMHAYKLUMU, AN 4Yero
poauTenb (Kak npaBuio, 3To Mama) obecrneynmBaeTcst O4HO-
pa3oBOM CTepUbHOM dopMoK (xanaTt, 6axuibl, Wano4vKa
Q7151 BONOC M MackKa).

[ins cosgaHns LOMOMHUTENBHOMO MCHUXOA0rMYECKOro KOM-
dopTa pebeHOK nMeeT BO3MOXKHOCTb B31Tb C CO60M B one-
PaLMOHHYIO NIOGUMYIO UFPYLLKY, @ NauueHTaM AOWKONbHOro
BO3pacTa paspellaeTcs MCnoib30BaTb B OMNepaLuMOHHON
WMHTEPaKTUBHbIE 3KPaHbl U MNaHWETbl 4O MOMEHTa 3ackbina-
HUS C MPUOPUTETOM Ha Nto6UMble PEB6EHKOM MYNbTOUAbMBI.

BbinosHeHMe UHBa3UBHbIX Npoueayp

MyHKUKMA BeHbI ABNSETCA 419 pebeHKa OgHOM N3 camblX
nyralowmnx cutyaumn. NMpu NnoArotoBKe K onepaumm y pebeH-
Ka HEeO[JHOKPAaTHO OCYLLECTBNAETCS B3STHE 06pa3L0B KPOBU

PucyHoK. Mrpywka, npuHeceHHas B onepaLmoHHylo pebeHKoM
Figure. The toy brought to the operating room by a child

McToyHmk: CmupHos W.B. n coaBT., 2019.
Source: Smirnov I.V. et al., 2019.

13 BEHbl AN5 NpoBeaeHus NabopaTopHbIX UCCNeA0BaHNUM, YTO
eule 6onblle yBennymBaeT ero crpax. [pegonepaunoHHoe
06e3601MBaHME KOXWM KPEMOM C MECTHbIM aHECTETUKOM
B 06/1aCTU NAaHUMPYEMOW MYHKLWUKW BEHbI, MO HaLlEeMy OMbITY,
cebs He onpaBgano. Y geten mnajwero Bo3pacTta npu noa-
roTOBKe K ornepauumn KaHoonauusa nepudpepuyeckon BeHbI
MOET NoTpeboBaTb HECKObKMX MOMbITOK U3 pa3HbIX A4OCTY-
nos. [oaTtoMy onTMManbHbIM NPeAcTaBAAETCS MYyHKTUPO-
BaTb BEHY B YCNOBMAX HAPKO3HOro cHa. 06 3ToM 3apaHee
HeobxoAuMO npeaynpeauTb pebeHka u poauTenen. OaHo
TONbKO 3aBeEPEHME, YTO HUKAKUX YKOSIOB He 6yaeT, MoXeT
NOSIHOCTbIO YCMNOKOUTb pebeHkKa.

MpoGyXaeHne u paHHUi

nocseonepawuuoHHbIA Nnepuoa

B cnyyae KOpoTKux, He 6osiee 1-2 4 (obTanbMOxXmpyp-
rusl), onepaTtMBHbLIX BMeLIaTeNbCTB 3JKCTybauus pebeHKa
MOYET MPOBOAWUTLCA Ha OMNEepauMoOHHOM CTOle B MOMEHT
BOCCT@HOBNEHUSA COGCTBEHHOro AblXxaHus. 3aTeM pebe-
HOK MepeBOAMTCS B nanaty v octaetca noj HabnalaeHu-
€M nepcoHana cnegylowue asa vaca. Takmm o6pasom,
npoby>KaeHne pebeHKa NPOUCXOAMT HE B OnepaLvoHHOMN,
HaMNo/IHEHHOM NOCTOPOHHMMM ANS Hero NabMu1, a B nanare,
B MPUCYTCTBMM poauTenen, BCNEeACTBME Yero, No Halwemy
MHEHMIO, AOCTUIraeTCsd CHUXKEHME YPOBHS MOCTHAPKO3HO-
ro BO36yXaeHus U cTpecca. B cnydvasax, Korga Tpebyetcs
NPOANEHHAsA WCKYCCTBEHHAs BEHTUNALMSA NErKux (PEKOH-
CTPYKTUBHbIE onepaumm Ha NO3BOHOYHKKE), pebeHOK nepe-
BOAMTCS B G/IOK MHTEHCMBHOM Tepanuu, Kyaa ecTb AOCTynN
poauTenen, NO3TomMy NepBbIM YEN0BEKOM, KOTOPOro naum-
€HT BMAWT Nocne NpobyKAeHMS, ABASETCS MamMa Uau apyrue
6N3KME YNIEHbI CEMbM.

PaHHee Havyano aHTepasbHOro NUTaHMA U BOCCTaHOB-
NeHUs NMUTbEBOrO peXXMMa MnomoraeT pebGeHKY BepHYTbCS
B MPUBbIYHbIA PUTM XKU3HU. BmecTe ¢ 3TMM BaxHO obec-
neynTb ageKkBaTHoe 06e3601MBaHWE C y4eTOM MNOoTpeo6-
HOCTEN MaLMeHTa, KOTOPblE MOXHO OLEHWTb C MOMOLLbIO
wKanbl FLACC (Face, Legs, Activity, Cry, Consolability) ana
[eTen Mnaawero Bo3pacTta [15] nav MUMUYECKOM WKanbl —
ans 6onee craplumx geten [16].
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Exchange of Experience

OGMeH onbIToOM

Ta6nuua. OpraHusaLnoHHasi MOAEb NPOBEAEHUSA aHECTE3UN B 0GCTAHOBKE, [PYKECTBEHHOMN K PeBEHKY

Table. Organizational model of anesthesia in child-friendly environment

3ran

Heo6xoanMbie MeponpusaTUs

MocTynneHue pebeHKa

B KJIMHUK!
y ® co3[aHne UrpoBbIX 30H

® MPeuMyLLeCTBEHHOE pa3MeLLEHME B OAHOMECTHBbIX Nanartax
® MnaHMpoOBaHWE BPEMEHU onepaLmu ¢ y4eToM Bo3pacTa M noTpebHocTen pebeHka
® KCnonb3oBaHWe MeAULIMHCKON GOPMbl anbTEPHATUBHbIX LBETOB

* npeaocTaBneHne pebeHKy CyBEHWPOB U UrPYLIEK MPU NMOCTYNIEHWUM

o pebeHKa
[MpeponepaunoHHbIn OCMOTP

° 06y4yeHWe MeanLMHCKOro nepcoHana npuHumMnam 4oBepUTEIbHOr0 OTHOLWEHMKS C y4eToOM Bo3pacTa

° 06y4yeHWe MeanLMHCKOro nepcoHana npuHumMnamM No3UTUBHOM JIEKCUKK

B ONnepaLynoHHbIN 610K

aHecTe3unonora . .
° NpUMeHeHne nepopasnbHON (PeTPOBYKKanbHOM) GOpMbl MMAA301aMa C Lesibio npeMeanKaLmm
N CHATUSA axuTaummn pebeHKa
© COMPOBOXAEHWE PoAMTENSIMU A0 ONEPaALIMOHHOro cTona
TpaHcnopTMpoBKa P A e A pau

® BO3MOXHOCTb B35Tb C COO0M UTPYLLIKY
® [leMOHCTpaLMs MynbTOUIbMOB B ONepaLoHHOM

MHBa3unBHbIE npoLeaypbl ® npoBeaeHne B yCNoBUAX MEANKaMEHTO3HOIro cHa

BBOAHbIN HApKO3

® UCNONb30BaHWE apoMaTU3NPOBaHHbIX TapUHIrealbHbIX MaCcoK
® 1CNOMb30BaHMe CorpeBatolero 060pyaoBaHns

Mpo6y>aeHne n paHHUI
nocneonepawlmoHHbI Nepnoa

* MpoByXaeHue B MPUCYTCTBUM POAUTENEN
® paHHee Hayasno aHTepasbHOro NUTaHWs M BOCCTAHOB/IEHUS MUTLEBOIO PEXUMA
* Bblfjaya «Mejanen 3a xpabpocTb»

B 60nbHULE (6bICTPOro nNyTv) aHecTe3nmn

Mpe6biBaHne pebeHKa ® IMPOKOE UCMONb30BaHWE TEXHONOMMK GbICTPOro NocaeonepaLMoHHOro BOCCTAHOBNEHUS

OAHWM U3 [JONONHWUTENbHbIX METO0B MOJIOUTENbHOM
MOTUBALIMM MOXET ObiTb BblAaya «Mefanu 3a XxpabpocTb»
WM WIPYLIKM Mocie TOro, Kak pebeHOK OKOHYaTeSlbHO
MPOCHYCS.

CpoKu npe6biBaHUA peGeHKa B 60JibHULE

B cnyyae HenpogomKMTENbHbIX BMELLATENbCTB, Hamnpwu-
Mep, B opTabMOXMPYPrun, y A€TEN MOMKHO MCMONb30BaTb
METOAMKY 6bICTPOro NOcAeonepaLMoOHHOro BOCCTaHOB/IEHHUS
(fast-track) [17]. 3TOT noaxoa NO3BONASET MUHUMWU3UPOBATb
Bpems npebblBaHUs pebeHKa B cTalMoHape U yMEHbLUUTb
CBfI3aHHbIE C 3TUM 06LLEN3BECTHbIE PUCKKM [18].

OpraHuM3auuoHHaa Mmojesib NPoBeeHUus aHecTe3un

C y4eTOM MpPeACTaB/IEHHOrO BbIlE OMWCAHUA MOXHO
NpeasoxKuTb CeayloLLyo OPraHn3aLnMoHHY0 MoJeNb NpoBe-
[IeHUS aHeCTe3MM B 06CTAHOBKE, IPYXECTBEHHOW K pe6GEHKY
(cm. Tabnmuy).

3AK/TIOYEHUE

OKkasaHue MeauLMHCKOW MOMOLWM Ha OCHOBE nauu-
E€HTOOPUEHTUPOBAHHOW MOoAEeNN MeAWUMHbI NogpadymeBa-
€T TeCHOoe B3aWMOAEWNCTBME C MNauMeHTaMu U YieHamu
MX ceMel Ha npuHuuMnax napTHepcTBa. [lpeanoxeHHas
OopraHu3aluMoHHas Moenb NpeacTaBnseT co60M KOMMNEKe
MEPOMNPUATUIA, HanpaBiEHHbIX, MO MHEHUIO aBTOPOB, Ha
CO3JaHMe MNCUXONOTMYECKM KOMGDOPTHOIrO OKPYXKEHUS O1A
neanaTpUyecKnx MauMeHTOB XMPYPruyeckoro craumoHapa
Ha 3Tanax MocCTynieHus peGeHKa B KIMHUKY, npegone-
PaLMOHHOrO0 OCMOTPa aHecTe3noI0roM, TPaHCMOPTUPOBKHM
B OMepaLMoHHbIM 610K, BBOJHOIO HapKo3a, BbIMOMHEHUS
MHBa3MBHbIX MPoOLLeAyp, MPOGYKAEHUS 1 paHHEro nocneone-
pauMoHHOro nepuoga. Komnnekc mMeponpuaTMin BKIKOYaET
B cebs OpraHM3auMOHHblE PELUEHUs, 0By4eHUe MeaULIUH-
CKOro nepcoHana npuHuMnam LOBepUTENIbHOMO OTHOLLEHUS

C y4yeToM Bo3pacTa pebeHKa, paHHee Havyano aHTepanbHOro
NUTaHWs U BOCCTAHOBNIEHNS MUTLEBOIO PEXMMaA M LUIMPOKOE
MCMNonb30BaHWe TEXHOOrMKU BGbICTPOro NnocneonepayoHHO-
ro BOCCTaHOBNEHMS (ObICTPOrO MyTH) aHECTE3UM.
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UHdopmauusa Colo3a neguatpoB Poccum

https://doi.org/10.15690/vsp.v22i6.2650
C.A. llep

M) Check for updates

MeayHapoaHbl ieHb neguaTpa*

20 HOA6pS exerogHo B Poccun 1 apyrmMx ctpaHax otMeya-
etc MexayHapoaHbli AeHb neavatpa. 3TOT AeHb Hecny4anHo
coBnagaeT co BceMupHbIM AHEM pebeHKa. JencTBUTENbHO, 3TH
[1Ba Npa3aH1Ka Hepa3pblBHO CBS3aHbl ApYr C APYrom, NOCKOSb-
KY MMEHHO neauaTtpbl CTOAT Ha CTpake [AETCKOro 370pO0BbS,
BCE MOMbICNbI U AEAHUS MMEHHO NeauaTpoB MOMOMEHbl Ha
anTapb CNyKeHWs AeTaM.

KaKoBbl e KOpHM 3TUX Mpas3aHWMKOB, npexae Bcero Bce-
MWUPHOro AHS pebeHKa? Bonpockl coumanbHOW 3alluTbl AeTen
6€ecrnoKonnm UMBWIN30BaHHOE OOLECTBO C AaBHWX BPEMEH,
OfIHAKO Aopora K oduuManbHO 3aeK1apupoBaHHbIM NpaBam
[leTen nony4unacb JOATOW M Henerkow. B cpepe nepeposoi
€BPOMNeNCKoN 06LWEeCTBEHHOCTH XX CToNIeTME MOSY4MSIO Ha3Ba-
HUe «BeK pebGeHKa». ABTOPOM [aHHOro TEPMMHa BbICTynuna
lBEACKas nucaTeNbHuLa, neaaror M o6LLECTBEHHbIN AedTeNb
OnneH Ken (1849-1926). B cBoel KHure «Bek pebeHKa» OHa
yTBEpXKAana, Y4to «no3uUTUBHbIE U3MEHEHUS B MUPE NPOU30MayT
TONbKO TOrAa, Koraa pebGeHOK Moay4yuT CBOM MpaBa» U «HpaB-
CTBEHHOCTb CTaHeT 6osfiee coBeplUeHHOM». Ee no3nuua 3akto-
Yyanacb B r'yMaHHOM OTHOLLEHWW K AETCTBY, 3alUuTe NpaB AeTew,
HEeo6X0AMMOCTH CO3[jaHWs YCIOBUI ANSt NMOMHOLEHHOMO pa3Bu-
TMS MHAMBUAOYaNbHOCTU KaXaoro pebeHKa.

B nepBoe aecsAtnnetve XX ctonetus uaev dnneH Ken nony-
YUK LWMPOKOE pacnpocTpaHeHWe M CrnocoO6CTBOBaNU Havany
CTaHOBNEHMS AETCKOro npaBa, COLManbHO-MPaBOBOM OXpaHbl
fgetctBa. B 1913 r. B bpioccene coctosncsa | MexayHapoaHbin
KOHrpecc no oxpaHe AeTCTBA, B KOTOPOM y4acTBOBanu aenera-
LMK n3 28 cTpaH. KoHrpecc npuHan NpoeKkT co3aaHna MexayHa-
poaHoro 6t0po Mo oxpaHe AETCTBA, OAHAKO OH He 6bln peann3o-
BaH B CBA3M C Ha4yanoMm [lepBoi MMPOBOM BOMHBI.

B 1921 r. B bptoccene npouwen || MexayHapoaHbI KOH-
rpecc, Ha Kotopom 6onee 1200 pgeneratoB u3 31 cTpaHbl
NPUHAAKU pelleHre 0 co3aaHun MexayHapoaHoM accoumaLimm
no oxpaHe aetcTBa. B npuHsaTOoM YcTaBe Accoumaums yKkasana
Ha Heob6X0AMMOCTb MOAAEPHMBATb KOHTAKT ¢ Komuccuen no
oxpaHe geTcTBa, ob6pas3oBaHHOM npu Jlure Hauun. B 1922 r.
B bptoccene coctosnack nepeas ceccus Accoupalmm, Ha KOTo-
pov 06Cyaanncb BONPOCHI «OpraHu3auny O4HOPOLHOW CTaTH-
CTUKM OETCKOW CMEPTHOCTW», Ha BTOpOW ceccun Accoumaunu
B 1923 r. B }KeHeBe Wwna guckyccus no npobneme «penarpua-
LMK 6ecnpu3opHbIX AeTer U3 OAHMX CTPaH B Apyrue, o Bbipa-
60TKE MEeXAyHapoaHoro cornawexHus ans 6onee AIMTENbHOMO
B3bICKAHWS aNIMMEHTOB C OTLIOB, MOKWHYBLUMX 6€3 MOAAEPHKKM
CBOM CEMbM U BblexaBLUMX B APYr1e CTPaHbl».

MM ellle ogHOM AETCKOM NpaBo3alUUTHULbI Havana XX B. —
ArnaHtvH [)ke66 (Eglantyne Jebb). B 1919 r. B JloHOOHE OHa
ocHoBana «PoHpa cnaceHus aete» (The Save the Children Fund),
a yepe3 rog B KeHeBe — «MexayHapoaHbIM COIO3 CraceHUs
[leTel» B MOAMLEPIKKY AETEN-CMPOT, MOCTpajaBlMX OT ronoja
W HuweTbl. B 1921 r. 3rnaHtvH [ke66 Hanpasuia NpoayKThl
NUTaHKUS, BELM U MeIMKaMeHTbl ronoaatoLum AeTam MoBoMKbA
CoBetckon Poccun. OHa pasdpabotana eHeBCKylo Aeknapa-
umio npaB pebeHKa, Kotopylo B 1924 r. ytBepauna [artas
Accambnes Jlurn Hauui.

OCHOBHble NPUHLUMNbLI EeHEBCKOM AeKnapauun 3akioya-
JIMCb B 06ECMNEYEHMM «MTPUIOTOM CUPOThbl U 6GE3NOMHOr0 pebeH-
Ka», MULLLER — ronoHoro pebeHka, B 0OKasaH1Mn NomMoLm 60Mb-
HOMY pebeHKy, B NepBYto 04epeab B TAXeNnoe Bpems UCTbITaHWH,
B NpeaocTaBneHnn pebeHKy «CPeacTB AN ero HopMasbHOro
GV3NYECKOTO U OyXOBHOMO Pa3BUTUS», «3alUMUTbl OT BCeX GOopM
3KcNnayaTaLuu», B CO3aHNM YCNOBUI «na pocTa B aTMochepe
no6Bu», «BOCNUTAHUS pebeHKa B OCO3HaHWMKM TOro, 4TO ero
NydliMe KavyecTBa [JOMKHbI CNYUTb Ha MOb3y APYrUM JOASM».
HecmoTpst Ha CBOM HeJOYEThI (MPOBO3MallEHHbIN aKT He ABASN-
¢ 06513aTeNbHbIM 19 NOANUCaBLUMX ero rocyaapcTs, NpeacTaB-
N§n B 60/blIEN CTENEHN 0653aHHOCTU B3POC/bIX MO OTHOLLIEHMWIO

K AETSIM, YeM WX NpaBa), eHeBCKas AeKnapaLums umena orpom-
HOe 3HauyeHwue, NMOCKOMbKY ABAsSNacb NepBbiM JOKYMEHTOM MO
OXpaHe npaB AeTen B MeXAyHapoAHO-NPaBOBbIX aKTax.

N tonbko 20 HosA6psi 1959 r. pesontoumen 1386 (XIV) le-
HepanbHon Accam6nen OOH 6bina npuHaTa [eknapauus npas
pebeHKa, CTaBlas JOMMYHbIM NPOAOCIKEHNEM Bceoblien aek-
napauuu npaB 4YenoBeKa, nNpuHaTon pesontoumen 217A (lll) Te-
HepanbHon Accamb6nen OOH 10 pekabpsa 1948 r. B [leknapa-
UMK nNpaB pebeHKa Bnepable oduLManbHO 6biin 3anucaHbl CoLK-
anbHble M NPaBOBble HOPMbI 6a1aronony4ns aeten n 06893aHHOCTH
B3pocnblX. «[IpuHUMas BO BHUMaHWe ¢akT, 4To pebeHoK, BBUAY
ero Gpu3n4ecKorm U yMCTBEHHON HE3PENOCTU, HyKAaeTcs B cre-
LuManbHOM oxpaHe v 3ab0oTe, BKIOYas Hag/lexallylo npaBoBylO
3alLMTY, KaK 10, TaK M nocne poxaeHus», l[eHepanbHas Accambnes
npoBo3rnacuna [leknapauuio npas pebeHKa ¢ Lienbto npeaoctas-
NIEHNs AETAM «CHYaCT/IMBOro AETCTBa Ha WX co6CTBEeHHOoe 6naro
W Ha 6naro obulectBa, o6ecneyeHuss Mx npasamu U ceBoboja-
MW, KOTOpble 3AeCb MpeaycMoTpeHbl». [eknapauus npvsbiBana
«poauTenen 1 oTAeNbHbIX KL, a TakKe LOOPOBO/bHbIE OpraHn3a-
UMK, MECTHble BNacCTW W HalMOHasbHble NPaBUTENLCTBA K TOMY,
4yTO0Gbl OHW NPU3HANK W CTapanucb cobntoaaTb 3T NpaBa nyTeM
3aKoHoAaTeNbHbIX M ApYrux Mep». Tak, leHepanbHaa accaménen
OOH npoBosrnacuna 20 Hos6psa BceMUpHbIM AHEM peGeH-
Ka. Kpome TOro, 6b1710 peKoMeH0BaHO BBECTU B NPAKTUKY
npasgHoBaHue B TOT e AeHb MexayHapoaHoro AHA neaunar-
pa, 4To6bl NPUBAEYb BHUMAHWE OOLECTBEHHOCTU K Npodeccuu,
K N11045IM, KOTOpble NOCBATUIM CBOIO KM3Hb 3A0POBLIO AeTew. s
60/bLIMHCTBA NEANaTPOB WX CheLManbHOCTb CTafla He TONbKO
npodeccuoHanbHON cyab60K, HO U CMbIC/IOM XU3HW.

3HayeHne negmaTtpa B XU3HWM CEMEN C AeTbMM TPYAHO nepe-
OLEHUTb. He KTO MHOW, KaK neguatp, 3ab0oTUTCS O 340POBbE
pebeHKa ¢ caMoro poxaeHus u a0 18 net. Xopolunit AETCKUI
Bpay Ansa poautenei CTaHOBUTCS HaZEXKHOM Onopowt Ha gonrve
rofbl. B rno6anbHom macwtabe cneunduKy Tpyaa neanaTpos
MOXHO OXapaKTepu3oBaTb Kak 3aboTy 0 6yaylieM MOKONEHWH
ceMbu, 06LLECTBA U rOCyAapCTBa.

TepMuH «neguaTpus» NpULWEN U3 FPEYECKOro A3blKa: paidos —
pebeHoK, iatreia — BpayeBaHWe, nedenue. leanartpusa, unu
y4yeHne 0 AETCKMX BGOoNe3HsX, — OTHOCUTENbHO Monogast Meau-
UMHCKas HayKa, KoTopast Ao XIX ctonetus Kak camocTosiTeNbHas
AMCUMNAMHA He CyllecTBOBana, XOT Ha OCOBGEHHOCTU NeveHus
[lETEN yKa3blBaM elle ApeBHUE Bpayu. Bennkui aHTmyHbIM Bpad
Mnnokpat (460-372 rT. A0 H.2.) B cBoen KHure «O npupone
pebeHKa» BblCKa3blBas MbIC/b, YTO A€TEN HE CNeayeT e4nTb Tak
e, KaK B3pocblX. CpejHEeBEKOBbIM NEPCUACKMI YHEHbIN 1 BpaY
ABuueHHa (980-1037) B cBoeM «KaHOHe BpayvyebHOM HayKu»
yKa3blBan Ha TO, YTO HEBbLIMNOAHEHUE TUIMEHUYECKUX TpeboBa-
HMM cNOcOBCTBYET POCTy 3ab0neBaHWi cpean AeTen u AeTCKOM
CMEPTHOCTU. [eHManbHbIM PYcCKUii yyeHbln M.B. JlomoHoCOB
(1711-1765) B Tpyae «O pa3mMHOXKEHUN U COXPAHEHMWU POCCUN-
CKOro Hapoga» 3a0CTPU/1 BHUMaHWE Ha O4eHb BbICOKOM AETCKOWM
CMepTHOCTH B Poccum 1 Npeaioxun pag Mep ans ycTpaHeH s 31o-
ro 3na. OCHOBOMONOXKHUK pyccKkon neguatpun C.P. XOTOBULKKI
(1796-1885) B 1847 I. B NepBOM OTEYECTBEHHOM PYKOBO/CTBE
«leguatpuka» chopmynnMpoBan onpegeneHve neauaTpun Kak
«HayKM 06 OTAIMYMTENbHbIX 0COBEHHOCTSIX, OTNPABAEHUSX U 60Ne3-
HAX AETCKOro opraHuM3ma v OCHOBAHHOM Ha Tex OCOGEHHOCTSX
COXpaHeHWW 340POBbS U Ne4eHns 6oNe3Hen y AeTeMy.

BaxHbIM MeanKo-coumanbHbiM COBbITUEM B UCTOPUM
Poccun ctan nognucaHHblM 1 ceHTabps 1763 r. umnepatpu-
uen ExkartepuHon Il MaHudect 06 ydpexaeHnn B MoCKBe
MmMnepaTopcKoro BocnuTaTeslbHOro Joma € rocrnutanem, UHW-
LMaToOpPOM CO3[aHMsi KOTOPOrO BLICTYMMA KPYMHbIA rocyaap-
cTBeHHbIN aeatens U.N. beukon. MaHUdeCT cTan BaxHenWmm
[IOKYMEHTOM, 06baBAABWKUM UMnepaTopckuii MOCKOBCKUiA BOC-
nuTaTeNlbHbIM [OM FOCYJAPCTBEHHbIM YYpPEXAEHUEM, MpefHa-

* OpwurvuHan onybnnKoBaH B xypHase «[leanatpudeckas dapmarkonorus», 2023;20(6):610-611. doi: https://doi.org/10.15690/pf.v20i6.2661



3HAYEHHbIM «4/151 COXPaHEHMS KU3HWU U BOCMWUTAHUS B NOb3y
obuectBa B 6€4HOCTU POXKAEHHbIX MSlaAeHLEeB», 6ONbLIMHCTBO
M3 KOTOPbIX ObliM TAKENOB60AbHLIMU MAM HEAOHOLIEHHbIMM
1 TpeboBanu CPOYHON MEAULIMHCKOWM MOMOLLM, YTO MOCNYXKKUIO
MPUYUHOM CO3[aHus rocnuTans B BuAe CTalMOHapoB-na3ape-
TOB AN 60/IbHbIX MAAAEHUEB TPYAHbIX OTAENEHUM U OTKPLITUSA
B 1799 r. OKpyXHOM O6ONbHULbI AN M30ASUMU U JleYeHuUs
NMUTOMUEB C WMHOEKLMOHHbIMK 3aboneBaHUsIMU, GaKTUHECKM
CTaBLUMX NEPBLIMKU B CTpaHe AETCKUMM CTalMOHapamu, XOTs
1 BEIOMCTBEHHOIO MacluTaba.

B XIX B. nosaBUIMCb nepBble AETCKME TOPOACKUE BOJbHM-
upl. B Mapwke B 1802 r. 6bina OTKpbITa nepBas 6onbHMLA
NS JeTel, cTaBlWwas B NepBOM MOMOBWMHE CTONETUS BEAYLIMM
€BPOMNENCKUM LEHTPOM MOArOTOBKM CreuManuctoB B obna-
CTU AeTcKkux 6onesHen. Bropon B EBpone 1 nepson B Poccumn
CTana petcKas 60fbHMUA, ocHoBaHHas B CaHKT-leTepbypre
B 1834 r. (HbilHe — [leTckasi MHdeKUMoHHas 6onbHMLa N2 18
uM. H.®. dunatosa). B 1842 r. oTkpbinacs nepsas MockoBcKas
ropofckasi geTckasi 60nbHMUA W nepBas B MUpe 6OMbHULA
ANa getev rpyaHoro Bo3pacTta (HblHe — [leTcKasa KinHU4YecKas
6onbHuua N2 13 um. H.®. dunaTosa).

MepByto B Poccun camocTosTeNbHylo Kadeapy AEeTCKMX
6onesHen ocHoBan B [leTepOyprckoM MeauKo-Xxupypruye-
CKOM axkajgemun B 1870-1876 rr. npodeccop H.N. Brictpos
(1841-1906). OpraHu3aTopoOM M pyKOBOAWUTENEM NEepBOMN
camocTosTeNlbHOM Kadeapbl AeTCKUX 60ne3Heln MOCKOBCKOro
yHuBepcuteTa (1891) ABnsinCA BEIMKUIA POCCUMCKUM neamatp
npodeccop H.d. dunatos (1847-1902).

Poccuickne OeTckuMe Bpayu M y4eHble BHECW OrPOMHbIN
BK/aL B pas3sutve neauatpuu. Ha py6exe XIX—-XX BB. oco-
60€e BHMMaHWEe M GECNOKOMCTBO Bbi3blBa/l BbICOKUM YPOBEHb
[ETCKOW CMepTHOCTU. PyKkoBOAMTENW MEpBbIX POCCUUCKMUX
NeANaTPUYECKMX KIIMHUK SBASSIMCb HE TOMbKO BbICOKOKAC-
CHbIMW BpayaMu, U3BECTHbIMW YYEHBIMW, HO W BblAAIOWMNMHUCS
06LLECTBEHHBIMU AEATENAMM, YAENABLWMMU MHOMO BHUMaHUS
npo6nemMe COXpaHeHUs 300POBbSi AETCKOrO HacCeNeHuns Kak
BaXKHENLIEeN CoCcTaBNsAOWEN OOLECTBEHHON MeauLMHbL. TaK,
B 1901 r. B pa3HbIx ropogax Poccuu no nHULMaTMBe neanaTpos
W.B. TpouuKoro, B.O. [y6epTta, A.O. leplieH30Ha opraH1aytoTcs
KOHcynbTaumMn «Kannau monoka». B 1910-1912 rr. BenUKUI
poccumckmn neguatp H. CnepaHckui (1873-1969) co3pan
B MocKBe Komnnekc «Jom rpygHoro pe6eHKa», BKIOYaBLLIMM
OETCKYIO KOHCY/bTaLLMI0, MOIOYHYIO KyXHIO, CTalMoHap Ans rpya-
HbIX IeTEN, BbICTABKY NO OXPaHe MaTEPUHCTBA U MIaeHYeCcTBa.
Boigatowmics negnatp K.A. Payxdyc (1835-1915) ocHoBan
B lNeTepbypre AETCKyo 6ONbHULY, MPOEKT KOTOPOKW pa3paboTan
OH CaM C y4eTOM NnaToNnorMm AeTcKoro Bo3dpacrta. B 1913 r. yye-
Hbl opraHn3oBasn «Bcepoccrickoe noneynTenbcTBo 06 OXpaHe
MaTepuvHCTBa M MnafeHvyectBar». Bce HayvMHaHua negnatpos
OblNN HaMpaBNeHbl Ha COXPAHEHWE U3HU 1 300POBbS AETEN.

Cnepnyet OTMETUTb, YTO B POCCMICKOM MMNepunn AETCKNE 60Nb-
HWLbI COAEPANUCb B OCHOBHOM Ha GnaroTBOpWUTENbHblE Cpea-
CTBa M YacCTHble MOXKEPTBOBaHWS, rOCYAAPCTBEHHbIE Cy6CUanK
OblNM HedHauuTenbHbIMU. [locne OKTA6GPLCKOM coumanucTuye-
cKou pesontoLmm 1917 . B CoBeTcKom Poccum cosgaetcs rocyaap-
CTBEHHas cMcTema oOxpaHbl MaTEPUHCTBA M M1aAeH4YeCcTBa, OCHO-
BaTtensamu kotopow asnstotes B.I1. Jlebeaesa v H. CnepaHcKum.
B 1920-e rT. opraHv3yeTcs WMpOoKas CeTb JIe4eBbHO-NpoduaK-
TUYECKUX YYPEKOAEHWUW: SICNEN, KEHCKMX M AETCKUX KOHCYNbTa-
UMM C MOJIOYHBIMM KYXHSIMM, OETCKUX MOMUKIMHUK U GONbHWML.
Co3faHve COBETCKOM CUCTEMbI OXpaHbl MaTepUHCTBaA U Mfa-
[EHYecTBa «BHEC/O CYLLECTBEHHYIO NIENTY B pELIEHNe OAHOW U3
caMblIX OCTPbIX CoLManbHbIX Npobnem Poccum», cnocobeTBoBano
CHWXXEHMIO BbICOKOr0O YPOBHS M1a[leHYE€CKON CMEPTHOCTH.

BbICTpble TeMMbl pocTa Yncna nevyebHo-NPoPUIaKTUYECKMX
YYPEKAEHUN MO OXpaHe 3[0pOoBbs AeTen TpeboBanu pelle-
HUS Npo6nembl geduumnTa neguaTpuyeckmx kagpos. B 1930 .
BO Il MOCKOBCKOM MEMLMHCKOM MHCTUTYTE (HbiHe — Poccui-
CKMIM Hay4HO-UccneaoBaTebCKNMii MeOULIMHCKUIM YHUBEPCUTET
uMm. H.W. Tuporosa) oTKpbIica daKynsTeT oXpaHbl MaTepuH-
CTBa, M1lajeH4yecTBa M AeTCTBa, peopraHn3oBaHHbin B 1934 1.

B neguaTtpuyeckumn daKynbTeT, cTaBluMiM 06pasLom ans co3ga-
HUSI @aHaNOrMYHbIX GaKynbTETOB MEAMLIMHCKMX BY30B MO BCEN
cTpaHe. CaMbIM M3BECTHLIM, €MHCTBEHHbIM B Poccun 1 Mupe
BYy30M, FAe BedeTcs MOArOTOBKa [AETCKMX Bpayven, cuyuTaer-
cs CaHKT-leTepbyprcKMin rocyaapCTBEHHbIM NeanaTpuyecKumn
MeOULMHCKMI yHMBepcuTeT. Co3aaHne (aKynbTeToB C Mpo-
GuUnbHbIM 06pa3oBaHMEM [OETCKMX Bpaven crnocobCcTBoBasio
JanbHeWleMy pa3BWTUIO NeauMaTpuu U PeLleHuo Npobaembl
aeduvunTa neguaTpumyeckmx Kagpos. OpraHu3aums BO MHOMMX
ropoAax CTpaHbl Hay4HO-UCCNEeA0BaTENbCKMUX MHCTUTYTOB Neau-
aTpuyeckoro npodunsa No3Bonuaa NOBbICUTb YPOBEHb Hay4HbIX
ncenefoBaHuin B 061acTv neguaTtpuu, ypoBeHb KBanuduKaumm
[eTcKkunx Bpadven. CoBeTCKaa cuctema OxpaHbl 3[40pOoBbs AeT-
CKOro HaceneHusi, 6yay4n no COAEPHaHWIO rocyaapCTBEHHOM,
obecneynna 3adPEKTUBHOCTb U ycriex B chepe CoXpaHeHus
W YKpenneHus 340poBbs feTei B CoBeTckom Colose.

CoBpemeHHasi negnaTpusa M3y4aeT 3aKOHOMEPHOCTU pocTa
1 pa3BuTUA pebeHKa, BONPOChI OXPaHbl 340POBbS AETEN, NpU-
YWHbI U MeXaHU3Mbl 3aboneBaHui, cnocobbl pacno3HaBaHus,
neyexuns n peabunutaunn. OCHOBHOWM 3afavyen neguaTpuv aBns-
0TCA COXPaHEHWE MM BOCCTaHOBMIEHME COCTOSIHWSI 340POBbS
pebeHKa, No3BONSIOWME EMY MAKCMMabHO MOJHO pPeanu3o-
BaTb NOTEHLMAN CBOEN }M3HW. B HacToswee BpeMs BbIAENSIOT
HECKOJ/IbKO HanpaBfieHW neanaTpmmn: NPoOUNaKTUYECKYIO, KIK-
HWYECKYI0, Hay4HYIO, COLIMANbHYIO0 U 3KOMOTMYECKYIO.

K coxaneHuto, B COBpEMEHHOM MMpPE, KaK ¥ Koraa-To, npo-
WUCXOAMT HapyLIeHWe npaB AeTen M NoApPOCTKOB. [leTh ocTatoTcs
CaMbIMW YA3BMMbIMK YNleHaMu Nilo6oro obLliecTBa, HauMeHee
3allUMLEHHON KaTeropuen rpaxiaH, npuyem He TobKO B 6ea-
HbIX U Pa3BMBAaIOLWMXCSA CTPaHax, HO M B CTpaHax C pa3BMUTbIMU
3KOHOMMWKaMu. M aTo TpebyeT 0c060ro BHUMaHUS K HUM CO CTO-
POHbI FOCYAAPCTBEHHbIX M OBLLECTBEHHbIX CTPYKTYP.

B HacTosLWee Bpems Hanbonee pacnpocTpaHeHHbIMK Hapy-
LIEHUSIMM MPaB AeTew CHUTAOTCA HEYJOBNETBOPUTENbHbIE YCI10-
BWS JKMU3HM C HapyLLEHUEM COLMaNbHO-MPABOBbIX HOPM, OTCYT-
cTBME 6e30MacHOro Xuibs U MecTa Ans Urp, HecobnoaeHve
CaHUTapPHO-TUTMEHNYECKON U KUULLHO-ObITOBON OBCTAaHOBKMH,
6€e3 4yero HEBO3MOXHO HOpMaslbHOE pa3BuTUE pebeHKa 1 noa-
AEepXKaHWe ero Kpemnkoro 340poBbs. HecMoTpsi Ha MOCTOSIHHOE
pa3BuTME pasfiM4YHbIX pas3nenoB nNeauaTpuu, Ha Halewn nna-
HeTe OCTaeTcs elle AOCTaTOYHO MHOr0 PErMOHOB C BbICOKMM
YPOBHEM [ETCKOM CMEPTHOCTU, Bbi3BAHHOW MHOEKLMOHHBIMU
3a60/1eBaHNAMM, HUKUM YPOBHEM KY/LTYPbl POAUTENEN, HEAO-
elaHNeM WU HEMONHOLIEHHbIM MUTaHWEM, aHTUCAHWTAPHbLIMU
YCNOBUSIMU, HELOCTaTO4MHbIM Pa3BUTUEM MPODUAAKTUHECKOTO
1 COLManbHOro HanpaBeHUH NeguaTpun.

BceMupHasa opraHu3aums 34paBooXpaHeHns, GoHAabl 3allu-
Tbl AETEN, @ TAKKE YYPEKAEHUA 3[4PaBOOXPaAHEHUS NPU3bIBAIOT
BNacT1 06paTUTb BHUMaHWE Ha AOCTOMHOE OKa3aHue MeAULMH-
CKOM MOMOLLM AETAM M NMOAPOCTKAM C MPUMEHEHWEM BbICOKOTEX-
HONIOFMYHOIO fTabopaTOPHO-AUArHOCTMHECKOro 060pPYAOBaHMS,
COBPEMEHHbIX TepaneBTUYECKMX METOAOB C MOJIHbIM CMNEKTPOM
HEo6X0ANMbIX MEAMKaMEHTOB, a TaKKe Ha BbICOKOKa4eCTBEHHOE
06pa30BaHMe LETCKUX Bpayew, NoBbllEHNE MX KBanudUKaLmm
C Noy4YeHNEM LOMKHOIO YPOBHS HE TObKO NPOdECCUOHaNbHbIX
MEANLIMHCKMX 3HAHUM, HO M 0COObIX NMCHUXONOrMHYECKMX HABbIKOB,
KOTOpbIE HapsIAY C IMYHOCTHBIMM KavyecTBamu MO3BONSIOT yerneLl-
HO paboTaTb ¢ AeTbMu. [leanatpom MOXeT paboTaTb TOSbKO TOT
Bpay, KOTOpbI 06nagaeT 0CoObIM TalaHTOM, JIl060BbIO K AETAM
N MOXET HaUTU MHAMBUOYANbHbIN MOXO K KaXaoMy PEGEHKY.

Hauwy ny6nvKaumio Xxotenocb 6bl 3aKOHYUTb CTPOYKaMM M3
rumHa Coto3a negmatpoB Poccuu, HanncaHHOro BpadoM-neau-
aTpoM M yyeHbiM M.KO. l[anakTMoHoBOM:

Mbi ¢ Bamu rpu3BaHbl CTOSTb

Ha cTpake AETCKOro 350p0BbS.
W Halwe Kpeao — ucuensitb
CBOUM Teraom, cBOeH 1t060BbIO.
MycTb 6es1bik roay6b MPOHECET
Bnaryto BecTb o Bcer Poccum —
3emis cnaceHbe obpeTeT

B nnye 1BOEM — neguatpus!
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Memorable Dates

MamaATHbIE paThbl

NMamATHbIE aaThl

W) Check for updates

3epHoB HuKonaun faBpunoBuy
(16.11.1923-17.09.1991)

Hukonan TlaBpunoBuy
3epHOB — W3BECTHbIM
COBETCKUW YYeHbIn-neau-
aTp, OOKTOP MEAULIMHCKUX
HayK, npodeccop, 3acny-
KEHHbIN fesTeNb HayKu.

Poaunca Hukonaw [laB-
punoBuy 16 Hoabpsa 1923 T.
B MoxarickomM painoHe Moc-
KOBCKOM 0651acti. OKOHYMB
LWKONY, MOCTYNUA Y4WUTbCH
B BoOeHHO-MeauuMHCKYLo
akagemuio. Bo Bpems Be-
nnMKon OTe4yecTBEHHON BOWM-
Hbl, 6yay4M KypcaHTOM aKa-
OEMUK, Haxoauncs B psgax
3alWMTHUKOB 6/10KagHOro
NeHuHrpaga. HarpaxaeH
MedansamMmu «3a 6oeBble 3acnyrm» n «3a nobegy Hag [epmaHu-
en B Benukown OTeyectBeHHON BoHe 1941 -1945 rr.».

Mo oKoH4yaHun B 1946 r. BoeHHO-MEeAULIMHCKOW aKa-
femun H.I. 3epHOB Cny»un BOMCKOBLIM BpayoMm 65-1 BO3-
aywHon apmun. B 1950-1952 rr. npoxoaun NoAroToBKY
B aAblOHKType (BOEHHbIM aHanor acnupaHTypbl), pesynbra-
TOM KOTOpOM CTana 3aliuTa KaHAMAaTCKOM aAuccepTaluu.
C 1952 no 1956 r. paboTan Hay4YHbIM COTPYAHUKOM Kadeapsbl
[IeTCKMX 60ne3Hen BoeHHO-MeaMLIMHCKOM akaaeMuu.

B 1956 r. Hukonan laBpunoBuy jeMobmunnM3oBasncs 1 nepe-
exan B MOCKBY, rje B Te4eHMe 4YeTbipex NeT 3aHnumal JOSK-
HOCTb CTapLIero Hay4Horo coTpyaHuKa MHCTWTyTa neamatpuu
AMH CCCP. B 1960 r. noctynun Ha pa6oTy B 4-e [naBHoe
YnpasneHue npu Munsgpase CCCP, roe Tpyauncs go 1972 r.

B 1966 r. 3awutia OOKTOPCKYlD AMcCCepTauuilo Ha Temy
«XapaKTepucTuka O6MEHHbIX NPOLLECCOB MPWU BPOXKAEHHbIX
NopoKax cepaLa y AeTei U NOAPOCTKOB A0 U NOC/e onepaLumy.

B 1970 r. H.I. 3epHoB cBA3an cBO NpodeccuoHasbHyo
[esATeNIbHOCTb C Kadeapon AeTcKux 6onesdHen MOCKOBCKOro
MeLUKO-CTOMAaTO/IONMYECKOr0 UHCTUTYTa (HbiIHe — MIMCY
um. A.N. EBAOKMMOBaA), KOTopyto Bo3rnaensan go 1990 r.

bnarogaps WKWPOKOMY Hay4HOMY Kpyro3opy npodecco-
pa 3epHoBa COTPYAHUKM Kadeapbl 3aHUManNUCb pasHoob6-
pasHbIMM W BCeErga aKkTyalbHbIMWM Hay4yHbIMW Mpobnema-
MW, BKIOYasi AETCKME racTPO3HTEPOIOrnio, Kapamonoruto,
reMaTosioruto, annepruyeckne 3a6oneBaHus, HEOTIIOXKHbIE
COCTOSIHMS B [E€TCKOM Bo3pacTe, GepMeHTOANarHoCTUKy
HedponaThin. Y4eHbln cTan OAHUM M3 OCHOBOMOJIOXKHUKOB
0Te4YeCTBEHHOMN AETCKOM racCTPO3IHTEPONOrUM.

H.I. 3epHoB — aBTOp 6onee 280 Hay4HbIX TPYAOB,
9 MOHorpadum n 7 y4ebHbix Nocobuin. bbin yneHom npe-
3uamyma BcepoccuincKkoro obuiectBa AETCKUX Bpayew,
npeaceaaTenemM peBUM3MOHHOM Komuccun MpaBneHus Bcee-
COIO3HOro 06l ecTBa 4ETCKMX Bpayven, 3aMecTuTenem npea-
cefartens KOMUCCUKM NO NpenoJaBaHWIO NeaMaTpum B BblC-
KX y4ebHbIx 3aBefeHusax npu YY3e Munsgpasa CCCPR
yfeHom npesnanyma MexayHapoaHOro neanaTpu4ecKoro
KonneaKa v Y1eHOM PEeAaKONErMn MexayHapoaHOro Xyp-
Hana «[legnatpus», rMaBHbIM BHEWTATHbIM AETCKUM racTpo-
3HTeponorom M3 PCHCP.

3a 60nbluve 3acnyrn B pa3BUTUN MEOMLMHCKOM HayKu
H.I. 3epHOB 6bln HarpaxkaeH TakuMKU NPaBUTENLCTBEHHBIMU
Harpagamu, Kak ABa opfeHa «3HaK no4yeTar, yAOCTOEH 3Ba-
HUS «3acny>KEHHbIN AeATeNb HayKW».

Coto3 negnatpos Poccumn
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W) Check for updates

JlykbsaAHOBa EneHa MuxannoBHa
(13.01.1923-15.08.2014)

EneHa MwuxannoBHa JlyKbSiHOBa — COBETCKWUM W YKpauH-
CKWW Y4YeHbli-neguaTtp, AOKTOP MEAUUMHCKMX HayK (1966),
npodeccop, 3aciny)KeHHbI fesTeNlb HayKu W TexHuku YCCP

(1982), akagemuKk AKkagemuun MeguuMHCKUX Hayk CCCP
(1984), HaunoHanbHOM aKageMuu HayK YKpauHbl (1992),
HaunoHanbHOM akafjleMun MeMUMHCKUX HayK YKpauHbl (1993),
Poccuickorn akagemnmn MeauUmMHCKKX HayK, AMEPUKaHCKON aka-
[eMuu negnaTtpoB, NoveTHbIM YneH Coto3a neamatpos Poccun.

E.M. JlykbsiHOBa pogunacb B YepHUroBCcKOM obnactu
YKpanHckon CCP B cembe yuutenen. Bo Bpemsa Benukow
OTe4yecTBEHHOW BOMHbI CNyXKUna pasBeayuuen u Meacectpomn
B NapTu3aHcKoM oTpsage. B 1949 r. okoHunna Knesckuii meau-
LIMHCKMUM MHCTUTYT M nocTynuna Ha pa6oty B Kuese B HUM
oXpaHbl MaTepUHCTBa 1 AeTcTBa (¢ 1965 r. — HUW neaunatpum,
aKyllepcTBa M rmHeKonoruu). B nHctutyTe npolwuna npodeccuo-
HaslbHbIM MyTb OT MIAALLENO, 3aTEM CTaPLLErO HAY4YHOrO COTPYA-
HWKa A0 3aBeayloLen OTAeNoM NPOUNAKTUKM U Tepanuu AeT-
CKMUX 6one3Hen (1963), 3amecTuTenss AUPEKTopa Mo HayyHou
pa6oTe (1968), a ¢ 1979 . — AMpeKTopa 3TOro MHCTUTYTA.

B 1966 r. E.M. JlykbsiHOBa 3aliuTuia LOKTOPCKY AuC-
cepraumio Ha Temy «Bonpockl cneundunyeckon aHTeHaTalbHOM
M NOCTHaTaNbHOM NPOGUNAKTUKK paxuTar. B 1968 r. nonyyunna
y4yeHoe 3BaHue npodeccopa. MNoct anpektopa HUN oHa 3aHu-
Mana g0 2004 r., a NoTOM CTana ero No4YeTHbIM AUPEKTOPOM.

E.M. JlykbfiHOBa cO3fana Hay4yHyl WKOY MO M3Y4EeHUIo
KanbLMn-GochOopHOro romeoctasa v CUCTEMbI €r0 Perynaumm
B pasnnyHble BO3PACTHbIE NMEPUOABI }KU3HU pebGeHKa B HOpMe
1 Npu natonoruun. Ee paspaboTKM AMArHOCTUYECKUX KPUTEPUEB
paxuta cnoco6CTBOBaNM CO3[aHMIO KnaccuduKaummn, BHeape-
HWIO METOZ0B aHTe- U NOCTHaTaNbHOW NPOPUNAKTUKM U KOMM-
JIEKCHOIO Jle4eHns MaTtoformm Kanbuuin-pocdopHoro obme-
Ha. EneHa MuxavnoBHa paspabotana adPEeKTUBHbIE METOAbI
NPODUNAKTUKM U NIEHYEHNS TMNOKaNbLMEMUYECKUX COCTOSIHUM
y neter. Co CBOMMM Konneramm — Hay4YHbIMW COTPYAHMKaMM
co3aana HOBbIM npenapart BuaenH-3, WMPOKO NpUMEHSAEMbIV
ons NPOOUNAKTUKM M NIeYEeHUsT TUMNo- U aBUTaMUHO3a BUTa-
MuHa D, paxuta, octeoMansium, octeonopo3a, HedporeHHom
ocTeonaTtuu, CMHAPOMa ManbabcopoLmm.

E.M. JlykbfiHOBa TaKe §BASETCS co3faTefieM Hay4yHowu
LLIKONbI AETCKOW racTpPO3HTEPOSIOrMK Ha YKpauHe. Ee nuccneno-
BaHMS MPOAEMOHCTPMPOBANN POjb MMMYHOreHe3a, HeMpPOIH-
[IOKPWUHHOW perynauum, 06MeHa *1MpopacTBOPUMbIX BUTAMUHOB
B NMaToreHese XpOoHWYEeCKMX 3ab0neBaHnii OpraHoB nulleBape-

Hua y geten. EneHa MuxannoBHa BHeapuna B NPaKTUKY 34pa-
BOOXPaHEHWs METOAbl 3HAOCKOMUYECKOrO U yNbTPa3BYKOBOIo
ncecneaoBaHna opraHoB nuueBapeHus y geten, adpbeKTUBHbIe
CXeMbl MPOTUBOPELMAMBHOIO IEYEHUS AeTEW C AaHHOW NaToso-
rMewn, cozgana HoBble NPOAYKTbl N1eHEOHOro MUTaHMS.

Ewe oaHMM HaydHbIM poctuxeHnem E.M. JlyKbsiHOBOM
ABNSIOTCH €€ YHWKalbHble WCCNefoBaHUs BAMSHWA nocnes-
CTBMW paguMaLMOHHOro O06Ny4eHUss Ha CcucTemMy «maTb —
nnog — pebeHok». OHa pas3paboTana AMarHOCTUYECKUE Kpu-
TEPUM U Nne4yebHO-NPOPUNAKTUHECKME KOMIIEKCHI AN AeTen
W }EHLLMH M3 paloHOB YKpauHbl, MOABEPTLLMXCS BO3AENCTBUIO
OCTPOro MM MPOSIOHTMPOBAHHOI0 06/1y4EeHNS ManbiMU JO3aMM.

E.M. JlykpsaHOBa — aBTOp 60nee 600 HayyHbIX TPYAOB,
M3 HUX 27 moHorpadun, 10 y4yebHbIX NOCOOUA U y4ebHU-
KoB. OHa nony4mna 18 aBTOPCKMX CBWAETENbCTB M MaTeH-
ToB. [log ee pyKOBOACTBOM 3alWuTUInCb 58 KaHanaatosB
1 25 NOKTOPOB MEAMLIMHCKMUX HaYK.

B CCCP E.M. JlykpsiHOBa u3bupanacb npeacepatenem
npo61emMHON Komuccun «Bo3pacTHble 0COBEHHOCTU AETCKOro
opraHmama B Hopme M natonorum» M3 YCCP, 3amecTtutenem
npeacenatens Hay4yHoro coBeTa no neauaTpuun Npv nNpe3nau-
yme AMH CCCP, 3amectutenem npeacepatens Bcecoto3Horo
1 YKpanHCKOro Hay4Hblx 06LLeCTB NeanaTpoB, YIEHOM Npe3n-
anyma CoBeTcKoro getckoro ¢doHaa um. B.W. JleHunHa.

EneHa MuxannoBHa cTana nepBON XKEHLWMHON Ha YKpauHe,
n3bpaHHon aencrtButenbHbiM yineHom AMH CCCP B o6nac-
M neavatpuu, akagemvkom AMH YkpauHbl, AMH Poccuu,
a TakKe AMepuKaHCKoM akagemun neanatpoB. OHa Bena 60/b-
lWyt0 OGLIECTBEHHYIO [EATENbHOCTb. BNsnachb MNpesuaeHToM
Accoumnauun negnatpoB YCCP (c 1982), uneHom BcemupHon
(c 1992) 1 EBponenckom (¢ 1993) accoumaumnin nepuHaTonoros,
YyjeHoM npesuaMyma HaumoHanbHOM akageMun MeOMUMHCKUX
HayK YkpauHbl (¢ 1993), akageMMKom AMepUKaHCKOW akaaeMmm
neanatpoB (¢ 1998), npeacenatenem Komuteta no 6Mo3aTUKe
npv npeauamyme AMH YkpauHsbl (¢ 2001).

E.M. JlykbsiHOBa aiBNsinachb rMaBHbIM PefaKTOPOM XKypHa-
noB. «[leprMHaTonorMsa u neamaTpusi» U «340POBbE HKEHLMHbI»,
3aMecTUTeNleM [NaBHOIO pefaKkTopa XypHana «[leguatpus,
aKyLIEepCTBO U TMHEKOOMUS», YIEHOM PEAKONNErUMN KypHa-
na «egunatpus», <KypHana AKagemuv MeAMLMHCKUX HayK
YKpauHbl», a TaKxe npeacegatenemM KOOpPAMHALMOHHbIX
coBeTtoB AMH YKpauHbl HauuoHaabHOW nporpamMmbl «[etu
YKpauHbl» U HaLMOHaNbHOM MNporpaMmbl «PenpoayKTMBHOE
300poBbe 2001 -2005».

3a CBOI0 aKTUBHYIO AEATENIbHOCTb M BK/1aA B pa3BUTUE COBET-
CKOM M YKPauHCKOW neauaTpumn HarpaxkgeHa [ocygapCcTBeHHOM
npemuen CCCP B 0651aCTH HAYKM M TEXHWKM 3@ pa3paboTKy U BHe-
APEeHWe COBPEMEHHbIX METOAOB 3HAOCKOMMYECKOro UCCNEeaoBa-
HUS OpraHoB nuweBapeHus y aeten (1987), focyaapcTBEHHON
npemuen YCCP B 061aCTW HayKM U TEXHUKU 3a n3y4eHne obmeHa
BuTammnHa D B opraHuame v pa3paboTKy METO40B NPoduUIaKTu-
K1 1 nevenus D-runoButaMmHosa y aetew (1980).

YpnoctoeHa opaeHa Tpynosoro KpacHoro 3Hamenu (1971),
opaeHa OTeyecTBEHHOM BOMHBI | cTenenn (1985), opaeHa KHAru-
HK1 Onbru Il ctenenun (1997) n Apyrmx rocyaapCTBEHHbIX Harpag.

B 1995 r. E.M. JlykbsiHOBa 6blna npu3HaHa OAHUM W3
500 Hanbonee BAUATENbHbIX U BblAAIOLWMXCS YYEHbIX MUpa MexK-
fAyHapoaHbiM 6uorpaduyeckum LeHTpom (Kembpumx, Benu-
Ko6pUTaHms) U AMEPUKAHCKUM GUorpaduU4eCcKUM MHCTUTYTOM.

Coto3 neanatpos Poccum
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Ma3ypuH AHapeu BnaaumupoBuUy
(06.10.1923-15.03.2001)

6 okTA6ps 2023 1. ncnonHunocb 100 neT co AHS poxae-
HWS BblAaOLLErocsi POCCUMIMCKOro y4eHOro-neamaTtpa, naypeata
[ocypapctBeHHon npemuun CCCP, 3acnyxeHHOro gestens Hay-
Kn P®, yneHa-koppecnoHgeHta PAMH, npodeccopa AHapes
Bnagumunposuya MasypuHa.

Poguncsa A.B. MazypuH B r. OpexoBo-3yeBo MOCKOBCKOK
061acTi B ceMbe cnyxalmx. B 1941 r. ¢ OTIM4MEM OKOHUUN
CpeaHIoto WKony, 6bin NpuM3BaH B KpacHyto apmMuio U HanpasfieH
Ha y4eby B BOeHHO-MeANUMHCKYI0 akadeMuio B JIEHUHrpaae,
y4acTBoBa/ B 3alute 610KagHoro ropoaa. B nekabpe 1941 r.
AHApen BnagMMupoBuY BMeECTE C akageMuen bl 3BaKympo-
BaH B CamapKaHa. B nioHe 1942 r. nepeBeaeH B XapbKOBCKOe
BOEHHO-MeNUMHCKOE yunnuue (Awxabas), KOTopoe OKOHYUI
C oTM4Mem B MtoHe 1943 r., nocne yero 6bin HanpasBieH
Ha CeBepHO-3anafHblv GPOHT, y4acTBOBaN B 605X B Ka4ecTBe
cTapluero BoeHHoro denbjlepa, 3aTeM — KOMaHAMpa Meau-
KO-CaHUTapHOro B3BOAa NexXoTHOro 6atanboHa. lMNocne gemo-
6unuzaumn B 1946 r. A.B. MasypuH nocTynun Ha 2-h Kypc
neguatpuyeckoro dakynsreta Broporo MOCKOBCKOro meau-
LIMHCKOIO MHCTUTYTa, KOTOPbIM C OT/IMYMEM OKOHYMN B 1949 T.
3ateM CcTan acnupaHTomM Kadenpbl NPOneaeBTUKU AETCKUX
60N1e3HeN UHCTUTYTa M paboTan Ha 3TOM Kadeape BCIO KU3Hb
(accucTeHT, ¢ 1950 r. — goueHT), B 1967 -1989 rr. 6bi151 3aBe-
aylowmm, a ¢ 1989 r. — npodeccopom Kadeapbl. B 1987 .
n36paH 4neHoM-koppecnoHaeHTom AMH CCCP. CKoHvancs
15 mapTta 2001 .

A.B. MagypnH — aBTOp 335 HayyHblXx paboT, NOAroTOBUI
20 OoKTopoB M 73 KaHauMaata MeauUMHCKMX HayK. OH aBns-
€TCS OAHUM M3 OCHOBOMOMIOXKHUKOB GOPMUPOBAHUS HOBOMO
HanpaBfieHns B NeauaTpum — [ETCKOW racTPO3HTEPOOrunu.
B 1972 r. co3gan nepsoe B CCCP cneunanuampoBaHHoe
racTpOSHTEPOJIONMYECKOE OTAENEHUE Ha 66 Koek Ha 6ase
3-# (M3mannoBcKorn) 60MbHULbI . MOCKBBI. Kpome TOro, ¢ yyac-
TMeM AHapest BnagumupoBuya co3gaHbl MOCKOBCKME racTpo-
3HTEPONIOMMYECKUIM N IHLOCKOMUYECKUI LIEHTPbI, @ TaKXKe remMa-
TONIOTMYECKUIM LEEHTP ANa AeTen ¢ naTonorMen reMocrasa.

B 70-x rr. Nnpownoro Beka WCKIOYMTENbHOE AMArHOCTU-
4YecKoe 3HayeHWe WMMenn HOBble MEeTOAbl WCCefoBaHuUs,
NPUOPUTET OTAaBaNCA MEAMLMHCKOM MHTpacKonuu, 3asoda-
roracTpoAyoAeHOCKOMMK, UCMOoNb30BaHMe KOTOpbIX Ha 6ase

3-in (U3mannosckon) 60MbHULbBI Obl10 Havyato B 1973 T.
Moa pykosoactBom A.B. MasypuHa yaanocb yCTaHOBWUTb BHa-
Yyasne B CTaLMOHAPHbIX, @ 3aTeM U B aMOyNaTOPHbIX YCIOBUSAX
BbICOKYIO 4acTOTy pacnpoCcTpaHeHHOCTU MOPdOdYHKLMOHANb-
HbIX U3MEHEHWIN racTpoAyoAeHaNlbHOW 30Hbl NULEBapUTENb-
HOro TpakTa B AeTckoM Bo3pacTte. Mcnonb3osaHue 3IC
BHayane y AeTein WKONbHOro, 3aTemM AOLWKOMbHOro Bo3pacTa
[Jano BO3MOXHOCTb AMarHOCTMPOBaTb KaTapasbHble, 3po-
3UBHble, cy6aTPOdUYECKME NBMEHEHNS CIU3UCTON 0BON0UKHM
enyaka M ABEHaauaTMNepcTHOM KWWKKW. B HomeHKknaType
3a6oneBaHuin KT nosaBUAUCL racTpuT, racTPOAYOAEHMUT,
A3BEeHHasa 60/1e3Hb. MTorom 3Ttor paboThbl CTano M3gaHue
PYKOBOACTBa A/19 Bpayen no 605e3HAM OpraHoB nuuieBape-
HUS Yy OeTen, KoTopoe daKTU4eckn B TeyeHune 15 net octa-
BaNloCb €4MHCTBEHHbLIM MocobueM nogo6Horo poga. BarkHo
nojg4epKHyTb, 410 A.B. MasypuH paccmaTpuBan AETCKYIO
racTPO3HTEPO/IOrNI0 B TECHOM CBA3M C APYrMMMU UHTEHCUMBHO
pa3BMBaOWMMUCSA HanpaBNeHUSIMU MEAULMHbI — annep-
ronornen, UMMYHONOTMEN, KAMHUYECKOW TEeHEeTUKOM WU Aap.
Takum obpa3zom, oH ele 50 net Ha3aj NPeaBOCXUTUT CBOMMM
paboTaMuM COBPEMEHHbIN MYNbTUAUCLMNANHAPHBIA MOAXOA,
KOTOPbI @KTUBHO MPUMEHSIETCA CerogHs B NOBCEAHEBHOM
neguaTpuyeckon npaxkTuke.

Hapsigy ¢ HaydHoW pedtenbHocTblo A.B. MasypuH yge-
nan 6onblWoe BHMMaHWe neparornyeckon pabote. lMog ero
PYKOBOACTBOM pa3paboTaHbl NporpaMMbl No nponeaeBTUKe
[IeTCKNX 6one3Hemn 1 obliemMy yxoay 3a pebeHKOoM, No npous-
BOJCTBEHHOM MpaKTUKe N5 Neauatpuyeckmnx ¢aKynbTeToB
cTpaHbl, 12 y4ebHbIX NOCO6WM MO METOAMKE UCCNeLOoBaHUS
n nutaHuio geten (1980), «YuebHoe nocobue no nNpou3Boa-
CTBEHHOW npakTtunke» (1981) n ap. CoBmMecTHO ¢ npodeccopom
M.M. BOpoHL0BbIM HanucaH y4ebHUK «[poneaeBTUKa OETCKUX
6onesHemn» (1985, 1999), B coaBTopcTBe ¢ A.M. 3anpyaHOBbIM
n K.N. TpuropbeBbiM — y4ebHUK «OBWMUIA YXO4 3a LETbMU»
(1989, 1994, 1998). MHorune npenogaBaTeny MeAULIMHCKUX
WMHCTUTYTOB (6onee 40 3aBegylowunx Kadbeapamu) MpoLun
noBbllleHNEe KBanMdUKaLKUK Ha Kadeape nponeaeBTuKe OeT-
CKux 6onesHen PFMY (HblHe — PHUMY) um. H.W. Muporosa.

AKTMBHO 3aHMMasiCb O0OLLECTBEHHOW AEATENIbHOCTbLIO,
A.B. Ma3ypuvH B pa3sHble roabl 6b11 npefcenatenem MpasneHns
Bcepoccuiickoro obuiectBa AETCKMX Bpadven, npeacenate-
nem Bcepoccuickon npo6AemMHOM KOMMUCCUMM MO AETCKOM
racTPO3HTEPONOrUN, ABAANCA YIEHOM PEAKOANErMin XKypHa-
noB «Bonpockl oxpaHbl MaTePUHCTBA M AeTCTBa» (3aMeCcTUTENb
rnaBHOro pegakrtopa), «lMegnatpus umenu I.H. CnepaHcKoro».

Kak y4yacTHuK-ppoHTOBMK Bennkon OTevyecTBEHHOM BOK-
Hbl, A.B. MasypuH HarpaxaeH opaeHamu KpacHoin 3Be3fbl
n OTeyecTBEHHOW BOMHbI || cTeneHn, meganamu «3a oTBary»,
«3a B3aTMEe KeHurcbepra» u «3a nobeny Hag lepmaHuen
B Benukon OteyecTtBeHHoM BowHe 1941-1945 rr.. Ero
[eATENbHOCTb B MUPHOE BPEMS OTMevyeHa opaeHOM «3HaK
Moyetar. MNamATK BblgaloWerocs AETCKOro Bpaya nocsslie-
Ha exerogHas BcepoccuicKkasa Hay4yHO-MpaKTuyecKas CTy-
[JeHyecKkasd KoHdepeHuua «Ma3ypuHCKUe 4TeHus». YKa3oMm
Mapa Mockebl 1 uioHa 2021 r. naowagb Ha nepecedveHuu
15-1 n 16-1 MNapKoBbIX ynuL, B paoHe BocTouHoe N3maino-
BO Oblfla Ha3BaHa «[nowaab MasypuHar.

Coto3 neanatpoB Poccumn
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HoBukoBa EneHa HYecnaBoBHa
(30.11.1923-11.01.2021)

Enena YecnaBoBHa HoBMKOBa — COBETCKMW U POCCUR-
CKUI yYeHbIn-neanatp, AOKTOP MeAMLMHCKUX HayK, npodec-
COp, 3aCnyeHHbln aestenb Haykn PCOCP, ogHa 3 cosga-
Tenem COBETCKON U POCCUMMUCKOM LLUKOSbl HEOHATONOrOB.

E.4. HoBuKoBa poaunacb B cembe chnyxauux. B rogpl
Benvkon OTeyecTBEHHOW BOWHbI HE TOMbKO YCMewHOo o6y-
Yyanacb B [lepBoM MOCKOBCKOM MEAULIMHCKOM WHCTUTYTE
mMm. U.M. CeyeHoBa, HO M aKTMBHO paboTana B rocnuta-
nax. Mo OKoH4YaHuM MHCTUTYTa B 1947 1. ee HanpaBuu
B ApocnaBcKyto 061acTb paboTaTtb negMaTtpom B 06/1aCTHOM
nome mnafeHua, raoe EneHa YecnaBoBHa B TpyaHble nocre-
BOEHHble rofbl obecneyvMBana fie4eHUe W BbIXaKnBaHue
[EeTEeN-CUPOT C Pa3/IMYHbIMU HAPYLIEHUAMU NCUXOPU3NYECKO-
ro pa3BUTUS U BbIPAXKEHHOW COLMANbHOM Ae3aaanTalnen.

B 1949 r. E.M. HoBMKOBa noctynuna B acnupaHTypy
MHctutyTa negmatpum AMH CCCP, no OKOH4YaHWS KOTOpoK
B 1954 r. 3aWwuTnNa KaHAMAATCKYIO AWCcepTaumto Ha Temy
«OCco06EeHHOCTM cepaeyYHO-COCYANCTOM CUCTEMbI Y HEAOHOLLEH-
HbIX A€TEeN MO AaHHbIM KIIMHUYECKUX HabNoAEeHMI, KPOBSAHO-
ro AaBfIEHWS U 3fIEKTpOKapaMorpamm» (HayyYHbl PyKOBOAMW-
Tenb — akagemuk H. CnepaHcKkui). B HCTUTYTe neamMatpum
EneHa YecnaBoBHa npowsa MNyTb OT MAaflWero Hay4yHoro
COTPYAHWKa [0 3aBejylollen oTaeneHnemM Ans HOBOPOXKAEH-
HbIX U HEJOHOLWEHHbIX aeTen (1961-1981). B 1967 r. oHa
3allMTUIa JOKTOPCKYO auccepTaumto Ha Temy «OCoO6eHHOCTH
pPa3BUTUSA HEOOHOLWEHHbIX AeTel» (HayYHbI KOHCYNbTaHT —
npodeccop M.A. CtyaeHUKnH). B ancceptaumoHHon paboTte
E.Y. HoBnKoBOM 6blnn cHopMyInpoBaHbl OCHOBHbIE 3aKo-
HOMEPHOCTU MOCTHATaNbHOM afanTauun npexaeBpemMeHHo
poAMBLUMXCS AETEN, a TaKKe onpeaeneHbl rMaBHble TeHAEH-
UMM nocnemyrolmx KIMHUYECKUX MCCNefoBaHUM HOBOPOXK-
OEHHbIX U HEJOHOLLEHHbIX AETEN.

B 1968 r. EneHa YecnaBoBHa chopmynmpoBana «npoo6-
nlemMy BHYTpU Npo6ieMbl», KacaBLUYCs FyO6OKOHEOAOHOLWEH-
HbIX JeTel C OYeHb HU3KOM Maccou, CMEPTHOCTb Cpeam
KOTOPbIX, MO @aHHbIM OTAENeHUs, 6bina B 6,5 pa3 Bhille, YEM
y OeTer C MeHbluen CTeneHbld HeAOoHOLWEeHHOCTU. CBoMMMU
nccnegosaHnammn E.H. HoBMKOBa npoaemMoHCTpupoBana,
YTO cpean HENnoOCPEeACTBEHHbIX MPUYKUH NepuHaTaabHOW rnée-

NN HEJOHOLWEHHbIX Ba)KHOE MECTO 3aHMMaloT TpaBMaTuye-
CKME M TMNOKCUYECKNE BHYTPUPOAOBLIE MNOBPEKAEHUS MO3-
ra, BPOXAEeHHbIe NOPOKM Pa3BUTUS U CUHAPOM AblXaTeNbHbIX
pacctponcTB. OHa CO CBOMMMW COTPYyAHMKaAMW MpoaHann3u-
poBana AaHHble MHOIOMETHUX KIMHUYECKUX HabMOAEeHWUN,
KOTOpble MO3BO/MAM [OKa3aTb, YTO MPWU BHYTPUYEPEMHOM
pPOAOBOM TpaBMe Yy HEOHOLWEHHbIX B NaTONOrM4YECKUIM Mpo-
LLecc Yalle BOBMIEKancs He TOIbKO MO3T, HO U BECb OPraHn3m
B LefIoM. B otaeneHumn 6binn paspaboTaHbl HOBblE AMArHoc-
TUYECKME KPUTEPUU U METOAbI Tepanuu Npu Taknx TaKenblX
COCTOSIHUSIX, KaK BHYTpUYepenHasa pogoBas TpaBma, cencuc,
A3BEHHO-HEKPOTUYECKNI SHTEPOKOJUT.

B panbHenwem E.Y. HoBMKOBa mocBATUNA CBOM McCe-
JOBaHMA aKTyalbHbIM Npob6ieMaM HeoHaTanbHOW Kapawo-
NIOrnK, MHGEKLMOHHOM NATONOrMKU Y HOBOPOXKAEHHbIX, B TOM
4yucne Cencucy M 3HTEPOKONUTY Y KpawHe He3penbix Heao-
HOLLEHHbIX, @ TaKXKe pa3paboTKe OpraHM3aLMOHHO-METOaN-
YEeCKMX NoaxodoB B HeoHaTonornu. EneHa YecnaBoBHa noj-
AepXKMBana Hay4Hy CBA3b C O4HWUM U3 OCHOBOMONOXHUKOB
YYEHUSA O HEJOHOLWEHHbIX AeTAX — GUHCKUM Npodeccopom-
negnatpom A. Wnbnne, ¢ y4eHbIMKU MHOMMX €BPOMENCKUX
ctpaH un CLUA. Mopa ee pykoBoacTBOM Obi10 3allulLeHo 6onee
20 IOKTOPCKMX U KaHAMAATCKUX AUCcepTaLmni.

E.Y. HoBurKoBa ony6aunkoBana csbliwe 200 Hay4YHbIX TPY-
[10B, cpeaun HUX MoHorpadun, pyKoBOACTBa Ans Bpayen, MeTo-
AMYecKne pekomeHgaumun. Ee nekumm u KMHM4yeckune obxo-
[ibl 6bININ LWKOIOM KNMHUYECKOrO MblLAEHUS AN HECKOMbKUX
NOKONEeHUN HeoHaTtonoros. OHa fiBNsSNacb aBTOPOM MHOrO-
YUCTIEHHbBIX HAay4HO-MOMYNSPHbIX CTaTeEN M GPOLLIOP NO yxoay
3a rpyaHbIMK J€TbMU, 0COGEHHO HEJOHOLEHHbIMM.

B ceHTa6pe 1972 r. E.H. HoBMKOBY Ha3Ha4uau Ha OOMK-
HOCTb 3aMecTUTenss MuHWCTpa 3apaBooxpaHeHus CCCP
Nno BOMNPOCaM OXpaHbl 300POBbS AeTeN U KeHLIMH. PaboTtas
B MuH3apaBe, oHa 60nblloe 3HaYeHue npuaaBana BOMpo-
CaM CHUXEHWS OETCKOM CMEPTHOCTH, MOMUCKa ONTUMasbHbIX
CMecen [AOns nuTaHus AeTen paHHero Bo3pacTa, COoBep-
LWEHCTBOBAHUSA MOMMKIMHUYECKOM NMOMOLLM AETAM WM Noa-
poCTKam W APYrMm aktyanbHbiM nNpobnemam. Ha BbICOKOM
nocty EneHa YecnaBoBHa Tpyaunacb B TevyeHue 12 ner,
1 en yaanocb AO6UTbCS pelleHns MHOMMX OpraHM3aLMOHHbIX
N GUMHAHCOBBLIX BOMPOCOB YYPEXAEHWN OXpaHbl MaTepuH-
CTBa W AeTCTBaA CTpaHbI.

C 1984 no 2001 r. E.H. HoBrKOBa BO3rnaBnsia opraHu-
3aUMOHHO-METOANYECKMI oTAeN B LleHTpanbHOM WMHCTUTYTE
YCOBEPLIEHCTBOBAHWSA Bpayen.

Bnarogapsa cBovMM BblatoWMMCH OPraHM3aToOPCKUM CMno-
cobHocTAM npodeccop HoBMKOBa B TEYEHME MHOIUX NeT
ocTaBanacb 4neHoM [IpaBneHus Bcecol3HOro Hay4yHoro
o6lecTBa AETCKMX Bpayen; ABAsAacb MOYETHbIM YEHOM
Cotoza neguatpoB Poccuu; yYneHom KomuTeTa COBETCKMX
KEHLWMH. B 1978 1. et NpUCBOMAM NOYETHOE 3BaHWe 3aciy-
¥eHHoro gesatens Hayku PCOCP.

TpyzoBsble 3acnyru EneHbl YecnaBoBHbI HOBUMKOBOM OTMe-
YeHbl MHOTFOYMUCIEHHLIMM TOCYAAPCTBEHHbIMW Harpagamu,
B TOM 4ucne opaeHom Tpyaosoro KpacHoro 3HameHu, opae-
HOM «3HaK noyetan.

Coto3 negnatpoB Poccun
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PauunHcKkumn Cepren BnagaumupoBuy
(31.01.1923-26.04.2010)

Ceprei BnagumunpoBuy
PaynMHCKMin — JOKTOp Meau-
LIMHCKKUX HayK, npodeccop,
3acNy)KeHHbI aesTenb Hay-
Kn Poccuiickon depepa-
UMW, WU3BECTHbIK Y4eHbln
B 06/1acTM OETCKON PTU3MK-
aTpuuM U NyN1bMOHONOTMH,
noyeTHoln 4neH Coto3a
neguaTpoB Poccuu.

C.B. PauuHcKkumn poaun-
ca B MockBe. B 1940 .
NoCTynua Ha nevyebHbin
dakynbteT [lepBoro Moc-
KOBCKOIFO MeAMLIMHCKOro
WHCTUTYTa, MO OKOHYaHWU
Kotoporo B 1946 r. 6bin
HanpaB/ieH BpavyoM-Tepa-
nestoM B I Awxabag. C 1948 r. ero npodeccrmoHanbHas
[1lesTenbHOCTb cBsi3aHa ¢ MHcTuTyTOM neanatpun AMH CCCP,
B KoTopoM Cepren Bnagumuposuy o 1951 r. npoxoann noa-
rOTOBKY B acnupaHType.

lMpeameToM nepBbix Hay4YHbIX uccnegosaHui C.B. Payunk-
CKOro CcTaNio uU3yyeHue TybepKynesa y AeTen paHHero BO3-
pacta, B TOM 4yucne Ty6EepKyne3HOro MEHUHIUTa U HOBbIX
MEeTOAOB €ro neyeHus. ITon TemaTuKe Oblia NOCBSLEHa KaH-
avaatckaa aucceptauma «CpaBHWUTENbHAA OLIEHKA pa3HbIX
METOAO0B /le4eHUs CTPENTOMULMHOM TyGepKynesa y AeTen»
(Hay4HbIM pykoBoanTenb — npodeccop M.B. Llumbnep), KoTto-
pyto OH 3awmnTun B 1953 1.

C 1951 no 1961 r. C.B. PaynHCKKM 3aHMMan AONKHOCTb
MAajWero Hay4HoOro COTpyAHMKa TyGepKyne3Horo otaene-
Hus. Ero ganbHenlive uccnefoBaHUS Kacanucb M3yHeHUs
NoCTBaKLMHaNbHOM TyOepKy/IMHOBOM anneprun y [eTen,
OLIEHKM DYHKLMOHANBbHOMO COCTOSIHUS KOPbl HaiNO4Ye4YHUKOB
npv AaHHOM NaToONOrMKU U KIUHWUKO-PEHTIEHO-GPOHX0N0MM-
YECKMX MOCTTYy6EpPKyNe3HbIX M3MEHEHWUIN NIETKMX B AETCKOM
Bo3pacte. B 1961 r. oH 6bln yTBEPXK/AEH CTaplMM Hayud-
HbIM COTPYAHUKOM TyGepKy/ne3Horo otaenexus, a B 1963 r.
ctan ero 3asegywouwmm. B 1966 r. C.B. PauynHCKuin 3awu-
TUN [IOKTOPCKYID AMccepTaunto Ha TeMy «BpoHXOneroyHble
dopmbl Ty6epKynesa y AeTer paHHero Bo3pacTta (KIWHUKaA,
fledyeHune, NporHo3)» (Hay4yHbl KOHCY/NbTaHT — npodeccop
M.B. Uumbnep).

3a BKJ1aa B 0Te4yecTBeHHylo neauatpuio B 1967 r. Cepresn
Bnagnmunposuya Harpagnnm 3HaqykoM «OTIMYHKUKY 3apaBooXpa-
HeHus». B 1969 r. emy 66110 NPUCBOEHO 3BaHKe npodeccopa.

Korga B cTpaHe yaanocb CyLIECTBEHHO CHWU3WUTb 3ab0-
neBaeMocCTb Ty6epKyne3om, BCTan BOMPOC O Bbli6ope Apy-
roro Hay4yHoro HanpaB/ieHus oTaeneHus. bonblion onbIT
paboTbl ¢ Nero4yHbiMu GopmMamu TyGepKynesa, YHUKabHbIN
PEHTIEHONOMMYECKUA U KIIMHUYECKMW MaTepuan ganum BO3-
MOXHOCTb 060CHOBaTb HEOBGXOAMMOCTb MPOAOC/IKEHMUS Hayy-
HOM AeaTenbHOCTM B dopmaTe AETCKOW MNybMOHOMOTMM.
C.B. PaunHCKuMIN BO3rnaBua peopraHn3oBaHHOE U3 Ty6EepKY-
NIE3HOr0 NYNIbMOHOJIOrMYECKOoe oTAeNeHUe, KOTOPbIM 3aBe0-
Ban ¢ 1963 no 1999 r.

Moa ero pyKOBOACTBOM B K/AWHWKE OblIW BbIMOSHEHDI
nccneaoBaHus, NMOCBSLLIEHHbIE U3YYEHUIO PeLMANBMPYIOLLE-
ro 6pOHXUTA, BPOXKAEHHbIX MOPOKOB pa3BUTUS OPOHXOB
W Nerkux, oénutepupytowero 6poHXMONnTa, anabBeOSIUTOB,
UMMYHOLEDULIMTHBIX COCTOSIHUK; Gblna pa3paboTaHa KOH-
Lenuns XpoHWYECKOM MHEBMOHWW Yy [AeTen, NpeasoxeHa
Knaccudukaumsa 6onesHen nerkux y aeten. C.B. PaunHcKum
BMepBble B Hallel CTpaHe Hayafi BCECTOPOHHEE M3yyeHue
MYKOBWCLIMA03a, NOCKONbKY UMEHHO OH B 1963 r. nepBbiM
B CCCP gnarHoctupoBan 310 3aboneBaHune. bnarogaps UHK-
uMaTmBe npodeccopa PaynMHCKOro B MHCTUTYTE MOsiBMNAChb
BO3MOXHOCTb COYETaHUA XMPYPrUYECKOW KOPPEKLIMKN Neroy-
HOW MaToNOrMM C KOHCEPBATUBHLIMKM METOAAMM JleHEHUS.
Bce 310 Nno3Bonnno o6ocHoBaTb HEOOXOAUMOCTb CO3JaHMUs
NPOdPUAbHBIX LEHTPOB MYKOBMCLIMAO3a, KOTOPbIE, N0 3a4yM-
ke Ceprea Bnagvmuposuya, ctann npeobpa30BbIBATHCA
B NETCKME MYNbMOHONOrMYECKUE LIEHTPbI.

YdyeHblM  6bl10  0ony6aMKoBaHO oOKono 200 Hayu-
HbIx pa6ot, 10 mMoHorpadun n 10 rnaB B PyKOBOACTBaX.
B 1974 r. C.B. PaynMHCKMN Cc coaBTOpamu onybnukosan
nepByld B CTpaHe MOHOrpaduio, NOCBSALWEHHYID MYKOBWC-
umMao3y. B 1987 r. nog ero peaakLuen COBMECTHO C Mpo-
deccopom B.K. TaTtoyeHKo Bbiwna MoHorpadus «bonesHu
OpraHoB [AbIXaHWs y AeTew», cTaBlasg HACTObHOM KHWUIon
O AeTCKMX MyNbMOHOMOrOB M neauatpoB. loa pykoBoa-
ctBom C.B. PaymHcKoro 6bi10 noarotoBneHo 39 KaHauaat-
CKMX 1M 10 OOKTOPCKMX AnccepTaLmu.

Ceprevt BnagumnpoBuy ycnewHo coBMelLan niogoTeop-
HYl0 Hay4Hyt0 paboTy C O0O6LWEeCTBEHHOW [AeATeNbHOCTbIO.
Ha npoTsKeHun MHOrux netT OH BO3MaBAs/a NPo6aeMHY0
KOMMCCUIO MO AETCKOM My1bMOHOMOMUKU, ABASICA YSIEHOM
npo6aemMHON KOMMUCCHUKU «[TyibMOHONOrUs» NpU AKageMuu
MEOMLUMHCKMX HayK, aKTMBHO paboTan B O6uiecTBe AeT-
CKMX GTU3MATPOB M NYyNbMOHOMOrOB, a Takxe B lNpaBneHunn
O6uecTBa AETCKUX Bpayew.

Cow3s neagunatpoB Poccun
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CtryaeHukuH MutpodaH flkoBneBuy
(02.12.1923-07.07.2013)

2 pekabpsa 2023 r. ucnonHunocb 100 NeT co OHA POXK-
[IEHUS1 U3BECTHOrO [IETCKOro Bpaya, nMaepa oTe4eCcTBEHHOM
neanMaTpumn KOHLLA COBETCKOM 3MOXM, 3aCyXKEHHOro aesTtens
Haykn P®, noyetHoro 4yneHa Coto3a neanatpoB Poccuw,
akagemunka PAH, npodeccopa MutpodaHa fkoBnesuya
CryneHrkuHa. Ocobo noagvyepkHem, 4To ¢ 1974 no 1991 r.
OH aBnancs npeacenatenem lNpasneHns HaydHoro obuiecTsa
netckux Bpaden Cosetckoro Cotosa.

M.A. CTyneHUKMH poauncs B cene Jinctonagoska Bopo-
HEXCKOoM 06nacTm B 6GOMbLIOM KpPecTbSHCKOW cembe. [lo
OKOHYaHWK cpeaHen WKobl B UioHe 1941 r. 6bin npu3BaH
B apmuio, npouwen ¢GpoHTOBbIMM Aoporamu BClO Benukyio
OTeyecTBEHHYIO BOWMHY, Obl1 ABakAbl paHeH. lNocne pgemo-
6unusaunn MutpodaH FAKoBAEBUY MOCTYNWUA Ha NevyebHbln
daryneTeT Broporo MOCKOBCKOro MeAMLMHCKOIrO UHCTUTYTa
M. H.M. TMnporosa. OKOHYMB ero ¢ otTimynem B 1952 r., ctan
B POLHOM BYy3€e acnupaHToM Kadeapbl LEeTCKUX 60ne3Hew.
B 1955 r. 3aWwmTnn KaHanaaTcKyo anccepTaumio «O Komnpec-
CMOHHbIX 3BYKOBbIX SIBIEHUSIX HA NIEYEBOW apTEPUN Y AeTEM,
a B 1966 r. — [OOKTOpCKyl aucceptauuio «Oco6eHHOCTH
60Ne3HeN KeNyHblX NyTen y AeTen U TaKTUKa WX JeYeHUs».
C 1968 r. 40 net BO3rnaBnan Kadeapy AeTckux 60se3Hen
B alma mater. B 1960 r. M.A. CTyneHWKMHa yTBeEpxaa-
10T Ha AO/IKHOCTb AMpeKTopa Hay4yHo-uccnenoBaTenbCKoro
uHctutyta neavatpun AMH CCCP, KoTopylo OH 3aHuman
B TeyeHue 45 net. B 1971 r. MutpodaH fAKoBneBu4 cTa-
HOBWUTCS YIEHOM-KOppecnoHAaeHToM, a B 1975 r. — pewn-
CTBUTENbHBLIM 4eHOM AKageMnn meauumnHcKkmx Hayk CCCP
CKkoHuancsa M.4. CtyaeHUKnH 7 niong 2013 T.

K ocobbiM 3acnyram akagemuKka CTyaeHWKMHa cneayet
OoTHecTu npoBeaeHHyto um B HUW negnatpmum PAMH cneuma-
nM3aumio no nNpodunam pasnuyHbix 3aboneBaHuin. o ero
MHWUMaTMBE Ha 6a3e ydyperaeHus Obliv co3aaHbl NepBble
B CTpaHe annepronornyeckoe, Hedponornyeckoe, remarto-

JIOrM4ecKoe, apTposIorM4yecKoe, XMpPypruyeckoe oTaeneHus,
racTpo3HTEpOsIOrnyecKas rpynna, otaeneHne byHKUUOHaNb-
HOW AMArHOCTUKM, NnabopaTopumn NatodU3noNornum U KIMHUYe-
CKOW BWMPYCONOrnKM, LUTOXMMUYECKass nabopaTtopus, oTaene-
HWe ne4yebHON GU3KYNbTYPbl U CMNOPTUBHOM MEAULMHDI, OTAEN
NJaHUPOBaHUS 1 MPOrHO3UPOBAHMUS Hay4YHbIX UCCNELOBaHUN.

3HauyuTenbHasa 4acTb Hay4HbIX M3blICKaHW MuTpodaHa
flKoBneBunya Oblia NOCBSALLEHaA GONE3HAM MNEYEHU U Keny-
HbIX NyTen. UM nayvyanucb aTnonornyeckne Garktopbl, npea-
NOXeHa KnaccuduKaums, yCOBEPLIEHCTBOBAHbI MeTOAbI
[AVMAarHOCTUKM, BbISIBNIEHbI OCOBEHHOCTU TeyeHUs 6OoNe3Hewn
eN4YHbIX NMyTen B AETCKOM BO3pacte U 060CHOBaHbI MPUH-
umnbl Mx nedyeHus. OH aBTOop 6onee 250 Hay4yHbIX paboT,
cpeaun koTopbix 10 moHorpaduin n 40 rnaB B KOMNEKTUBHbIX
MOHOorpaduax, pyKoBoACTBaX, CrNpaBOYHMKaX M COOPHMKaX,
penakTop 20 pyKOBOACTB A5 Bpayew M 4YeTbipex nagaHun
«CnpaBoyHuKa neguatpar. M.A. CTyAEHUKWH MOArOTOBWA
54 poKTtopa u 72 KaHanaata MeanuUMHCKUX HaykK.

MutpodaH AKOBNEBWY aKTMBHO y4yacTBOoBan B oblle-
CTBEHHOMW [esiTeIbHOCTU B KayecTBe AeWCTBUTENbHOMO
yneHa MexayHapoaHOM akaJemuu TBOpYecTBa, npeace-
fatens HaydHoro coBeTta no neaunatpun PAMH, akcnepTta
KomuTeTa cnyx6 oxpaHbl MaTtepuHcTBa 1 getctea Becemup-
HOW oOpraHuM3alunK 30paBOOXpaHeHus, npesunageHta Moc-
KOBCKOro geTckoro ¢oHaa, npeaceaatens O6uiectsa ApyK-
6bl ¢ Hapogamu Kunpa.

OeaTtenbHocTb MutpodaHa fAkoBneBuya CTyaeHUKMHA
nonyyuna LMPOKoe rocygapCTBEHHOE M O6LIeCTBEHHOE
npuaHaHue. Ero paTtHbIn Tpya oTMeYeH opaeHamu KpacHown
3Be3abl, OTe4yecTBEHHOM BOWHbI | CTeNeHn U OopAeHOM
ykoBa, mMeganamu «3a oTBary», «3a 060eBble 3aciny-
rv», «3a nobeny Haa lepmaHuei», a BblaaloWMNCa BKNaj
B pa3BUTME OTEeYEeCTBEHHOM NeAuMaTPUYEeCcKOM HayKu
W NpaKTMKM — opaeHamu Tpyaosoro KpacHoro 3HaMeHwu,
«3a 3acnyru nepeg OteyectBom» IV cTteneHun, OKTAGPbCKOM
Pesontoumnun, Jpy6bl HapogoB. OH OTMEYEeH TaKXKe Harpa-
fgamu  Pycckon npaBocnaBHOW LEPKBU — OpAeHamu
MeTpa Benukoro | cteneHn, CBATOro 61aroBEPHOro KHA34
OaHnnna MocKkoBckoro |l ctenenu, Ceatoro Bnagumwupa.
O WWPOKOM MEeXAyHapOAHOM MNPU3HAHUU AEATENbHOCTU
M.4. CTyaeHWKWHa cCBUAETENbCTBYET MNPUCBOEHUE eMy
3BaHWS MOYETHOro YjeHa Hay4yHblX O6LeCTB neaMaTpos
11 eBpPONENCKUX CTpaH U AMEPUKAHCKOW akaJemun neau-
aTpun, MOYETHOro AOKTOpa YHWUBEPCUTETOB XENbCUHKM,
bynanewrTa n PocToKa.

MutpodaH fAkoBnesud CTYAEHWKMH 3aHAN LOCTOMHOE
BblJalolieecss MeCTO B MUCTOPWUM POCCUMCKOW MeanaTpum BTO-
pov MoNoBMHbLI XX cTonetus. B PocCUMMCKOM HaUMOHanNb-
HOM MCCNefoBaTeIbCKOM MeAMLMHCKOM YHUBepcUuTeTe
uM. H.W. TlnporoBa Kadeape aeTckux 60ne3Hen ie4ebHoro
daKynbTeTa NPUCBOEHO €ro M.

Coto3s negmnatpoB Poccumn
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TiopuH HUKonan AneKceeBuv
(15.03.1923-29.06.2005)

HvKkonan AnekceeBuy
TIOpUH —  WU3BECTHbIN
COBETCKUM U POCCUNCKUM
yyYeHbl-neamnaTp, AOKTOP
MEeAMUMHCKUX HayK, npo-
deccop, 3aCNyXeHHbIN
neatenb Haykn PoccuincKowm
denepaumu.

H.A. TiopuH pogawmncsa
B cene [payeBka OpeH-
Oyprckon o6nactm B Npo-
CTOM KPECTbSHCKOW CeMbe.
B 1934 r. ceMbsl nepeexana
B I. YpanbCK, A€ OH C OT/U-
YMEM OKOHYMN 7-NETHIO
WwKony. Jleuntb M cnacatb
nogen Hwukonawn Anekce-
eBUY MeyTan ¢ 12 neT, Kor-
Oa ymepna ero mama. Bot noyemy B 1939 r. oH noctynun
B YpanbCKylo dbenbillepcKo-3y60BpadYebHyto WKOY, KOTOPYo
OKOH4YMn B aBrycte 1941 r., nocne 4yero cpasy 6bi1 MOOUK-
30BaH B psAabl KpacHon Apmuun. MNocne gononHUTENbHOW Noa-
FOTOBKM Ha KPaTKOCPOYHbIX Kypcax BOEHHbIX ¢eNbalepoB
6bl1 HanpaBneH Ha GpPoHT. B coctaBe 64- apMUU B JOMK-
HOCTM BOEHHOro denbilepa y4actBoBans B MCTOPUYECKOM
o6opoHe CtanuHrpaga. B 1943 r. ctan y4acTHUKOM Nerex-
fapHon 6uTBbl Ha Kypckon ayre. 3atem ero 60eBoM NyTb
6bIn1 cBSI3aH ¢ 0CBOOGOXKAEHNEM XapbKoBa, GopcupoBaHMeM
[Henpa u ApyrumMu BayKHENLIMMU BOEHHLIMUW OMepauusiMu
Benunkon OTevecTBeHHOW BOWHbI. [lponas ot CtanuHrpaga
00 PyMbiHWK U BeHrpuu, reapanu Ctaplunm nemTeHaHT meau-
LMHCKON cnyx6bl H.A. TiopyH B cocTaBe CBOAHOrO Moska
2-r0 YKpauHCKoro @dpoHTa npuHMMan yyactve B [lapage
Mo6eabl Ha KpacHon nnowaav B MockBe 24 vioHs 1945 T.
3a My»XeCTBO U repoun3m, NPosiBEHHbIE B 605X, 6blT HAarpax-
neH opaeHamn OTeyecTBEHHOW BOWHbI, KpacHow 3Be3fbl,
MedanaMu «3a oTBary», «3a 60eBble 3acnyru», «3a 060poHY
CranuHrpaga» v Apyrumu 60eBbIMU Harpagamu.

3a rogbl BOWHbI HWKonan AnekceeBMY OKazan Meau-
LMHCKYIO MOMOLULb ThiCA4aM BOEHHOCIYXKalluX, cnac coT-
HW YKU3HEN, MO3TOMY MM O6blNI0 MPUHATO pelleHne MocTy-
natbe B MEOUUMHCKUMA MHCTUTYT. B 1946 r. crapwuwu
NIeNTeHaHT MeaunuMHCKON cnyx6bl H.A. TiopuH CTaHOBMUTCSA
cTyaeHToM lMNepBoro MOCKOBCKOro MEAMLMHCKOrO MHCTUTYTa
num. .M. CeyeHoBa, OKOHYMB KOTOPbIM B 1952 1. ¢ OTAn4YMEM,
nocTynaeTt B KIMHUYECKY0 OpAMHaTypy, a 3aTeM — B achu-
paHTypy Ha Kadeapy AeTCKnx 6onesHen cBoen anbMa-martep,
rae npowen npodeccmMoHanbHbIM NyTb OT aCCUCTEHTa A0 Mpo-
deccopa. B 1959 r. nog pykoBoacTBOM akageMunka AMH
CCCP, npodeccopa H0.P. lom6pocKon H.A. TIOPUH 3aLmTnn

KaHAMAATCKylo guccepTaumio Ha Temy «CepaevHo-cocyancTas
cuctema npu 6poHxManbHon actme y geter». OH Bnep-
Bble M3Y4YWn HapylleHns GYHKUMK cepaua y AeTen ¢ nerouy-
HOM MaTonornen, onucan aTanbl Pa3BUTUA XPOHUYECKOrO
nieroyHoro cepaua. M3ydeHve natoreHesa, KIMHUYECKOWM
KapTWHbI, NaTOMOPGHONOrMYecKnx 0COBEHHOCTEN U Tepanuu
cTano chepon HayvyHOW aesTenbHOCTM ydeHoro. OH co3pan
pabouyylo KnaccuduKaumio 6pOHXMaNbHOM acTMbl Yy OETeN,
noKasan OTIMYUTENbHble MPU3HAKUM OGPOHXMANIbHON acTMbl
[IeTCKOro BO3pacTa B CBfA3M C HalM4MEM OMpeaeNeHHbIX
aHaTOMO-(PU3MONOrMYecKMXx 0cobeHHocTen. [MpoBeaeHHble
uccneaoBaHWs aannM BO3MOXHOCTb 060CHOBaTh M BHEAPUTb
Lenbli KOMMIEKC /Ie4eBHbIX MEPOMNPUATUI C YHETOM TSXKe-
CTM ¥ nepuoga NaToNOrMyecKoro npouecca: aHTMbaKTe-
puanbHble, TOPMOHaNbHbIE, MYKOIMTUYECKME Mpenaparthl,
OPOHXO/IMTUKM B BWAOE I3NEKTPOalapo3osien. Pesynbratom
NPOBEAEHHbIX MHOMONETHUX WCCMEeAOBaHWI cTana 3aluta
AuccepTalLmm Ha COMCKaHMe yYeHON CTeneHn JoKTopa Meau-
LIMHCKMX HayK Ha TeMy «bpoHxuManbHasa actMa y ageTem».

B 1975 r. H.A. TiopuHa M36panu Ha AO/MKHOCTb 3aBe-
aylouiero Kadenpom [AeTtckux 6o0ne3Hen YHUBepcuTeTa
LpyK6bl HapoaoB mM. M. Jlymym6bl. Bea fanbHewnwasa Hayy-
Has [OedATeNbHOCTb Y4YEHOro Oblia CBA3aHa C 3TUM YHMU-
BepcuTeToMm. oa ero pyKoBOACTBOM COTPYAHUKM Kadenpbl
n3dydann GPOHXONErOYHYI, CepaevyHO-COCYAMCTYIO MaToso-
rMio, HapylweHnsa GYHKLMKM MMMYHHOM cucTembl. B nepuog
¢ 1981 no 1985 r. HMKonan AnekceeBuY ABNSAICSA AEKAHOM
MeamumMHcKoro dakynbteta. oa ero pykoBoacTBOM O6blfo
3aWmeHo 39 KaHOMAATCKMX M OOKTOPCKMX AMCCepTaLui.
OH aBTop 60nee 300 HayyHbIx paboT, BKAOYAA TPU MOHO-
rpadum n y4ebHuK «[etckne 60nesHun». Ero Hay4Hble Tpyabl
HeoJlHOKpaTHO npeacTaBnanucb Ha BAHX CCCP v yaoctau-
BaNMCb MOYETHbIX AUMNIIOMOB U Meaanen.

Mpodeccop H.A. TiopuH aKTMBHO 3aHumancsg obLlie-
CTBEHHOWN AeATeNnbHOCTbIo. OH aBAsACs yneHom [MpaBneHus
Bcepoccuinckoro obuiectBa neavaTpoB M npeaceaaTenem
MpaBneHns MOCKOBCKOro o6WecTBa [OETCKUMX Bpayen,
OTBETCTBEHHLIM CEKpeTapeM W 3amecTUTeNleM [aBHOro
pefakTopa XypHana «fleanatpusa». Ha npoTsKeHun anvutenb-
HOro BpeMeHwu Obln BeayliMm Takux NonyaspHbiX Tenenepe-
nay, Kak «300poBbe ageten» U «MamMuHa WwKona». Hukonan
AnexkceeBuY 6bln M36paH akagemMuMKoM MexayHapoaHowm
aKaJeMu1Kn HayK BbICLIEN WKOSbI, MOYETHbLIM Y1eHoM boremo-
CnoBaLKom accoumaumun M. NMypKMHbE, Y1EHOM-KOPPECMOH-
neHtom Ky6uHcKoro obliectBa anieprosoroB, NOYeTHbIM
npodeccopom POCCUIWCKOro yHMBEpcUTETa ApPYy*KObl Hapo-
0B, rae oH Bo3rnasnsan CoBeT BeTepaHOB BOWHbI M TpyAa
W rae TPYAWNCs A0 KOHLL@ CBOMX AHEW.

Coto3 negnatpos Poccumn



MamaTu Konnerun

W) Check for updates

NMamaTtu npodeccopa B.B. MeuwepsakoBa
(10.11.1959-05.12.2023)

5 pekabpa 2023 .
Ha 65-M rofly XM3HW CKOH-
yancs Butanui ButanbeBud
MelwepsikoB — W3BECTHbIN
POCCUWCKUIN Yy4eHbln-neau-
aTp, AOKTOP MEAULIMHCKMUX
HayK, npodeccop, 3aBeay-
loWwnn Kadenpon AETCKUX
6onesHen U 3aMecTuTeNb
OMpEeKTopa MeaMLMHCKOro
nHctmuTyta Cyprytckoro rocy-
[lapCTBEHHOIO yHUBEPCHUTE-
Ta, 3aCNyXeHHbIM paboTHMK
3ApaBOOXpPaHeHNs XaHTbl-
MaHcHCKOro aBTOHOMHOIO
oKkpyra — Orpbl.

B.B. MeuepskoB poaunca B cene [pecHoBKa [Ixam-
6ynckoro panoHa Anma-ATrHCKon obnactu Kasaxckon CCP.
OKOHuMB B 1977 r. C 30/10TOM MeAanbio CPEOHIOND LWKONY,
NnocTynun Ha neanaTpuyecknuin darkynbter OMCKOro meau-
LIMHCKOro MHCTUTYTa. B 1983 . mony4nn KpacHbIn AUMaom
[ETCKOro Bpaya 1 6b11 NPUHAT Ha paboTy Ha Kadeapy rocnu-
TanbHOW NeauMaTpun B albMa-martep, rae npowen TpyaoBown
nyTb OT KJIMHUYECKOro OpAaMHaTopa, acnnpaHTa, acCUcTeHTa
[0 AoLeHTa.

B 1988 r. Butanuit ButanbeBuy 3almMTnia KaHANAATCKYO
anccepTtaumnio «PyHKLUMOHANbHO-PE3EPBHbIE BO3MOXHOCTH
cepaua v ux AMHaMuKa noj BNMSHUEM TPEHUMPOBOK Ha BENO-
3proMeTpax Npu MMOKapAMOAUCTPOPUM Yy AeTEN LIKOSIbHOIO
BO3pacTa», BbIMOMHEHHYIO MO4 PYKOBOACTBOM aKageMWKa
PAMH, npodeccopa B.I. bucsapuHon. B 1990-e rr. nocatun
CBOI0 NPodECCHMOHANbHYIO AEATENIbHOCTb U3YHEHUIO AETCKOM
ny/IbMOHOMOMMK, NPONASA CTAXKMPOBKY NO AaHHOM npobnema-
TuKe B lfepManmm (1993) u AHrnnmn (1998). B 2003 r. B Tomcke
3alMTUN JOKTOPCKYI0 AMccepTaumio Ha Temy «OcTpble 6POoH-
XOneroyHole 3aboneBaHus y [eTer CeflbCKOM MECTHOCTW:
KNMHUKO-3MUAEMMONOTMYECKME OCOBEHHOCTU U IPPEKTUB-
HOCTb 3TanHOro nevyeHus». B Te e roapl 6bi1 rNaBHbIM AeT-
CKMM NynbMOHoNIorom MuH3apaBa OMCKOM 061acTu.

B 2004 r. B.B. Mewepsakos nepeexan B . CypryT (XaHTbl-
MaHCHUWCKMIA @aBTOHOMHbIM OKpyr — HOrpa), rae B TeyeHue
Tpex NneT pabotan 3aMecTuTenem rnaBHOro Bpaya no neau-
atpum KnuHnyeckon ropogckon 6onbHuubl N2 1, coBmellas
OCHOBHYIO paboTy C [O/MKHOCTbIO npodeccopa Kadeapsbl
neanatpun CyprytcKoro rocyaapcTBEHHOro YHUBepcuTeTa.
B 2007-2009 rr. pykoBogun HauWOHanbHbIM Hay4HbIM
LLeHTPOM MaTepuHCTBa U getctBa MuH3gpaBa Pecnybnmku

KaszaxctaH B . ActaHe. C 2009 r. nepewen Ha NOCTOSAHHYO
pa6oTty B CypryTCKui yHMBEpPCUTET — CHavana B KayecTBe
npodeccopa Kadeapbl negnatpuun, a B 2010 r. Bo3rnaBun
BHOBb 06pa30BaHHyl0 B By3e Kadeapy OETCKUX 6onesHen,
roe TPyauncs OO0 KOHLA CBOMX AHEeW. Ha NpoTsKeHWUM MHO-
rMx NneT SBAS/ICH 3aMecTUTeNeM AMPEeKTopa MeAMLMHCKOro
nHcTuTyTa Cypl'Y no Hay4yHon paboTe.

Mpodeccop MeuwepskoB — aBTop 6onee 200 Hayu-
HbIX TPYyAOB, B TOM 4YWUCNE KIMHUYECKUX peKoMeHAaa-
umm «Kpyn y peten. OCTpbli OBGCTPYKTUBHbLIA NapPUHIUT»
n «BHeboNbHMYHAs NMHEBMOHMS Yy paeTten». [loarotoBun
8 KaHAauMaatoB MeAMUMHCKUMX Hayk. B CyprytcKom yHu-
BepcuTeTe aKTMBHO 3aHMManCcs HayyHo-nejarorunye-
CKON [esiTeNbHOCTbIO, B MEPBYIO O4Yepefb HanpaBieHHOM
Ha pelleHne pernoHanbHbIX NPaKTUYEeCKMX 3adad B obna-
CTW 3[paBOOXPaHEHWsI OKpyra, NOArOTOBKY BbICOKOKBaNM-
dUUMPOBAHHbLIX KaApoB A8 MEAMLMHCKUX OopraHu3auuin
neanatpuyeckoro npoduna. Mo ero uHuunatuee 6biin
peannM3oBaHbl TaKMe NPaKTUYECKN 3HAYUMblE Hay4YHble NPO-
rpaMmmbl, Kak «ONTMMMU3aLMa MEAULIMHCKON MOMOLLM AeTAM
M NOAPOCTKaM Ha TeppuUTopuM XaHTbl-MaHCUICKOro aBTO-
HOMHOro oKkpyra — KOrpbl Ha OCHOBe pa3paboTKu U BHea-
PEHUS PErMoHasbHO OPUEHTUPOBAHHbLIX MHHOBALIMOHHbIX
MEAMKO-OPraHn3aLMOHHbIX TEXHOMOMUM», «ONTUMU3aUnsg
AWArHOCTUKM U NledeHns 3aboneBaHui OpraHoB AblXaHWs
y LeTel Ha OCHOBEe pa3pabOoTKM MHHOBALMOHHBLIX ne4yeb-
HO-AMArHOCTUYECKUX TEXHONOTMUM», «[eHETUYECKNE aCneKThbl
NPeauKTUBHOW, NPEBEHTUBHOM U NepPCOHUPULUPOBAHHOMN
MEAMULMHbI HacNeACTBEHHbIX U BO3PacT-acCOLMMPOBAHHbIX
3aboneBaHni y YenoseKa Ha Ceepe».

Butanuin ButanbeBny MellepsaKoB ycrewHo coBMe-
Wwan njaogoTBOPHYID Hay4YHO-MejarorMyeckyto paboty ¢ 06-
LecTBEHHOW JeaTenbHOCTblo. OH ABNANCA 3amMecTute-
neM npeacepatens auccepraumMoHHoro coseta npu Cyply,
4YIEHOM 3KcnepTHoW rpynnbl egnaTpuyeckoro pecnupa-
TOpHOro obuiectBa No GOPMUPOBAHUIO HaLMOHANbLHOM
nporpammbl «bpoHxuManbHaa actMa y AeTen», YIeHOM pea-
Konneruu xxypHanos «BecTHuk Cypl'Y. MeauumHa» n «<BecTHUK
CypryTcKoro rocyaapCTBEHHOro YyHWBepcuTeTar», npejace-
faTefneM pervoHanbHOro oTAeNieHUs 06LeCTBEHHOW opra-
HU3aumn «AKagemus neguvatpuu», dyneHom Coto3a neau-
atpoB Poccuun, Poccuiickoro pecnupatopHoro ob6uiectsa
n lNMeamMatprMyeckoro pecnupaTopHoro obliecTaa.

MamsATb 0 Butanuu ButanbeBuye MelepsKoBe poCccuim-
CKMe neamaTtpbl COXPaHAT Ha AONTWE roabl.

Coto3s negmnatpoB Poccumn
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