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KPATKAS| MIHCTPYKLIUS N0 MEAULIMHCKOMY NPUMEHEHWO NPEMNAPATA XYMUPA®
(MHcbopmaumsa TOMbKO ANs MeJMUMHCKMX W (hapMaLeBTUYecKMX PaboTHWKOB). HaumeHoBaHue
IOPUANYECKOr0 NNLA, HA IMS KOTOPOrO BbIAAHO perncTpaunonHoe yaocTosepenune: 000 «366Bu»,
Poccus. Cm. nonHyto MHhopmaLmio 0 npenapare B MHCTPYKLM N0 NpUMeHernto. Homep peructpa-
LMOHHOrO yaocToepeHus: J1G-002422. MexayHapofHOe HenaTeHTOBAaHHOE HaMeHOBaHWe: ajanu-
Myma6. JlekapcTeeHHas popma: pacTsop Ans NOAKOXKHOro BBeAeHMs. B 0,8 mn pacTBopa coaepxuTt-
€Sl aKTUBHOE BELLECTBO: afanumymac 40 mr.

OAPMAKOJIOTNYECKUE CBOWCTBA. Xymupa® (aganvmymat) npeacTanser co6oit pekoMBHHaHT-
HOE MOHOKNOHAMbHOE aHTUTENo, NenTUAHAA NOCNef0BaTeNbHOCTb KOTOPOro naeHTYHa IgG1 ye-
noseka. Aganumymat cenekTMBHO CBAI3bIBAeTCS ¢ (hakTOpPOM Hekpo3a onyxonu anbga (PHO-a) u
HEATpanuayer ero 61Monornyeckune HyHKLNM.

MOKA3AHUSA K NPUMEHEHUHD

PesmaronaHblil apTput

AHKUNO3NPYHOLLMIA CNOHAUANT

AKCWanbHbIi CNOHANN0APTPUT 683 PEHTTEHO-
NOTNYECKI MOATBEPXKAEHHOTO aHKUIO3MPYIO-
LLEro CroHAMNNTA,

BraweyHbIn ncopuas

lcopuatnyeckmit apTput

F0BEHMAbHbI ANONATUHECKMA aTPUT

(c 2-x ner)

BonesHb KpoHa y B3pocnbix 1 feTen

c 6 ner

« §13BEHHbINA KONUT

o AKTUBHbIIA THOWHbIA TMAPAREHNUT CPEAHEN
VNV TAXKENON CTeMeHI TSKECTH Y B3POCTbIX
NaLWeHTOB NPy OTCYTCTBUN aEKBATHOrO
OTBETA HA CTAHAAPTHYIO CUCTEMHYIO Tepanuio
AKTUBHBII JHTE3NT-ACCOLMMPOBAHHDII
apTpwT y NawneHToB B BO3pacTe 0T 6 feT 1
CTapLLe Npu OTCYTCTBUM a[EKBATHOTO OTBETA
Ha Tepanvio CTaHAapTHbIMKU Npenaparamu
WK UX HenepeHocuMocTy.

XYMUPA'

afannumymab

deslinadion yow~

-

Hun3Hb AONKHA
NPoAONKATbCA,
He ONA

Co3paer
BO3MOMXHOCTU

ynydwaet
KayecTBO
HU3HU

 N36aBnsaeT
w OT CTpagaHun*

destimadion yow:

NPOTUBOMOKA3AHWS. nep4yBCTBUTENBHOCTb K afianMmMymMaby Unu nto6biM ero BComMoratenb-
HbIM KOMMOHEHTaM, 6epeMeHHOCTb; nepuoa rpyaHoro BCKapmnBaHus; ,E[ETCKI/IVI BO3pacT Ao
18 neT (KpOMe NawMeHTOB OT 2 NIET C HOBEHUNbHbLIM MANONATUYECKM apTPUTOM, MALMEHTOB OT
6 net ¢ 60ne3Hbl0 KpoHa (CpeaHeTSKENoii U TAHXENON CTeneHn) 1 NauneHToB OT 6 NeT ¢ ak-
TUBHbIM 3HTE3UT-aCCOLNNPOBAHHBIM apTPUTOM); MHGEKLMOHHbIE 3a60NeBaHMA, B TOM 4ucne
Ty6epKynes; COBMECTHbIA NPUEM C APYTUMU T@HHO-MHXXEHEPHBIMU GUONOTMYECKUMI NPOTMBO-
peBMaTMYecKMMI npenapatamu (HanpuMep, aHakuMHpa v abatauent), B TOM YWCE aHTaroHu-
cramu ®HO.

C OCTOPOXHOCTbH). Peunaunsupytowme MHeKUM B aHaMHe3e; HOCUTEeNbCTBO BMpYyCa rena-
TUTa B; 310Ka4ecTBEHHbIE HOBOOOPA30BaHMSA, B TOM 4YUCNEe B aHAMHE3e; CepAeyHas HejocTa-
TOYHOCTb; AUEMUENNHN3UPYOLLINe 3a60/1eBaHNs HepBHOVI CUCTEMbI, B TOM Y1CNe B aHAMHE3e;
nauneHTbl ctapLue 65 ner.

NOB0YHOE JAENCTBYE. Hanbonee 4acto — peakuuy B MecTe BBEJEHUA npenapata, MHeKLm,
HOB0O0G6PA30BaHNA, NEAKONEHNS, MOBbILLEHNE KOHLEHTPALMW NUMMAOB, TONOBHAA 60Mb, TOLIHO-
Ta, PBOTA, 60/b B XMBOTE, CbiMb. M0OMHBIA CAMCOK NO604HbLIX AGDEKTOB B UHCTPYKLMM NO NPU-
MEHEHNI0 npenapara.

®OPMA BbIMYCKA. PactBop Ans noakoxHoro BeeaeHus 40 mr/0,8 mn. Mpenapat B 0AHOA030-
BOM Lunpuue. Mpenapar Bo hnakoHe.

[na nonyyeHus 6onee noapo6HON MHGOpPMauuMW O npenapate, NoXanyncra, 03HAKOMLTECH
C MOMHOW WHCTPYKLME N0 MeANLMHCKOMY NpUMEHeHUo npenapata unn obpatutecs B 000
«J66Bu»: Ten.: +7 495 258-42-77, chakc: +7 495 258-42-87.

*3Ha4nTenbHOE YMeHbLLEHWUE BbIpaXeHHOCTU 6oneBoro cunapoma - T. Schmalbach et al., Experience With Adalimumab In 123 Patients With Juvenile Idiopathic Arthritis (JIA) - Poster Tours, abs FRI0324, EULAR 2012.

WHdhopmauns npefHasHadeHa ans cneuynanicToB 3ApaBoOOXPaHEHNS.
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A\erue coeMmellaTb
DYAHBIM BCKADMAMBAHMEM

Philips Avent ctpemmTcsa K Tomy,
YTOObI MaMmbl BbIOVPaAM rpyAHOe
BCKAPMAMBAHME, TaK KaK rpyAHoe

MOAOKO ABAAETCA MAEAAbHbBIM TMNTAHN-
EM AN MAQAEHLIA. Mbl MOHUMAaEM, YTO,

HE CMOTPS Ha TO, YTO B HEKOTOPbIX
CUTYaLMAX YKEHLMHAM OblBaeT Heob-
XOAVMO AOKapMAMBaTL pebeHka
CLI©KEHHBIM MOAOKOM MAWM CMECHIO,
OOABLUMHCTBO MaM XOUYET COXPaHUTb
rPYAHOE BCKapMAMBAHME.

[o3TOMY AASt TOTO, UTOOBI MpoLiecc
KOPMAEHWS 13 BYTBIAOUKK ObIA MaKcK-
MaAbHO BAM3OK K eCTECTBEHHOMY, Mbl
pas3paboTaAn ByTbIAOUKY Ccepum
Natural, koTopas nmeeT dr3noAormy-
HYIO COCKY, UMUTUPYIOLLYIO GOPMY
XEHCKOWM IPYAU, 1 CTUMYAMPYET
pebeHKa WMPOKO OTKPbIBATb POT AAS
NPaBMABHOrO 3axBaTa.

OTO NMO3BOAAET pebeHKy oCyLecT-
BASITb BO BPEMSI KOPMAEHMS HOPMaAb-
Hble MNEPUCTAABTUYECKNE ABUMKEHMS
A3bIKOM W CO3AaBaTh BHYTPUPOTOBOM
BaKYYM AAS M3BAEYEHMS MOAOKA 13
OYTBIAOUKM, KaK €CAV Obl OH MOAYYAA
MOAOKO HEMOCPEACTBEHHO M3 IPYAM
maTepwm.

*81,7% AOHOLLEHHbIX AETe B BO3pacTe 2—6 HEACAb He M3MEHMAM OTHOLLEHUS K KOPMAEHUIO U3 FPYAM MOCAE KOPMAEHUS U3
6yTbirouku cepun Natural. KanHuueckas oueHKa 3¢pdeKTUBHOCTU UCMOAL30BaHMS HOBbIX GyTbiaouek Philips AVENT cepun
Natural 1 cepun Classic. ABTopbi: AykosiHosa O. A, Boposuk T.3., BeasieBa M. A., DT'AY «HayuHbii LLEeHTp 3A0pOBbsi A€TENY,
Mockea, ®ypues B.M. KpacHospckuit rocyAapcTBEHHBIA MEAMLIMHCKUIA yHUBEpCUTET, KpacHOAPCKUIA LLeHTp rpyAHOro

BCKapMAMBaHUSA.

AVENT
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. Jﬁ:‘\
o

...
MOBMMAR MAPKA
POCCUMCKMX MAM

Neq

BbIEOP MEAWATPOB
"COMCON 2015

{A\'-Elr

PHILIPS

N\ —

CTEKAAHHAA

®usmoaoruyHas ¢opma COCKHU AAA €CTECTBEHHOIO
3axBaTa

LLInpokas cocka $pu3norormiHom ¢opMbl criocobcTsyeT
€CTECTBEHHOMY 3aXBaTy, MAEHTUUHOMY 3axBaTy MaTepuH-

CKOW rpyAM, Braroaapst YeMy pebeHOK He MeHsieT CBOero
OTHOLLEHMA K rPYAN MaTepu NMocAe AOKOPMA M3 By ThIAOUKY.

YHUKaAbHbIE AEMECTKU — MArkas, rmbkasa cocka

YHMKaAbHbIE ACMECTKM AGAIOT COCKY MMOKOM M OAHOBpE-
MEHHO YMPYrow, Kak rpyAb. YNpyrocTb COCKM He AaeT el
noTepsTb GOPMY 1 CrocobCTByeT becrpepbiBHOMY
MOCTYMAGHWIO MOAOKA B OTBET Ha cocaHune pebeHka.

MHHOBaLI.MOHHaﬂ KOHCTPYKUMNA KAanaHa —
yCcoBEepLUEHCTBOBaHHaA CUCTEMA NMPOTUB KOAUK

VIHHOBALIMOHHbIM ABOMHOM aHTUMKOAMKOBBIM KAAMaH CHUXKaeT
PUICK BO3HMKHOBEHMSA KOAVIK 1 AMCKOMPOPTa, TaK Kak
MPOMycKaeT BO3AYX B OYTbIAOUKY, @ HE B XKMBOTMK pebeHKa.

PHILIPS

AVELIT
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CoenanTte war K 3awmTe
OT MHEBMOKOKKOBOW UHObeKLNM
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BakLyHa NHeBMOKOKKOBaA noAvcaxapuaHas KOHbIOrPOBaHHaA AACOPOUPOBAHHAS, TPUHAALATUBANEHTHAR

EavHcTBEHHAs NHEBMOKOKKOBAS
KOHblOrmpoBaHHaa BaKuuHa Ond neTen
OT 2 MecsLEeB U B3POCIIbIX BCEX BO3pacToB

KpaTtkaa MHCTPYKUMA NO NpUMEHeHIo NekapcTeeHHoro npenapata MPEBEHAP® 13
(BaKLMHa MHEeBMOKOKKOBasA MosncaxapuHas KOHbIOrMpoBaHHaa aacopbupoBaHHas, TPUHaALATUBaIEHTHas)

NEKAPCTBEHHAA ®OPMA: cycnieHsna ANA BHYTPUMbILIEYHOTO BBEACHMA CXEMA BAKUMHALUW:
Bakuwwa Mpesenap’ 13 npeacTasnner co6oii KancynApHbie NonUCaxapwbi 13 cepoTMNos NHEBMOKOKKa: 1, 3, 4, 5, 6A, 68, 7F, 9V, 14,
18C, 19A, 19F 1 23F, UHAUBUAYaNbHO KOHBIOTPOBaHHbIE ¢ AUd 6enkom CRM,, v aAc Ha bocpare. Bospacr Hauana Cxema ViHTepsansi u no3uposka
BaKUMHAUMM | BaKUMHALWW
'OMUCAHUE: fomoreHHan cycneHsna 6enoro ugeta.
3 posbi ¢ He MeHee 4 Hepj Mexay BBeAeHUAMM. MepByio
MOKA3AHUA ANA MPUMEHEHUA 2-6 Mec 3+1MAn 2+1 | AO3y MOXKHO BBORMTb C 2-X MeC. PeBAKUMHALWA OFHOKPATHO B 11-15 Mec. MaccoBas UMMyHI3aLus AeTein:
- TUka X BKI0UAR (B TOM YMC/IE MEHUHIWT, GaKTEPUEMMIO, CEnCuC, TAXeNble 2p03bi He MeHee 8 Hepy Mexay 8 11-15 mec.
n @ 1 cpeaHue oTuTbl) GopMbl 3aboneBaHuit, Bbi3biBaeMbix Streptococcus 711 mec 241 2 03bl C HTEPBANOM He MeHee 4 Hepy Mexay Ha BTOPOM
pneumoniae cepoTunos 1,3, 4,5, 6A, 68, 7F, 9V, 14, 18C, 19A, 19F 1 23F ¢ 2-x MecALIeB 13HW 1 Aanee 6e3 orpaHUYeHNns Mo Bo3pacTy: oAy X13HU
- B pamkax T HecKUX 12-23 mec 141 2 [J03bl C MHTEPBAIOM He MeHee 8 Hefl MeXay BBEACHIAMN
-y vy rpynn pucKa passuTus S rona ncrape 7 5
B u A B pamkax © Kanet Heckm CONAcHO YTBEPXACHHbIM CpoKaMm, a BeTu, panee BakynHUpoBaHHbie MpeseHap”
TaKxe iuam rpynn pucka no N coc BT npotue i Hauatan i i NpeseHap’, MoxeT 6biTb NposomkeHa MpeseHap”
OHKOJIOrMYECKUMI 3360NIEBAHIAMY, NONYHAIOLLIAM UMMYHOCYTIDECCUBHYIO TEPANHIO; C anaromwuecxoml¢ynkumonanhnom acnnenveli; 13 Ha NIoGOM STarle CxeMmbl UMMyHW3aLM
€y nnn A Ha 3Ty < Nuuae 18 ner n crapwe
HUBKOCTH  XpOHUECKIMM 3aBOREBaHITMIARETKIY,CoPRCSIHO-COCYANCION CHCTEMS, EweHY, TOHEK i CAxapHbIM AUABETON; Gonbront Mpeserap: 13 soguTc \ . Mipeserap’ 13 He yCratosnena. Pewsentie o6 wrepsane Mexy

0Vt acTmMOl;
apMeNcKMe KONEKTUBbI); PeKO!

neTam; nuuam, a8 KONNeKTVBaX (QeTCKue OMa, UHTEpHaTbI,
LieHTaM OCTPOro cpeq , MEHWHIUTa, v yact petam;
T BCeM nuLam cTaplue 50 net; TabakoKypunburkam.

NPOTUBOMOKA3AHUA

- MoBblLWeHHaA YyBCTBUTENbHOCTb Ha NpeAlwecTBylollee BBeAeHMe MpeseHap® 13 unu MpeseHap™ (B ToM Yncne, aHadunakTUyeckuit
LIOK, TAXeNble reHepanu30BaHHble annepriyeckie peakinn);

- MOBLLICHHAR 4YBCTOUTENILHOCTS K AVTEUAHOMY AHATOKCHHY W/ BCTIOMOTATEbHEIM BEUICCTBN;

- ocTpble UHP win 060CTPEHNA XPOHUUYECKIX 7 no-
Cne BbI3AOPOBNIEHNA NV B NEPVIOA PEMUCCUA.

CMOCOB NPUMEHEHWUA U AO3bl

Cnoco6 BBegeHna

BaKuuHy BBOAAT B pa3oBoii 03 0,5 M/ BHYTPUMBILIEUHO. [1eTAM NEpBbIX N1ET AKU3HI
HOCTb CpeaiHeii TpeTy 6epa, INLAM CTaplue 2-X 1T — B AeNTOBUAHYIO MbiluLly nneya.

NPOBOAAT B BEP) nosepx-

Mepen wnpuy ¢ i MpeseHap” 13 XOPOLWO BCTPAXHYTb A0 NONYYEHNA FOMOreHHON cycneHsun. He
VCTIONb30BaTb, €/ NPU OCMOTPE C wnpuya ) HaCTULBI, WY COREPKIMOE BBITAANT HaYe, Yem
B pasgene «OnucaHne» HacToALel MHCTPYKUUN.

He BBOAUTD " 13 BHY " BHY B AroAmnuHyo obnacrb!

Ecnu Hauata MpeseHap™ 13, A ee Takxe i1 MpeeHap” 13. Tpu BbIHYX/EHHOM yBENMYeHUM

nio6oro u3

mexay
Tpebyetca.

BblLUE KypCcoB no3 MNpeseHap’ 13 He

BBeqieHIeM BakuwH Mpeserap’ 13 1 MMB23 cieyeT NPUHIMATH B COOTBETCTBIAM C OGULMANBHBIMI METOAVYECKIMI PEKOMEHAALMAMA.
Oco6bie rpynnbl NayneHToB

Y NauneHToB NoC/e TPaHCNNAHTaLMM reMoN03TUUECKNX CTBONOBBIX KNETOK PeKOMEHAYeTCA Cepna MMyHI3aLm, COCTOAWAR 13 4 403
npenapara MpeseHap’ 13 no 0,5 mn. Mepsan cepua cocronT 3 Tpex no3 nepBas 03a BBOAWTCA C
TPETbEro NO WeCTOi MecAL, NOCNe TPaHCNNaHTaLMM, VHTEpBaN MeXay BBEAEHUAMM JOMKEH COCTABNATB 1 MECALL, PeBaKUMHUPYIOLLYIO
103y peKOMeH/yeTCA BBOAUT Yepes 6 MecALieB nocne TpeTbeit fosbl. b netAam A

Hast Nepsan cepua cocTonT 13 3-x 403. MepBylo A03y CrieAyeT BBOANTL B BO3PACTe 2 MeCALEB HE3aBUCH-
MO OT Maccbi Tena pebeHka, noc RO3bI - C 1 mecau. uetBepToi (6yCTEPHON) AO3bI PeKOMEHAYeTCs B
Bo3pacte 12-15 Mecsues.

TMoxunbie naynenTbl

VIMMYHOTeHHOCTb 1 6e30MacHOCTb BakuyHbI Mpesexap® 13 nop
YCNOBUA XPAHEHUA U TPAHCMOPTUPOBAHUA

Mpu Temnepatype ot 2 40 8° C. He 3amopaxuBaTh. XpaHWTb B HEROCTYHOM AnA AeTeii MecTe. TpaHCNOPTMPOBATL NPV TeMNepaType ot 2
°C-25°C.He b. [lonycKaeTca TpaHc npu Temnepatype Bbilwe 2-8 °C He 6onee NATU AHeN.
CPOKTOAHOCTU

3 ropa. He CNoN1b30BaTh NOCNE MCTEUEHIA CPOKa FOAHOCTH, YKA3aHHOTO Ha YNaKOBKe.

A NOXMIbIX

MpeTensny noTpe6uTenein HaNPasATb Mo agpecy:

1) 000 «dpaitzep», 123112 Mockea, Mpectenckan Hab., 4. 10, bL| «BawHa Ha HabepexHoit» (Bnok C) Tenedok: (495) 287-5000, akc:
(495) 287-5300

2) 000 «HIMO MetpoBakc Gapm», Poccuiickan Gepepauns 142143, Mockosckan 06nacTb, Mogonbekuii paitoH, c. Mokpos, yn. CocHosas, A. 1
Ten./dakc: (495) 926-2107, e-mail: info@petrovax.ru

3) DepepanbHan cnyx6a Mo Haa3opy B chepe 3apasooxpateHna (PocaapaeHaasop): 109074, Mockea, CnaaHckan ., 4. 4, cTp. 1
Ten.: (495) 698-4538; (499) 578-0230

000 «Mdairzep MHHoBauMm», Poccus, 123112, Mocksa,
MpecHenckas Hab., a. 10, bL| «bawHsa Ha HabepexHoi» (Bnok C)
Ten.: +7 (495) 287 50 00. ®akc: +7 (495) 287 53 00.

Ha npasax peknambi
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punnon nnatoc

BakuuHa ana npodunakTvkm rpunna y aeteii B Bo3pacte
0T 6-Ti MecALEeB U cTaplue

rePunn.
BAKLIUHALIUA C NKOCOM!

[punnon® naoc - cospemennas npotueorpunnosHas
TPUBANEHTHAA MHAKTUBUPOBAHHASA NOMNMED-CyGbeIMHNYHAA BaKUMHA
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« (opepXuT BbICOKOOUMLLEHHbIE aHTUTeHbl aKTyanbHbIX LITAaMMOB BHpyca I
rpunna  MMMyHoaZbioBaHT MoNMOKCAOHNIA® NO3BONAET CHU3NTD B TP pa3a
KOMNYeCTBO aHTUTEHOB B COCTaBe BaKLMHbI » COOTBETCTBYET MeXAYHAPOAHbIM
TpeboBaHuAM no 3dpdekTnBHOCTH, Ge3onacHocTn 1 Kauecty « He copepxut

KOHCePBAHTOB 1 aHTUOMOTUKOB » BbinyCKaeTcA B MHAMBIAYaNbHON WNpUL-A03e
CaTpaBMaTNyHol nrnoit  lpon3BoanTCcA No MUPOBbIM CTaHAapTam GMP
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CrepuntHo

Mo3a6oTbrech 0 cBOUX ManeHbKUX NnauueHTax!
Pacckacute 0 BakLMHaLuu NPoTUB rpunna

HMO Te"e(bo" ropﬂlleﬁ NUHUK: 3a iononHuTeNbHoi MHopMaLveit

obpavaiirecs B 000 <HIO MetpoBakc Gapm»

+ 7 ( 49 5) 7 68 81 5 o noen.: +7 (495) 730 75 45, Mocka, yn. KpacHas Mpecta, 4. 22

e-mail:info@petrovax.ru. www.netgrippa.ru. www.petrovax.ru

METPOBAKCoarMm

lMpenaparte! 6yQyLyero — cerogHs

NMPOD®UJIAKTUHECKASA
NEAUATPUSA + CD

2-e, 0GHOBJIEHHOE U [JONOJIHEHHOE U3jaHue I-I POd)VI“AKTVILIECKAﬂ

Moa penakumeii: A.A. bapaHoBa, J1.C. Hama3oBoii-bapaHoBoii n EAMATPMH

loa nspganusa: 2015

KonuvectBo cTpaHuy: 744 Mop pepakumen A.A. BapaHosa,
J1.C. HamasoBon-bapaHoBon

MpeactaBneHbl HOBEWLIME [aHHbIE MO OCHOBHbIM pPas-
nenam npodunakTMyeckon neauaTpumn: no GopMMpoBaHUIO
1 OXpaHe 3/10POBbS HEPOXKAEHHOIO peGeHKa (nnoaa) U HOBO-
POXKAEHHOrO, 30POBbSA MOJPACTAIOLLIEr0 NOKOEHHUS; MO CO3-
JlaHWIO OMTUMaNbHbIX YCNOBUI AN GOpPMMPOBAHUS 3[10PO-
BbSl, DUBNYECKUX U UHTENNEKTYaIbHbIX BO3MOXHOCTEN AETEN;
Mo opraHn3aLnM MeauLIMHCKOro 06CyKMBaHUS AETEN, OLIEH-
Ke U3MYECKOro, HEPBHO-MCUXMYECKOTO PasBUTUS, AWCMAH-
CepHOMY HabNOAEHMIO 3A0POBbIX AETEN, OpraHu3aLunn rpya-
HOro BCKapMJIMBaHWS, yxo/ia; No opraH13aLum 0310P0BIEHUS
yacTo 6onetoLmnx aeten 1 ne4ebHo-NpodUNaKTMHeCcKom Nomo-

LM B JOLKONbHbIX 06pa30BaTeNbHbIX YHPEXAEHNUAX U LLUKOAX. ne;?»?;gos
KHura npegHasHayveHa ans Bpayen AETCKUX NOJUKIUHMK, [ROBET

neavMaTpoB, HEOHATONIOrOB U ApYrux cneunanncTos, paboTa- Mockga

IOWMX C AETbMU, COTPYAHUKOB 06pa30oBaTeibHbIX U HayYHbIX Meavatpb

o - 201!
yqpexaeHnn, opraHnU3aTtopoB 3[PaBOOXPaHEHUdA, Bpa4veu B

obLen NpakTUKK, cTyaeHToB VI Kypca MeanLMHCKUX BY30B,
WHTEPHOB M OPAMHATOPOB.
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Bouib10ii BBIOOP MEAUIIUHCKOM JINTEPATYPhI
Hwuskwue 1iensr

Viob6Hast hopma perucrparm

Paznbie BapraHThI 10CTaBKU

OmnepatuBHast 0OGpaTHast CBsI3b

Axryanpabie HoBocTH 0T Coto3a neguatpoB Poccun

JJeKTPOHHASI OMOINOTEKA JKYPHAJIOB U3/IATENbCTBA
Coro3za neguarpoB Poccun «Ilexnatpb»

HpI/II‘]IaH.IaeM BacC MTOCETUTH HOBBIE CANTHI JKYPHAJIOB N3/1aTEJIbCTBA U OIEHUTD UX ITPEUMYIIIECTBA.

IIpeumymiecrBa 77151 aBTOPOB 3Ky PHAJIOB:

Web of Science, PubMed u 1p.);

Google Scholar u 1p.;

Bce skypHairbl BXO/T B [lepeuenr BAK

BJIBKTPOHHBIG BEPCUU JKYPHAJIOB B OTKPBITOM /IOCTYIIE, 3a UCK/IIOYEHUEM ITOCJIC/THETO Ir'o/la BhITTyCKa
BosmosknocTh Pa3MECTUTDH CTaTbIO Ha caiire ¢ ITOMOIIIBbIO EUIeKTpOHHOﬁ peaaxknun
HOZ[HI/ICKa Ha CTaTblo, HOMED, Ha IO/l JKYPHaAJIOB ITOCJIE/THETO Iro/la BbIITyCKa — II0 I[IEHaM PpeJaKInn

TIOJTHOE COOTBETCTBIE CANTOB JKYpHAIOB V3/1aTenbeTBa TpeboBaHmsAM 3apyOeKHBIX pedhepaTuBHBIX (a3 faHHbIX (Scopus,

[PHUCYTCTBHE JKYPHAJIOB B PasJMYHbIX Oasax jaHHbIX, Takux kak PMTHII, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITI RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,

PpasMelIeHUE 110 JKEJTAHNIO aBTOPa AOIIOJTHUTEJIbHBIX MATEPUAJIOB K CTaThE (BI/I,Z[E‘O, HpeSeHTaHI/H/I);

m BECTHUK POCCHIICKOI

o BecThu POCCHACKOR SXIIEMMN MEDIMIHCKHE HaYE
a vestnikramn.spr-journal.ru
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YBaxaembie Komermn!

V3patensctBo «Ileguarp» 6put0 co3mano B 2012 r. mpu mopjep>kke OOIIeCTBEHHON OpPraHM3aLnn
«Coro3 negmarpoB Poccum». B HacTOAMNMIT MOMEHT MBI SAB/ISIEMCA €AVHCTBEHHBIM POCCUIICKIM U3JATENh-
CTBOM, KOTOpOE CIIeL[a/IN3UPYeTCs Ha MyOIMKAIVAX HAYIHON U HAyYHO-TIOMY/LAPHOI TUTEPATyPbl TOIb-
KO 10 Ipo6/ieMaM JIeTCKOr0 BO3pacTa.

MenniHCKIM By3aM 1 616/1110TeKaM, CLielaBIIM OIITOBBII 3aKa3, IIPeJOCTaBIIAITCS JIbTOTHbIE [{eHbI
Ha BCe KHUTY HAIllero U3/IaTe/IbCTBA, a B 3aBUCUMOCTI OT 00beMa IIOKYIKM — JOIIO/THUTEIbHbIE CKUIKN.

OcHOBBI 0011eit HMMYHOJIOTHH: YU4eOHOe I0co0He 151 CTYAE€HTOB
MeIUIHHCKUX By30B. YacTtp 1

»»»»»»»

Ilon penakiueii: JI. B. TankoBckoii, JI. C. Hama3oBoii-bapanogoii, P. SI. MemkoBoii
2014, 200 c., 067105k, ISBN 978-5-906332-39-4

B yue6HOM ocoO#H OAPOOHO OCBEIIEHBI OCHOBBI 0011Iei IMMYHOJIOTHH: CTPYKTYPa i (QyHK-
IIUM IMMYHHOU CHCTEMBI, (POPMUPOBaHAE UMMYHHOTO OTBETa B HOPME W TIPH TTATOJIOTHH,
BPOJKIEHHBIN 1 TIPHOOpPETeHHbIT nMMyHHUTET. OT/Ie/bHBIE IJIaBbl TIOCBSIIEHBI XapaKTepH-
CTHKE KJIETOK UMMYHHOHM CHCTEMBI, OTTMCAHUIO PA3IIMYHBIX aHTUTEHOB, MAPKEPOB ¥ peTiet-
TOPOB, TIporieccam auddepentiupokn T u B mumboInToB, MexaHU3MaM KJIeTOYHOH ITUTO-
TOKCUYHOCTH, CTPYKTYpe M (DYHKIMSAM aHTHUTEN, CUCTeMe IIMTOKUHOB. PaccMaTpuBaroTcst
cTpoenne W (HYHKIMH TJABHOTO KOMIUIEKCA THCTOCOBMECTHMOCTH YesoBeka. B mocobum
IIpUBe/IeHBI IIepedyeHb BOIIPOCOB JJIS CAMOKOHTPOJIS, TecToBble 3ajanus. IIpemnoxkennas
CTPYKTYypa U3/IaHUST TOMOXKET CTY/IEHTaM BBI/IEINTh TIPUHIATTHATbHBIE ACTIEKTHI I3yYaeMbIX
ITPOTIECCOB, OPTAaHN30BATh M KOHKPETU3MPOBATH U3ydeHNe TNCTIATIIIITHBL.

Yuebnoe nocobue «OcHOBBI 00IIEl MMMYHOJOTHU» IIOATOTOBJIEHO M0 IUCIUAIINHE
«MmmyHosiorust> B coorBerctBur ¢ DejiepaibHbIM FOCYAAPCTBEHHBIM 00Pa30BaTeIbHbIM
CTaHIaPTOM BBICIIETO IIPOGECCUOHATIEHOTO 0OPA30BAHUA U IIPEAHA3HAYEHO JIJIs CTY/IEHTOB,
0byyJarommxce 110 creruaibHocTsIM «JIedeGHoe neno», «[lexnarpus» u «Cromatonorus».

OCHOBBI KJIMHUY€CKOii HMMYHOJIOTHH U aJLIEPrOJOTHH: YyeOHoe Iocooue
JUISI CTYZIEHTOB MeIUIIMHCKUX By30B. YacTp 2

OCHOBbI KNMHNUECKOM
MMMYHONOIMW 1 annepronormmn

VueOHOE NOCOBME A CTYACHTOR MEAMUMHCKYX BYIOB.
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Iox penakuueii: JI. B. Tankosckoii, JI. C. Hamazosoii-bapanosoii, P. 1. MemxoBoii
2015, 160 c., o6moxka, ISBN 978-5-906332-32-5

Bo Bropoii yactu yue6Horo mocobust «OCHOBbI KIMHUYECKON MMMYHOJIOTHN U aJLIEPTOJIO-
TUH» TOAPOOHO OCBEIEHBI METO/IbI OTEHKH (DY HKIIMOHUPOBAHYSI IMMYHHOM CHCTEMBI, IAHO
OITMCaHe OCHOBHBIX HNMMYHOIIATOJIOTUYECKUX COCTOSHUN, IPUBECHBI HOBEHIIINE TaHHbIe
[0 IMMYHOTIPO(MUIAKTHKE 1 IMMYHOTEPATINK Pa3IMYHbIX 3400 1eBatuil. OT/ieIbHbIE TIaBbI
MOCBSIIEHbI OMUCAHKIO TPYTIT Gosie3Hel, MaHU(peCTAIs KOTOPhIX CBSI3aHa ¢ HApYIIeHUs-
MU B UMMYHHOM OTBeTe OpPraHu3Ma, — UIMMYHOZE(UIIUTHBIM COCTOSTHUAM, AJLIIEPIUYECKIM
U ayTOMMMYHHBIM 3a60JieBaHusAM. B mocsie/iHell riiaBe mmupoKo MpeicTaBIeHbl COBPEMEH-
HbIE METOJ(BI MCCJIE/IOBAHUS B UMMYHOJIOTHI. B 110COGHM TIPUBE/IEHBI TIEPEYEHD BOIPOCOB
JUIST CAMOKOHTPOJISI U TecTOBbIE 3ajianusi. CTPYKTypa MocOOHsI TOMOXKET CTY/EHTaM Bbijie-
JINTD [IPUHIMIINAJIBHBIE ACIIEKThI U3yYaeMbIX IIPOLIECCOB, OPTAaHU30BaTh U KOHKPETU3UPO-
BaTb U3yYeHUE TUCITUTIINHBL

YuebHoe mocobre «OCHOBBI KIMHIYECKONH MMMYHOJIOTHN U aJLIEPrOJIOTHI TIOATOTOBJIE-
HO 110 puciuiirHe «VIMmmyHoJI0THSI> B cooTBeTcTBUE ¢ DeepanbHbIM TOCYIapCTBEHHBIM
06pa30BaTeIbHBIM CTAaHIAPTOM BBICIIETO MPO(hECCHOHATBHOTO 00Pas0BaHUS /ISl CTYIEHTOB,
00yJatoIuXcst M0 CrenuaabHocTIM «JIeuebHoe meno», «Ilemumarpus», «CroMaTonorusy,
«Buonmxenepus u 6uonHbOpMaTUKA>.
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Hetckas peBMaTojiorus. Atjac. 2-e u3zgaHue

ITox penakumeii: A. A. bapanosa, E. 1. AnekceeBoit
2015, 348 c., neperuier, ISBN 978-5-906332-59-2

Bo BropoM zo1o/iHeHHOM 1 HiepepaboTanHoM usgatuu (1epsoe Bbinwio B 2009 r.) 06HOBIIe-
HbI BCE CBEJIEHNSI O PEBMATHYECKUX GOJIE3HSX JIETCKOTO BO3PACTA, METOAX MX IUATHOCTUKI
U JiedeHns1. B KHUTY BKJIFOUEHB! HOBBIE TJIABBI U Pa3/esibl. PaccMaTpUBaIOTCs XPOHMYECKITe
apTPHUTHI, CUCTEMHBIE TIOPAKEHMSI COEIMHUTEIbHOM TKAHH, OCTPAsi PEBMATHYECKAsT JIXO-
pajika, Hanboiee YacThie OCJIOKHEHUS PEBMATIHIYECKIX GosesHeit. [TpencraBieHbl CBeIeHHsT
0 HEPEBMATUYECKUX OOJIE3HSX, 00IAIAIONINX CXOHOM KIMHUYECKON KapTHHOIL.

V3pamue mpeHa3HAYEHO TTEANATPAM, PEBMATOIOTAM, BpayaM OOIIeil MPaKTHKH, TepareB-
TaM, OpANHATOPAM 1 CTYJICHTaM.

Nspnanune pekomenzgoBano 'bOY BITO «Ilepsbiit MockoBckuii rocyiapcTBEHHbBIN Me/n-
muHcKuil yausepeurer uM. V. M. CeuenoBa» B KadecTBe yueOHO-HAIJISAHOIO MOCOOUS
VIS CHCTEMBI JOMOJIHUTEIBHOIO IIPO(ECCHOHANIBHOI0 00PasoBaHUs 10 CIELUAIBHOCTIM
«Ilenuatpugs u «PeBMaTosiorus».

AETCKAS PEBMATOAOTUS
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Atiac peakux 3a00jieBaHHi

ITox penakuueii: A. A. Bapanosa, JI. C. HamazoBoii-bapaHoBoii
2016, 420 c., mepemier, ISBN 978-5-904753-32-0

B arsace mpezcTaBieHbl pefkue OONE3HH, KaK MPABHIJIO, TeHETHYECKH OOYCJIOBJICHHBIE,
MOBPEK/IAIONIIE B OPraHU3Me OTHOBPEMEHHO HECKOJIBKO OPTaHOB M cCTeM. BOJBIIMHCTBO
13 HUX SBJISTIOTCS TSPKEIBIMU U MHBATMIN3UPYIOIIAMI, HAPYIIAIOT KAYeCTBO JKU3HNU JIeTei
U WX COMabHYyt0 afantanuto. JIjist psga peakux 6omesHei yke paspaborana creruduae-
ckas Tepanus, 3(hhEKTUBHOCTD KOTOPOI 3aBUCUT OT CBOEBPEMEHHOTO HAUAJA U PETYJISIPHO-
O IIPABUJIBHOTO PUMEHEHNUST JIEKAPCTBEHHDBIX CPEJICTB.

[IpaxkTuyecku Bce mpencTaBieHHble KIMHITYECKIE CIYYal AUarHOCTHPOBaHbl B Hayurom
[EHTPE 37I0POBbS JIETEH, T/Ie OCYIIECTBIAIOTCA KOMIUIEKCHOE JIeYeHre M PeabuInTaIust
TaKUX MarueHToB. KHUra moMoxeT 03HAKOMUTD IMUPOKUIN KPYT TIEANATPOB € KINHUYECKH-
MU IPOSABJIECHUAME PEIKUX (OphaHHbIX) Gose3Hel /I PAHHETO BBISBJICHUS, CBOEBPEMEH-
HOTo 1 3(hheKTUBHOTO JiedeHUs, a TakKe TPO(MUIAKTUKYA BO3SHUKAIOIINX OCTIOKHEHUH.

ATtnac IIpeAHa3HavY€H VI TIeINaTPOB, HAYyYHbIX pa6OTHI/IKOB, KIIMHUYECKUX F’€HETUKOB, BPpa-
4yen Bcex CHeL[I/IaJIbHOCTeI‘/JI, pa6OTaIOHII/IX C IETbMU, OPIraHN3aTOPOB 3/IPAaBOOXPaHEHUS], CTY-
ACHTOB IIEANATPUYECKUX 1 JIe4eOHbIX (baKy]IbTeTOB MEANINHCKUX BY30B.

Armac pekomenziosar [BOY BITO «IlepBbiit MockoBckmii ToCy1apcTBEHHbII MEANTTMHCKIIA
yruBepcuteT uM. V1. M. CederoBa» B KauecTBe yueGHO-HATISIHOTO TOCOOMST /TSI CHCTEMBI
MOTIOTHUATETHLHOTO TTPOhECCHOHATEHOTO 00PA30BAHMS TI0 CIENHATBHOCTH «IleraTprs».

Cxkopo B ipogaxe:

o <«Ilomukmmanyeckas neguaTpust» oy pel. A. A. bapanosa
* «®Makymbrerckas neauatpus» mox pei. J1. C. Hamazooii- bapanosoit

ITo Bompocam nprobperenust yueGHUKOB usgatesibera «[lexnatpb»
3BoHuTe 110 TegI. +7 (499) 132-70-04,
v trmTe; sales@nczd.ru
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B nogrotoBKke coBpeMeHHOro Bpaya 60/1bLi0e BHUMaHUe OJIXKHO ObITb yAe/1eHO QOPMMPOBAHUIO KOMMYHUKaTMBHOM KOMIIe-
TEHTHOCTH, MMOCKOJIbKY YCMELHOCTb BpayebHOM AeATEbHOCTH CBSI3aHa HE TOJIbKO C MEAMLIMHCKUMM 3HAHUSIMU, HO M C KOM-
MYHUKaTUBHbIMWU YMEHUSIMN. Bpay — npogeccusi IMHrBOaKTUBHas: PeYEBbIE YMEHMNS U HaBbIKM 0BLLEHUST HEOBX0AMNMbI BPavy
B JIe4E6HOM, MPOPUIAKTUYECKOMN, MPOCBETUTE/ILCKOM, OpraHM3aLUMOHHO-YNpaBJeHYECKON AesaTe/bHOCTH. MeanunHcKas
PUTOPHKa KaK TeopUs 1 MpaKTUKa 3QOEKTMBHOIO PEYEBOro NoBeAEHUS B YCA0BHAX Ny6NYHOro MOHOI0ra 1 gnaaora cro-
Cco6Ha BHECTH CBOM BKJ/a/j B MOArOTOBKY ByAyLMX NeanaTpoB.

Knro4yeBble cnoBa: KOMMYHUKaTMBHAsS KOMMETEHTHOCTb, PEYEBLIE YMEHUS, MEAMLIMHCKAs PUTOPUKA, MacTepCTBO Anasora
1 MOHoOJI0ra, MNoAroToOBKa Bpaya-neanaTtpa.

(Ana ymTnpoBaHus: [PUHLKO E. H. MeanumHcKkasa putoprka B GOpMUPOBaHUM KOMMYHUKATUBHOW KOMMETEHTHOCTU Bpayeun-
negnatpoB. Bonpocskl coBpemeHHoH negmnatpmmn. 2017; 16 (1): 12-15. doi: 10.15690/vsp.v16i1.1688)

AKTYAJIbHOCTb

Bornpocbl NOAroToBKM Bpadven, B T.4. Bpayen-neguar-
pOB, OTHOCATCA K aKTya/llbHbIM BOMpocam COBPEMEHHOM
MeauLMHbl. OHU BbI3bIBAIOT HE TOMIbKO Hay4HbIM UKW opra-
HU3aLWOHHO-YNPaBNEeHYECKUI MHTEPEC, HO W UHTepec
YUCTO MpPaKTUYECKUIN, NparMaTtM4yeckuit co CTOPOHbI obLLe-
CTBa, MOCKOJIbKY 3TO O6LECTBO COCTOUT W3 POAUTENEN,
KOTOPbIM He6e3pasInyHO 340POBbLE AETEN.

Kak coBeplueHHO cnpaBeanBoO OTMETUNIA B CBOEM JMC-
ceptaunoHHom wuccnegosaHun J1.B. LWaswaesa [1], «npo-
611eMbl COBPEMEHHbIX MOJSIOAbIX NEAMATPOB — HEe CUIOMU-
HyTHble npobnembl, a obwwue, duUNocodCKo-HackIWeHHbIE
npo6aemMbl 34paBooOXpaHeHns 1 3aBTpaLlHero obwectsa. Mx
HepeLeHHOCTb CerofHa y>ke 3aBTpa YpeBaTa yrpo30omn CoLu-
anbHOW CTabUIbHOCTHU, OCTPbIMU KOHOIMKTHLIMKU CUTYaLM-
AMKU. KaKoBO Ka4ecTBO NOArOTOBKM KagpoB Ha dakynbrete
nefvMaTpuu, B LULMPOKOM MOHMMaHWK 3TOr0 NnpoLiecca, Takos

Elena N. Grinko

M MPOrHO3 3[0pPOBbS AETCKOr0 HaceneHus B 6yaylwem».

B pa6oTe aBTOp 060CHOBbLIBAET BaXKHOCTb GOPMUPOBAHUS

KOHKPETHbIX coLMaibHO-NPOdEeCcCUOoHaNbHbIX YepT Bpava-

neauatpa ans aPpOEeKTMBHOro GyHKLMOHMPOBAHUSA CheLn-

anucTa B COLMyMe, a 9TV YepTbl 3aK1aablBaloTCs B Nepuoj
06y4eHus B By3e. B counanbHo-npodeccroHanbHon Mogenm
neavaTpa aBTop BblAeNSeT TpW BUAa AeATEbHOCTU:

1) pesaTenbHOCTb BoOOWE (AMarHOCTUYECKast U sie4ebHo-
npodunakTnyecKas);

2) «KuBash» AesaTeNbHOCTb (06Was U MHANBKUAYaNbHas Kyfb-
Typa U KOMMYHUKaTUBHas KOMMNETEHTHOCTb);

3) npeameTHas OesaTeNbHOCTb (1e4eB6HO-AMarHOCTUYECKMI
NPOLECC, OCYLLECTBASEMbIN B NeANaTPUYECKMUX MHOTIO-
NPodUNbHbIX CTauMoHapax) [1].

Kak BManMm, KOMMYHUMKaTUBHas KOMMNETEHTHOCTb «BMe-

TeHa» B Mojenb AesTenbHOCTM Bpadva-neauvatpa v npea-

CTaBMSET COO0M O[IHY U3 BarKHENLLNX €€ COCTaBASAOLLMX.

Pacific State Medical University, Vladivostok, Russian Federation

Medical Rhetoric in the Formation of Communicative

Competence of Pediatricians

In the training of modern doctors, great attention should be paid to the formation of communicative competence, since the success
of medical practice is not only related to medical knowledge, but also to communicative skills. Doctor is a linguoactive profession:
speech and communication skills are necessary for the doctor in medical, preventive, educational, organizational and management
activities. Medical rhetoric as a theory and practice of effective speech behavior in a public monologue and dialogue can contribute to
the preparation of future pediatricians.

Key words: communicative competence, speech skills, medical rhetoric, dialogue and monologue skKills, pediatrician training.

(For citation: Grinko Elena N. Medical Rhetoric in the Formation of Communicative Competence of Pediatricians. Voprosy sovremennoi
pediatrii — Current Pediatrics. 2017; 16 (1): 12—15. doi: 10.15690/vsp.v16i1.1688)



COBPEMEHHOE COCTOSIHUE KOMMYHUKATUBHOM
KOMMETEHTHOCTU BPAYEW-NEQUATPOB
lpu3HaBasi BaXHOCTb FPamMOTHOrO pPeYyeBOro noBeje-

HUS Bpaya, BbIHYAEHbl OTMETUTb HEAOCTaTO4YHYlO pa3spa-

60TaHHOCTb TEOPETUYECKMX BOMPOCOB KOMMYHWKATMBHOM

KOMMETEHTHOCTM Bpaya, a TeM 6onee npakTU4eCcKux nyTen,

CpeacTB M MeTooB BblpabOTKM M COBEPLIEHCTBOBAHUSA

peyeBOro o6LIEHNS Bpayen pasHbix crneuuanu3aunin. Tem

HEe MeHee MMeloLMecs Hay4yHble UCCefoBaHUsA B AaHHOM

obnacTv N03BONSIOT eNaTb HEKOTOPbIE BbIBOAbI, ONMpPaThCs

Ha BbISIBNEHHbIE MO3WTUBHbIE 3aKOHOMEPHOCTW, U Y4YUTbI-

BaTb HErATUBHbIE TEHAEHLIMN.

Tak, Hanpumep, B AucceptaunMoHHon patdote J1.J1. Anek-
ceeBOW [2] BblpaXkeHa pacnpocTpaHeHHas Ha CerogHsAWHNN
[leHb B HAy4YHOM cpefe TO4YKa 3pEeHHS, HTO B HOBOW MEAULINH-
CKOM napagurme npusnekaetcs 60/blle BHUMaHUSA K npa-
BaM NauueHTa, a 3TO MPUMBOAMT U K HOBOMY MOHUMaHMIO
CYTW OTHOLLEHMN MEXAy BPayoM M MaLMEHTOM, MpW KOTO-
pbiXx BO3BpallaeTcs CyObEeKTHOCTb M LieIOCTHOCTb B3rnsaa
Ha 60NbHOrO YenoBeKa: «bofbHOM He A0MKEH MOHWMMATbCA
KaK HocUTeNb 3ab0NeBLIEr0 opraHa, a AO/KEeH paccMmaTtpu-
BaTbCA M 1EYNTLCH KaK YenoBeK B LienoM». [1pn TakoM noaxo-
[le BO3pacTaeT po/ib B3aMMOOTHOLWIEHWI BpaYva M nauueHTa,
XapaKTtep o6LeHuns.

lpoBeaeHHOE aBTOPOM MUcCneaoBaHWe Ha TeMy «J1ny-
HOCTHble OCOGEHHOCTM W KOMMYHWKATMBHbIM MOTEHLMaN
MeAULIMHCKOro nepcoHana B ambynatopHon neauvatpumn» [2]
NO3BOJIMO cAenaTb P BaXHbIX BbIBOAOB:

1) KOMMYHWKaTWMBHbIA MOTEHLMan Bpaya, KOTOpbIA CKNa-
[blBAeTCs M3 KOMMYHUKATUBHOW YCTAHOBKU Y KOMMYHU-
KaTMBHOM TONEPaHTHOCTU, B OCHOBHOM W onpegensiet
XapaKTep 06LIEHMS MEXAY BPaioM M NaLMeEHTOM;

2) Ha HeygoBNETBOPEHHOCTb MauMeHTa KayecTBOM Meau-
LIMHCKOM MOMOLIM CyWECTBEHHOE BMAHWE OKa3blBaeT
AMCrapMOHMYHO CHOPMMUPOBAHHBIN KOMMYHUKATUBHbIN
noTteHunan Bpaya;

3) KOMMYHUKATMBHbIM MOTEHUMan ecTb MPOM3BOAHOE OT
JINYHOCTHbIX OCOOGEHHOCTEN Bpaya, HO B OONbLUEN CTe-
NeHn OT MNoslydeHHoro o6pa3oBaHWA U OCOBGEHHOCTEWN
npodeccmoHanbHON AeATENbHOCTH.

K coxaneHnuto, KoHctaTnpyet J1.J1. AneKkceeBa, «<KOMMYy-
HUWKATMBHbIN NOTEHLMAN MeANLUMHCKMX paBOTHUKOB, B 4acT-
HOCTW Bpayen-negnaTpoB, AOCTAaTOYHO HWM30K. B ocHOBHOM
obluweHne «Bpavy—nauneHT» orpaHu4yeHo OGYHKLMOHaNbHO-
poneBbiMU pamKamm» [2]. O6weHne Mexay BpadyoMm (Meau-
LIMHCKOM CECTPOM) N MaLMEHTOM MPEUMYLLECTBEHHO BeAeTCS
no [esiTeNIbHOCTHON CXeme «CyObeKT—0ObEKT», MPU 3ITOM
oTMeYaeTcsl, 4To «y 6ONbLWON YacTu obcrneayembix Bpaden
chopMmnpoBasCs CTEPEOTUMHBIN NOAXOA K POAUTENSAM Nauu-
eHToB» [2]. «Bpay KaK Cy6GbeKT 06LeHUs, — npoaomKaeT
aBTOp, — HEeOOCTaTOYHO peannu3yeT 3IMOTUBHYIO (GYHKLMIO,
Bblpa)Katolylocs B €ro aMOLMOHaNbHOW CBSA3W C AEUCTBMU-
TENbHOCTbIO, O YeM CBUIETENbCTBYIOT pe3y/bTaTbl METOANKM,
BbISIBASIOWEN «MOMEXW» B YCTAHOBAEHUM 3MOLMOHANbHbIX
KOHTaKToB» [2]. Kak BMAMM, Npu BCEN BarKHOCTU KOMMYHMU-
KaTMBHOW rpaMOTHOCTM Bpaya Ha CEroAHSLWHWUM AEHb TONIbKO
ee HefoCTaTo4yHO ANa peleHns nNpobieMbl Ka4eCTBEHHOMO
W NOSTHOLLEHHOTO UCLIENIEHNS NaLMeHTa.

B Hay4yHOM cpene naeT NoOUCK pelleHus gaHHOW npobne-
Mbl C Pa3sHblX NO3ULUWUA — JIMHTBUCTUKKU, TEOPUM KOMMYHMU-
Kauuu, coumnanbHOM NCUXONOMUK, MEAULIMHCKOW NCUXONIOrUK
W ap. 310 cnoco6CTBYET NyylWeMY MOHUMAHUIO CrneundurKu
KOMMYHMKaLMKU B MeAMLMHCKOM chepe, KOMMYHUKATUBHOM
KOMMETEHTHOCTU MEAULIMHCKOro paboTHMKa U ee peyeBon
coctaBnsowen. CBon BKNag B pelleHne gaHHoOW npobnemsl
MOXET BHECTM U MeAMLMHCKasa pUTopuKa, 6yaydm uHTerpa-
TUBHOW AUCLMMNJIMHOWN.

MEAMLUUHCKAS PUTOPUKA: PATOPUYECKHUMN

KAHOH B PEYEBOW NOArOoTOBKE BPAYA

Mbl NOHMMaeM MEAMLMHCKYIO PUTOPUKY KaK 4acTHYI0
GUNONOTMYECKYIO SUCLMIIIUHY, OPUEHTUPOBAHHYIO Ha cde-
py NOATOTOBKM U NpodeccoHanibHON AedaTeNlbHOCTU Bpaya
B 06/1aCTU PEYEMbIC/IUTENIbHON U KOMMYHUKATUBHOM Kyslb-
Typbl. B paHee ony6/1MKOBaHHOW cTaTbe Mbl 060CHOBaNN ee
COAEpPXaHWe, CTPYKTYPY U pofb B NOAroTOBKe neguatpa [3].
[daHHasa ctaTba npeacrtaBnser co60n pas3BUTUE wuaen npu-
MEHEHNUA MEOULMHCKON PUTOPUKKU Npu OBY4eHUU OyayLimxX
neguatpos [4].

MeauumnHCKaa putopuMKa onupaeTcs Ha obllee yyeHue
W BK/IOYaET ABa OCHOBHbIX pa3jena — K1acCUYECKUM puTo-
pUYECKUM KaHOH Kak 6a3y GopMUpoBaHUa pedyeMblCInTeNb-
HOW KyNbTypbl Bpaya U 06LleHne B CTPYKTYpe NOBCEAHEBHON
1 npodeccruoHanbHOM AedaTeNbHOCTN Bpayda. Karabln U3 aTux
pas3genoB BHOCUT CBOW BKNaA B pa3BUTUE KOMMYHUKaTUB-
HOW, peyeBON KynbTypbl Bpaya. TaK, KNaCCUYECKUIN PUTOPK-
YECKUM KaHOH, BK/IOYAOLWNA MHBEHLMIO, AUCMO3ULUIO, 310-
KYLMIO ¥ OpaTopuio, CMOCOGCTBYET BbIpabOTKE Pa3nnYHbIX,
BeCbMa BaKHbIX acfneKTOB KOMMYHUKaTUBHOW KOMMETEHT-
HOCTW Bpaya, B T.4. U neguatpa — yMeHusa aymatb, CTPOUTb
TEKCTbl pa3HbiX BWAOB, BblpaxaTb 3MOLMUKU, MPOU3HOCUTb
peyn 1 ucnonb3oBaTb HeBepbasbHble CpelcTBa 00LWEHNS.

Bo-nepBblix, TONMKa (0T rpey. topos — mecTo), NnpeacTas-
naowas cobov COBOKYMHOCTb «OOLLMX MeCT» (CMbICNOBbIE
MOZAENN, OTpaxalolme cneunduKry MbICIUTENIbHOM AedTeNb-
HOCTW YefioBeKa W HeobXoAuMMble ANA Pas3BUTUS TOM WK
WMHOW TEMbI) K CNOCO6bLI UX NPUMEHEHMS Ha 3Tane UHBEHLMMH,
nomoraeTt BblpaboTaTb yMeHUe pa3paboTtaTtb UAEID, Pa3BUTb
MbIC/ib, NogobpaTb apryMeHTbl [3]. OCHOBHblE CMbICNOBbLIE
MOAENN-TONbI (POA-BKUA, Lenoe-4acTu, CBOMCTBA, onpeaene-
HWe, conocTaBneHune, Npu4nHa-cnefcTBue, 06CTOATENLCTBA
W psag ApYrux) COCTaBNfOT OCHOBY MbICIWUTENbHbIX onepa-
LMW, Hay4HOro onucaHus mupa, B T.4. obnactu Meauuu-
Hbl. Be3 mopenu «poa—BuUA» HET HU OAHOW KiaccuduKaLlmm
WM TMnonoruun. Tak, B y4eOHUKE MO aHaATOMUKU HaXOAUM:
«B »XMBOTHOM oOpraHu3me pasfnuMyaloT TKaHu: 1) anutenu-
anbHble, 2) COeAMHUTENbHbIE, WK OMOPHO-TPOPUYECKHE,
3) MbllleyHble, 4) HEPBHYIO TKaHb». Mogenb «Lenoe—4actu»
LMPOKO MCMONb3yeTcs B MeOULMHCKOM Hay4YHOM onwuca-
HuK: «CTEHKa apTepui COCTOUT U3 Tpex 060I0HEK: BHYTPEH-
Hew (MHTMMa), cpelHen (Mefua) U Hapy>XHOW (afBEeHUUS)».
Mpn Hay4HOM W3y4EHUU KPOBWU MOMWUMO [LPYrUX CBELEHWUM
HeobXx04MMO y3HaTb, KaKOBbl ee QYHKLWK (TOMN «CBOMCTBa»):
OHa MPUHOCKUT KJIeTKaM nutaTtefbHble BeLecTBa (nuTaTesb-
Has QYHKLMSA); LOCTaBNSET KUCIOPOL KNeTKaM opraHu3ma,
a OT KNETOK K IerKMM — YITIEKUCIIbI ra3 ANng BbIAENEHNUsS ero
HapyXy (ras3oTpaHcrnopTHas GYHKLMA); BbINONHAET 3alluT-
Hyl0 GYHKLMIO, TaK KaK JIEMKOLUTLI 061afatoT CNOCOBHOCTLIO
K darounTosy u T.n. CpaBHEHUE U NMPOTUBOMNOCTaBIEHNE —
He pPeaKoCTb B Hay4HOM TeKcTe: «[1o XMMUYeCcKoMy cOocTaBy
nuvmdonnasma 611M3Ka K nna3Me KpoBK, HO COAEPIKUT BABOE
MeHbLle 6enKa», «B oTnnyne ot CUMMNTOMOB MPOCTYAbl, CUM-
NTOMbI FpUNNa 06bI4HO NOABAAIOTCA BHE3AMNHO». M TaK fanee.

Bo-BTOpbIX, AMCNO3MLMS 0Oy4aeT MCKYCCTBY cO3[aBaTb
TEKCTbl pa3HblX BMAOB, B TOM 4ucCie MOBECTBOBaTb, OMNW-
cbiBaTb M paccyxfiatb. OnucaHve B MeAWLMHCKOM obna-
CTW HaxoLWM M B Hay4HblX MUCbMEHHbLIX TEKCTax, U B YCT-
HOW pe4yeBOV KOMMYHWKaLMW Bpa4va. B nucbMeHHOM peuyn
3TO MOXET BbIMMaAeTb Tak: «PoHeHgockon (hoH- + rpeu.
endon — BHyTpu + skopeo — uccnenoBaTb) — Npubop Ans
ayCKy/fibTalMu, COCTOAWMM U3 3BYKONPUEMHOIO YCTPOMCTBA
B BWAE Kancylbl C MEMOPaHOMW, TMOKUX PE3MHOBLIX WK
niacTMaccoBbIX 3BYKOMNPOBOAOB, 3aKaH4YMBalOWMXCH ONn-
Bamu» [5]. B yCTHOM O6LLEHUN OMUCAHUE COLEPKUTCH B AUC-
Kypce Bpaya npu paccrnpoce nalueHTa O ero COCTOSHMUM,
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npv YTOYHEHUM XapaKTepa CMMMTOMa, ero Buaa, Kayectsa
(Hanpumep, Kakasg 60/b — Tynas, ocTpas, pe3Kas, BHe3arn-
Has, TAHyWas W T.M.), Npu 06BbACHEHMN CBOWCTB KaKOro-To
NIeKapCTBEHHOr0 cpefcTBa MM nevyebHOro metoda, mnpw
BblAaye pPeKoMeHAaLMin No NIeYEHUI0 M NOBEAEHMIO MaLu-
eHTa (Hanpumep, 0653aTelbHO ABUraTbCs, ryNsaTb HE MeHee
30 MWH B A€Hb, HO CMOKOWHO, B pa3MepeHHOM Temne, 6e3
PE3KMUX ABUMKEHUIM U T.M.). Bpayy npuxoantcs noBectBoBatb
caMOMy M chylwaTb pacckas nauueHta 06 atanax pasButus
3aboneBaHus, 0 NocneaoBaTe/bHbIX NPOSBAEHUAX 60NE3HH,
0 CaMOCTOATENbHbIX AEMCTBUSAX NauueHTa Ao obpalleHus
€ro K Bpauy, Npu 3ToM He06X0AMMO YMeNo HanpaBasaTb X04
NOBECTBOBAHUS, YTOYHATb, BbISIBASTb HECKa3aHHOe, YTOY-
HATb M 4O6aBNSATb 40 MNOIHOW KapTUHbI U T.N. He meHee 4yacTo
NPUXOANUTCS paccyxKaaTb: yoexaaTb, PasbsiCHATb, BbISBAATb
NPWUYUHHO-CNEACTBEHHbIE CBA3M U 3aBMCUMOCTHU, COMOCTaB-
NSTb, CPaBHMBaTb M MPOTMBONOCTaBAATb. M 3TOT AWCKYpC
HenM3BeXeH MpU MNOCTaHOBKE AuarHosa, BbiGope cTpate-
MW NNEYEHUS, NPU NMPOCBETUTENBCKON M NPOPUNAKTUHECKOM
6ecefe C NaLMEeHTOM UK FPynnoun N0aen.

B-TpeTbux, 2M0Kyuus, KOTopasi COAEPXMT OFPOMHbIN
apceHan u3o06pa3unTeNbHO-Bbipa3uTeNbHbIX CpeacTs (Guryp
MbICIK U DUTYP peYn, TPOMOB, YCTOMYMBbLIX BbIPaxKeHUW),
NO3BONSIET OCO3HATb POJSib BOOGPAXKEHUS U IMOLMIA B peyn
yenoBeKa, B TOM 4Yucle U Bpaya, OCBOUTb 3TOT 6orateminin
pe3epB MNOBbIWEHUS KOMMYHUKATMBHOM KOMMETEHTHOCTM.
Bblile Mbl y>Ke Ha3blBanu Npobaemy HegoCTaTOYHOM peanu-
3aLUU 3IMOTUBHOM QYHKLMKW Y Bpavyen-negmaTpoB, KOTOPYHO
BblSIBMNa B cBoeM uccnegosaHuu J1.J1. AnekceeBa U ykasa-
fla KaK Ha Cepbe3Hylo Nnomexy B yCTaHOBNEHUN 3DDEKTUB-
HbIX B3aMMOOTHOLLEHWK Bpadva U nauyueHTa [2]. MHTepecHo
OTMETUTb LWWPOKOE pacnpocTpaHeHMe B MeAULMHCKOM
obnactm metadbopuUYECKON TEPMMUHOMOMMU, 4YTO, KalanocCb
Obl, NPOTUBOPEYUT Hay4yHOMY CTWUID. HO, HaobopoT, MeTa-
dopa No3BONSET «CXBaTUTb» CYTb MEAMLMHCKOro SBNEHUS
yepe3 MrHoBeHHbI 06pa3. Tak, M.B. O3WHTMH B CBOEM
AMCCEePTaLMOHHOM UCCneaoBaHUM NPUBOANUT LUMPOKYIO Kap-
TUHY MeTadopu3aLnn PyCCKON MEAULIMHCKOW TEPMUHONOTMK
[6]. m BbIsBNeHO 3500 TepMMHOB MOAOGHOrO poga, Npwu
3TOM OKaszaflocb, YTO «Hanbonee aKTUBHO TEPMMUHbI-METa-
dopbl McnonbaytoTcs B 0PTaNbMOSOTMK, NCUXMATPUK, NpPU
M3y4eHUN UHODEKLMOHHBIX 60NE3HEN, B AepMaTOBEHEPONo-
TUKU, XMPYPruu, cyaebHom MeanunHe, Tepanum, TMHEKONOMUHU,
aKylepcTBe, aHaTOMWKU, TPaBMaToforMm, optoneann, Giu-
3uaTpun, CToMaTonormm, rMCToNIOrMm, OHKOMOMUKU, OTOPUHO-
NAPUHIONIOTMK, SHAOKPUHONOMUU». ITO HAUMEHOBAHUS CHH-
OpOMOB, CMMMTOMOB, MO3, BMAOB, pa3HOBUAHOCTEN, HOPM
n ap. B MegnumMHCKoM TEPMUHONOMMK LUMPOKO NPeacTaBieHbI
€AMHWLbBI C KOMMOHEHTaMMU «BUA», «KapTUHa», «PUCYHOK»,
«paszmepr, «bopmar, «durypar, «<no3a», «MoJ0KEHNE», «NOX0a-
Kar: Hanpumep, BUA 60N10THON TUHbI, KapTUHa B36GOATAHHOIO
fAnUa, no3a 6GanepuHbl, pa3Mep KypuHOro snua, pUCyHOK
MYeIMHbIX COT, CAMMTOM BULLUHEBOW KOCTOYKM, TMMN Galimay-
Ka, PUCYHOK €/104KK, BUA NNaKy4yen nBbl, BeretatueHas 6yps,
KoLlaybe yX0, 3as4bs ry6a, Kynon niespbl, TYMaHHOE 3peHue,
BA3KOE MbIWEHNE, TyCUHas KOKa, CMHAPOM X/iecTaKoBa,
cuHapoMm lMnowkKnHa, cumntom Ban lora un gp. [6].

B-yeTBeEpTbLIX, pasgen opaTtopuM [daeT BO3MOXKHOCTb
NO3HAKOMWUTbLCS C UCKYCCTBOM peyYu — WMHOOPMUPYIOLLEN,
apryMeHTupytollen (yoexkaatlowen n aruTupytollen) 1 anm-
OENKTMYECKon (noxBanbHOM MAKW nopuuatollen). OpaTopus
BK/IlOYaeT TEOPETUYECKUN W TMpPaKTUYECKUM maTepuan
no NOAroTOBKE M MPOU3HECEHUIO PeYeit, onMcaHue ux BU0B,
uenen, 3agay, npaBua MOCTPOEHUS; PacKpbiBaeT peyeBble
M MCUXONIOTMYECKME YMEHWUS opaTopa; OMNUCbIBAEeT KOMMY-
HUKATUBHYIO KyNbTypy opatopa — KOMMYHUKaTUBHbIE Kaye-
CTBa PeYU, TEXHUKY peyu, UCnofb3oBaHne HeBepbanbHbIX

cpeacTB KOMMyHUKauun. O6peTeHne aTUX YyMeHU paboTtaet
Ha OO6LLYl0 pPeyeBYD KyAbTypy 4YenoBeKa, ero KOMMYHMWKa-
TMBHYIO KOMMETEHTHOCTb BOOOLLE M HA KOMMYHWKaTUBHYIO
KOMMETEHTHOCTb Bpaya, KoTopas MnposBASEeTCs U B CUTY-
auMM MOHoMora MpU OCYWECTBAEHUN MPOCBETUTENLCKOM
M NPOPUNIAKTUHECKOM AEeATENbHOCTH, U B CUTyauuKn ananora
C nauueHTamu.

MEAULIUHCKAA PUTOPUKA: AUAJIOTUYECKOE

OBLEHME NEQUATPA

BTopon paszgen meanumMHCKOM PUTOPUKU HOCUT Ha3BaHuKe
«O6lieHne B CTPYKType noBcegHEeBHOW M MpodeccHoHasb-
HOM OesTenbHOCTM Bpadyar. OH NOCBSALWEH PUTOPUKE Ananora,
pacKpbiBaeT 0o6Wune 3aKOHOMEPHOCTU PevyeBOro OO6LLEHNUS
B Ananore, BONPOChI Pe4eBOro aTMKEeTa B CBETCKOM, 0ObIAEH-
HOM 1 NpodeccruoHanbHOM MEAULIMHCKOW cpeae, OnUcbiBaeT
pUTOpPKUKy 6eceabl 1 cnopa, cneunduKy, CTpaternn u TakTKn
MeAMLIMHCKOro AMCKypca.

Bo-nepBbIx, pUTOPUKa Y4UTbIBAET, YTO AManor sBasercs
BakHenwen Gopmon 06LLEHNS C MPUCYLLMMU eMy OOLK-
MW 3aKOHOMEPHOCTAMMK B3auMMoOAENCTBUA. Tak, Hanpumep,
B CTPYKTYpe O6LieHUs NposiBAsSeTcs Lenb, ToYHee roBops,
uenu — 6amxanwme, HenocpeacTBEHHO BblpaxKaeMble roBo-
PALLMM, U AONTOBPEMEHHbIE, OTAaneHHble. OHM MOryT 6biTb
SIBHbIMW WU CKPbITbIMKW, OCO3HAHHLIMU U HEOCO3HAHHbLIMMU.
M B aManore Hy}HO yMeTb 3TO y4uTbIBaTb, B TOM YMCNE U BPa-
4y. Hanpumep, 6aunxKanwas gBHas Lenb NauneHTa — UHTen-
NeKTyanbHas 1 neyebHas: Nony4YuTb MHPOPMaL MO, MOMOLLb,
nedveHune. Ho fonroBpeMeHHas 1 CKpbiTasi, KOTopas cBA3aHa
C €ero JIMYHOCTHbIMW OCOBEHHOCTSAMM, MOXKET COAENCTBOBATb
OOCTMXKEHUIO BAMMXKanLen uenu nam npoTMBOpPeYnTb eun, T.K.
OHa MOXET 6bITb MPOSIBIEHNEM KENaHUS YeNOBEKA YTBEPIK-
[aTb CBOW CTaTyC 3HaTOKa, CUM/IbHOIO YesnoBeKa, npodeccu-
OHana u T.n.

Bo-BTOpbIX, MOCKOMBbKY B Anasnore NposiBASeTCs putyanb-
HOCTb M couManbHas pPerfnaMeHTMPOBAHHOCTb, PUTOPMKA
OMNUCbIBAeT peyeBON ITUKET — OOLLEKYIbTYPHbIN (CBET-
CKWK, ObITOBOW) M nNpodeccuoHanbHbln. PeyeBon 3TUKeT
B nNpodeccnuoHanbHOM MeAULMHCKOM cpeae CTpouTes, npe-
wae Bcero, Ha Kogekce npodeccuoHanbHOW 3TUKKM Bpada
Poccuiickon deaepaumm [7] v COAEPIKUT LENbIA pPSig 3TUKO-
[EOHTONIOrMYEecKnx ycnosmn. B KogeKkce psaa ctaten npsmo
yKa3blBaeT Ha pevyeBOW 3TUKeT. TaK, B pasgene | «Bpau
M o6WecTBO» B cTatbe 13 roBopuTCs, 4TO Bpay, nponarax-
OMpys 340pOBbIM 06pa3 KMU3HKU Yepes cpeacTBa MacCoBOM
MHPOpPMaLMK, HECET MOJTHY OTBETCTBEHHOCTb 3a CBOMU AEN-
CTBUWS U COBETHI Nepea rpaxaaHaMv u MeanLUmnHCKUM Cco06-
wectsoM [7]. A B pasaene |l «Bpay v naumeHT B cTaTbsx 28,
30, 32, 34, 37 onpepaeneHbl NPUHLKUMBI Pe4eBOro obLWeHus,
no KOTOPbIM Bpay AO/IXKEH Y4UTbIBaTb BCE OCOGEHHOCTH NNY-
HOCTM MauneHTa, yBarkaTb €ro 4ecTb M AOCTOMHCTBO, @ Npwu
OKa3aHWW MeOWLMHCKOM MNOMOWM — PYKOBOACTBOBATb-
CSl UCKNIOYUTENbHO WHTEpecamu nauneHTa, 06beKTUBHYIO
MHbOPMaLMIO O COCTOSIHMKM 340POBbS MauMeHTa AaBaTb
nobpoxenatenbHo, nNnaH MeAUMLMHCKUX OEWCTBUM paldb-
SICHATb B AOCTYNHOW dopMe, MpU 3TOM OTHOLWEHUS B Anage
Bpay—nauMeHT CTPOSATCA Ha OCHOBE B3aWMHOM0 AOBEpPUS
1 060t0AHOM OTBETCTBEHHOCTH [7]. QNS Bpaya-neamatpa atm
NPUHLUMMBI TaKXe aKTyanbHbl NpW OBWEHWUU C POAUTENSIMHU
IOHOrO MauneHTa.

B-TpeTbux, npu 06y4eHuu Oyaylwlero Bpadva-neguarpa
Ba)XHbIM aCMeKTOM MOArOTOBKM BbICTyNaeT pUTopuKka Gece-
[bl, €e CYLWHOCTb, BUAbl, CTPYKTYpa, @ TaKXKe ABE OCHOBHble
cTpaTternun 6eceabl U ABa TMNa co6eceaHNUKOB, HEMPOAYKTUB-
Hble mogenun 6ecefdbl. Mbl paccmatpMBaeM BWbl O6LLEHNUSA
B NpodeccnoHanbHON MeanLIMHCKOM cpeae, cneundunKy npo-
deccroHanbHom 6ecefpl, CTpaTermMm n TakKTUKKU MeANLMHCKO-



ro AUCKypca, XapaKTepHble 415 06LeHMa Bpaya U NaLuueHTa,
BblJ€/IEHHbIE HA OCHOBE pa3HbIX CTaaui e4ebHOro npo-
Lecca, cneumMduky obuieHUs Bpada-negunatpa. CneunduKa
MEIMLMHCKOro o6LLEHNS NPOSBASETCA B HEPaBEHCTBE cobe-
CEeHWKOB: Bpay HageneH KOMMYHUKaTUBHOW BNacTbio, Hay4-
HbIM 3HaHWEM W COOTBETCTBYIOLIMM MY MHCTPYMEHTapUEM,
a nauMeHT OKa3blBaeTcsl B 3aBeAOMO MOJYMHEHHOW POSU.
Ho npu aTom o6LLeHNE OMKHO coaepKaTb IMYHOCTHYIO KOM-
NMOHEHTY, Bpay A0/IKEH BUETb B CBOEM MNalMeHTe cybbeKTa
B3aMMOAENCTBUS. ITO MpoTMBOpPEYne AOMKHO OblTb CHATO
B puTOopuKe 6ecenbl. CneundnKka MeaMLMHCKOro o6LLEHUS
NposiIBNSIETCS U B HENPOAYKTUBHbIX Moaensix 6eceabl. B kave-
CcTBE NpMMepa MOXKEM NMPUBECTM TaKyto aKTyanbHyO AN Bpa-
4ya HenpoayKTUBHYIO Moaenb 6ecefbl, Kak «Kanobbl» No TMNy
«y MEHS$ BCE MJ10X0, Y MEeHS BCe 6ONUT, TaM JIOMUT, 3[€Cb HOET,
Bce 6051€3HN MOW». PUUYMHON peanu3alnn Takou Moaenu
MOET OblTb UMNOXOHAPUSA, MM NOTPEBGHOCTb B COYYBCTBUM
M 06LLEHNN U3-3a OAMHOYECTBA YeNloBeKa U T.M. B cutyaumu
o6uleHns negmaTpa ¢ NaumeHToM Uir poanTensiMu nauneHTa
TaKow Tun 6ecenbl MOXKET BO3HUKATb, Hanpumep, B CUTyaLnn
rMNEeponeKkn M CBEPXTPEBOXKHOCTU poOAUTENEN, MNpeyBenu-
YeHHOM 6053HM 3a KM3Hb M 300POBbE pebeHKa.
B-4yeTBepTbIX, B KOMMYHUKATUBHOM KynbType YenoBekKa,
B TOM 4MC/le Bpaya, BarKHbIM ABNSETCS YyMEHMe oTcTauBaTb
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Bbixog MoHorpaduu cosnan ¢ odepeaHbim XVIII cbesgom
Cotosa negmnatpos Poccuu, npoweawmm B despane 2017 r.
noa arnaov 90-netna o6pa3oBaHMUs opraHnsaumm. ABTOpbI
KHWIW, MOArOTOBMBLUME MaTepuasn, HECOMHEHHO, creuu-
a/lbHO K 3TOMY COGbITHIO, YYWUTbIBaNIM €€ BOCTPE6GOBAHHOCTb
y LWKMPOKOro Kpyra Bpadven-neauatpoB, a TaKxe oby4ya-
jouenca Monoaexun. ABTOpbl M3BECTHbI CBOMMM paboTta-
MW MO UCTOPUW OTEYECTBEHHOM neauaTpuu, B 4YaCTHOCTU
no MpPMBAEKILUEXN OFPOMHOE BHMMaHWE MNeauaTpUyYecKon
06WECTBEHHOCTU KHUMK «McTopusa Hay4yHOro ueHTpa 340-
poBbsi AeTten POCCUMMCKOM aKageMuun MeOMLMHCKUX HayK»
(B.10. Anb6uuknin, A.A. bapaHos, C.A. LLlep.M.: lNMeanatpds,
2013. 465 c.).

McTopun neguMaTpun Kak y4yeHuto O [eTCKux 6ones-
HSX OObIYHO YAENSeTcs CPaBHUTENIbHO Mafio BHUMaHMS.
Yalue Bcero B y4ebHMKax NpMBOAATCS CBeAeHUs 06 aTanax
pasBUTUA NeauaTpuun, NoaYepPKMBaIOTCS POb U 3HAYeHUe
HEKOTOPbIX KPYMHEWNLLIMX YHEHBIX, BHECLIMX 3aMETHbIN BKNa
B MpaKTU4ecKoe 3[paBOoOXpaHeHWe, W3BECTHbIX CBOWMMM
Hay4HbIMK paboTamu.

Jlnwb B nocnegHue roabl NOSBUAUCHL NyGAMKaLMKU O Aes-
TENbHOCTU U UCTOPUM PaBOTbl KPYMHbIX NeanaTPUHeCcKmX
NeqyebHbIX YYPEKAEHUH, O CTAaHOBJIEHWWM HAyYHbIX LIKOS
n Kadenp, negmaTpuyecknx GakybTETOB, @ TaKKe XU3-
HeonucaHus BblgaloLWmxcs neanatpoB. OgHAKO HACTONbKO
BCceoObemOLLEN paboThl, KaK HacTosillas MoHorpadwus,
B Halllev CTpaHe elle He n3aaBasochb. Taknm o6pa3om, BoC-
NOJTHASA UCTOPUYECKUIN Npoben, peLieH3npyemas MoHorpa-
U CTAHOBWTCS YHUKaNbHbIM M3AAHWEM MO COAEPIKaHUIO
M npegHa3HayeHuto. [MaBHas 0COO6EHHOCTb KHUTM — bdaK-
ToNlorMYyecKasa HanpaBieHHOCTb. MMEHHO TWaTenbHO BbiBe-
peHHble GaKTbl NO3BONAIOT CO3AaTb LENOCTHYIO KapTUHY
3apox/aeHns, GopMUPOBaHUS U HEMPEPbIBHONO Pa3BUTUSA
neguaTpU4ecKkux obLLECTB M CO30B B CTpaHe. ToNbKo dak-
Tbl Jany¥ BO3MOXHOCTb Hay4yHOro aHanuM3a [AesTeslbHOCTU

neanaTpUMYecKmx coo6LLECTB, BblAeNNTb Hanbonee BayKHble
3Tanbl CTAHOBNEHUSA NeauMaTPUU Kak B NMPaKTUYECKOM, TaK
N HAay4YHOM OTHOLLUEHWM.

ConugHasa no o6bemy MoHorpadusa (16,5 ney. 1McToBs)
COOEPXUT npeaucnosue, 7 maB v 3 npunoxenus. Moa-
YepKnBas M3HavyasbHOCTb GyAyLIMX MEAULIMHCKMX O6LLECTB
B Poccum ¢ XVIII B., aBTOpbl B cKaTtonM doOpmMe NPOCIEKHU-
BatoT NPeabICTOPUIO CO3aHUsA 0OWECcTBa AETCKMX Bpayen
B Poccuum (tnaBa 1). HenuwHe 3amMeTnTb, 4TO 60JbLLIMHCTBO
YNOMSIHYTbIX Bpayem, AeaTeNlbHOCTb KOTOPbIX Gblia cBs3a-
Ha C OXpaHOW 3[40POBbS AETEN, MPAKTUYECKN HEU3BECTHbI
COBpPEMEHHbIM neanaTpaM. Mexay TeM Hawu npegue-
CTBEHHWKM MOHMMaNW, 4YTO COBEpPLUEHCTBOBAHWE METO/I0B
nevyeHns n NPodUNaKTUKn 6onesHen y aeter HeBO3MOXHO
6e3 06MeHa 3HaHUAMM, MPAKTUYECKOro OMbiTa, BHEAPEHUS
pe3ynbTaToB Hay4HbIX UCCNefoBaHWUA. Bpaa n aTM OCHOBO-
nonaratiolMe MoNOXKEHUS HYKAATCA B AOMOJHUTENBHOM
060CHOBaHMUK.

C uHTepecoM (He oTopBaTbCs OT TEKCTA) YuTaeTcsa 2-9 rma-
Ba, NOCBSLLEHHas paboTe AeTckux Bpaden CoseTckoro Coto3za.
PaccmaTtpuBaetcs cylwHocTb O6uiectBa AETCKUX Bpayewn
B MpeaBOEHHOe Bpems, BO BpeMs Benukon OTevecTBeH-
HOM BOWHbI, B MOC/MEBOEHHbLIN Nepuon M 6onee nosgHue
(1962-1988) roabl. Ha cbe3gax, NpoxoanBLLMX B 3TN Bpe-
MEHHbIEe OTPE3KHK, 0BCYKAaNIUCb Hanbonee aKTyanbHble Npo-
611eMbl NeamMaTprm, HaMe4vanuch peasbHble MYTU UX pPeLleHus,
nog4yepKmMBanacb Heo6Xxo4MMOCTb TECHOIO B3aMMOAENCTBUSA
NneanaTpUYecKor HayKuM W MPaKTUKKU. TPUHUMIMANBHO BaXK-
HO, 4YTO BeayluMe negnaTpbl CTPaHbl oNy6aMKoBanu 60/bLIoe
KOMIMYeCTBO y4eOHMKOB, MOHOrpaduii, PyKOBOACTB MO BCEM
neanaTPUYecKMM JUCLMNIMHAM, YTO CTaNI0 MPOYHOM OCHOBOM
J1S1 COBEPLIEHCTBOBAHUS 3HAHUM 1 MPUOBPETEHUS HABbLIKOB
Bpavyamu 1 06yyatoLencs MONOLEKH.

MockonbKy Coto3 neaunatpoB Poccuu siBNSieTcA Heno-
CpeacTBEHHbIM MpaBoONpeeMHMKOM Bcepoccuinckoro o6-

Anatolii M. Zaprudnoy, Lyubov’ A. Kharitonova, Konstantin I. Grigor'ev
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LiecTBa AETCKMUX Bpayen, TO UCTOPUYECKUI aHanus gesartesnb-
HOCTM ob6lecTBa [AeTckux Bpayven PCPCP npeactaBnser
0co6bIn MHTepec (raBa 3). Kak Ha 4OBOEHHbIX, TaK M noce-
BOEHHbIX dopymMax B LEHTpPE BHMMaHUS Oblnn Haubonee
UBOTpenelwlylme npobnembl neauaTpum — MNHEBMOHMS,
aHTUBMOTMKOTEPAnua, peBMaTU3M, TyOepKynes, nartosio-
M HOBOPOXAEHHbIX, paxuT, HedpponaTtum, 6ONE3HN KPOBMH,
anneprosiorus, UMMyHosnorua 1 ap. NogvyepkmBanacb He0b6-
XOAMMOCTb COBEPLIEHCTBOBAHMSA OKa3aHWUs NOMOLWM JeT-
CKOMY HaceneHuto Poccuinckon deaepaumun. HemanoBaxHo,
4YTO M B HacTosiliee BpeMsa MHorne npobnembl neanatpuu,
obceyxaaemble ¢ 50-X rogoB MpoLWIOro CTONETUSA, CTOJb XKe
aKTya/lbHbl U TPEBYIOT NOCTOSHHOMO BHUMAHUSA U U3Y4eHUs
B COBPEMEHHbIX YCNoBUSX. NPUHLMAMANBHO, YTO Ha Cbes-
Jax obcyxaanncb He TOMbKO cyrybo negnaTpuyecKkue npo-
6/1eMbl, HO TaKXe aKTyasllbHble BOMPOCbI AETCKON XUPYPruu,
aKyLepCcTBY U AETCKON TMHEeKonormm, odbtanabmMonornumn, oTo-
pUHONapMHronoruun u ap. B HacTosillee Bpems Aaxke TpyaHO
npeacTaBuTb OTCYTCTBUE COAPYKECTBA M B3AaUMOMNOHWMaHHWSA
MeXAay neguMatpaMu v Tak Ha3blBaeMbIMU Y3KUMU crielnanm-
cTamu. HemanoBaKHO, YTO UCTOKM COBMECTHOM paboThbl BCEX
negnaTpoB GblM 3a70XKEeHbl B MpeablayLime rogbl.

ABTOpbI YAENWUNU OTAEbHOE BHMMaHME ONUcaHuio pabo-
Tbl NeaMaTPUYECKOro coapyKecTBa B HoBon Poccuu, HaumHas
¢ 27 aHBaps 1994 r., Korga BMecTo Becepoccuinckoro obuie-
CTBa [ETCKMX Bpayen 6bi1 opraHndoBaH Colo3 negnaTpos
Poccun. B 4-i rnaBe npuBeaeH lpoTokon YypeauTenbHOM
KoHdepeHLUnn, coctaB McnonHutenbHoro komuteta Cotosa
neguatpoB Poccuu, nepedncneHbl OCHOBHbIE BEXM M 3aKO-
HOMepHOoCTK pa3BuTusa Coto3a neguatpoB Poccuu, cBs3aH-
Hbl€, HECOMHEHHO, C OCHOBHbIMW NEPENOMHbBIMU MOMEHTaMM
B UCTOPWUM CTPaHbI.

bonee ¢opmanbHO HanMucaHbl nocneaywowune ase rna-
Bbl. 3TO KacaeTcs onucaHua GopymMoB NeanaTpoB (Cbes-
0B, Hay4YHO-NPaKTUYECKNX KOHDEPEHLIMI, CUMMO3UYMOB),
KoTopblX 3a 23 roga 6bl/10 opraHnu3oBaHo 6onee 60 (rna-
Ba 5), U OCHOBHbIX HanpaBneHun aesatenbHocTn Cotosa
neguatpoB Poccun (rnaBa 6). OgHaKO 3HaHWE KOHKpEeT-
HbIX MEpPONpUATUIA, NPOBOANMbIX MOA PYKOBOACTBOM uyfe-
HoB Ncnonkoma Coto3a neanaTtpoB, — BeCbMa Mone3Has
nHdbopmMauus. NogyepkHem, 4To 60NblIOE BHUMaHWE yae-
naeTca NoaaepKKe MoNoabIX yYeHbIX U CNeLnanmMcToB: Npo-
BegeHuto LLKonbl MonoabiX cneuuannctoB, opraHu3auunu
W MPOBEAEHUIO KOHKYPCOB, BbIAENEHMNIO FPAHTOB Ha BbINOS-
HEeHWEe MepPCNeKTUBHbLIX Hay4YHbIX MCcnefoBaHWi. BaxHo
noHWMMaTb MaclTabbl MEeXAyHapOAHOro COTPYAHMYECTBA,
4YTO XapaKTepu3yeT BbICOKYIO aMOMLIMO3HOCTb U KOMMY-
HUWKabenbHOCTb pykoBoacTBa Coto3a neamaTtpoB Poccuu.
B pamkax 6onee 30 HayyHbIX JOrOBOPOB OCYLIECTBSET-
€Sl COTPYAHWMYECTBO C HaLMOHaNbHbIMU NeguaTPUHECKUMU
obuwectBamu CLUA, PpaHuun, fepmanuun, Typuuun, Kutas,
KblprbicTaHa M ap. AKTMBHOE y4acTUe POCCUWUCKUX AET-
CKMUX Bpayen B MeXAyHapOoaHbIX neguaTpuyeckmx dopymax
M KOHrpeccax MOATBEP)KAAET WX BO3POCLUMI aBTOpUTET
M BOCTPe6OBaHHOCTb.

«O6lenpuHaTas, azbyyHas UCTUHA — MCTOPUIO AenatoT
nogu». Llenb cnepytollero pasgena (raBa 7) — AaTb Xapak-
TEPUCTUKY NpeaceaaTenien: TeX, Koro pOCCUMUCKUe neamatpbl
B TeyeHMe 90 ner «He Ha3Hayanu, a M36upann CBOUMM
nuaepamu». Becbma opurMHanbHa NpuBeAeHHasi aBTopa-
MK Knaccudukaumsa. A.A. Knucenb u I H. CnepaHcKkuin 6biu
KYNbTYPHbIM U UHTENNEKTYalbHbIM MOCTOM MEXAY LiapCKOM
n coBeTckon Poccuen, H0.d. JombpoBckas n A.d. Typ —
KNacCUKKM coBeTCKoM neauatpuu, B.T1. Bucsapuna, M. 4. Cty-
OEeHUKUH, A.B. MasypuH 3awuwann PoauMHy Ha ¢poHTax
Bennkon OTe4yecTBEHHOM BOMHbI U YCMNELWHO NpeacTaBaaIm
OTEYECTBEHHYIO NeanaTpuIo B KOHLLE COBETCKOro nepuoga.

=== B.10. Anb6uukuia,
Poccun J1.C. HamasoBa—bapaHosa,
C.A. LLlep

COl103
NEAUATPOB
POCCUH

(VicTopuyecknin o4epk
1927-2017 rr.)

sens
&

;e‘
4a

Ry

Mocksa 2017

CospgaHne Cowo3a neguaTtpoB Poccum Mpoucxoamsio
B CTpaHe, UcnbiTaBlUen coumanbHO-3KOHOMUYECKUE W MONK-
TUYECKUE TPYAHOCTU. B 3TMX ycnoBUSIX OCOGEHHO MPOSIBU-
nacb ponb akagemuka PAH, npodeccopa A.A. bapaHoBa.
O6nagas BbICOKMM npodeccnoHannamom, A.A. bapaHos,
NOMMUMO BbICOKMI OpPraHn30BaHHOCTU, CyMEN TBOPYECKM
NnoAoOWTU K npoueccy GpoOpMUPOBaAHMUS, CTAHOBNEHUSA U pas-
BuTns Colo3a B Hallen cTpaHe, Cnoco6CTBOBan yKpense-
HUWIO MEXKAYHapOAHOro COTPYyAHMYECTBa C neanaTpamMu CTpaH
ONUKHEro 1 fanbHero 3apybexbs. [osBuanMcb HoBble GOop-
Mbl paboTbl OpraHM3aLuM B COBPEMEHHbIX YCMOBUSX, pac-
liMpunach nagatenbcKkan AesTenbHOCTb. Bce 370 B COBOKYM-
HOCTU yrKe ABNAETCS UCTOPUYECKUM DaKTOM.

MoHorpadus Xxopowo BOCNPUHUMAETCH, 4YeMy Crnocoob-
CTBYET AW3aMH KHWUMM, B KOTOPOM NPUBEAEHO HEMANOE KOMu-
4ecTBO doTorpadumm Halwmnx NpeawecTBEHHUKOB — y4uTenen
1 KopudeeB 0TEHECTBEHHOW NeanaTpum.

Tupax coctasnset Bcero 500 aK3eMnnapos, 470, 6e3y-
CNOBHO, SIBHO HeAoCTaTo4HO. 10 HaleMy MHEHMWIO, MOHO-
rpadus AOMKHA CTaTb HACTONbHOM KHUIOM Kaxaoro 3aBe-
Jylolero neanmaTpuyeckon kadbenpon, pykosoautenen Kpyn-
HbIX MEAMLMHCKMX YydyperaeHun Poccuiickon depepaumu.
JlornyHo M3gaHue, ToYHee nepensnaHue, HacTosILLEN MOHO-
rpadum, BO3MOXKHO, MPUYPOYEHHOE K OYepeaHOMYy Cbe3ay
neanaTpoB, KOTopasi MOXET CTaTb MPMMEPOM neanaTpuye-
CKOW nctopuorpaduu.

B kayecTtBe noxkenaHusa. B nocnepgylollem, BeposTHO,
MOFyT MOSIBUTbCS [OMOMHEHMS (CBEAEHMUS) O AESTeNbHO-
CTU pEervoHanbHbIX NneanaTpuyeckmx obuiectB MOCKBSI,
CaHkTt-lNeTepbypra (JleHnHrpaga), ropogos [loBOMKbA
(KasaHb, CapatoB, Camapa), EBponenckon yactu (TBepb,
BopoHex, Ps3aHb) u KOra (PocTtoB-Ha-[loHy, KpacHogaap,
CraBpononb, Maxadkana) ctpaHbl, Cnéupu (Tomck, OMCK,
NpkryTcK, BapHayn, Yuta), JanbHero BocToKa. 310 cyue-
CTBEHHbIM 06pa3om 060raTUT UCTOPUIO CTAHOBMIEHUSA pas-
BUTUS W COBEPLIEHCTBOBAHUSA MNeanaTpuyecKorm HayKu
B Halllen cTpaHe.
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B cratbe npeacTaBrieH MEXAyHapOAHbIHA OMbiT MOHUTOPUHIA MaLMEHTOB C IOBEHW/bHbIM WMAMOMATUYECKUM apTPUTOM.
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AKTYAJIBHOCTb 6 Hepn, pa3BMBalOWMNCA y AeTer B BO3pacTe He crapule
HOBeHWNbHbIM nanonaTnudyecknin aptput (KOUA), cornac- 16 net, NpU UCKIKOYEHUW APYron naTonorumM cycraBoB
HO onpefeneHuto MexayHapoaHoW Nuru peBmaTtosiormye- [1-3]. IONA aBnseTcs cambiM PacnpoCTPaHEHHbIM XPO-
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no 7-21 cnyyvasa Ha 100 Tbic. 4yenosek B rog B CLUA
n CesepHoun EBpone cootBetcTBeHHO [3, 4]. Ha Teppurto-
pun Poccuickon depepauuun pacnpoctpaHeHHocTb HOUA
y AeTen B Bo3pacTe Ao 18 neT gocturaet 62,3, nepBuyHas
pacnpoCcTpaHEHHOCTb (BNepBble yCTaHOBAEHHbIE Clydyan) —
16,2 Ha 100 TbIC., U3 HMUX Y nogpocTKoB 116,4 n 28,3, y aeten
B Bo3pacTe A0 14 net — 45,8 n 12,6 cooTBETCTBEHHO [1].
KnuHuyeckune BapmaHTbl FOWUA onpegensitotcs Ha OCHOBaHUK
4yucna NOpa*KEHHbIX CYyCTaBOB B NepBble 6 Mec 3a6oneBaHus
W HanMyus BHECYCTaBHbIX NPosiBAeHUN [2].

SANMUAEMUOJIOrUAA CUCTEMHOIO OBEHUJIbHOIO

WAUONATUYECKOIO APTPHUTA

PeanbHas pacnpocTpaHeHHOCTb CUCTEMHOMO HBEHWU/b-
Horo wmaumonatmyeckoro aptputa (ctOMA) HemsBecTHa. [lo
HEeKoTopbIM oueHKaM, B EBpone oHa coctaBnget 0,3-0,8
Ha 100 Tbic. geten B Bo3pacte Ao 16 net [4]. Jona ctOUA
B CTPYKTYpe OBEHUbHOrO apTpuTa Konebnetcs oT 5 go 15%
B CeBepHon AmepuKke u Epone [2], 50% — B AnoHwuwn
[5]. B peructpe MwuH3gpaBa Poccun 3apernctpupoBaHo
963 pebeHka ¢ clOMA, uTo coctaBnseT 5,6% B CTpyKType
IOBEHUBbHOrO apTpuTa [6]. CuctemHbin OUA paszBuBaeTcs
y OeTen B Bo3pacTe Ao 18 neT, nnK 3ab6oneBaeMocTi npu-
xoauTes Ha BospacT 1-5 net [1].

3TUOJIOUSA U NATONEHE3 CUCTEMHOIO

IOBEHUJ/IbHOIO UAUOMNMATUYECKOIO APTPUTA

CuctemHbln FOMA B HacTosillee BpemMs paccmaTtpuBa-
eTCa He KaK ayTOMMMyHHOe, a KaK ayToBOCMaauTeNbHoe
3aboneBaHue [6, 7], K pa3BUTUIO KOTOPOro NPUBOAUT aKTH-
BaUMA BPOXKAEHHOrO0 MMMyHUTETA. IPPEKTOPHbIMKU KeT-
KaMun 9BNgTCsS Makpodarn u HeMTpodunbl, ayToaHTUTeNa
He BbIaBNAOTCA [6]. Beayluyto posib UrpaeT NpoayKLUs akTu-
BMPOBaHHbIMW MaKpodaraMmv NpPoBOCHANUTENbHbIX LIUTOKK-
HOB — uHTepnenknHoB (Interleukin, IL) 6, 1, 18, dakTopa
Hekpo3a onyxonu (Tumor necrosis factor, TNF) «, rpaHyno-
LMTApHOro KonoHMecTumynupyouiero paxktopa (Granulocyte
colony-stimulating factor, G-CSF) n ap. [7]. C runepnpogyK-
LMen NpoBOCMaUTENbHBIX LIMTOKMHOB CBSI3blBAlOT Pa3Bu-
TUE KIMHUYECKUX MPOSBNIEHUN GONE3HU (TMXOpPaaKy, Nonu-
MOPOHYIO Cbifb, CEPO3UT; YBEIMYEHME PAa3MEPOB MEYEHH,
cene3eHkn n nuMdaTMHecKmx y3nos; AECTPYKTUBHbIN apTpuT,
remodarouuTapHblii CUHAPOM, OCTEONOPO3) M MaTonornye-
CKUX UBMEHEHUIN NabopaTopHbIX NOKasaTenen (1emKouunTos,
TPOMOOLMTO3, TMNEPNPOAYKLUMIO aMmunonga A, rantornobu-
Ha, C-peakTnBHOro 6enka, ¢pubpuHoreHa) [6, 7]. PasButne
TMNOXPOMHOM aHEMUMK CBA3bIBAIOT C runepnpoaykumen IL6,
CTUMY/NIMPYIOWLEr0 CEKpPeLuto renatouuTamu rencuavHa,
KOTOpbI# yMeHblUAeT BcacbiBaHWE ene3a B KULEYHWKe
W WHIMGUpyeT ero BbICBOOOXKAEHWE M3 MaKpodaros, 4TO
ABNAETCH NMPUYUHON pasBuTUa aeduuuTa xenesa ans apu-
TpOMnoa3a 1 pa3BUTUS aHEMWUU [6]. B NOBbIWEHHbIX KOHLEH-
Tpaumsax IL6 6nokmpyeT BbipaboTKy aApEHOKOPTUKOTPOMHOIo
ropMOHa, KOpT13o/ia 1 ropMoHa pocTa, 4To o6ycnoBaMBaeT
He TONbKO TaKWe KIIMHWMYECKME CUMMTOMbI, KaK yCTanocTb,
COHMIMBOCTb, AEMNPECCHS, HO TaKXe KOrHUTUBHbIE PACCTPOR-
cTBa M oTcTaBaHue B pocTte geten ¢ clOMA. C runepnpo-
AYKUMEN npoBOCNanUTENbHbIX LIUTOKMHOB TaKMKe accouu-
MpyeTca pas3BuTME BTOPMYHOIO aMunongosa — rPO3HOro
ocnoxHeHnusa ctOMNA [6, 7.

KJIACCUOUKALUA CUCTEMHOIO KOBEHUJIbHOI'O

UWAUONATUYECKOIO APTPHUTA

AMepuKaHCKas Konnerns pesmaTosioroB (American
College of Rheumatology, ACR, 2013) Bbigenset 3 cyétuna
cuctemHoro tOUA [2]:
® C aKTUBHbIMW CUCTEMHbLIMU MPOABIEHUAMU W Pa3HOM

CTENEHbIO aKTUBHOCTW apTpuTa;

e 0€e3 aKTUBHbIX CUCTEMHbIX NPOSABJIEHWUI U PA3HON CTene-

HbIO aKTUBHOCTW apTpuTa;
® ¢ npu3Hakamu remodarouutapHoro cMHapoma.

[nsa remodaroumMTapHoOro CUHAPOMa XapaKTepHbl MNOCTO-
AHHaa fiMxopajKa, remMopparM4yeckas Cbifb, KPOBOTEYEHUE;
pa3BuTME MOAMOPraHHOW HEAOCTaTOYHOCTHU; HapylleHue
CO3HaHWS BMNOTb 10 KOMbI; 3HA4YUTENLHOE YBENIUYeHUe pas-
MEPOB MNEYEHU W/UNKU CeNne3eHKU u/unu numMdaTMHecKmx
Y3/10B; LIMTONEHUS, CHUXEHUE CKOPOCTU OCEAaHUsA 3PUTPO-
LUMTOB, TrUNepTpurMLepuaemMus, runodbubpuHoreHemus,
NnoBbIWEHWE YPOBHHA TpaHCamMuHas, naKkTataernaporeHa-
3bl U GEPPUTUHA; pa3BUTUE KoarynonaTuu; CHUXKEHWE Uiu
OTCYTCTBME aKTUBaLMW HaTypanbHbIX KUIEPOB [6, 7].

AWATHOCTUKA CUCTEMHOIO IOBEHUJ/IbBHOIO

WAUONATUYECKOIO APTPHUTA

[etn ¢ nopospeHnem Ha clOMA rocnuTanuaupytortcs
B peBMAaTO/IOrMYEeCKUE OTAENEHUS MEAULMHCKUX OopraHu3a-
MM, B KOTOPbIX €CTb BO3MOMHOCTb MPOBEAEHUS MYHKLUK
KOCTHOro MO3ra, KOMMbIOTEPHOM U MarHUTHO-PE30HaHCHOM
TOMOrpadumn, reHeTU4ecKoro o6¢cneaoBaHus C LIENbIO Ava-
FTHOCTUKM U NIEYEHUS 3TOrO TAXENOro 3abosieBaHus [5].

[OnarHo3 cuctemHoro FOMA, no mexayHapoaHbIM KpuTe-
pUSM, JOMKEH ObITb YCTAHOB/MIEH B TeYEeHUe 2 Hefl OT MaHMu-
dectaunu ero nposiBneHun [2, 6]. Ha atane yctaHOBAEHUS
[MarHo3a UCKJIYatloTca 3ab0/ieBaHUs, KOTopble MOTYT Mpo-
TeKaTb C MOXOXEeW KIMHUYECKOW KapTMHOW: 3/10Ka4YeCTBEH-
Hble HOBOOOGpa30BaHWs (HenpobnacTtoma, remo6nacTo3bl,
nuMmoonponudepatuBHble 3aboneBaHus); aytoBocnanuTeb-
Hble CMHAPOMbI; BOCNa/UTENbHbIe 3a60/IeBaHUA KMULIEYHK-
Ka; Apyrve peBmatuMyeckue 60ne3HM (CUcTemMHas KpacHas
BOJIYaHKa, AepPMaTonoMMUO3KT, Y3EKOBbIN MOIMapTEPUHT,
6one3Hb KaBacaku, capkoupos, 6one3Hb KacTenbmaxa);
UMMYHOAEDUUMTHBIE COCTOSAHUSA; MHPEKLMOHHbIE 3aboneBa-
HUS (OCTPbIM BOCNANUTENbHbINA OTBET, 6aKTepuanbHbIM 3HO-
KapauT, ocTpas peBMaTU4eckas NuxopagKka, MEepPCUHKUO3,
canbMoHennes, 60/1e3Hb Koladyben LapanuHbl, TOKConas-
MO03, 60n1e3Hb Jlaima, 60ppPenrMo3, MMKOMIa3MeHHas NHDEK-
uMs; MHOEKUMM, Bbi3BaHHble BWpycamMu, rpynnbl repreca
W Op.); TOKCUKO-annepruieckne peakummn Ha neKapCTBEHHbIe
npenapartbl.

[deTtam ¢ nogo3peHuem Ha clOMA KoMMAeKec AMarHocTu-
YECKMX MEPOMNPUATUI NPOBOANTCS B COOTBETCTBUM C YTBEPHK-
[JEHHbIMU KIIMHUYECKUMU peKoMeHaauunsamu [1].

JIEYMEHME BOJ1bHbIX CUCTEMHbIM IOBEHU/1IbHbIM

WAUONATUHYHECKUM APTPUTOM

Llenbto nevyeHnsa 6onbHbiX CHOUA aBnseTcs KynupoBaHue
CUCTEMHbIX NPOSIB/IEHUI 3aboneBaHns — 60K, yTOMASEMO-
CTU U CKOBAHHOCTU, a TaKXe npeaoTBpalleHme AeCTPyKLUK
Xpsla M KOCTU, MUHMMU3aumMsa aedopmauui 1 ynydlweHve
NOABWXHOCTM CYCTaBOB C COXPaHEHWEM pOCTa M Pa3BUTUSA
pebeHKa.

BOMPOCbI COBPEMEHHOW NEAUATPUM /2017/ TOM 16/ Ne 1



0630p NUTepaTyphbl

HecTtepougHbie NnpoTuBOBOCNaNUTe/IbHbIE Npenaparhbl

HecTeponaHble NpoTMBOBOCNANUTENbHbIE MpenapaThbl
(HNBIM) aBnatoTcs npenapatamu NepBoro Boibopa Ans neye-
HUsa 6onbHbIX cHOMA. HIMBIT — 3710 cpeactBa cumnTomaTu-
4YeCKOro, MpPOTMBOBOCMA/IMTENIBHOIO W @HTUMUPETUYECKOrO
gencteus. HIMBI HadHavaloTcs BCEM MNaUMEHTaM Ha 3Ta-
nax o6cnefoBaHMA WM YCTAHOBNEHWSI OMarHo3a, a TaKkKe
Ha no6oM 3Tane 60/e3HU MPU HaUyYuuM MoKasaHwun [1].
B kauvectBe MoHoTepanuu HIBI npumeHsioTcs He 6onee
1 mec.

MIOKOKOPTUKOCTEPOUADI

MMokokoptukoctepouabl (FKC) saBnsiotcs Haubonee
3QDEKTUBHLIMW U3 AOCTYMHbIX MPOTUBOBOCMANUTENbHbIX
npenapatoB. [MpenmyuiectBom 'KC aBnseTcs To, YTO UX MOXK-
HO NMPUMEHSTb MPU KUSHEYTPOXKAIOLWMNX CUCTEMHbIX NPOsiBIe-
HUAX U remodarountTapHOM CUHAPOME, a TaKXKe B KayecTse
«[MPOMEKYTOYHOrO» JIEYEHMS NMPU NEepPexose B OCTPbI Nepros
3a60eBaHNS UK B Nepuo oxxnaaHusa adpdeKkta oT npuema
npenapaTtoB BTOPOW JIMHUM.

B COOTBETCTBMM C KIIMHUYECKUMU PEKOMEHAaLUAMMU,
npumMmeHenue M'KC ans nepopanbHOro U/unmn BHYTPUBEHHOIO
W/Wan BHYTPUCYCTAaBHOIO BBEAEHMWS CTPOro peKomMeHayeTcs
TONbKO nocne npoBefaeHus aAnddepeHumanbHON guarHo-
CTUKM W ycTaHoBneHus anarHosa ctOUA [1, 8]. CuctemHoe
npumeHenune MKC (nynbc-Tepanus merago3amv MeTunnpes-
HW30/10Ha, NepopanbHbIM Npuem B Ao3ax oT 1 o 2 mr/Kr
Maccbl Tena) NPOBOAMTCS TOMbKO MPU XHUIHEYrPOXKaIOLLIMX
CUCTEMHbBIX MPOSIBNEHMSAX (CTOMKaa debpuibHasa nMxopaankxa,
KapauT, Cepo3uT, reModaroumTapHbiv CUHAPOM) [8].

HecmoTps Ha BbICOKYD TepaneBTUYECKYylD 3PpdEKTUB-
HOoCTb, MoHoTepanua [KC npoBoauTcs He 6onee 2 Hen,
NMOCKOJIbKY ANUTENbHOE NPUMEHEHME NpenapaToB 3TOW rpyn-
Mbl COMPOBOXAAETCA pa3BUTUEM psja Cepbe3HblX Mo6oYy-
HbIX SBJIEHWI, B YMCNE KOTOPbIX CTepouaHasi 3aBUCUMOCTb
N PE3NCTEHTHOCTb, OCTEONOPO3, HaHW3M, CTEPOUAHbLIV Aua-
6eT v ap.

UmMMyHoAenpeccaHTbl

Cpeau npenapatoB BTOPOW NWHWK, MPUMEHSEMbIX AJiA
nedvenus geten ¢ OWA, Bo Bcem Mupe npeanoyTeHne otaa-
eTcs meToTpeKkcaTy. B psge vccnegoBaHui Oblia AOKal3aHa
ero apodeKktuBHocTb npu HOUA, a Takke uadydyeH npodunb
6e30MacHOCTM MnpenapaTa Ha MNPOTHKEHUU HECKONbKKUX NeT
npumeHenus [1, 2, 8]. B HacToswee BpeMs onpeaeneHa Mmak-
cumanbHasa adPeKTMBHaSA f03a MeToTpeKcaTta Ans leyeHus
IOMA — 15 Mr/M2 naowaan NoBepxHOCTH Tena. MeTtoTpekcar
npuMeHsieTcs nepopanbHO MO0 BBOAUTCS NapeHTepasbHbIM
nytem (06bI4HO B BMAE MOAKOMKHbIX MHbEKLMI). [10 AaHHbBIM
psiaa uccnegoBaHWM, MpU MOAKOXKHOM BBEAEHWMU METOTPEK-
caTa pa3BuBaeTcs 60/iee BblparKeHHbIN apdeKT n Habnoaa-
€TCS1 MeHblUEe HeXKenaTesnbHbIX SBAEHUIH, YEM NPU NPUMEHE-
HUKW NpenapaTa B TabnetupoBaHHon Gopme [8].

Mpn clOMA meTOTpeKcaT HeaocTaToyHo IPpdEKTUBEH
B OTHOLWIEHWW CUCTEMHbIX NMPOSABAEHUN U He ABASEeTCs npe-
napaTtoMm Bbl6opa y 60JibHbIX Ha GOHE aKTUBHbIX CUCTEM-
HbIX NPOsiBNEeHU 6e3 apTputa. MeToTpeKcaT npuMmeHseTcs
y OeTer C aKTUMBHbIM apTPUTOM B COYETaHuUU C ApYyrumu
npenapatamu, B T.4Y. FEHHO-UHXEHEPHbIMU GUONOTMYECKUMM
arentamu (TMBIM) [1-3, 8].

[pyrne nmmyHogenpeccaHTbl — UuKiodochdamma, cynb-
dacanasuH, MMKodeHonata MobeTUI, TMAPOKCUXITOPOXUH —
ansa neveHns ctOMA He npumeHstoTes [1].

LnmknocnopuH npu ctOMA nokasaH nuwb npu remodaro-
LMTapHOM CUHApOME.

NedpnyHoMna MMEET OrpaHMyYeHHOEe MPUMEHEHUE MpH
ctOWA ¢ pa3Hou cTeneHblo akTMBHOCTM apTpuTa 6€3 CUCTEM-
HbIX NPOSIBAEHUN.

leHHO-MH)XXeHepHble GUoNorm4ecKue npenaparhbl

B TeyeHWe nocnegHux NeT OTKPbLIIMCH HOBbIE MEpPCheK-
TMBbl npumeHenus MBI npu HOUA. B otnnume ot meTo-
TpekcaTa Wan Apyrux UMMyHOAEMNPECCAHTOB MULWEHAMMU AN
MBI asngtoTcsa npoBocnanuTenbHble UMTOKUHBI (TNFe, L1,
IL6), nx peuentopbl, CD (Cluster designation) nnuM Koctu-
MynMpylowme MoneKynbl. bbllo nokasaHo, 4To 6Guonoruye-
CKMe npenapatbl SBASOTCH MOLWHbIM CPEACTBOM 6/I0KK-
poBaHMSA BOCMANUTENbHOMO MPOLLecca, XapaKTepHOro Ans
IOVA. B HacTosilee BpeMs 3apeructpupoBaH Lenbii psag
6MONIOrMYECKMX MPenapaToB, U NMOYTU BCE OHM OA0BPEHbI AN1A
npumeHeHns y geten ¢ FOMA [1, 8].

B Poccun ana neyvenus peten ¢ clOMA ¢ Bospacta
2 net 3apeructpupoBaHbl aBa MBIl — 4enoBevyecKkue
MOHOK/IOHaNbHble aHTUTena K peuentopy IL6 (Toumnu-
3ymab) U K IL1B (KaHaknHymab). SPPEeKTUBHOCTb 060MX
npenapaToB AOKa3aHa B KIMHMYECKWUX WMCCNEefoBaHUAX:
yacToTa JOCTUKEHUS yydlleHns no kputepuam ACR,.,, 70
1 90 npu NnpMMeHeHUn Tounnmaymaba y naumeHTos ¢ ctOUA
coctaBuna 89 n 65%, kaHakMHymaba — 67 n 47%, 4acTtoTta
NOCTUXEHUS CTagMM HeaKTMBHOW 6one3Hn — 65 n 60%
cooTBeTCTBEHHO [9, 10]. BmecTe ¢ TeM, B COOTBETCTBUMU
c pekomeHgaumamun ACR, TUBIT nepBoro BbiGopa npu
clONA aBnsdeTca uHrnéutop IL1 aHaKuWHpa, He 3aperu-
CTPUPOBaHHbLIN YnNpaBneHWeM Mo KOHTPOJIO 3a KayecTBOM
NULWEBbIX NMPOAYKTOB M JIEKAPCTBEHHbIX npenapaTtos (Food
and Drug Administration, FDA, CLLIA) no aTomy noKkasaHu1o.
Tounnusymab U KaHakMHymMab MPUMEHSIOTCS B KayecTBe
npenapartoB 2-1 Uan 3-i NTMHUK BbiBGOpa B ciyvyae Headdek-
TUBHOCTU aHaKuHpbl [2]. Toumnndymab uUnuM KaHakuHymab
B KayecTBe MOHOTepanuu (6e3 MeToTpeKcaTa) B CoYeTaHumn
¢ HMBM n/unn T'KC npumeHsatotcsa npu clOMA ¢ aKTUBHbI-
MU CUCTEMHbIMMK MPOABAEHUSIMN 6€3 aKTUBHOMO apTpwuTa.
Mpn Hannumn aptputa MBI Mcnonb3yoTCs B COYeTaHUMU
Cc MeToTpekcaTom [1].

Mpn HeaddekTnBHocTM HIBI, TKC, Toumnmuaymaba wu
KaHaKMHymMaba y NauMeHToB C peuuamBUpPyOLLUMMU CUCTEM-
HbIMW MPOSIBNEHUAMMU UCNOMbIYIOT PUTYKCUMAG — XUMEPHble
MOHOK/MNOHaNbHble aHTUTENa K CD20+ (B numdoumntsl) [1].

B cnyyae yactMyHOM HeaPDEKTMBHOCTU ToLMNM3yMaba,
KaHaKWHyMaba 1 putykcumaba (PEMUCCUSA CUCTEMHbIX NPO-
ABNEHUW U PELUONBUPYIOLLMIA apTPUT) NPUMEHSIOTCH WUHIU-
6utopbl TNFa (pactBopumbin peuentop K TNFa aTaHepuenr,
MOHOKJ/IOHaNbHble aHTUTEeNa K TNFa aganumymab) B KOM6GU-
HauuKn ¢ MeToTpeKcaTtom [1, 8].

TEYEHUE U NPOTrHO3 CUCTEMHOIO OBEHU/IbHOIO

WAWONATUYECKOIO APTPHUTA

Y 40% 60nbHbIX HabngaeTcs MOHOLUMKIMYECKOE Teye-
HWe 60/1€3HU, U NaLUMeHTbl MOMHOCTLIO BOCCTAHaBAMBAIOTCS
CnycTa onpeaeneHHbIn Nepuos; ¥ OTAENbHbIX NALMEHTOB —



NONUUMKINYECKOE TEYEHME OHOLLIECKOrO apTpuTa C CUCTEM-
HbIM Ha4anoM, XapaKTepuayloleecs aNn3o4amm aKTUBHOCTH
60/1€3HM U NepuoJamu peMUCCUU Be3 IEKAPCTBEHHbIX Mpe-
napatoB [6, 7]. Y 50% neten oTMe4vaeTcs nepcuctupyrouiee
TeyeHne 3a6oneBaHns C NPOrpeccHpyownmM NoaNapTPUTOM
U QYHKLUMOHANbHOW HEeOoCTaTOYHOCTbiO [6]. Y nauueHTos,
anutenbHo nonydaowmx MKC, pasBuBaloTCa TaKKe OCN0XK-
HEHWsI TOPMOHaNbHOW Tepanuu [7, 8]. CUHAPOM aKTuBaLMK
MaKpodaroB (remodaroymTapHbli CUHAPOM) MO-NPEXHEMY
OCTaeTcs Cepbe3HblM M MOTeHUManbHO daTanbHbIM OCOXK-
HeHveM. CMepTb MOXKET HaCTynuTb BCNELCTBME HEBPOOIn-
YECKMX U KapAMONOrM4eCcKnx oCnoxXHeHnn [7].
AmMepuKaHcKas Konnerns pesmaTtosioros (2011) Bblae-
nuna cnegywowme @akTopbl He61aronpusaTHOro MNPorHosa
ctOUA [2]:
® [pKW IOHOWECKOM apTpuUTe C CUMCTEMHbIM Ha4vanom 6e3
AKTMBHOIO CYCTaBHOIO CMHAPOMA: aKTUBHbIE CUCTEMHbIE
nposiBieHnss 60ne3HN B TeyeHue 6 Mec (nuxopagka,
BbICOKME nabopaTopHble MoKasaTenu), Heob6XoaNMMOCTb
B MOBTOPHOM Ha3Ha4veHunn N'KC cuctemMHOro aencreus;
® MpPU IOHOLIECKOM apTpUTE C CUCTEMHbIM Ha4anoM 1 aKTUB-
HbIM CYCTaBHbIM CMHAPOMOM 6€3 aKTMBHbIX CUCTEM-
HbIX MPOSIB/IEHNI: NOpPaXKeHne Ta3obeApeHHbIX CyCTaBoB
W/WNn AEeCTPYKUMS CyCTaBOB MO AaHHbIM paguonorunye-
CKOro nccnegoBaHuns (3p03nn CyCTaBHbIX MOBEPXHOCTEN,
CY)XEHUEe MEMKCYCTaBHbIX LLENen).

MOHUTOPUHI MALUEHTOB C CUCTEMHbLIM

IOBEHU/IbHBIM UAWOMNATUHYECKUM APTPUTOM

YuntbiBag nosBneHuve UBI gna nedyeHusa O60MbHbIX
clOMA, Havyanun co3gaBaTbCsl HOBbIE 3IEKTPOHHbIE CUCTEMbI
MOHUTOPUHra 3pPEKTMBHOCTM M 6e3onacHoctn MBI —
perncTpbl NauueHToB. Pernctp — 310 cuUcTeMa KIMHWUYe-
CKOFO MOHWTOPMHra MONyAsuMKM MNauMeHToB, O6beaUHEH-
HbIX MO NPMU3HaKy 3aboneBaHWsa WK NPOBOAMMON Tepanuu,
C MOMEHTa NOCTaHOBKM AnMarHo3a v Ao ucxoaa 3aboneBaHus,
nossonsaowas Habnaatb peanbHylo KIMHWYECKYID MpaK-
TUKY BeAeHns 60NbHbIX B TEYEHWE MPOAOIKMUTENBHOIO Bpe-
MEHW ¥ OLeHNBaTb ee pe3ynbraThbl.

o gaHHbIM perucTpa MOXKHO HabntoaaTh 3a COCTOSHUEM
nauMeHToB B AMHAMUKe, oleHMBaTb 3PDEKTUBHOCTb U 6€30-
NnacHOCTb METOAOB Tepanuu, AenaTb BblBOAbl O COCTOSHUM
W CTPYKTYpe 3a601eBaeMoCTu, MUHBANMAHOCTH, pacnpocTpa-
HeHHocTn HOUA; popmupoBaTh NiaH 3aKyrnoK JeKapcTBEH-
HbIX MpenapaToB 1 MEANLMHCKOro 060pya0BaHUS.

B oTanyne OT KIMHWYECKUX UCCNedoBaHWW B peructp
MOXHO BHECTM 60bluoe (HeorpaHM4YeHHoEe) 4Mcno nauu-
€HTOB; 3a NauMEHTOM MOXHO HabngaTb HeEOrpaHMYEeHHoe
BpPEMS; PerncTp AaeT BO3MOMXHOCTb OLEHUTb 3DDEKTUB-
HOCTb M 6€30MaCHOCTb MPOTUBOPEBMATUYECKNUX NPenapaTos
B peasibHOW KIIMHWUYECKOW NpaKTUKE; B PerncTpe MoryT npu-
HSTb y4acThe BCe LIEHTPbI, KOTOPble 3aHUMatoTCs ANarHoCcTm-
KOW W Nle4eHnemM naumeHToB ¢ onpeaesieHHON NaToiorMen.

OOMH n3 nepBbiX perucTpoB nauuveHtoB ¢ HOUA 6bin
cosfaH B [epmaHum B 2007 r.— DRFZ (Deutsche Rheuma-
Forschungszentrum Berlin). B perncrpe akkymynnpoBaHbl
faHHble 0 14000 naymeHTtoB ¢ FOUA, nHdopmauus o KoTo-
pbix nononHatca 1 pa3 B rog [11].

Takke B 2007 r. B [epmaHmn 6611 co3gaH pernctp BIKER
[12], uenbto KOTOPOro ABASETCS A0NTOCPOYHOE HabnaeHne

3a getbmu ¢ FOUA, nonyyatowmmum M'MBII. B HacToswee Bpe-
M$ B PEFUCTP BKJIOYEHbI AJaHHble 0 6918 nauyuneHTtax ¢ OUA
[11-13], nona cUCTEMHOro apTpuTa B perncTpe cocraBnser
4,5% (311 60nbHbIX). Hanbonee pacnpocTpaHeHHOM KaTe-
ropuen B peructpe BIKER saBnatoTca nauMeHTbl ¢ cepoHera-
TUBHbIM NonnapTputom. O4HOM M3 OCHOBHbIX 3a4ay perncrpa
BIKER gBnsetcsa oueHKa adpdektuBHocTn TUBI 1 nx Baua-
HUS Ha GoHOBYIO Tepanuio y aeten ¢ FONA [12].

B 2012 r. B lfepmaHuun cosgaH permctp JUMBO, B KoTo-
pblM BK/IKOYAOTCA TONbKO nauuneHTbl ¢ HOUA, gocturwwue
COBEpLUEHHONETHErO BO3pacTa, nonydvarolwme ataHepuenT
WU/VNn aTaHepLenT ¢ MeToTpeKcaTom [13].

B CesepHon AmepuKe nepsbint pernctp CORRONA (KoH-
copuMyM peBMaTONIOrM4yeckux wuccnepgoBatenen CeBepHoMn
AMepUKK) ans 60/bHbIX PEBMATOMAHBIM apTPMTOM 6bl1 pas-
paboTtaH B 2001 r. B Hero BK/OYEHbI KIMHMYECKUE, Nabopa-
TOpHblE, TOMOrpadumyeckme n dapmMaKonormnyeckne gaHHble
6onee yem 40000 nauymeHToB [14]. B 2005 r. ony6nnKoBaH
OTYET, COMMacHO KOTOPOMY B PErncTp Obi0 BKIOYEHO YKe
9,5 TbIC. YENOBEK; B OT4ETE ObIIN NpeacTaB/eHbl CBEAEeHUS
0 pacnpegeneHmmn 60/bHbIX MO BapnaHTaM TeYeHus1 peBma-
TomnaHoro aptputa, apdektusHoctn M'MBIN, B OCHOBHOM 3Ta-
HepuenTa unu codetanus MBI co ctaHaapTHOM NPOTUBO-
peBmaTtuyeckon Tepanuen [14].

B 2010 r. cosnaH peructp CARRA (CeBepoamepuKaH-
CKWM uccnegoBaTeNbCKUM anbsHC MO OETCKOM peBmarto-
noruun), ¢ KotopbiM coTpyaHuyatoT 400 neguaTpoB-peB-
Matonoros. B peructp BKAO4YaloTcs neanaTpuyeckue
nauMeHTbl ¢ peBmatudyeckumm 6onesHamu [15]. Ha cerog-
HAWHWM geHb B peructp CARRA BKOYEHbI cBeAeHus
0 9525 nauneHTax ¢ peBMaTUYeCKMMU BONESHAMMU, N3 HUX
okono 6500 geten ¢ OMA. B pamKax pernctpa npoBoasaTcs
ncecnepoBanusa apdexkTuBHocTn TMBIT npu peBMaTUyYecKnx
60Ne3HAX y AeTen, ulyyeHue ocobeHHOCTeM 60n1eBOro
cuHapoma, BnusaHusa tepanuun MBI Ha duanyecKyro akTuB-
HOCTb M COCTOSIHME 3[40POBbS MALMEHTOB C Pa3/MYHbIMU
BapuaHTamu FOMA 1 ap. [15]. Ha ocHOBe AaHHbIX perncrpa
CARRA TaKe npoBOAUNCSA aHanM3 4acTOTbl Pa3BUTUSA KN3-
Heyrpoxatlmx ocnoxHeHnn y nauneHtoB ¢ clOUA. Tak,
HanpuMep, B nccnegoBaHuu, BKIOUYMBLIEM 389 60MbHbIX
ctOUNA, 23 (6%) naumeHTa Ha doHe Tepanun T'MBI pazBunu
Takue paTanbHble OCNOXKHEHNS, B TOM YMC/IE€ MHOXKECTBEH-
Hble, KaK CMHOPOM aKTuBauuu Makpodaros (20; 5,1%),
remodaroumTapHbii CUHAPOM C MOpParKEHUEeM Nerkumx
(15; 3,9%), neroyHas runepteHsus (16; 4,1%), NerovHbIn
anbBeonsapHbIn npotenHos (5; 1,3%), MHTepcTULMaNbHbIE
nopakenus nerkux (7; 1,8%) [16]. Accounaumen CARRA
6bl1M pa3paboTaHbl pas3MyHble NPOTOKO/bl BeAeHUs 60/1b-
Hbix CFOMA, 4TO CBAA3aHO C Pa3/INYNAMU B TEpaneBTUYECKNX
noaxoAax cpeauM ceBepoaMepUKaAHCKWX pPeBMaTosoroB.
YneHamun accoumauuu paspaboTaHbl 4 nnaHa nevyeHus
ctONA, KoTopble AOJIKHbI MPUMEHSATLCSH B T€YEHUE NEPBbIX
9 Mec Tepanun. B cxembl nevyeHuns BKIOYEHbl ToNbKO MKC
WU METOTPEKCAaT, aHaKuMHpa nnun Tounnnuaymab c/6e3 KC.
Onsa oueHKK addeKTUBHOCTH 4 cXeM Tepanuun y AeTemn cTaH-
JapTu3oBaHbl rpaduKM KIAMHUMYECKOro M nabopaTopHOro
MOHWTOPWHIa, KOTOPble MOMYT MPUMEHATHCA B KIAMHMYE-
CKOM npakKTuKe [15].

B BenuMko6puTaHWKU TaKe BeayTcs PerucTpbl AeTewn
¢ HOWA: Tak, BSPAR Etanercept Registry o6beauHset
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pernctp bputaHcKoro obuiectBa [OETCKOW peBMaTosiorMm
M perncTpbl KOponeBCKOro Konneaa neavaTpuum v get-
cKkoro 3gopoBbs (RCPCH). B 6puTaHCKMe pernctpbl BKIO-
yeHbl oKono 12000 peter ¢ peBMaTUYECKMMUM 3abose-
BaHMAMK. BSPAR Etanercept Registry oueHMBaeT TONbKO
3pdEKTUBHOCTb M 6e30MacHOCTb 3TaHepuenTa. B peructp
BK/toYeHbl 852 nauneHTta ¢ OMA, nonyyatolmx ataHepuenT
(2060 nauneHTo-neT HabnwaeHus), 1 260 NauMEHTOB KOH-
TPONbHOM FPyNMbl, Noayyatowmx MeToTpeKeaT [16].

B lonnangun B 2009 r. co3gaH [onnaHACKUMK pernctp
nauueHToB ¢ FOMA (Dutch national arthritis and biologics in
children register). Ha HacTosiLLMK MOMEHT B PErucTp BKIIO-
YyeHbl 335 NauMeHTOB € CycTaBHbIM BapuaHToM U 86 ¢ ctONA
[17]. Pernctp OpuveHTUpOBaH Ha MOBCEAHEBHYKO KIMHU4YE-
CKYI0 MPaKTUKY M OLIEHKY 4acToTbl Ha3Ha4yeHus U addekK-
TUBHOCTU WHrMbutopos TNF npu HOUA — apganumymaba,
aTaHepuenta M UHPAMKcumaba. o pesynbratam OAHOMO
M3 uccnegoBaHui, KOTOpPOe MPOBOAMIOCH B paMKax peru-
cTpa, y 41 naumeHTta ¢ OMA no BONPOCHMKY OLEHKU GYHKLK-
OHanbHOW HepgocTaTtodHocTH (Childhood Health Assessment
Questionnaire, CHAQ) 6b1/10 NOKa3aHO MOBbIWEHWE KayecTBa
MU3HW M YPOBHS 06pPa30BaHUs MPW PaHHEM Ha3HaYeHWUH
rMBn [171].

B ronnaHAcKoOM pernctpe Takke MNpoBOAWICS aHanun3
pe3ynbTaToB [OJIFOCPOYHOro HabnawaeHns 3a 60/bHbI-
MK, nonyyawowmmn MBI, OnucaHbl pesynbratbl neye-
HuMsa 335 nauuneHtoB ¢ HOMA 6€3 CUCTEMHLIX MNposiBie-
HUM 1 86 peten ¢ clOMA. TUBI HasHayvanucb B nepuog
c 1999 no 2010 r. Peaynbratbl aHanuM3a Mokasanu, 4To
y nauuneHToB ¢ FOMA 6e3 CUCTEMHBIX NPOSBNIEHMIM 3a BECb
nepuog HabnaeHns Hanbosnee 4acto NPUMEHSCA 3TaHep-
uent, y 6onbHbix cOMA — aHaKkuHpa. TMBI 6binn 6onee
adpodeKTMBHbI Yy aeten ¢ OMA 6e3 cucTeMHbIX MposiBie-
HWUW: NOKa3aTeNn aKTMBHOCTU 60ne3HU no mHaexkcy JADAS
[0 Ha4vana 6MoNorMYecKomn Teparnum y HUX Obliv HUXKE, YeM
y nauyneHToB ¢ ctOMA. Mo pesynbTatam aHanusa 6b110 TaKKe
noKasaHo, YTO C MOMeHTa Ha4vana apbl MBI y nauneHToB
¢ FOMA cokpaTtunacb 4yactota npumeHeHns F'KC n nmmyHoae-
npeccaHToB.

Mo paHHbIM Apyroro [onnaHACKOro HauWOHalIbHOro
pernctpa, B 2012 r. 6b11 onybaMkoBaH OT4eT 06 addek-
TUBHOCTU M 6€30NacHOCTU BTOPOro W TpeTbero 6uosoru-
4YecKOoro areHTta nocsie HeadPEKTUBHOCTM Tepanun ataHep-
uentoM y 307 naumeHtoB ¢ FOUA [17]. B aTOM uccnegoBaHum
26% nauMeHToB OblIM MEPEKIOYEHBI Ha Tepanuio BTOPbIM
M 7% — Ha Tepanuio TPeTbUM OUONOrMYECKUM areHToM.
OPDEKTUBHOCTL BTOPOro npenapata 6bi1a HUXKE, YeM Mep-
Boro. Tonbko y 17% aeten 6bina 3aperucTpMpoBaHa cragus
HeaKTMBHOM 60/1e3HM B TedyeHue 15 mec. lMpu npumeHe-
HWM MEepBOro npenapaTta ypoBeHb OTBeTa coctaBui 32%.
Yepes 12 mec nocne nepekovyeHns Ha BTOpon npenapar
y 47% naumMeHToB NlevyeHne 6b110 NPOA0MIKEHO, a 51% 6bin
nepekstoYeHbl Ha Tpetun FMBIN [17].

B 2002 r. noa arMaon YewcKoro peBmMaTtoniornmyecko-
ro ob6uiectBa paspabotaH npoekT ATTRA, BKAlouvalowWwmm
HECKONbKO K/IMHWYECKUX PETUCTPOB W MpPeAcTaBASOWNM
co60OM MHOrOLEHTPOBYD CUCTEMY, KoTopas 6blla co3fa-
Ha 018 KoHTpons adpdeKtuBHoctn TMBIT npu peBmatuye-
CKMUx 6onesHsx. Bcero B pernctp ATTRA BK/ItOYEHBI OKOJO
3500 geten ¢ peBMaTnyecknmu 3abonesanmam. o 2013 r.

B perncTtp 6b1n BKAOYEeHbl 276 nauyueHtoB ¢ FOMA. OgHum
M3 MPOEKTOB peructpa sBASeTcs OLeHKa 3PdEKTUBHOCTH
M CTOMMOCTU NevyeHus uHrnemutopammn TNF y nauymeHTOB
C aHKWI03UPYIOLWNM cnoHAKNoapTpuTom [18].

OAHWM U3 KpYMHEenLWuX pernctpoB nauueHtos ¢ HOUA,
KOTOPbIA BEAEeT MOHWTOPUHI NevyeHuss MEeToTpeKcaToM W
UBTM, asngaetca pernctp PHARMACHILD [eTtckon peBma-
TOJIOTMYECKON MeXayHapoAaHoW opraHu3aumn (Paediatric
Rheumatology International Trials Organisation, PRINTO).
[naBHOM 3agavyen JaHHOrO pernctpa SABASETCH U3ydyeHue
HexenaTeNnbHbIX M CEepbe3HbIX HexenaTefbHblX faBne-
HUM Yy NauyMeHToB, nojyyvawowux metotpekcar u MBI
B 6a3y gaHHbIX BKIOYeHbl cBedeHus o 7250 nauueHTtax
¢ IOUNA. MaymeHTbl nonyyanu pasnnyHble UMMyHoAenpec-
caHTbl U TUBI; 1674 (23%) ne4ynnncb TONbKO METOTPEK-
catom (6e3 TMbI), 3025 (42%) — oaHum TUBIT c/6e3
MeToTpeKcaTta, 1163 (16%) nonyyanu 605€ee 4eM OAHWUM
MBI c/6e3 meToTpeKcaTa. Pe3ynbratbl aHannsa gaHHbIX,
BK/IOYEHHbIX B PErUCTP, NMOKasanu, 4To Npu McnonbL30Ba-
HUW KoMOBUHauun TMBI ¢ meToTpeKkcaToM yBeNMYMBaeTCH
YyacToTa HexenaTesbHbIX SBEHUN U CEPbE3HbIX MHDEKLMN
[18-21].

Cambii 60/bWIOW perncTtp naunmeHToB C CUCTEMHbIM
HONA BepgeTcs B ANOHMKU: B HEro BKAtOYEHbl 417 nauMeHToB
C CUCTEMHbIM apTPUTOM, B TOM YMC/Ee Moydatolme ToLnIu-
3ymab6. OcHOBHasa 3ajaya perncrpa — oueHka adPpeKTmB-
HOCTM M 6e30MacHOCTM Tounnndymaba. Pe3ynbraTbl 04HOrO
M3 uccnegoBaHui, KOTOpPOe MPOBOAMIOCH B paMKax peru-
CTpa, NOKa3anu PoCT YacToTbl CEPbE3HbIX MHDEKLMI ¥ NaLU-
€HTOB, NOyYaloLLMX TOUMIN3YMab B COYETAHWUM C TIIOKOKOP-
TMKOCTEpomnaamu [5].

3AK/TIOYEHUE

AHanu3 LOCTYNHOW Ham nuTepaTypbl NO3BONSET caenaTtb
3aK/t0YeHKNE, YTO CUCTEMHbIN KOMA — 3TO peaKunn arpeccuB-
Hbll BapWaHT IOBEHWIbHOr0 apTputa ¢ HebnaronpuUsaTHbLIM
NpPorHo3omM 6osiee YeM Yy MOJIOBUHbI NMauueHToB. TevyeHune
n mcxon ctOMA 3aBUCAT OT GbICTPOM MPaBUIbLHOW AMarHo-
CTMKM W afeKBaTHOW NPOTUBOPEBMATUYECKOW Tepanuu.
B HacToslwee BpeMs ang neveHuns ctOMA npumeHsaeTcs Wupo-
KW CNeKTp MNpOTMBOPEBMATMYECKMX Mpenapatos, BK/O-
yasa HIBI, rnioKoKoOpTUKOCTEPOUAbI, UMMYHOAENPECCAHTHI.
3HauynTenbHo ynayywunno nporHo3 cOMA ucnonb3oBaHue
rEHHO-UHXEHEePHbIX GMONOTMYEeCcKUX areHtoB. BrioveHue
MBMN B npoTtoKonbl nevyeHns KOMA ctano ocHOBaHMEM Ans
pa3paboTKK PErncTpoB, KOTOPbIE MO3BONSAOT BECTU MHOIO-
NIETHUA MOHWUTOPUHI MauueHToOB B peasibHOW KIMHWUYECKOM
npaktuke. OCHoBHas LeNb OOJbLIMHCTBA CYyLWECTBYOLINX
pernctpoB geten ¢ KOMA — oueHKa pasnMyHbIX acrnek-
TOB adPeKTuBHOCTM U B6e3onacHocTu MBI B cpaBHeHUH
C MEeTOTpeKcaTom.

PesynbratoB aHann3a 3PpOEKTUBHOCTU PErncTpoB Kak
MHCTPYMEHTa MHOrO/IETHEr0 MOHWTOPUHra 3aboneBaHus
M MeauMUMHCKOW nomouwm aetam ¢ ctOMA B AOCTyNHONW nuTe-
paType Mbl HE BCTPETUIM, YTO C HaLLeN TOYKMU 3PEHUS BECD-
Ma aKTyanbHO.

UCTOYHUK ®UHAHCUPOBAHMUSA
CnioHcop peructpa ctOMA — komnaHusa «Pouw», oduum-
anbHoe topugndeckoe nmyo — 3A0 «Pow-MocKkBar.
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AKTYAJIbHOCTb
HOBeHUNbHbIM nanonaTndyecknn aptput (LOUA) — rete-

CMeKTpa TSXKEeNblX BHECYCTaBHbIX MPOSBAEHWH, NMPUBOAS-
LWMX K paHHen nHBanuamnaaumm 60nbHbIX [1]. [eTn, cTpaga-

poreHHas rpynna 60e3Hei, Kak npaBuio, ¢ HEM3BECTHOM
3TUONOrMEN, CNOMHBIM UMMYHOArPECCUBHbIM NaToreHe3oM
M HEYK/IOHHO MPOrpeccupyioLnM TedyeHnem. HOBEHUbHbIN
apTPUT XapaKTepusyeTcs pasBUTMEM [ECTPYKLMMU Xpslie-
BOW M KOCTHOW TKaHM, @ TaKyKe BO3HUKHOBEHMEM LLIMPOKOro

towme KOUA, oTHOCATCA K rpynne BbICOKOrO PUCKa pa3BUTUS
GaKTepuanbHbIX U BUPYCHbIX MHEKUMI, B T.4. ynpasnse-
MbIX CpeAcTBamMM BaKLMHONPOPUNaKTUKK [2, 3].
Mpodunaktnka MHPEKLMOHHBIX 3aboneBaHun y aeTen
¢ OWA npunobpeTtaet oco6oe 3Ha4YeHne, NOCKONbKy TpebyeT
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pelleHns Bonpoca Bbixoda M3 NopoyHoro Kpyra. C oaHowm
CTOPOHbI, ANUTENIbHOE MPUMEHEHME WMMYHOAENPECCaHTOB
y 6onblnHCTBA NauueHToB ¢ KOMA noBbilaeT BEPOSTHOCTb
Pa3BUTUA OCNOXKHEHUIN W TAMKECTb TEYEHUS MHTEPKYPPEHT-
HbIX MHOEKUKUK [4—6]. C gpyron — OTMEHa, MHOrAa Ha JocTa-
TOYHO ANMUTENbHOE BpPeMs, MNaTOreHeTUYecKoWm Tepanuu
(MMMyHOoZenpeccaHTbl M FEHHO-UHXKEHepHble 6Guonorunye-
CKMe npenapaTbl) B ciay4ae pa3BUTUS OCTPOM WMHOEKLUK
B OOJIbLUMHCTBE Cy4yaeB yrpoxaeT naumeHtam ¢ HOUA o6o-
CTPEHWEM OCHOBHOro 3ab60/sieBaHUs U NPorpeccMpoBaHnem
natonorMyeckoro npotecca [7].

WMMYHU3ALIUA NALUEHTOB C OBEHW/IbHbIM

WAUONATUYECKUM APTPUTOM

MpuHaTUE pelleHns O BaKuuHauumu pebeHKa ¢ HOMA
TpebyeT OT neanaTpoB W pPeBMAaToNOroB 0cobon OTBET-
CTBEHHOCTU. inuTenbHas aHTMBaKLUWHaNbHasa nponaraHja
chopmupoBana npeaybeKaeHHOCTb B OTHOLWEHWE Mpu-
BMBOK He TO/IbKO Yy HaceNeHuns CTpaHbl, HO Uy MHOTMX Bpa-
4yewn, B TOM 4YUCie U peBMaTonoros. Ha HacTosALWMIN MOMEHT
[LOBO/IbHO pacnpocTpaHeHa MpaKTUKa CUCTEMAaTUYECKMUX
0TBOAOB OT NPOGUNAKTUYECKUX MPUBUBOK Ha ANUTENbHbIE
CPOKM B rpynnax MauMeHTOB C XPOHUYECKUMU 3abone-
BaHuaMM [8]. Tak, HECMOTPS Ha HalMyMe COBPEMEHHbIX
WHCTPYKLMMA MO MCMOMb30BaHUIO BaKUMH W nybauKauumio
PYKOBOACTB [ANA Bpayel, rae pekomeHaoBaHa pacluu-
peHHass MMMyHU3aLMa fnL, CTpajalolmx XPOHUYECKUMMU
3a60M1€eBaHUAMMU, U NALMUEHTOB C BTOPUYHBIM MMMYHOAE-
dMuMTOM, B TOM 4ucne Ha GOoHe ANUTETbHOM MMMYHOCY-
NpeccuBHOM Tepanun, MHGopmaLmMn O KayectBe GopMU-
pylowerocs NpoTMBOMHPEKLMOHHOTO MMMYHHOIO OTBETA,
6e30MacHOCTM npoueaypbl U ee JafbHEWLWero BIUSHUS
Ha peBMaTUYeCKyl naTosiorui HepgoctatoyHo [9, 10].
C Apyrov CTOPOHbI, OTCYTCTBYIOT M [OCTOBEpPHblE anuae-
MWONOrMYecKne AaHHble 0 CBA3KW NMPUBMBOK C Pas3BUTUEM
ayTOMMMYHHbIX 3a6oneBaHuni [8].

Ha cerogHawHWM JeHb 3aboneBaHWs, Bbl3BaHHble
Streptococcus pneumoniae, octatoTca rnobanbHON npobne-
MOW 06LLECTBEHHOrO 3apaBooxpaHeHus [11]. [THEBMOKOKKHM
MOTYT Bbl3BaTb pa3BUTUE NMHEBMOHWUU, MEHUHIUTA U GaKTe-
puYemuu, oTuTa, CUHycuTa, 6poHxMTa. [THEBMOKOKKKM nepe-
JatoTca NPU HEMOCPEACTBEHHOM KOHTaKTE C BblAENEHUSMHU
M3 AblXxaTenbHbIX NyTEW NaLMEHTOB M 340POBbLIX HOCUTENEN.
PocT ycTOM4MBOCTM MHEBMOKOKKA K OObl4HbIM aHTMOUOTH-
KaM noayYepKMBaeT Heo6X0AMMOCTb BaKLMHaLMKU, KoTopas
6yfeT Mcnonb30oBaTbCs A9 ynpaBieHUs MHEBMOKOKKOBOM
MHPEKUMEN.

HecmoTpsi Ha uMeloWwmecs MeXKAyHapoaHble PEKOMEH-
Jauun Mo MMMYHM3aUMKU NPOTUB MHEBMOKOKKOBbLIX 3a6ose-
BaHWIN, OTMeYaeTcs pa3dHas npodunakTMyeckas akTMBHOCTb
MeXay CTpaHaMu M B LENOM HW3Kas pacrnpoCTpaHEHHOCTb
BaKLUMHALUMK OT 3TOW MHPEKUMW cpeau nauMeHTOB C peB-
MaTouaHbiM apTputoMm [12]. [THEBMOKOKKOBbIE BaKLMHbI
npefHa3HavyeHbl AN 3aluTbl OT CepoTUnoB, Haubonee
4aCTO BbI3blBaOLWMX TAKENblIE MHEBMOKOKKOBbIE MHDEKLNN.
B HacTosllee BpeMsa Ha MeXAyHapoAHOM pbIHKE WMMeEITCS
TPU MHEBMOKOKKOBbIE BaKLMHbI, OXBaTblBalolWMe pasHoe
4YUCNO CEepOTMMNOB: KOHbIOrMpoBaHHble 10-u 13-BaneHT-
Hble (MKB10 u NMKB13) n HeKoHblorMpoBaHHasa 23-BaneHT-
Haa nonucaxapuaHas (MMNB23). MocnegHsas nokasaHa Ans

MCMNoNb30BaHUA y AeTen B BO3pacTe cTaplue 2 neT U B3poc-
NbIX, UMEIOLMNX BbICOKUM PUCK TSXKENbIX (MHBA3MBHbIX) MHEB-
MOKOKKOBbIX 3aboneBaHui [13], TKB10 — y ageten B BO3-
pacte ao 5 net [14], a [TKB13 MoOXeT NpUMeEHaTbCHA ¢ 2 Mec
YWU3HU U fanee 6e3 orpaHnyYeHns no sospacty [15].

bonbwnHcTBO nauneHtoB ¢ KOWMA 06bl4HO noay4atoT
MMMYHOAENpPeccaHTbl, U B COOTBETCTBMM C PEKOMeEHAaLM-
amu EBponernckon nurn npotme peBmaTtuama (European
League Against Rheumatism, EULAR) um pomxHa npo-
BOAMTBCS MMMYHM3aLUUA MHEBMOKOKKOBOM KOHDBIOTMPO-
BaHHOW BaKuuHoOM [16]. MccnegoBaHui cneunduyecKon
3bDEKTUBHOCTM BaKLMHALMKN Y AaHHbIX MALMUEHTOB OTHOCH-
TeNbHO HEMHOTO.

B HabnwgateNbHOM MPOCNEKTUBHOM WCCefoBaHun
J. Nagel n coaBT. U3y4eH PUCK BO3HUKHOBEHUSA TSXKENOn
NMHEBMOKOKKOBOW MHbeKUMn y 505 B3pochbix 60bHbIX
C peBmMartouaHbiM aptputom [17]. C ncnonb3oBaHMeM aua-
FHOCTUYECKMX KoAoB MexayHapoaHou Knaccudukaumu
6onesHen 10-ro nepecmoTpa npoaHannsnpoBaHa 3abose-
BaeMoCTb NMHEBMOKOKKOBOW 3TWOJIOMMK 3a 4 rojga A0 Bak-
UMHaumMn n B TevyeHue 4,5 net nocne. B uccnegoBaHuum
OLEHMBAJICA PUCK PasBUTUSA TsKenblX MHOeKuun. K Hum
OTHOCU/IM MHEBMOHWM, APYrMe NHPEKLIUM HUKHUX bIXaTeNb-
HbIX MYTEW, MEHWHIUT, Cerncuc, centmuyeckun aptput. OTHO-
CUTENbHbIN PUCK Pa3BUTUA MHOEKLMK Bbll paccyuTaH Kak
4aCTHOE YMUCNO MHPEKLMOHHbBIX COBbITUM A0 M NOC/E BaKLUMK-
Hauuu. MauneHTbl ¢ peBMaToMAHbIM apTPUTOM BaKLMHMPO-
Banucb MKB7, KoTopas 6bina npeawectseHHuuen MNMKB13.
Pe3ynbTaTbl aHann3a nokasasu, YT0 MMMYHONpPoPUNaKTnKa
obecneynna CHUXKEHWe pUCKa npeanonaraeMblX Cepbe3HbIX
NMHEBMOKOKKOBbIX MHPEKLMIK NpumepHO Ha 45% no cpaBHe-
HWIO C HEBAKLMHMPOBAHHbLIMU NaLMEHTaMM.

B apyrom uccnegoBaHUKM 3TOMO e aBTopa y B3POC/bIX
nauneHToB C peBMaTOMAHbIM apTPUTOM M CMOHAMN0APTPHU-
TOM CpaBHMBANWUCb YPOBHM aHTUTEN MOCne BaKUMHaLMK
MKB7 ¢ ypoBHeM 3a60/1€BaeEMOCTU CEPbE3HbIMU MHEBMO-
KOKKOBbIMKW MHbeKLMnamM [18]. B nccnegoBaHue 6b11m BKILO-
yeHbl 497 nauMeHTOB, M3 HWUX C PEBMATOMAHbIM apTpwu-
ToOM — 248, co cnoHaunoaptputoMm — 249; 85 60/bHbIX
nony4anu MetoTpekcat, 169 — KoMOuHaLuMio MeToTpeKcaTa
WU MHIMBGuUTOpa PaKTopa HeKpola onyxosnen (Tumor necrosis
factor, TNF) «, 157 — oanH nuruéutop TNF o, 85 — HecTepo-
naHble NPOTMBOBOCNANMTENbHbIE NPenapaTbl/aHanbreTuKu.
Bcem nauneHtam BeBogunacb 1 gosa MNKB7. YpoBHM aHTUTEN
K cepoTMnam MHEBMOKOKKa 6B u 23F aHanusunpoBanucb
C MCNONb30BaHMEM CTaHAAPTHOr0 UMMYHODEPMEHTHOIO aHa-
nn3a a0 v yepes 4—6 Hepa nocne BaKuuHauuu. Pe3dynbrathl
nccnefoBaHMa Mokasanu, YTOo Yy MauMEHTOB C TAXKENbIMM
MHbEKLMAMM nocne BaKUMHaLMM TUTPbl MOCTBaKLMHANbHbIX
aHTUTEeN Kak K cepoTtuny 6B, Tak u K cepotuny 23F 6binun
3HAYUTENBHO HUXKE CpeHUX 3Ha4YeHUI B KoropTe. MNauneHTbl
C BbICOKMMM TUTPaMK MNOCTBAKUMHA/bHbIX aHTUTEN pexe
NnepeHoCUNn cepbesHble MHOEKLNN.

B ncenenosannn M. C. Kapetanovic n coaBT. 88 B3poC/bixX
60/1bHbIX PEBMATONAHbIM aPTPUTOM, KOTOPbIE NOAYHann PUTYK-
cumab, abatauent, Tounamaymab B KayecTBe MOHOTepanuu
WK B KOMBUHALMKM C METOTPEKCATOM, Gbl/iv BaKLIMHMPOBAHbI
MKB7 [19]. YpoBeHb cneundUyecknx MMMYHOrno6yInHoOB
(Immunoglobulin, Ig) knacca G K cepoTunam MHEBMOKOKKa
23F 1 6B 6bIn U3MepeH A0 BaKUMHaLMK U Yepe3 4—6 Hef
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nocsne Hee. IMMyHHbIM OTBET onpeaenssiv Kak YacTHoe 3Ha-
YeHWe YPOBHSA aHTUTeN Mnocne BaKUMHALUMKU K WUX YPOBHIO
[0 UMMYHM3aLIMK, U OH CYUTANCA NONOMXKUTENbHLIM NPK COOT-
HoleHnn = 2. B Koropte 60/bHbIX, NOAy4aBLINX PUTYKCUMAO
(n = 26) n abatauent (n = 17), 6bI10 BbIABAEHO CHUXKEHME
MMMYHHOIO OTBETa MO CPaBHEHWIO C FPynnon, nony4yaBlIeEN
ToUMNM3ymab, MeToTpeKcaT, U KOHTPOJSIbHOKW rpynmnomn.

B panbHenwem 3Tn pesynbTaTbl Oblv NOATBEPKAEHDI
B 60/1ee WHNPOKOM UCCNefoBaHMK, B KOTOPOM BCe NaLMeH-
Tbl (n = 505) 661K pa3geneHbl Ha WecTb rpynn. B nepsyto
rpynny 6blv BKAOYEHbI 60MbHbIE PEBMATOUAHLIM apTpu-
TOM, Nosly4YaBLIME METOTPEKCAT, BO BTOPYIO — METOTpeKcaT
B KOMOGUWHauuKn ¢ nHrnéutopamm TNF «, B TpeTbl0 — MOHO-
Tepanuto nHrnomtopammn TNF «, B 4eTBepTyto — 60JbHbIE
CMOHAMN0aPTPUTOM, MOMyYaBlIME METOTPEKcaT B KOMOMU-
Hauum ¢ uHrubutopamm TNF «, B naTylo — nauMeHTbl,
neymBLlINECH TONbKO MHIMB6UTOopaMn TNF a. B KOHTPONbHYIO
rpynny 6blM BKAOYEHbI NaLMEHTbI CO CMOHAMN0APTPUTOM,
nosly4aBLIMe HeCTEPOUHbIE MPOTUBOBOCNANUTENbHbIE Mpe-
napatbl/aHanbreTmkn. PesynbraTbl nccnefoBaHus nokasa-
1, 4TO Yy NaLMEHTOB, NeYuBLUMXCA UHIMbUTOopamn TNF «,
cpefHereoMeTpnyecKoe OTHOLWEHWE aHTUTen 4O M nocne
BaKUMHALUMW He OTNM4YanoCb OT 3HAYEHUS B KOHTPOSb-
Howu rpynne [20]. Y nauneHToB, NonyyaBlIMX MeTOTpeKcaT
WUNU ero KombuHaumo ¢ nHrnéutopom TNF «, oTmevanoch
CHWXXEHME YPOBHS BaKLMHANbHOMO OTBETA MO CPaBHEHUIO
C KOHTPOJIbHOW FPynnow.

B pa6ote M. Kapetanovic u coaBT. 6bl10 NOKa3aHo, 4TO
cpean 149 B3pocnbix 60/bHbIX peBMaTOUAHbIM apTPUTOM
NydlWwas NpoAyKUMS aHTUTEN B OTBET Ha BaKUMHALMIO Npo-
TMB NMHEBMOKOKKa OTMeYeHa B rpynne, noayyatowen ToNbKo
nHrnéutop TNF o (MHPAMKcumab, aTaHepuenT) B OTIn4Me
OT rpynn NauneHToB, B N€4EHUN KOTOPbIX GbljIM UCMONb30Ba-
Hbl KOMOWHaUMs MHrM6mTopoB TNF o ¢ MeToTpeKkcaToM Uau
TONbKO MeToTpeKkcar [21].

K.L. Winthrop n coaBT. npoBenn ABa WccnegoBaHUA
(A v B) y naumeHTOB C peBMaTOMaHbIM apTPUTOM, Y KOTOPbIX
B 2011/2012 rr. npumeHsanu MMB23 [22]. B uccnenosa-
Hue A 6bln BRIOYEHbl 200 nauneHToB, KOTopble nonyvyanu
MeToTpeKcaT. bonbHble 6biK paHOOMU3MPOBaHbI Ha 2 rpyn-
Nbl, MonyyaBluMe B KOMOWHALMKM C METOTpeKcatoM nubo
TopaunTMHnG, Nn6o nnauebo. B rpynne nauneHToB, Haxo-
OSWMXC Ha KOMOWHMPOBAHHOW TepanuuM MeTOoTpeKcaToM
¢ TodaLUUTUHMOOM, TUTPbl AHTUMHEBMOKOKKOBBLIX aHTUTEN
OblNIM HUXKE B CpaBHEHUM C FPynnon KoHTpons. B nccnepgosa-
HuK B (n = 183) nayuneHTbl nony4yanv TopaunTuHne, nmbo ero
KOMOGUWHaLMIO ¢ MeToTpekcatoM. [locne paHaoMu3usaumm
Ha 2 rpynnbl NauneHTbl NepBOM NPoAoXKanuM noayyaTe Toda-
LUMTMHMG, BO BTOpoM npenapat 6bl1 OTMEHeH. [auneHToB
ob6eunx rpynn BakuuHupoBanu MMNB23 1 BakUMHOW NPOTUB
rpunna. TUTP aHTMNHEBMOKOKKOBLIX aHTUTEN OLeHWBancs
cnycta 35 cyt. lMocne BaKuuHauuu cepoTuncneundunye-
CKue 1gG y nauMeHToB BO BCex rpynnax 6ol 3Ha4YnTeNlbHO
yBenun4yeHsol [22].

Mo paHHbIM K. Migita n coaBT., Nnpu BakuuHauuu MNMNB23
nauneHTOB C PEBMATOUAHBLIM apTPUTOM, NMOAYyYaBLUMX TaKpo-
IMMYC, MMMYHHbIA OTBET B BMAE NpoayKuuu cneunbduye-
CKMX 1gG ¥ MHOEKCca OncoHu3aumn Obln B HECKONIbKO pa3
HUKe y 6OSbHbIX, IEYNBLUMXCS METOTPEKCATOM C TAKPONIUMY-
COM, YeM B rpynne MoHoTepanuu Takpoammycom [23].

B nccneposanun E. Coulson 1 coaBT. 6bI/10 MOKa3aHo,
41O OoAgHOKpaTHoe BBeaeHue [MNB23 B gebiote peBmarto-
MOHOrO apTpuTa A0 Ha3HayeHus Tepanuu obecnevymBaeT
3alMTy NPOTUB MHEBMOKOKKOBOW MHEBMOHWW B TeYeHWe
10 net y nauymeHToB ¢ KOMA Ha doHe Tepanum MeToTpekK-
caTtom [24].

B MHOroueHTPOBOM KOHTPOAMPYEMOM CPaBHUTENbHOM
nccnegosanun C.0. Bingham 1 coaBT. UMMyHM3aLMIO 60Sb-
HbIX PEeBMaTOMAHLIM apTPMUTOM, MOAYyYaBLUMX PUTYKCMMaO
B COYETaHUW C METOTPEeKCaTOM WM TONbKO MeToTpeKcar
(rpynna cpaBHeHUS), NpoBOAMAK 4Yepe3 24 (CTONOGHAYHbIN
aHaTOKCWH, T-3aBuUCUMbIM aHTUreH) u 28 Hep (MMNB23,
T-He3aBUCKMMblE aHTWUrEHbI) NOCNE Hayana le4YeHUs PUTYK-
cumabom [25]. CoobuiaeTcsi, 4TO MO CPaBHEHUIO C KOH-
TpofieM MNOCTBaKUMHaNbHbIN OTBET W cpefHereomeTpuye-
CKMEe KOHUeHTpauuu IgG Yepes 4 Hep nocne MMMyHU3aumuu
MMNB23 6binM CyWECTBEHHO HUXKE B rpynne nauueHToB,
nosy4YaBLUMX PUTYKCMMab [25].

B wuccneposaHun ARRIVE wu3yyanacb addeKTmB-
HOCTb M nepeHocumocTb [MNB23 y 21 B3pocnoro 60/b-
HOrO peBMaToMAaHbIM apTPUTOM, MOjyyaBlUMX abaTauenT
B Ao3e 10 Mr/Kr maccbl Tena BHYTPUBEHHO B COYETaHUMU
C MeToTpeKcaTtoM. Bcex nauueHToB BaKUWHMpOBanu 3a
7 cyT 0O BBEAEHUS o4yepenHon Oo3bl abatauenTa. [lono-
WUTENbHbIN UMMYHHBIM OTBET Yepe3 1 Mec nocne BaKuu-
Hauum Ha 1 u 6onee cepoTMnoB 3apernctpmpoBaH y 81%
60/NbHbIX, Ha 2 1 6oniee — Yy 71%, Ha 3 1 6onee — y 48%,
Ha 4 n 6onee — y 33%. ABTOpbI YKa3blBalOT Ha HEO6X0AM-
MOCTb NMPOBEPKM MOMYYEHHbIX PE3YNLTAaTOB B KpyrnHoOMac-
WTabHbIX UccnegoBaHusx [26].

B uccnepoBaHnn N.E. Aikawa u coaBT. 60nbHble FOMA
ObiNM pa3geneHbl Ha ABe rpynnbl: NauWeHTbl NepBON NoAy-
Yyanu ataHepuent (n = 17), BTopon — meTtoTpeKkceat (n = 10).
Bcem nauuveHTam NpoBenn OAHOKPATHYID WMMMYHM3aLMIo
MNB23 [27]. KnuHWYeckrMe n nabopaTopHble NapameTpbl
HOWA oueHnBanucb Ao U nocne BakuuHauuun. Cnycra 2 mec
y BCEX NauMeHTOB yAanocb fO6UTLCS afeKBaTHOro oTBeTa
Ha BaKUWHauwuio (cepokoHBepcnsa = 50% OT Bcex cepoTu-
nos). YpoBHM crieunduryeckmx 1gG Oblin CXO4HbIMKU B Tpyn-
nax nauneHToB ¢/6e3 nHrnéutopos TNF [27].

B neamnatpuyeckon npakTUKe Ha AaHHbIM MOMEHT Cylle-
CTBYeT HeboNblloe 4YUCNo UccneqoBaHnn no addeKTUBHO-
CTM ¥ 6e30MacHOCTM BaKUMHAUMKM MPOTUB MHEBMOKOKKA.
OOHO M3 HUX BbINOSIHEHO rpeyYeckumun ydyeHbiMK E. Farmaki
M coaBT. ¢ yd4actmem 63 peten ¢ HOUA. Tepasa rpynna
(n = 31) nonyy4ana nHrnéutop TNF «, Bo BTOpOn (n = 32) —
NPOBOAMAM CTaHAAPTHYO NPOTUBOPEBMATUYECKYIO TEpanuio
[28]. Mocne BBeaeHus nepson Ao3bl MKB7 B 06enx rpynnax
CpeaHue reomeTpuyecKkne TUTPbl BCEX CEPOTUNOB BaKUMHbI
Obl/IN 3HAYUTENBHO YBEIUYEHDI. Y AeTen, Nony4atowmnx UHr-
outopbl TNF «, oTMe4anacb 3HauuTeNbHO 6osiee HU3Kas
CPeAHsa reoMeTpuyecKas KOHUEHTpauus TUTPOB aHTUTeN
npotuB cepotunoB 4, 14 n 23F. H1 y ogHOro nauueHTta
He BbIIBIEHO CEPbE3HbIX MOOGOYHbIX 3PDEKTOB Ha GoHe
BaKLMHaLMW.

0606Wan M3M0XKEHHbIM MaTepuan, HeobxoaMMo OoTme-
TUTb, 4YTO, NO AaHHbIM Pa3AUYHbIX UCCNEAOBaHWM, MOYTH
2000 peter 1 NOAPOCTKOB C peBMaTUYeCKMMKU 3aboneBa-
HUAMK OblIM NPUBUTbI MHAKTUBMPOBAHHLIMW BaKLMHaMMU.
Hn B ogHOM 13 30 paHee ony6/MKOBaHHbIX MCCeaoBaHum



He BbISIBIEHO HUKaKUX MPU3HAKOB OBGOCTPEHUS OCHOBHOMO
3aboneBaHus [29].

B cooTtBeTcTBMK C pekomeHaauunammu EULAR npu npose-
AEHWW BaKUMHaLMK GONbHbBIX C peBMaTnieckumMu 3aboneBa-
HUSIMUW BaXKHO y4uTbIBaTb cneaytollune nonoxeuus [30]:
® BaKUMHaUMS OCYyWEeCTBASETCS B HeaKTMBHOM da3e oc-

HOBHOro 3a6o5eBaHus;
® npoBefeHNe MMMYHOCYNPECCUBHOM Tepanun B CPEAHMX

TepaneBTUYECKUX [JO03aX (METOTpeKeaT, MPeaHU30/0H, UX

KOoM6GKWHaUMsa 1 apyrue npenapatbl) CHUXAET UMMYHHbIN

OTBET Ha NMHEBMOKOKKOBYIO BaKLMHALMIO MPU COXpaHe-

HUKM CMOCOBHOCTU K CEPOKOHBEPCUH;
® nauueHTam, KOTOPbIM NAaHUpyeTcs Tepanus pUuTyKcuma-

60M, BaKuMHaLMs OONXKHa 6biTb NpoBeAeHa A0 Hadvana

neyeHus. Ecnu e neyeHune yxe HavyaTo, TO BaKUMHaALMIO

HEeob6X0AMMO OCYLLECTBUTb KaK MWMHUMYM 4epe3 6 Mec

OT Hayalla aHTu-B-KneTo4yHoM Tepanuu, HO He MeHee 4YeMm

3a 4 Hep Ao cnefylowero Kypea;
® Mpu SBHON HEOBXOAMMOCTU MMMYHU3ALMUS UHAKTUBUPO-

BaHHbIMM BaKLMHaMy BO3MOXHa B 1t060e Bpems;
® MauueHTam C peBMaTUY4ECKMMKU 3a60NEBAHUAMU UMMY-

HM3auusa MNPOTMB MHEBMOKOKKOBOM WMHOEKLMWU HacTo-

ATENIbHO PEKOMEHJ0BaHa, MOCKOJbKY PUCK NeTanbHbIX

MCXO0B OT MHPEKUMI AblXaTe/bHbIX NyTEN Y HUX AOCTa-

TOYHO BbICOK.

3kcnepTtbl EULAR cuuTaloT BO3MOXHbIM Ha3HayeHue
BaKUMHALUUK Ha GOHE MMMYHOCYNPECCMBHON U BUonornye-
CKOW Tepanuu. Heobxoaumbl AanbHeEWWKWEe WccnefoBaHus
ana pa3paboTku 6osiee YETKMX NMOKa3aHWMM K BaKuMHaLuu
W OLLEHKM BAMUSIHUS Ha ee pe3ynbraTbl PasinyHbIX NPOTUBO-
peBMaTUYECKUX MpenapatoB y MNauMeHTOB C peBMaTunye-
CKUMMK BONE3HAMK, B TOM YUCNE B POCCUMCKOM MONynsiLumn
nauneHToB.

B 2013 r. bpasunbckoe 06LLECTBO PEBMATOIONOB Ony-
6/1MKOBaNo peKkoMeHgaumm no BakunHauuu. CornacHo atum
pekomMeHJaumsam, MTHEBMOKOKKOBAas BaKLMHa [JOMKHaA GblTb
BBejeHa Bcem naumeHTtam ¢ FOMA. BakunHauma 6e3onacHa
W Bbi3blBaeT aleKBaTHbIM UMMYHHbIA OTBET. UBble Oocna-
61eHHble BaKLMHbI MOXXHO BBOAWTb MauMeEHTaM, €Cu OHU
He Mnofy4yaloT BbICOKME [03bl MMMYHOCYMPECCUBHbLIX WK
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B cratbe npeacTaBieH aHaan3 nccaefoBaHuil, B KOTOPbIX M3yYauCb CTAHOBIEHME M pa3BUTHE MUKPODI0PbI (MUKPOBMO-
Thl) KMLLIEYHMKA y AETEN 1 ee naToreHeTmyecKas posib. [lpuBeAeHo onvcaHue 3aTanoB KOJIOHU3aLUUKU KMLLIEYHNKa MaadeHLa,
MEeXaHM3MOB B3auUMOBJ/IMSIHUSI MUKPOBMOT MaageHUa u matepu. [NokasaHa cBA3b AMHAMWKM CTaHOBIEHUSI MUKPOBMOTbI
pebeHKa C XapaKTepoM BCKapMJIMBaHUS, OTMEeYeHa CaHOreHeTUYecKasl PoJib rPyAHOro BCKapM/MBAaHUSI B OTHOLUEHWMN
MUKpogaopbl MaageHua. lpeactaBaeHbl CBsI3b KA4€CTBEHHbIX U KOJIMYECTBEHHbIX XapaKTepPUCTUK MUKPOBUOTLI C OTCPO-
YeHHbIMU PUCKaMMN Pa3BUTHS METab0JIMYECKUX M allieprnyecknx 3abonesaHuin. 0coboe BHUMaHWE yaeneHo aHaan3y Biu-
SIHWUS1 aHTMOMOTUKOB Ha CTaHOBJIEHWE MUKPOBUOTLI, B TOM YMC/IE Y HEAOHOLIEHHbIX eTEN. B cTaTbe npeactaBieHbl COBpe-
MEHHbIE MOAXOAbl K KOPPEKLMN HAaPYLIEHMI KULLIEYHON MUKPOBMOTbI npenapatamMmmu-rnpobrnotMkammu, 060CHOBaHbl METO/AbI
Bbl6opa rnpobuotnkos. OAHUM U3 TaKMX NpenapaToB sIBASETCS 3aperncTpmpoBaHHbIi B Poccum npobUOTUK, coaepKallmm
Bifidobacterium lactis BB-12 n Streptococcus thermophilus, KOTOpbI# ycrelwHo MCroib3yeTcs 419 KOPPEKUMU Ancbno3a
Y HOBOPOXAEHHbIX MNafleHUEB, B T.Y. Y HEJOHOLUEHHbIX.

KnioyeBble cnoBa: MMKPOOMOTa KULLEYHUKA, HOBOPOXKAEHHbIE, MNaAEHLbl, FPYAHOE BCKapMaAUBaHUE, MPOBUOTHUKHU.

(Ana unTnpoBaHus: bensesa N.A., bomb6apauposa E.I., Mutnw M. ., lNMotexmHa T.B., XaputoHoBa H.A. OHTOreHes
N OW30HTOreHe3 MUKPOBMOTbI KULLEYHUKA Yy AETEN PaHHEro Bo3pacTa: TPUITEPHbIA MeXaHW3M HapylleHWA AETCKOro 340-
poBbSs. Borpockl coBpemeHHoun neanatpumn. 2017; 16 (1): 29-38. doi: 10.15690/vsp.v16il.1692)

BBEJAEHUE

MuKpodnopa KulIeYHWKa ABNSEeTCS OAHUM M3 OCHOB-
HbIX GaKTOPOB, ONPEeAENIOLLINX COCTOSIHUE 340POBbS Yeno-
BeKa. B npouecce 3BoOMOLMK 3a HUM 3aKkpenunacb pofb
OXPaHWUTENbHON CUCTEMbI B OTHOLUEHMU MOBPEXKAAIOLWIMX
GaKTopoB BHellHeN cpeabl [1, 2]. 3a Thica4yeneTus 3BOJO-
MM MaKpo- U MUKPOOPraHM3MoB chOpMUpPOBaNach ClOXK-
Hast 3KOCMCTEMA KMLLEYHOM MUKPOBUOTbI, B KOTOPYIO BXOAST

KOMMEHcasbl U/nnv cMmMOuoHThI [3, 4]. MMKpo6MOTa KuLeY-
HWKa NoAdepXMBaeT TOHKOe paBHOBECHE U OCYLLEeCTBNAET
MOAYIMPOBaHME CaHOrEeHETUYECKUX MMMYHHbIX peaxuuin
Yy MaKpoopraHuama.

CoBpeMeHHble MONEeKYNAPHO-reHeTUYeCKUe MeToabl
NMo3BOJIAIOT MNO-HOBOMY OLEHWUTb Ka4yeCTBEHHble W KOu-
YECTBEHHbIE XapaKTEePUCTUKU KULLEYHON MUKPOOUOThI
(MMKpoGuoma), Ux CBA3M C PasIM4HOM NaTonorMen u npo-
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Ontogenesis and Dysontogenesis of the Gut Microbiota
in Young Children: a Trigger Mechanism of Child Health Disorders

The article analyzes the studies of the formation and development of the gut microflora (microbiota) in children and its pathogenetic
role. The stages of colonization of the infant’s intestine and the interaction mechanisms between the child’s and mother’s microbiotas
are described. The relationship between the formation dynamics of the child's microbiota and the nature of feeding is shown; a
sanogenetic role of breastfeeding in relation to the infant’s microflora is noted. The connection of qualitative and quantitative microbiota
characteristics with delayed risks of development of metabolic and allergic diseases is described. Particular attention is paid to the
analysis of the effect of antibiotics on the formation of microbiota, including in preterm infants. The article describes current approaches
to the correction of the gut microbiota disorders with probiotic preparations and substantiates the methods for choosing probiotics. One
of these preparations is a probiotic registered in Russia and containing B. lactis BB-12 and S. thermophilus, which is successfully used
to correct dysbiosis in newborn infants, including in preterm infants.

Key words: gut microbiota, newborns, infants, breastfeeding, probiotics.

(For citation: Belyaeva Irina A., Bombardirova Elena P, Mitish Maria D., Potekhina Tatyana V., Kharitonova Natalia A. Ontogenesis

and Dysontogenesis of the Gut Microbiota in Young Children: a Trigger Mechanism of Child Health Disorders. Voprosy sovremennoi
pediatrii — Current Pediatrics. 2017; 16 (1): 29-38. doi: 10.15690/vsp.v16i1.1692)



0630p NUTepaTyphbl

Lleccamu caHoreHesa, HanpuMmep ¢ Tak Ha3blBaeMOoK JOPOXK-
HOW KapTon MUKpobuoma 4enoseka [5]. KomnneKcHble
nccnefoBaHus NO3BOJIAIOT NMPOBOAUTbL aHaIU3 MUKPOOGUOThI
4yenoBeKa B pPeXunme peasibHOro BpemeHu, cosfjaBaTb Mnpo-
CTPaHCTBEHHO-BPEMEHHbIE MOAENM MATONOMMYECKMUX COCTO-
AHWUM C ydacTveM MUKpodnopbl [6]. Yeunusa ydeHblX Obiau
cocpefoToYeHbl MPEeUMyLEeCcTBEHHO Ha cucTeMaTu3aluu
MUKPOGMOMa B3POCOro YenoBeKa U M3y4eHUn ero CBs3ewn
C TSXeNnbIMK 3aboneBaHuamMu [7—-9]. AHanM3 MUKPOGUOTLI
y neTen Obl1 OrpaHuMyeH BO3MOXHOCTSMM MCCNefoBaHun
n ManbiMu 06bemaMu BblI6OpoK [10—-12], noaToMy daKTopbl
dopmurpoBaHMa MUKPOGDIOpbl MIaeHa OCTaloTca HegocTa-
TOYHO U3YHEHHbIMM.

M3BeCTHO, YTO OpraHn3m YenoBeKa KOJIOHU3UPOBaH KOM-
OVMHWUPOBAHHLIMU MUKPOOHBLIMU NONYNALUAMU, PA3TUYHLIMU
B 3aBMCMMOCTM OT JIOKyca (Hanpumep, NonocTb pTa, roTKa;
[OblXxaTenbHas cUCTEMa, KOXa, Xenyao4HO-KULLEYHbIN 1 ypo-
reHUTanbHbIM TPAKTbl), MPU 3TOM MHOIMe 3bPEKTbI CNOMKHbIX
B3aWMOAEWNCTBUIA MEXIY OPraHM3MOM XO3siMHa U MWUKPOO-
HbIMWU CUMOUOHTAMM €eLle He U3y4yeHbl NOIHOCTbIO. [pocTas
MOEHTUPUKALUNSA OTAENbHbIX MUKPOOOB WA MUKPOOHbLIX
rEeHOTUMOB 4acCTo He MPOSACHAET UX PEHOTUMUYECKYID IKC-
npeccuio [10]. Taknm 06pa3oM, B AOMOIHEHNE K TEXHOSIOMU-
fIM, OCHOBa@HHbIM Ha MAEeHTUPUKaLUMU MUKPOBMOMaA, BaXHO
BbIICHUTb YHKLMU MUKPOOBHbLIX COOOLLECTB, OOUTAIOLLINX
B ornpefeneHHon Huwe. 3TO NpeacTaBnseTr uHTepec And
noeHTuodmkaumm mMPHK 1 3akcnpeccun 6Genka MUKPOOBHbIX
reHoB, a TaKKe MeTabonuToB, KOTopble ABNSAOTCA pe3yib-
TaTOM B3aMMOAENCTBUS MUKPOOOB C OPraHn3MoM X03siMHa.
[ns paclwumpeHna uccnefoBaHnin MUMKpobuoma npumeHs-
0TCS HOBbIE AUCLMMIMHBI — MeTaTpaHCKPUNTOMMKA, MeTa-
NPOTEMHOMWKA U MeTabo/IOMUKa, YTO MO3BONSAET UAEHTU-
$uumpoBaTtb NPoAyKTbl aKcnpeccun reHos (MPHK), 6enkos
M MeTabonuToB, NPOAYLMPYEMbIX B C/OXHOM MWUKPOGHOM
coobuiecTtBe, Hanpumep B dexkanumax [12].

CornacHo coBpeMeHHbIM NpeacTaBieHnsM, 340poBas
MUKpodIopa XxapaKTepmn3yeTcs BbICOKUM pas3Hoobpasnem
N CMNOCOBGHOCTLIO COMPOTUBNATECH UBMEHEHUAM MO BIUS-
HMEeM GM3MON0rMyecKoro crpecca. B NnpoTMBOMNONIOKHOCTb
3TOMYy MUKpodiopa npu 3ab0neBaHUAX UMeEEeT CHUXKEH-
HOoe BMAOBOE pa3Hoob6pa3ne, B HEM MeHbllUe «MONEe3HbIX»
MUKPOOGOB M/UNK KUMetoTcs NatoouoHTbl [13]. [Anc6uos
WeNYyA0YHO-KMULIEYHOro TPpaKTa CYMTAETCS OAHUM U3 CaMblX
BaXKHbIX GAKTOPOB, BIUSAIOWMX HA PAa3BUTUE MHOTUX KeNy-
[OYHO-KMLIEYHbIX 3a60NeBaHMn, TaKNUX Kak BOCNanuUTeNb-
Hble 60NE€3HN KULIEYHWKA, CMHAPOM pa3aparKeHHOW Ton-
CTOM KMULIKK, pak 060404HON M MPSAMOM KULLKKW, a TaKxke
CUCTEMHbIX 3aboneBaHWMN, TaKUX KaK OXMpeHue, caxap-
Hbli AnabeT, aTepOCKNEepPo3 U HeanKorosibHblM }UPOBOWM
renatos [14, 15].

B nocnegHue rofbl ycTaHOBJfIEHbI AOCTOBEPHblE CBA-
31 MEeXAay HapyleHUAMU Ka4yeCTBEHHOINO U KONMYeCTBEH-
HOro coctaBa MUKPOOMOTbI KULIEYHUKA C pa3HOO6pa3HoOwM
HEMHODEKLIMOHHON MaTofIOrMen, npexae BCEro ¢ naTono-
rmen obmMeHa BELWECTB M ayTOMMMYHHbIMU 3aboneBaHms-
MU. MHorve u3 atux 3aboneBaHuit NpuMoBpeTatoT 0cobyto
MEAMKO-COLIManbHY0 3HA4YMMOCTb YXKe Yy AeTeW LWKOAbHOro
BO3pacTa W fanee B CTapliMx BO3pacTHbIX rpynnax [16, 17].

BbINONHEHbI 3KCMepuUMeHTalbHble UCCnefoBaHus, Mno-
3BONSIOWMNE YTOYHUTb POJib UBMEHEHWUA KULLEYHOW MUKPO-
O1OTbl, HAa4YMHas ¢ 4EeTCKOro Bo3pacTa, B natoreHese nocre-
OYIOWKUX 3IHAOKPUHHO-MEeTaboIMYECKUX PaCCTPOMCTB, YTO
NO3BONAET UCMNOMb30BaTb XapaKTEPUCTUKKM MUKpOMen3axa

KENYAOYHO-KMLLEYHOrO TPaKTa B KayecTBe MNPeauMKTOpoB
MeTab0/IMYECKUX HaPYLUEHWIH, NpeXKae BCEro U36bITOYHOMO
Beca [14, 17].

B aKcnepumeHTe ycTaHOBNEHa BaKHas PoOb KuLIey-
HOW MMKPOBWOTLI B NatoreHe3se MeTabo/IM4eCcKoro CUHAPO-
Ma [17]. TaK, OTMEYeHO, 4YTO HeCTepUSibHble MbIWKW UMEIOT
Ha 42% 6onblue 06LLEro Xupa B opraHuame u Ha 47% 60nb-
e X1pa B roHagax, 4em CcTepusibHble 0cobu. Mo-Buanmomy,
NPUCYTCTBME MUKPOBMOTLI CaMo Mo cebe NoBbIWaeT UCMOSb-
30BaHWe 3HEPrMM M3 paLMoHa opraHuama xo3suHa. Kono-
HU3aLUNSA CTEPU/bHBIX MbIWEN KULWEYHONM MUKPOOMOTOM OT
06bIYHbIX Mblllen NpuBOAMT K 60% yBENNYEHUIO KUPOBOM
Macchl Tena, 4To CBS3aHO C MOBbIWEHHON PE3UCTEHTHOCTbIO
K MHCYNNHY, HECMOTPS Ha CHWMKEHWE NOTPEBNEHNS IHEPTUH
B pauunoHe [18, 19]. 371 e nccnegoBaTenu nokasasnu, 4To
TpaHcnnaHTaunsa dexkannuin ¢ MUKPOGUOTOM MblLLIEN C OXM-
peHveM MPUBOAMT K 3HAYUTENbHOMY YBEMYEHUIO 06LLEro
Mpa B OpraHu3me, YeM KONIOHM3aLnsa MUKPOOUOTbI OT JOHO-
poB 6e3 oxunpeHus [20].

B nepuos 6epeMeHHOCTU MUKPOOKUOTa MKEHLMHbI MoA-
BepraeTcs CyWeCTBEHHbIM U3MEHEHWUAM; XapaKTep MUKPO-
dnopbl MOXKET BbITb CBSI3aH C OTAANIEHHbIMW PUCKaAMKU MeTa-
60MYECKMX HapyweHnn. B akcnepuMeHTe yCTaHOBMIEHO, YTO
MWKPOBMOTa KULIEYHNKA BEPEMEHHON KEHLWMUHbI B TPETbEM
TPUMECTPE PE3KO M3MEHSIETCS MO CPaBHEHWUIO C MepBbIM
M XapaKTepu3yeTcs CHUXKeHneM obllero pasHoobpasus
1 yBENIMYEHUEM MPOTEO- U akTUHOGaKTepui [20]. Mpu nepe-
HOCE MUKPOOUOTbI 6GEPEMEHHON MEHLWMUHbI CTEPUIBbHBIM
MbllWaM-peLnnmueHTam y NocneaHnx npoMcxoanT U3MeHeHne
o6MeHa BeLLecTB, aHaNorMyHoe No HarnpaB/IEHHOCTU MeTa-
6onmM4eckomy cuHapomy. MNogobHaa KapTMHa He HabnaaeT-
€S MPU NEePEHOCe CTEPUIbHBLIM MblllaM MUKPOGUOTLI, Bblae-
JIEHHON y 6EpEMEHHbIX XEHLWMWH B NepBom TpumecTpe [21].
OHTOreHeTU4YECKNIM CMbIC/T UBMEHEHUI XapaKTepa KULLIEYHOM
MWKPOOMOTbI BO BpeMsi GEPEMEHHOCTM MPUCNOCOBUTENb-
Hbl: KIBMEHEHWE HanpaB/JIEHHOCTU MeTabonn3ma B UHTEpe-
cax BHYTPUYTPOBHOro pebeHKa.

POJ1b U3BMEHEHUIA KMIUEYHOW MUKPOBHOThI

B NMATOTrEHE3E AJIIEPTMYECKUX 3AE0JIEBAHUM

Ewe B Havane 2000-x rr. 6bi10 BbiCKa3aHO MpeAano-
NOXEHMWE, YTO Pas/INyus B COCTABE KULIEYHOW MUKPOGUOThI
B HEOHATaNlbHOM NEPUOE MOTYT NPE/LLIECTBOBATL PA3BUTUIO
artonuu [22].

OCHOBHble MaTTEPHblI HEOHATANIbHOW KULIEYHON MUKPO-
dnopbl y aeten, BNOCNEACTBUM Pa3BUBLUNX/HE Pa3BUBLLNX
aTonuio B paHHEM JETCKOM BO3pacTe, UMEeIT OTanYus. TaK,
M. Kalliomaki n coaBT. 6blla M3y4eHa KMLLIEYHA MUKPO-
6unoTa 76 AeTen C BbICOKMM PUCKOM pPasBUTUSA aTOMUYECKMX
3abosieBaHui B Bo3pacTe 3 Hed U 3 MeC U3HU [22]. B Bo3-
pacte 12 mec y 3TuUX e NnauueHToB NPOuW3Benu annepru-
YeCKMWe TecTbl: AeTH, NOoKa3aBLIMe NO MEHbWEN Mepe OAHY
NMONOXUTENBbHYIO PeaKLMIo MPUK-TeCTa, OblIM pacLieHeHbl Kak
rpynna c atonuemn, He UMeBLLIWE MONOXKUTENIbHOW peaKkLun —
Kak rpynna 6e3 aTonuu. ATONMYeckas CeHcubunusauus
Habntoganacb y 29% ageten. [letn ¢ atonnen umenu 6onblie
KnocTpuanit (9,3x107 npotus 3,3X107 KOE/Mn) U MeHb-
we 6uduaoGakTepuit (1,8x10° npotvs 6,1X10° KOE/mn)
B KMULUIEYHOW MWKPOOBMOTE, YeM MNafeHubl 6e3 atonuu [23].
Taknm 06pa3om, 6bI/10 MOKa3aHO, YTO OCOBEHHOCTHN COCTaBa
paHHEN KULWEYHON MWMKPOOMOTbI CBS3aHbl C OHTOreHe3oM
UMMYHHOW CUCTEMbI U Pas3nnyHOM NpeapacnoioXeHHOCTbIO
K aTonuu.



Pa3BuTe HOBbIX MOJNIEKYNAPHO-TEHETUHECKMX TEXHOO-
M No3BONIUNO BoJee AeTallbHO U3Y4UTb COCTaB KULLIEYHOM
MWKPOOMOTbI B pPaHHEM [AEeTCTBe, YCTaHOBWTb, YTO MWKPO-
O1OoTa KULWEYHMKa BJIUSET HA OHTOreHe3 UMMYHHOW CUCTEMBI
W pasBUTUE aNNiepruu, U Aaxke BblBUTb KOHKPETHbIE COCTOS-
HUS KMLWEYHON MUKPOOKOTbLI, MPUBOASLLME K PAa3BUTUIO aTo-
nuu. Tak, B uccnegoBaHuu, onyénnkoBaHHom B 2016 1. B Xyp-
Hane Nature [23], oueHnBanacb B3aMMOCBS3b COCTOSIHUSA
MWKPOBMOTHI KULLIEYHMKA Y MiafeHLeB B Bo3pacTe 1-3 mec
C pa3BMTMEM aToOMMK (B T.Y. OPOHXMANbHOM acTMbl) nocne
JOCTUXEHUS [OBYXJ€THero Bo3pacta. YCTaHOBJIEHO [OCTO-
BEPHOE CHWMXeHue ypoBHen Bifidobacterium, Lactobacillus,
Faecalibacterium w Akkermansia n 6onee BbICOKUE YPOBHMU
HEeKOTopbIX rPMOOB Yy [eTen, pa3BMBaBLUMX BMOCIEACTBUM
annepruyeckne CocTtosiHUS; BblaeneHo 3 BapuaHTa coctaBa
KULWEYHON MUKPOOMOTHI, CBA3AHHbLIX C Mocnefylolen pas-
JNIMYHOM CTENEeHb0 anneprusauunn geTen (PUCKOM anneprum,
YYBCTBWUTE/IbHOCTbIO TOMIbKO K OAHOMY MAW K HECKONbKUM
annepreHam) 4epes MexaHM3Mbl «NepenporpaMmMmMpoBaHUs»
andodepeHumMpoBkn T Knetok. Tak, y MnageHueB, pa3BuB-
WKMX MONUBA/NIEHTHYIO ajlepruio B Bo3pacte 2 JieT, CoCTos-
HUE KULIEYHON MUKPOOMOTLI B 1 MEC KM3HU XapaKTepun3o-
Banocb 60/5iee HU3KMMWU YPOBHAMMU KULWEYHbIX GaKTepui,
ocobeHHo Bifidobacterium, Lactobacillus, Faecalibacterium
n Akkermansia, n 60onee BbICOKUMU YPOBHAMMU HEKOTOPLIX
rpn6éos, Brtoyasa Candida n Rhodotorula. Y 4 neten B BO3-
pacTe 4 net 6blna AMarHoCTMpoBaHa acTma: BblBJIEHO, YTO
CHWXEHME OfHUX U Tex Xe (M3 YeTbipex npefcraBlieHHbIX
BblllE) TUNOB 6aKTEPUI B MMKPOBKUOTE B TPEXMECSAYHOM BO3-
pacTe MOXHO Mpu3HaTb NPeaMKTOpaMun acTMbl B CTapLIEM
Bo3pacTe. Kpome TOro, ycTaHOB/AEHO, YTO AETU, UMEloLLNe
KULIEYHYIO MUKPOBMOTY, CBA3@HHYIO C MOBbIWEHHBIM PUCKOM
NOMIMBANEHTHOM anneprum M acTMbl, XapaKTepu3oBalucCb
0CO6bIM METABOUTHLIM NPODUIEM, OT/IMYHBIM OT Npoduaa
MWKPOOUOTBI KUILEYHUKAE Y AeTen ¢ 6oee HU3KUM PUCKOM
pasBuTKK annepruu [24].

B vccnenoBaHun in vitro UMMYHHbIE KNETKM OT 340pPO0-
BbIX B3POC/bIX JOHOPOB 6Gbl/IN CMeLlaHbl CO CTEPUSIbHBIMMU
pacTBopamMu, cogepxalnumMmm MmeTabonunTel U3 nepemMeLlaH-
HbIX 06Pa3L0B MUKPOBMOTbI, CBA3AHHbLIX C PUCKOM Mocne-
aylowen anneprum u actmbl. [lpn aTOM KynbTypa MMMYH-
HbIX KNETOK npuobpena cBoncTBa T xennepos 2-ro tuna,
CBfI3aHHbIX C annepruen. MeTabonuTbl TaKXKe CHUXKau
NPOUEHT T-perynaTopHbIX KNETOK, KOTopble MnoAaaBnsfioT
annepruyeckne peaxkuuu. ABTopamu onpefeneH cneuyu-
PrYecKMn nunua, HasBaHHbii 12,13-DIHOME, KoTopbii
cofepxanca B MUKPOOGUOTE HOBOPOMKAEHHbIX C BbICOKUM
PUCKOM pa3BuUTUA anneprun. OQHOro atoro nunuga 6b110
[OCTaTOYHO, 4TOGbI NoAaBUTb «Fpynny T KNeToK, Heobxoau-
MbIX 415 NpeaoTBpalleHns annepruiyeckon peakummn» [24].
Takum o6pa3omM, MUKpobBoaccouuMmMpoBaHHble MeTabosn-
Tbl HEOHaTa/lbHOM KULIEYHOM MMKPOBMOTbI MOryT npea-
CTaBNATb COOOM BaXKHbIN «aApanBep» GeHoTUna UMMYHHbIX
KNEeTOK B paHHEM BO3pacTe, CBA3AHHbIN C OTCPOYEHHbIM
pa3BUTMEM BONE3HMU.

POJIb UBAMEHEHHOW KULLEYHOH MUKPOBUOTbI

B NMATOFEHE3E OXXUPEHUSA

PacnpoctpaHeHne metabonmMyeckmx 3abonesaHni, B T. 4.
OXMPEHUS, B BONbLUIMHCTBE NMPOMBbILIEHHO Pa3BUTbIX CTPaH
npegonpeaennno Heo6xoaMMOCTb YryGneHHbIX MCccneno-
BaHWIM aTMONaToreHeTM4yecKknx GakTopoB 3TOW MaToNOruu
[25, 26]. C oaHOM CTOPOHbI, GblIM YCTAHOBNEHbLI BapuaH-

Tbl FEHOTMMNOB, CMNOCOGCTBYKOLWNE MaHUdecTaumMn Hapylue-
HUWM obMeHa [27]. C apyron — OXWUpeHue cnpaBeaivBo
OTHOCAT K MHOrodaKToOpHbIM 3a60MeBaHUAM, NPU KOTOPbIX
HacneaCcTBEHHas NpeapacnofioXEHHOCTb peannusyeTcs Nuilb
Npu cOYETaHHOM BO3AEWNCTBUM INUreHEeTUYECKNX DaKTOPOB
(dakTopos cpeabl) [28].

06Len3BecTHa poib OCOOEHHOCTU NUTAHUA B Pa3BUTUMU
MeTabo/IMYECKUX PACCTPONCTB (Npex/ae BCero OXMPEHKUS),
O[HAKO OCTalOTCs HEAOCTATOYHO paclMdPOBaHHLIMU Mexa-
HU3MbI, Yepes3 KoTopble 3Ta ponb peanusyetca. OaHUM K3
TaKMX MeXaHW3MOB, KaK YCTaHOBJ/IEHO B MoOCNedHWe rofsbl,
ABNAIOTCA OCOGEHHOCTM MWMKPOOMOTbI KUWEeYHUKa [29].
TaK, 6bl/I0 YCTAHOB/IEHO, YTO Y }MBOTHbIX C OXMPEHMUEM Ha
50% 6b1710 COKpalleHo NpeacTaBuUTENbCTBO Bacteroidetes
W HaCTOMIbKO e yBenuyeHo KonuyvectBo Furmicutes [30].
OpHaKo uccnegoBaHKs y YenoBeKa He NOATBEPAWMAN TaKon
xapakTtep u3meHeHun. B nocnegHue roabl M. Kalliomaki
1 COaBT. NOKa3asu, YTO HEKOTOPbIE MBMEHEHNS MUKPOBMOTHI
y AeTen MOryT 6blTb PaHHUMU MPEANKTOPaMMU PA3BUTUS OXM-
peHusa B nocnegyowme rogbl [31]. MNpu oLeHKe ¢ NOMOLLbIO
COBPEMEHHbIX MONEKYNAPHO-TEHETUYECKMX METOAMK (B T.Y.
NPOTOYHOW LIUTOMETPUN) y AETEN, BNOCNEACTBUN PA3BUBLUNX
OXUpEHWE, YCTAHOBNEHO CHUXXEHHOEe KONM4ecTBO O6udu-
[06aKTepMin B KULIEYHOW MUKpobuoTe. Ponb M3MEHeHuM
APYrUX COCTaBASIOWMX MUKPODIOPbI B Pa3BUTUN OXKMPEHUS
TpebyeT AanbHENLLEro N3yYeHus.

Mpn orpaHNUYeHUn KanopuMHOCTU MUTAHUA U KIMHUYECKM
SBHOM YMEHbLUEHUN OXXUpPEeHUs (noTepe Beca) B MWKPO-
61oTe NaUMEHTOB OTMEYEHO YBENWYEHWE COAEPIKAHUSA
Bacteroidetes [32] u yBenuyeHne GaKTtepuanbHOro pasHo-
o6pasunsa MUKpoobuoTsl [33].

CTAHOBJIEHUE MUKPOBUOTbI, HAYUHASA

C BHYTPUYTPOBHOIO NMEPUOA

B TeyeHue MHOrMx pgecaTuneTMn npepnonaranu, 4To
KULLIEYHUK HOBOPOXAEHHOr0 CTEPUIEH. ITU NPEAMNOOKEHHMS
CTPOWANCb Ha OCHOBE PEe3yNbTaToB KybTypasnbHbIX MUCChe-
4OBaHWIW. Mcnonb3oBaHME MOMEKYNSPHO-TEHETUYECKUX
MeTOAO0B (B YaCTHOCTM, MOAMMEPasHOM LENHOW peaKkumu)
Nno3B0SIMI0 06HaPYWTb 60MblLOE pa3HoObpasne MUKPOOP-
raHM3MOB B MEKOHWW; NPeAOMUHAHTHblE BAKTEPUU B MEKO-
HUM — Staphilococcus, Enterobacteria. Takum o6pasom,
MEKOHWIN He CTepUNeH B CBSI3U C BHYTPUYTPOOBHON MUKPOO-
HOM KOJIOHW3aLMEN KENYLOYHO-KUWEYHOro TpaKkta [34].
CoBpeMeHHble METOAUKM NMO3BONMAN OGHAPYXWUTb Hanuune
MWKPOOGOB B aMHMOTMYECKOM KUAKOCTK (63 pa3pbiBa 060-
JI0YEK MNOAHOro ny3bipsi). TakKMmM 06pa3omM, MUKPOOPraHmn3-
Mbl @MHUOTUYECKOM XMOKOCTU CMOCOGHbI KOOHW3UPOBaTb
KULLIEYHUK eLlle BHYTPUYTPOOHO; KpOMe TOro, OGHapyXeHbl
KoppenauuMnm Mexay cTeneHbld MWKPOGHOW KOMOHM3auuu
N NPOAOIKUTENBHOCTLIO rectaumm [35].

B nocnegHue rofbl MOATBEPXKAEHO, YTO KOMOHM3aLMA
KULWEYHMKa 4enoBeKa MOXET ObiTb HavaTa onpefeneHHbl-
MW MUKPOBHbIMK CO0BLLECTBAMMU in utero — B NNaLEHTE U
aMHMOTMYECKON XMAKOCTK [36]. TaK, aBTOpbl U3y4yanu aHTe-
1N HEeOHaTaNbHYI0 MUKPOOHYIO NepeaaYy v KMLIEYHYIO KOJTOHU-
3aumio Ha npumepe 15 nap maTb—pebeHoK; Bce AeTu Oblan
pOX/AeHbl B CPOK MyTeEM KecapeBa ceyveHus. bbliv cobpaHbl
06pa3sLibl aMHUOTUYECKOW XUAKOCTU, NNaLLeHTbl, MONIO3KBa,
MEKOHMUS, GeKannm matepm n HOBOPOKAEHHbIX Ha 3—4-e cyT
*W3HWU. OTMEYeHo, 4TO MnaueHTa U aMHMOTUYECKas XKui-
KOCTb MMEIOT 0COBYl0 MWKPOGMOTY, KOTOpas oTauyaeTcs
HU3KUM pa3Hoobpasnem W npeobnagaHuem npoteobaKkTe-
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pun. O6LIMEe XapaKTEPUCTUKU MUKPOOUOThI, OBHapPYXKEHHOM
B MNaueHTe, aMHUOTUYECKOM KMAKOCTU U MEKOHUK, npesa-
nonaratoT MMKPOGHYIO nepegady OT MaTepu K nnoay. B Bos-
pacte 3—4 cyT KuweyHas MUKpobuoTa mMnageHLa HayuHa-
€T HanoMuHaTb MWKPOOMOTY, OGHAPYKEHHYIO B MOIO3UBE.
Takum 06pa3om, CTyneH4yaTbi NPOLLECC MUKPOBHON KONOHK-
3alMK KULLIEYHWKA MOXET OblTb MHULIMMPOBAH YXKE BHYTPU-
YTPOGHO MUKPOBMOTOM, NPUCYTCTBYIOLLEN B NAALEHTE U aMHU-
OTMYECKOM KUIAKOCTU. BaKkTepuanbHbIn TpaHcdepP OT matepu
K BHYTPUYTPOGHOMY peBEHKY MOXET MpeAcTaBfsiTb HOBYIO
MULLEHb 415 pa3paboTKM Mep, HanpaBfEeHHbIX Ha CHUXKEHUE
pUCKa HeWHOEKLMOHHbIX 3aboneBaHuMi NyTeM Moaynsiumm
B3aMMOAENCTBUI XO39MH—MUKPOO B paHHEM OHTOreHese.

B nocnegHue rofbl ycTaHOBMEHa 3HA4YMMOCTb crnocoba
poJopaspeLleHns B ONpeaeeHnn xapaxkrepa MUKPOGHOWM
KONOHM3aumK MnageHua. Tak, no gaHHbiM M.G. Dominguez-
bello n coaBT., y HOBOPOMXAEHHbLIX MOC/IE €CTECTBEHHbIX
poaoB (per vias naturalis) KuwedYHas MWKpoOGWOTa CXof-
Ha ¢ MMKpPOG®NOPON BRaranviia matepu (npeobnagaer poa
Bifidobacterium — B. longum v B. catenulatum spp.), Torga
KaK Mnocfie KecapeBa CEeYEHUS KMUILIEYHUK KOJIOHWM3MpPOBaH
GaKTepPUAMMU, BblAENSEMbIMWU U3 POTOBOM MOMIOCTU U C KOXM
MeamumMHcKoro nepcoHana [11]. F. Backhed wn coaBT. ycta-
HOBW/N, 4TO MO CPABHEHMIO C AETbMM OT BarMHasbHbIX POJOB
deKanbHbIi MUKPOOMOM MNafdeHLa Nnocfe KecapeBa ceye-
HMS MMeeT 6Onbluee coepaHue TaKux MMKPOOOB, Kak
Enterobacter hormaechei / E. cancerogenus; Haemophilus
parainfluenzae / H. aegyptius, H. influenzae, H. haemolyticus;
Staphylococcus saprophyticus / S. lugdunensis, S. aureus;
Streptococcus australis u Veillonella dispar / V. parvula, T.e.
Yy 3TUX HOBOPOX/AEHHbIX NEPBUYHAA KOMOHU3ALMS OCYLLECT-
BNsiNacb GaKTEPUAMM OKPYXKaloWen cpefbl, B T.Y. C KOXM
M POTOBOM MOMOCTU OKpyxatowmx nuy [37]. Hanpotus,
npu BarnHanbHbIX pofax KuweyHasa &aopa HOBOPOXK-
[OEHHbIX COOEPXKUT Bonblle MWKPOOGOB poaa Bacteroides,
Bifidobacterium, Parabacteroides, Escherichia / Shigella,
KOTOpble SBASIOTCS Yy HMX Haubonee pacnpocTpaHEHHbIMMU;
Hanbonee paHo BblgenstoTca Escherichia / Shigella, 4T0
cornacyetcs ¢ noBbllleHHbIM ypoBHem [AHK Escherichia
B MEKOHMM 1 nnaueHTe [38]. Paznunyng, cBa3aHHbIe CO CMo-
CO60M pojopas3pelleHnss, NOCTENEHHO yMeHblualTes —
K 4 n 12 mec, HO MMKpOGMOTa MNageHLUEeB nocne Kecapesa
ceyeHuss octaeTcs 6onee pa3HopoaHOM. B To e Bpems
npeactaBuTenn poaa Bacteroides, B 4acTHocTu B. ovatus /
B. xylanisolvens, B. thetaiotaomicron, B. uniformis u
B. vulgatus / B. dorei, BCTpe4anucb peaKo uin oTcyTCTBOBa-
NI Yy MNafeHLeB Nnocne KecapeBa CeYeHus, M aTa 0CO6EH-
HOCTb COXpaHsinacb B Bo3pacTe 4 1 12 mec.

CHUXKeHWe pas3Hoob6pa3ns MUKPOdopbl KULIEYHMKa,
3a[eprKKa KonoHu3aunn Bacteroidetes n cHuXeHue Thl-oT1-
BeTa y AeTen paHHero Bo3pacTta, POXKAEHHbIX NyTEM Kecape-
Ba CeYeHuns, OTMeYeHO TaKxe B uccnegosaHun H. Jakobsson
1 coaBT. [39]. ABTOpbI OLIEHWBANW BAUSIHWE METOoAa POJo-
paspelieHna Ha pas3BUTUE KULWEYHON MUKPOOBWOTHI Y rpya-
HbIX AeTel W Mu3yyanu pasnuvyiusa B XapaKTepe KOJOHMU-
3aUMn [0 co3peBaHus cbanaHCMPOBAHHOIMO WMMMYHHOMO
otBeta Th1l/Th2. KuweyHas MuKpobuoTa Oblna M3yyeHa
yepes 1 Hep nocne pogos nB 1, 3,6, 12 1 24 mecy 24 neten,
POXAEHHbIX €CTECTBEHHbIM MyTeM (n = 15) unu nocne Keca-
peBa cevyeHus (n = 9). YpoBHu Thl- n Th2-accounnpoBaHHbIX
XEMOKMHOB B KpOBW OblM OueHeHbl B 6, 12 u 24 mec.
YcTaHOBNEHO, YTO MAaAEHLbI, POXAEHHbIE NMyTeM Kecapesa
ceyeHusl, UMenn HU3Koe obliee pasHoobpasne MUKPOOMO-

Tbl B TEYEHWE MNePBbIX 2 NET XU3HU, 60Nee HU3KYH 4uc-
JIEHHOCTb M pa3Hoob6pa3sue Bacteroidetes n 3Ha4yUTENbHO
6o5ee HU3KMe YypoBHU Thl-accoummMpoBaHHbLIX XEMOKUHOB
CXCL10 n CXCL11 B KpoBW. Takum 06pa3oM, KecapeBo
ceyeHne cBSA3aHO ¢ 60/lee HU3KMM O06WMM MWKPOOGHbLIM
pa3Hoobpa3reM, 3adeprKKoM KonoHu3auuu Bacteroidetes
M CHMXKeHnem Thl-oTBeTa B TeHEHMNE NEPBLIX 2 NET KU3HMU.

BonblION TEOPEeTUYECKUN U MNPAKTUYECKUN UHTEpEC
BbI3bIBAOT MOUCKM BO3MOMHOIMO YacTUYHOrO BOCCTAHOB-
NIEHNS MUKPOGKMOTLI Y [IeTEN, POXKAEHHbIX MyTEeM Kecapesa
CEeYEeHMs, C MOMOLLbIO MUKPOBHOro BarMHanbHOro TpaHcde-
pa [40]. [leT1, poxaeHHble NyTEM KecapeBa cevyeHus, 6bin
NpoTEPTbl Mapien, KOTOPYI MHKYBMpOBann B MaTEPUHCKOM
Bnaranvue 3a 30—60 muH go onepaunn. O6paboTKy HOBO-
POXKAEHHOI0 NPOBOAMAM B TedyeHne 1—3 MWH nocne poxkae-
HWS, HA4YMHas C POTOBOWM MOMOCTH, MLLA U Janee oCTallbHbIX
yacten Tena. MUKpobuoTa KMLIEYHUKa, POTOBOM MOJSIOCTU
M KOXM HOBOPOXAEHHbLIX MOCNE KecapeBa ce4vyeHus, nof-
Beprwmxcs 06paboTKe, MMena CXOACTBO C BarMHaabHO POXK-
[EHHbIMX AeTbMK, C 6onee ObICTPbIM BOCCTAHOBMEHUEM
B MOJIOCTU pTa M Ha KOXe, 4eM B 06pa3uax MUKPOOMOTHI,
NMoNy4YeHHbIX U3 aHyca.

B3AUMOCBSAA3b MUKPOBUOTbI MJIAAEHLIA

U MATEPH

YcTaHOBNEHO, YTO 72% MWKPOOWMOTbI MNajeHua B paH-
HEM HeoHaTanbHOM nepuoae GopmUpyeTca Noa BAUSHUEM
MUKPOBMOTbI KULLEYHWKA MaTepu, B T. 4. OCHOBHbIX €€ BUOB,
Takux Kak Escherichia / Shigella, B. longum, Enterococcus
faecalis, Bacteroides fragilis, B. thetaiotaomicron, Bilophila
wadsworthia. Jlakto6aKTepuu Bnaranuuia Matepu TpaH-
3UTOPHO KOJIOHU3UPYIOT KULLIEYHUK HOBOPOXAEHHOro [37].
HeKkoTtopble BUAbl 6aKTepui He OblIM HanAeHbl Y MaTepen,
B T.4. Propionibacterium acnes, Streptococcus agalactiae
n Veillonella sp. Oral taxon 780: BO3MOXHO, OHW BblAENANCH
M3 Apyrux TOKYCOB MaTepu WK N3 OKpyXKatowen cpedbl. Tem
He MeHee pacnpoCTPaHEHHOCTb 3TUX BWAOB COKpaTuiachb
C BO3PacTOM, M OHU MOJSIHOCTbIO UCHE3/N K BO3pacTy 12 Mec,
4TO, BEPOSATHO, OTParKaeT yMeHbLUEHME NPUCNOCOBUTENBbHbIX
BO3MOXHOCTEW 3TUX MUKPOBGOB B KULLIEYHUKE YenoBeKa.

MNepenaya MUKpodaopbl OT MaTepu K MAageHuy npu
KecapeBOM CeYeHWW HapyllaeTcs. YCTaHOBAEHO, YTO MNpw
KecapeBOM CEeYEHUU pexe BCTPeYaloTCs CcoYeTaHus Bblae-
neHusa y pebeHka u matepu Bacteroides, vaue — E. faecalis.
MNepenaya ot MaTepu K pebeHKy Bifidobacterium nocne Keca-
peBa ceyeHus HabnogaeTcs ¢ MEHbLIEN YacTOTOM B CpaB-
HEHMWM C TaKOBOW Mocne BarMHanbHbiX poaoB [41]. Takum
06pa3oM, pesynbraTbl YKa3blBaloT Ha TO, YTO 6OMbLIMHCTBO
MUKPOGOB, KONOHW3UPYIOLWMX KMWEYHUK HOBOPOXKAEHHOIO,
nNpoucxoaaT OT MaTtepu; npu 3TOM crnocob pogopaspelle-
HUA — BakHbl daKTop GOPMUPOBaHUS KULEYHON Gopbl
y OOHOLUEHHbIX AeTeV B paHHEM BO3pacTe.

B cBoto ovepeab, MUKpodopa KULLEeYHUKa MaTepu OKa-
3anacb TECHO CBA3aHHOW HE TONIbKO C ee AMeTon 1 06pa3om
YW3HU, HO U C HaMYMEM/OTCYTCTBMEM M3ObITOHHOrO Beca.
Boénbwmnn nHaekc maccol Tena (MMT = 25) maTepei 6bin
cBA3aH ¢ 60siee BbICOKMMM KOHLIEHTpauuaMu Bacteroides,
Clostridium w Staphylococcus wn 6onee HW3KUMU —
Bifidobacterium B MWKpob6uoTe ux geten [42]; coaeprKa-
Hue Akkermansia muciniphila, Staphylococcus v Clostridium
difficile 6binM HWXe y OeTeln OT mMaTepen C HOpPMasbHbIM
BECOM W HOpMasibHOM NpubaBKOW B Bece BO Bpems bepe-
MEHHOCTH.



POJiIb rPYAHOIo BCKAPMJ/IUBAHUA

B CTAHOBJIEHUM KMLLEYHOW MUKPOBUOTDI

K HacTosiliemMy BpemeHn cHOpMyINMpoBaH 1 AOCTAaTOHHO
nofHoO 060CHOBaH MocTynaT 06 onpefensowemM BAUAHUK
XapaKTepa nWTaHua MAafeHua Ha ero MUMKpPOGMOTY, MHO-
rOKpaTHO MNOATBEP)KAEHA CaHOreHeTMyecKass 3Ha4YMMOCTb
rPYAHOr0 BCKapManBaHus. YCTaHOBNEHO, YTO rPyAHOE MOJIO-
KO MMeEeT CO6CTBEHHYD MWKpob6uoTy [43]. Mpu rpyaHom
BCKapM/IMBaHUN B MUKPOBUOTE KULWIEYHUKA MnajeHua npe-
obnafjatot 6udbngobakTepun, Npu nNpPeKkpaweHu rpyaHoro
BCKapM/IMBAHWSA XapaKTep MUKPOOUOTbI MBMEHAETCS: Hauu-
HaeTcs NPUBNIMKEHNE ee K TaKOBOW B3POCNOro opraHmM3ma
[37]. YctaHoBneHo, 4To MMT nakTtupylowen Matepu cBA3aH
C COCTaBOM MUKPOOGMOTbI FPyAHOro MoJioka. Tak, n B Mono-
31BE, U CNycTa 6 MeC NaKTaluK B rpyAHOM MOJIOKE XEHLLIMH
¢ HopmanbHbiM UMT npeo6napatoT Bifidobacterium, a npwu
n36bitosHoM UMT — Lactobacillus n Staphylococcus npwm
CHWXXEHHOM coaepxaHun Bifidobacterium [44]. Takum obpa-
30M, Npu U36bLITOYHOM Habope Beca BO Bpems 6GepemMeH-
HOCTU MW OXKUPEHUM Y BepeMEHHbIX MOXKET OblTb 3anyLueH
«MOPOYHBIN KPyr» HE6GNaronpuUATHOro MeTabonYecKoro pas-
BUTUSA UX AETEN, B T. 4. C yHaCTUEM MUKPOOUOTbI KULLEYHUKA,
CBfI3aHHOM C M36bITOYHbIM BECOM W OXWMPEHWEM, KOTOpas
nepegaetcs mnageHuam [44].

Ha MMKpO6MOTY rpyaHOro MoJfioka BaMseT cnocob poao-
paspelweHus. Tak, B rpyaHOM MOJIOKE EHLIMH nocne Keca-
peBa CeYeHWsi OTMEYEHbI BblipaXEHHblE KOMMO3ULIMOHHbIE
M3MEHEHUS: YMEHbLLEHO coaeprkaHue Leuconostocaceae
n yBennyeHo Corynebacteriaceae no CPaBHEHUIO C XKEHL M-
HaMu, POAMBLUMMU €CTECTBEHHbLIM NMyTEM; NPUYEM 3TO Pa3Iu-
ynme onpeaensieTcs B MON0O3UBE M coxpaHsaeTcs B 1 M 6 mec
NaKTaumu, 410 yKasbiBaeT Ha JONrocpoyHbln addeKT. OTme-
YeHO, YTO TPyAHOE MOJIOKO KEHLMH Nocne 3KCTPEHHOro
KecapeBa CeYeHns UMeeT MUKPOBUOTY, CXOLHYIO C MOJIOKOM
EHLIMH nocne BarvHaibHbIX pofoB. [lpeanonaratoT, 4TO
rOPMOHaNbHblE U3MEHEHUs NpU PU3NOIOrMYECKUX poaax
B/IUSIOT Ha COCTaB MUKPOOUOTLI [44].

MuKpo6uoTa rpyaqHoOro MOnoKa 3aBUCHUT OT CTaauu nak-
Tauuu: TaK, B MON0O3MBE BHa4vane npeobnagator Weissella
n Leuconostoc (Lactobacillus), 3aTeM K HUM NPUCOEANHSAOT-
cA CTapUIOKOKKM, CTPEMNTOKOKKMU M TAKTOKOKKU; B 3pENom
MOJIOKe npeobnagatoT MOSIOYHOKKCIblE GaKTEPUU, HO MOCTe-
NEHHO yBenuyuBalTcs 6GaKTepuu, O6bIYHO BblAENSEMblE
13 nonoctn pta — Veillonella, Leptotrichia, Prevotella [44].

CoctaB MWKpPOOBMOTHI FPYAHOIO MOMOKa OTAM4YaeTcs OT
MUKPODIOPbl APYrUX JIOKYCOB M He SBNSETCH pesynbla-
TOM KOHTamuHauuu. lpeanonaraemble Nyt GOPMUPOBaHUA
MWKPOOKOTbI FPYAHOrO0 MOJIOKA — 3HTEPOMOOYHbIN (Yepes
NMMOONIHYIO TKaHb KULWEYHUKA) M 9HAO0UMTO3 (NOBbILEHHAs
NPOHULLAEMOCTb KMLWEYHWKaA BO BPEMS POAOBOro CTpec-
ca C y4yacTMeM WM36MpPaTENbHOr0 MexaHM3ma B OTHOLUEHMM
onpeneneHHbix 6aKkTepu — naxktobaunnn) [44].

Mpu rpygHOM BCKapM/MBaHWM MMEET MECTO He TOJSIbKO
NPSIMON NEePEHOC MUKPOBUOTLI FPYAHOrO MOJIOKA K PeBEHKY,
HO M oNoCcpefoBaHHOE BAWUSHUE Ha CTaHOBIEHWE MUKPOBUO-
Thbl KMLWEYHUKa ApYyrMx GaKToOpPOB rpyaHOro MOoKa — npebu-
OTMKOB, FOPMOHOB, GaKTOPOB POCTa, MMI0LMMa, HUPHOKUC-
NIOTHbIX U GENKOBbLIX KOMMOHEHTOB, UMMYHOMOAYMPYIOLLNX
1 NPOTMBOBOCNANNUTENbHbIX BelwecTB. locne npekpalleHus
rPYAHOro BCKapM/IMBaHUA «NOCneaencTBMe» MHOMMX €ero
GaKTOpOB COXpaHSAETCH; MMKPOOMOTa KMLLEeYHWKa MnageHua
npueAnKaeTca K TaKOBOW B3POCNOro K Bo3pacTty oT 1 roaa
no 3 net [37].

PA3J/IM4YUA MUKPOBUOTbI Y MJIAAEHLIEB,

HAXOAALWMUXCHA HA TPYAHOM

WJ/IK UICKYCCTBEHHOM BCKAPMJ/IUBAHUU

MNocne poXaeHnss MUKPOOMOM KMULWIEYHUMKA MadeH-
L@ XapaKTepu3yeTcs HU3KUM BMAOBLIM Pa3HOOGpasneMm
W BbICOKMMW TeMMNaMKn 6aKTepmnanbHOro pocta A0 AOCTUKeE-
HUA 2 unn 3 net [45]. PaKkynbTaTUBHbIE aHa3pPO6Hble 6aK-
Tepuun, B T.u. Staphylococcus, Streptococcus, Escherichia
coli n Enterobacteria, Kak nonaratoT, SBASIOTCS NepBbIMU
GaKTePUAMM, KONMOHUIUPYIOWMMU KULWEYHUK. WX dyHKums
COCTOMT B NOTPebGNEeHUN KNCNopoaa U co3aaHuKn cpeabl ans
3aceneHus obnuratHbIMM aHaspobamu [46, 47]. OHM no3-
e CMeHslTCs Ha daKynbTaTMBHbIE aHa’pobbl, KOTopble
B Aa/lbHEWLWEM JOMUHUPYIOT B *eNyaO4YHO-KUWEYHOM TpaK-
Te, B NepByto ovepenb Actinobacteria v Firmicutes [48]. 310
M3MEHEHWE AOMWHUPYIOLWEro NpeacTaBUTENbCTBA TAKCOHOB
MOMET 6bITb CBA3aHO C MEPBOW AMETOW — KOPMJIEHUEM rpya-
HbIM MOJIOKOM W/IM MOJIOYHOW CMecCbto. Ha rpyaHOM BCKapm-
NMBaHMKM OOMUHUpYoWwKne Actinobacteria npeactaBfieHbl
Buaamu Bifidobacterium, B 4acTtHocTu B. breve, B. longum,
B. dentium, B. infantis n B. pseudocatenulatum [49].

MMeloTCs faHHble, 4YTO Ha MPOTSKEHWU NepBon Hepae-
N }W3HU B MUKPOOBMOME HOBOPOMKAEHHbIX, HAXOASLIMXCS
Ha rpyaHOM WKW CMELaHHOM BCKapM/IMBaHMWU, CYLLECTBEH-
HbIX pa3nunuun Het [37]. OgHaKo yxe K Bo3pacty 4 mec
Obl/IN OTMEYEHbI ABHbIE PA3MYNA MEXIY AETbMU Ha UCKIIO-
YUTENIbHO FPYAHOM BCKapM/IMBaHUM U Ha MCKYCCTBEHHOM.
Y nepBbix OTMEYEH MOBbIWEHHbIA YPOBEHb MUKPOOPraHU3-
MOB-Mpobuotnkos — Lactobacillus johnsonii / L. gasseri,
L. paracasei / L. casei v B. longum. Y peten Ha UCKYCCTBEH-
HOM BCKapMnuBaHuu K 4 Mec noBbilleHbl ypoBHU C. difficile,
Granulicatella adiacens, Citrobacter spp., Enterobacter
cloacae, Bilophila wadsworthia, 4To cornacyeTcs ¢ JaHHbIMU
apyrux uccnegosatenen [50, 51]. Bmecte ¢ TeM MMeLOT-
Ccsl NPOTUBOPEYUBbLIE CBEAEHUSI OTHOCUTENbHO pPa3nnuyunn
B 4ucneHHoctu Bifidobacterium mexay AeTbMU paHHero
BO3pacTa, BCKapM/IMBAEMbIMU FPYAHbIM MOJIOKOM M MOJIOY-
HbIMWU CMecsiMU. HeKoTopble uccnefoBaHns NoKasanu, 4To
y AeTeW Ha UCKYCCTBEHHOM BCKapM/IMBaHWW KOJMYECTBEH-
Hoe npeob6nagaHue Bifidobacterium spp. aHanOrM4yHoO TeEM
AeTsM, KTO nony4an rpygHoe BcKapmnuBaHue [49, 52]. Tem
HEe MeHee Apyroe wccnegoBaHWe MPOAEMOHCTPUPOBANo
B ABa pa3a Gonbluee KonuyecTBo Bifidobacterium y neten
npyW rpyaHOM BCKapM/IMBaHWKU, YEM NPU KOPMIEHUU MOSIOY-
HbiMK cmecamu [50].

BapnabenbHOCTb B KOJIMYECTBEHHOM COAEPIKAHWUU
Bifidobacterium, BO3MOXHO, CBfi3aHa C pPas3/MYnaMU B
cocTaBe MOJIO4HOM cMecH. Mcnonb3oBaHmne cMmecen, obora-
LWEHHbIX NPe6bUOTUKaMK ranakToonuMrocaxapugaMmm n Gpyk-
TOONMrocaxapuaamm, MOXET 0ObSACHATb BbICOKUM YPOBEHb
Bifidobacterium, o6Hapy>KeHHbIK y AeTen NpU UCKYCCTBEH-
HOM BCKapmauBaHum [53]. B TO e Bpems KulieyHas
MUKPOGHas nonynauus y AeTer, BCKapMIMBaeMbIX Tpaau-
LIMOHHOM MOJIOYHOM CMECblO, KaK coobLaeTcs, cogepxKana
Ha 20% meHblue Bifidobacterium [54].

M3y4yanncb OCOBEHHOCTU MeTaboNnTOB U (PEepPMEHTOB,
NPOU3BOAMMbBIX MWKPOOPraHM3mMamu, B 3aBUCMMOCTU OT
xapaKktepa BcKapmnauMBaHua [55]. Mpu MCKYCCTBEHHOM
BCKapM/IMBaHWN OTMEYeH nepensbbiToKk 6aKTepuin, npo-
Ayumpylolwmx B-arapassl, B-nopdupaHasbl U Nekrativasbl.
Y MNageHueB Ha UCKIYUTENbHO FPYAHOM BCKapMMBaHWKU
BbIIBNIEHO 605ee BbICOKOE COAepKaHWe MWKPOOpPraHu3-
MOB, KOTOpblE Y4acCTBYOT B OKWUCAUTENbHOM dochopunm-
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pOBaHUU U CUHTE3E BUTAaMUHOB rpynnbl B (pubodnaBuH,
TeTparngpodonat, 6MoTunH) [55]. MpeKkpalweHne rpyaHoro
BCKapMAMBaHUS NPUBOAMT K NMOCTEMEHHOMY MPUBIUKEHUIO
cocTaBa MUKPOOGMOTbLI K «B3pocnomMy» Tuny (Bacteroides,
Bilophila, Roseburia, Clostridium n Anaerostipes); ecnvu mna-
feHel Ao 12 MeC XM3HU NonyvyaeT rpyaHoe MOJSIOKO, Y HEero
npeo6napatoT Bifidobacterium, Lactobacillus, Collinsella,
Megasphaera w Veillonella — 6akTepun, KoTopblie Obinn
O6GHapyXeHbl B rpyagHoM Mosnoke [56]. Takum o6pasom,
rpyaHoe BCKapMaMBaHWe obecrnevyvMBaeT NpeemMCTBEHHOCTb
GopMMpOBaHUST MUKPOBHbLIX COOBLLECTB Ha MepBOM roay
YW3HU C JOMMHUPOBaAHWEM BUDKIO- M NaKTobaKTepumn, npu
3TOM MUKPOOWMOM KHULLEYHUKa pebeHKa coxpaHseT GyHKLUK-
OHaNlbHOE CXOACTBO C TAaKOBbIM Y Matepu u umeeT 6osbliuee
pa3Hoobpasune, Yem Npu UCKYCCTBEHHOM BCKapMIMBaHUMU.

B T0 ke Bpemsa nocnegHue uccnefoBaHus NoKasblBaloT,
4YTO NPU MCNOJSIb30BAHWN COBPEMEHHbIX MOJIOYHbIX CMECeHN,
oborauleHHbIX 6MONOrM4YEeCcKM aKTUBHbIMWM KOMMOHEHTaMMU,
pas3nunying B MUKpPOGMOTE MNadeHLEeB, NoayyatLWwmnx 3T nNpo-
[OYKTbl MW FPYAHOE MOJIOKO, HE TaK CYLLEeCTBEHHbI, 0COBEHHO
B Mepuof, Korga HayuMHaeTcs BBefleHWe 6nto[ npuKkopma
[57]. MoMmnMmO 3TOro, B CTAHOBJIEHUU MUKPOBUOTLI MaaeHLa
B 3TOM BO3pacTe MPOCNEKMBAETCA BAUSHWE MaTEPUHCKMX
daKTopoB, Npexae Bcero cnocoba pogopaspelleHns n aue-
Tbl eHWMKHbl [44]. HemanoBaxkHO ob6oralleHne CoBpeEMEH-
HbIX MOSIOYHbIX cMecel NpebruoTUKamu, CrnocoB6CTBYOWMMHU
pocTy 6udnaobaxktepun [58].

Y MnajeHueB, HaYnMHaa C KOHLA MePBOro roja XMu3Hu,
onpegensetcd Bce 60/bllee pa3HOO6pa3ne KOMOHU3UPYIO-
LLMX MUKPOOPraHM3MOB; COBPEMEHHbIE METOAUKU Uccneno-
BaHMM MNO3BONSIOT BbIIBNATb UX HOBblE PA3HOBWAHOCTH, YTO
HeonpaBAaHHO paclUMpPsieT TaKCOHOMMUIO U 3aTPYAHAET OLEH-
Ky 3Ha4YMMOCTW OTAENbHbIX MUKPOOGHbIX duIoB. BeposTHo,
HeobxoaMma pa3paboTKa aJeKBaTHOW CUCTeEMAaTM3auuu
MWKPOOPraHM3amMoB, Mogo6HoW pas3paboTaHHOW JIMHHeeM
BCceoOllen cuctematusaumm pacteHmn [59]: 310 NO3BOAUT
NPOAO/IKMUTL NEPCNEKTUBHbIE UCCNeAoBaHUsA 06paTHbIX CBS-
3efl B CUCTEME MaKPOOPraHM3M—MUKPOOPraHM3M W YTOM-
HWUTb POSIb MMKPOBKMOMa B CO3pEBaHUN GEPMEHTHBIX CUCTEM
MaKpoopraHndma Kak dakTopa MNOoAroTOBKM K nepexony
Ha «B3POCNbIN» TUMN NUTaHKA [57].

BJIMSIHUE AHTUBAKTEPUAJIbHOU TEPANUU

HA CTAHOBJIEHUE KULUEYHON MUKPOEHUOTbI

PEBEHKA

MocnegHve 3anNMAEMMUONOrMYECKME AaHHble CBWUAETENb-
CTBYIOT O Ha/IMYMM CBA3M MEXKY PaHHUM NPUMEHEHWUEM aHTU-
OGUOTMKOB M GEHOTMMOM GONE3HU B3POC/bIX. YCTAHOBEHO,
YTO aHTMOGMOTUKM MOTYT BbI3blBaTb KaK TPaH3UTOPHbIE, TaK
W NEpPCUCTUPYIOLLME NMOBPEXKAEHUS KULIEYHOW MUKPODIOPHI,
KOTOPbIE COMPSIXKEHbLI C UMMYHHBIMW CABUIaMM (B T.4. C Hapy-
WEHUAMUN CEKPELIMM UMMYHOINOBYNNHOB A, YMEHbLUEHUEM
6apbepHON GYHKUMKU CIIU3UCTOM OOONOYKKU, 3aMelNEeHHbIM
co3peBaHMeM nenepoBbix 6asWeK U T KNETOK), HapylweHu-
AMM MeTabo/IM4EeCKOro roMeoctasda, KONoHU3auuen ycnos-
HO-MaTOreHHbIMKM MUKpobGamu. B oTaaneHHOW nepcnekTuBe
3TU CABUIM B MMUKPOGMOTE MOIYT ObiTb CBA3aHbl C pa3Bu-
TUEM OXMPEHUS, BPOHXMANbHOM acTMbl, atonuu, anabeTa
1-ro TMNa, pacCesiHHOro CKepo3a; o6CyxaatTcs CBA3U
C NOBbILIEHNEM PUCKa ayTU3Ma M oHKonaTtonorum [60].

TpeBOXHbIN GpaKT — yMeHbLUEHWE pa3Hoobpa3us cocra-
Ba KMULIEYHOM MUKPOOWMOTbI Ha ¢GOHe aHTUbaKTepuanbHOM
Tepanuu [61]. UccnegoBaHus AEMOHCTPUPYIOT LMPOKUI Ana-

Nas3oH CHUMXEHUS MUKPOOGHOro pa3Hoob6pas3uns rnocne BO3-
[LEeNCTBUSA aHTMOUOTUKOB, MPU 3TOM MUKPOBUOTa MPOAOTIKH-
TeNbHO BOCCTaHaBAMBAETCH A0 MCXOAHOI0 YpOBHS. B nepnog
BOCCTaHOB/IEHUS pebeHOK Hanbonee yi3BUM B CBSI3M C HU3-
KUM cofepaHMeM WMHAWIEeHHbIX MUKPO60B, HEOOXOAWMbIX
ONs NofaBneHUss NOTeHUManbHbIX MAaTOrEHHbIX MUKpoOOpra-
HM3MOB M NnatobuoHToB [60].
Beaywmmn 3apyberxHbiMn MUKpOGMONOraMn onpeaene-
HO YeTblPe OCHOBHbIX TUNA aHTMOUOTUKCBA3AHHOIO ANCOMO-
3a, ABNFI0LErocs 0OCHOBOM psija Aa/ibHENLWNX 3a60/1eBaHUI:
®  noTeps KNoYEeBbIX MUKPOGHbIX TAKCOHOB;
® CHWMXEeHMe pa3Hoobpasnsd MUKPOOUOTHI;
® «cABWUM MeTaboIM4EeCKOM aKTUBHOCTU MUKPOBUOTbI;
* npeobnagaHue NaToreHHbIX MUKPOOPraHM3MOB.
PasBuTre pasnnyHbix 3a6oneBaHUi CBA3aHO C KacKaj-
HbIM Te4yeHueMm AMcOoMo3a, 3aBUCALMUM OT B3aUMOLENCTBUSA
CUCTEMbBI XO35IMH—MWKPOOMOM. TaK, 3a pa3BUTUE anepruu
M aTonu4yeckmx 3aboneBaHni MOryT 6biTb OTBETCTBEHHbI ABa
TMna aMcbunosa — NoTeps KIYEBLIX MUKPOOHbIX TAKCOHOB
n npeobnagaHue natoreHoB 1 naTtobunoHToB [60].

HE[OHOLUEHHbIE MJIAAEHLIbI: OCOBAS

3HAYMMOCTb OHTOFEHE3A MUKPOBUOTDI

CoBpeMeHHble uccnefoBaHust NO3BOJIUAN OLEHUTb BNN-
SIHME pas3/IMyHbIX GaKTOPOB Ha CTaHOBIEHWE MUKPOOWOTHI
KULWeEYHMKa Y HEeJOHOLWEHHbIX AeTen. TaK, yCTaHOBJIEHO, YTO
MWUKPOOPraHn3Mbl, 0OHapYyXeHHble B aMHUOTUYECKOM XNJ-
KOCTW, MOTYT HE TOJIbKO KOJIOHU3MPOBaThb KULIEYHUK MNJ1oAa,
HO M cnoco6CTBOBATb €ro NpexaeBpeMeHHOMY POXKAEHMIO
[35]. Meanatopbl BOcManeHus, nonagawliMe B OpraHuU3m
He3pesnioro nnoja C OKONOMIOAHbIMW BOAAMW, MOTYT YXKe
BHYTPUYTPOOHO BbI3biBaTb BOCMANMUTENbHbIE WM3MEHEHUS
B KULWEYHNKE [62]. Y HEeLOHOLEHHbIX, POAMBLUNXCSA B CPOK
23-32 Hell, MEKOHUN Yye He GBNsfeTca cTepunbHbiM [34].
BbisiBNeHbl pa3nuyns B MUKPOdIOpe HELOHOLWEHHbIX Ma-
[JeHLeB B 3aBMCMMOCTH OT dpaKTa npuemMa aHTMOUOTUKOB MUX
MaTepsMu.

[ns HeOHOWeEHHbIX eTer 0COB6eHHO BaXKHO obecrneye-
HWe rpyaHOro BCKapM/iMBaHWs Kak daKTtopa, CHuXalolle-
ro PUCK pPasBUTUA HEKPOTU3WPYIOLWEro aHTepoKonuTta [63],
NMOCKOJIbKY TFpyAHOE MOJIOKO NpeaoTBpallaeT aHOMasbHYo
KOMIOHM3aLMIO XKeNyao4HO-KUIIEYHOrO TpaKTa [64]. Mpu 3aToM
YyacToTa Tsenoro 3aboneBaHUs y HeOHOWEHHbIX Ha rpya-
HOM BCKapM/IMBaHWKW CHUXKaeTcs noytu B 2 pasa [65].
AHTMOMOTUKMK, BbIHYXXAEHHO WMWPOKO WCMONb3yeMble MNpu
BbIXaXXMBaHWW HELOHOWEHHbIX MMafeHLeB, MOryT cylie-
CTBEHHO YMEHbLWUTb pa3Hoobpas3ne MX MWUKPOOUOTbI, YTO
TaKXXe Crnocob6CTBYET Pa3BUTUIO HEKPOTUIUPYIOLLErO 3HTe-
poKonuta [66]. YCTaHOBNEHO, YTO KarKAbli A€Hb «3IMNUpUYe-
CKOro» /Ie4eHUs aHTUBMOTUKAMK MOBLILAET PUCK Pas3BUTUA
3abo0neBaHns BMNNOTb 4O JIeTaIbHOrO UCX04a Y HEAOHOLWEH-
HbIX MNageHueB [66].

Takum 06pa3oM, Npu BbiXaKMBAHUM HEAOHOLEHHbIX
neTer M Ha3Ha4YeHUn Tepannumn Heo6X0ANUMO Y4UTbIBATb OCO-
OyI0 PaHMMOCTb, XPYNKOEe paBHOBECHE MX KMLIEYHON MUKPO-
6u1oThI [67].

NMPUMEHEHME NPENAPATOB-NMPOBUOTUKOB:
COBPEMEHHAfl CAHOTEHETU4YECKASA NAPAAUIrMA
B MPO®UNIAKTUYECKOW NEAUATPUMN
MpenapaTbl-NPOGUOTUKN NpeacTaBnaoT CO60N KUBble
MUKPOOPraHU3Mbl, NpefHa3HavYeHHble A5 HanpaBiieHHOro
BO3/1€MCTBUSA Ha KMLLIEYHYIO MUKPOBKUOTY YenoBeKa [68, 69].



TepmMuH «NpoBbMOTUKK» 6bin npegnoxeH D. Lilly n R. Stillwell
B 60-e roabl XX BeEKa 1 € TeX MOp WKMPOKO UCMONb3YETCS B Hayy-
HOWM MeauunHcKon nutepatype [70]. TeM He MeHee yKal3aHue
Ha UX UCMNOJIb30BaHWE UMEET CBUAETENLCTBO ELLe C APEBHUX
BpemeH. bonee 2 Tbic. neT Ha3ag B Pume (76 r.H.3.) MNanHun
Mcnosib3oBan GepMeHTUPOBAHHOE MOJIOKO AN9 JieYeHus
avapeun. B 1906 r. dpaHuy3ckui uccnegosatenb H. Tissier
0BGHapPYXWUN 3aLMTHBIM 3QPEKT OT KONOHM3aUMU KNLLEYHMKA
pebeHKa 6udunaobakTepmamn [71]. HayyHoe ob6oCHOBaHMeE
NPOOUNAKTUYECKOro UCMONb30BaHUA MUKPOOPraHM3MoOB —
canpopu1TOB U CUMBUOHTOB — BbISIO NOTYYEHO PYCCKUM y4ye-
HbiM U. N. Me4YHUKOBbIM, KOTOPbIV YCTaHOBWA BEAYLLYIO POJib
FTHWNOCTHBIX MPOLECCOB B KULIEYHUKE B TMPOUCXOXKAEHWUU
MHOIrMx 3abo/ieBaHnii U B YCKOPEHUWU MPOLLECCOB CTapeHus,
a TaKXe NpessIoXun Ucnonb3oBaTtb 4159 BbITECHEHUS HEXe-
natefibHbIX MUKPOOPraHM3MOB MOJIOYHOKUCbIE GaKTepuu
L. bulgaricus, cogepxalimecs B kedupe [68].

B nocnegHue roabl 06bem UccneaoBaHUm, NOCBALWEHHbIX
NpPo6MOTUKAM, MPOrpPecCMBHO YBENNYMBAETCA: MOCTOSHHO
PErucTpUpyoTCs HOBbIE LWITaMMbl MPOBUOTUKOB (KaK nule-
BbIX 106aBOK, TaK W IEKAPCTB); NPOOMOTUKaMKN 06OoraLLatoT-
Csl MHOTME MOJIOYHbIE MPOAYKTHI, B T.4. U NpeAHa3Ha4yeHHble
NS AETCKOro nNutaHus [72]. YcTaHOBNEHO, 4TO 3P DEKTbI ITUX
npenapaToB SBAAIOTCH WTaMMCNeELUNMPUYHBIMU, T. €. onpeae-
NF0TCSH CBOMCTBAMM KOHKPETHOrO Wramma [73].

B npaKtuyeckon neguMaTpun UCNonb3oBaHMe MNpobuo-
TUKOB 6blI0 Havyato B 60-70-e roabl XX BeKa; 3a npo-
weawne LecATUNEeTUss OTe4YeCTBEHHbIMU U 3apyberkHbIMK
nccnegoBatensiMu BbINMOMIHEHO MHOXECTBO MCC/ieoBaHUNM,
06bSACHAWNX 3PDEKTUBHOCTb NPOBUOTUKOB MpWU pasnuny-
HOWM MaTonornuM AeTCKoro Bo3pacTta. MeTaaHanu3bl paHao-
MW3MPOBAHHbIX KOHTPOIMPYEMbIX UCCNEN0BaHWI MO3BOJIUIN
BblpaboTaTb COrnacoBaHHble PEKOMEeHAaLnn no npumeHe-
HUIO NPOBGUOTUKOB B NMPODUIAKTUKE U NIEYEHUN XKeNyao4HHO-
KUWeYHbIX 3aboneBaHun y aeten. Hanbonee M3yYeHHbIMM
npu atom okasanucb L. rhamnosus GG (LGG), L. reuteri,
B. lactis n Saccharomyces boulardii. YcTaHOBNEHO, Y4TO MNpH
pUCKe pa3BUTUS OCTPbIX MHOEKLMOHHbLIX BHEBGONbHUYHbIX
avapen y aeten, Haxo4Aawmxcs BblIHY»K4eHHO Ha UCKYCCTBEH-
HOM BCKapMauBaHWW, NPOGUOTUYECKME fo6aBKM o6naganu
npobunaktnyeckum pgencrtenem [74]. Xota 3T10T addeKT
He Bcerga Haxoawun NoATBepAaeHue [75], Takoe aencreue
yCTaHOBMEHO ANns WwTammoB LGG, L. reuteri, B. lactis.

B nnaHe npodunakiMkM pasBUTUS HO30KOMMAbHbIX
Avapen y rocnutaan3npoBaHHbIX NaLMEHTOB C XPOHUYECKHU-
MW 3a6oneBaHuAaAMM (B T.4. AN NPODUNAKTUKN BHYTPUOOb-
HWYHOM POTaBUPYCHOM UMHOEKUMUK), a TaKKe Mpu nevyeHunu
NayuMeHTOB C Y)Ke pa3BuBLUENCSA Anapeen 6bi1a 4OCTOBEPHO
npoaeMoHcTpupoBaHa addEKTMBHOCTb WITaMMOB B. lactis
BB-12, Streptococcus thermophilus, B. bifidum v LGG. Tak,
npu BCKapmIMBaHWW MJafeHLEeB CMeCbio € Job6aBKaMu
YKa3aHHbIX NMPOOUOTUKOB 3NM30A4bl AuMapen Oblin MeHee
TAXENbIMU, NPOTEKANM C MEHbLIMM 06€3BOXKNBaHMEM [76].
B nedyeHnn oCTpbIX MHPEKLMOHHbIX AMapen, Kak BMpycC-
HbIX, TaK U 6aKTepuanbHblX, 6bina ycTaHoBNeHa 3ddEKTUB-
HOCTb B nepBylo oyepeab LGG u S. boulardii, Bo BTOpyto —
L. reuteri [T7-79], npu 3TOM B Ni1auebOKOHTPOIUPYEMOM
ncenegoBaHMn Obin onpedeneH A0303aBUCUMbIN 3ddEKT
L. reuteri [80]. Hanbonblas adOeKTUBHOCTb YCTaHOBEHA
Npy“ COYETaHHOM MPUMEHEHUM OpasbHOM pervapartaunu
M npobuoTunka [81].

B negnatpuyecKon npakTuKe HepeaKko pa3BuUTUE aHTH-
OMOTUKaCcCOLMUPOBAHHbBIX AWapen: 3T0 COCTOSIHWE pa3Bu-

Baetca noyty y 10% peten B Bo3pacte Ao 2 neT Ha GoHe
aHTMOMOTMKOTEPanuK. YCTaHOB/IEHO, 4YTO MNPefoTBPaTUTb
pa3BUTME aHTMOMOTUKACCOLMMPOBAHHbLIX AUapen BO3MOXK-
HO MpPW MCMNOoNb30BaHWKM NpobuoTnkoB LGG wu S. boulardii
[82]. B oTHOLWeEHWK anapeun nyTelwecTBEHHUKOB Npodunak-
TM4YecKkas abdeKTUBHOCTbL ycTaHoBNeHa Ana S. boulardii; ons
3OPEKTUBHON 3pafuKaLNN XENUKOBAKTEPHON MHOEKLNK
[IOCTOBEPHO AEWCTBYIOLIMX NPOBGUOTUKOB MOKa He YCTaHOB-
JIEHO, XOTH OTMEYEHO YMEHbLIEHNE CUMMTOMOB MPU NpuUme-
HeHun LGG un S. boulardii.

CoumanbHO 3HauymMmas npobiemMa — MAaJeH4YecKue
KOJIMKK, CHUXKalOWMEe KayeCTBO HMU3HU HE TOJNIbKO CaMoro
pebeHKa, HO 1 BCEN ero ceMbM, Npu 3TOM UCMNOSb30BaHne
npenapaTtoB CMMeTUKOHa 3avacTyto HeaddeKTnsHo [83].
Bblin anpobupoBaHbl pasniMyHbie WTamMMbl MPOOUOTUKOB
He TONbKO ANna NpodunakTUKkKu [83], HO U B NEYEHUUN CUH-
[pomMa KonuKk. Hapsaay ¢ KoppeKuuen nutaHusa yctaHoBne-
Ha BbICOKOAOCTOBEPHAas pofib NpobuoTuka L. reuteri: ero
NPMMEHEHUE NMO3BOINIO YMEHbLLINUTb HE TOJIbKO PUCK pas-
BUTUSA KOMMUK, HO U ApyruX GYHKLMOHANbHbIX PacCTPOMCTB
(cpbirMBaHui, 3anopoB). TaKxe 6bl10 NPOBEAEHO UCCeo-
BaHMe ¢ KoMbuHauunewn B. lactis BB-12 n S. thermophilus
TH-4, noka3aBlwee MONOXWUTENbHOE AENCTBUE TMpK
KonuKax [84].

O ponu npenapaToB-NPO6GUOTUKOB B NpeaynpexaeHum
pPa3BUTUA HEKPOTUIUPYIOLWErO0 3HTEPOKONUTA Yy He[OoHO-
LWEeHHbIX CBUAETENbCTBYIOT UCCNedoBaHus, NoaTBepauBLIneE
cTabununsaumio 6apbepHOn GYHKLKUKU CIM3UCTON 060S104KK
N KOHKYPEHTHOE BbITECHEHWE MaToreHHon Gaopbl y nauu-
€HTOB, MONy4YaBLWMX NPOBGUOTUKK [85], a TaKKe CTUMYNIUPO-
BaHMEe MMMYHHOro OTBETa 3TMMM Npenapatamun yepes toll-
noao6Hble peuentopbl [86]. He Bce NPOGUOTUKKU NpPU 3TOM
3DdEKTUBHBbI: Haubosbwas 3GPEKTUBHOCTb OMNMpeaeneHa
ana B. breve, coyetaHusa B. lactis u S. thermophilus, LGG,
L. acidophilus v L. reuteri.

NHTepecHbl UccnegoBaHus, NOCBSLLEHHbIE UCNOb30Ba-
HUIO NPOBMOTUKOB B NPOdUIAKTUKE aniepruun. YCTaHOBNEHO,
YTO NPUMEHeHUe 6epeMEHHbBIMU KEHLLMHaMN OJHOBPEMEH-
HO Mpe- U NPOB6MOTUKOB CMOCOGCTBOBANIO 3HAYUTENBLHOMY
CHWXXEHMIO YacTOTbl aTONMYECKOro JiepMaTuTta y AeTen U TeH-
JEHUMW K 0BLeMy COKpaLLEHMWIO annepruyeckux pearkuui
[87]. B 10 ke Bpems MHOrMe aBTOPbl BbiCKa3ann COMHEHNE
B NPOPUIAKTUHECKON aHTUaNNeprm4eckon poam nNpobmuoTu-
KoB [88, 89]. Takum 06pa3zomM, uccneaoBaHus 3GPeKTUB-
HOCTM NpuemMa NPoBGUOTUKOB MPWU anaepruyeckux 3abosne-
BaHUWAX TpebyoT AnddepeHUMpoBaHHON OLEHKN PasnYHbIX
GOopM 3TOM MaTONOrMKU: TaK, MONOXKMUTENbHbIN 3PPEKT Npu
aToNMYecKoMm AepMaTtute NpoOMOTUKM MOTYT OKa3aTb Y AeTen
C MNOBbIWEHHbIM YPOBHEM MUMMYHOro6ynnHa E 1M nonoxu-
TeNbHbIMWU KOXHbIMUK TecTamu [90].

BO3MOXHOCTM NMPUMEHEHUSA NPOBUOTUKOB C Liefiblo Npo-
GUNAKTUKKN U NNEYEHUS OXUPEHUS HYXKAIOTCA B JalbHENLEM
n3y4yeHun. B HacTosiliee BpeMs BbINOMHEHbI €4WHUYHbIE
nccnegoBaHus 3GGEKTUBHOCTU KOPPEKLMU MUKPOOBUOTHI Y
B3POC/bIX MALMEHTOB C OXXMPEHUEM: UCMOJSIb3OBAHNE B KOM-
NJEKCHOW Tepanuu NpobuoTMyecKoro Wwtamma L. plantarum
CNoco6CTBOBANIO 3HAYUTENbHOMY CHUXEHMIO YPOBHS Xone-
cTepuHa u dubpuHoreHa B nnasme [91]. CxoaHbi adPeKT
B AveToTepanun NauMeHTOB C OXXUPEHUEM OKa3blBano Npu-
MEeHEHUE NOrypToB, cofepalumx L. acidophilus, B. longum
n onurodpykTosy [92].

KoppeKuua metabonnyeckux HapyleHun y 6epeMeHHbIX
(B T.Y. YPOBHS [IIOKO3bl) TaKXe BO3MOXHa C NMOMOLLbIO MPpuU-
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MEHEHUS NPOBMOTUKOB (BMOCNEACTBUM NMPOOUOTUK Ha3Ha-
YasiCcsl KEeHLWMHaM B TedeHre roga nocne pogos Ans npodum-
NTAKTUKKW pasBUTUSA OXMpeHus) [93].

B uccnepoBaHuax nokasaHo, 4TO MMKPOOGMOTa KMLIey-
HWUKa MOXET BbINOMHATL OnpeaeneHHble GyHKLUN B KOPPEK-
UMM MeTaboNMYECKUX, HEMPOrOPMOHaNbHbIX M MMMYHHbIX
HapyleHW, CBA3aHHbLIX C OXWpeHuem [94]. B atom chy-
Yyae MUCnonb3oBaHMEe OGWOSIONMYECKM aKTMBHbIX CTpaTerumu,
OPUEHTUPOBAHHbIX HAa 3KOCUCTEMY KMWLIEYHWKA, BbICTyNaeT
B KayecTBe [OMOJIHUTENIbHOIO MHCTPYMEHTa A5 KOHTPOSS
HapyweHuin obmeHa BeLLecTB.

BBeneHne npobUOTUKOB, MPEBUOTUKOB U UX KOMOMHALUK
(CMHBUOTMKM) OKa3blBaET MONIOKUTENbHbBIV 3PDEKT Ha MeTa-
60/IM3M XKUPOB B IKCNEPUMEHTaNbHbIX UccneqoBaHumsx [29].
Mocnegyowue muccnegoBaHus B atorm 061act MOryT 6biTb
None3HbIMK NS NOUCKa NyTer MNPObUNaKTUKKU OXMPEHUS
M CBSA3A@HHbIX C HUM HapylleHW o6MeHa BELLECTB.

MpenapaTbli-NPO6UOTUKM CHUTAIOTCH BbICOKO 6Ge3onac-
HbIMW, OHU PEAKO BbI3bIBAIOT HErpyoble No6oYHble aQhEKTHI,
Yallle Bcero Meteopuam [95]. Tem He MeHee y UMMYHOKOM-
NPOMETUPOBAHHbLIX MALMEHTOB (B T.Y. Y HOBOPOMXAEHHbIX
[eTen) B peaKux cinydyasx OHU MOryT ObiTb 3TUONOrMYECKUM
PaKTOPOM MHPEKLIMOHHO-BOCHANUTENbHbIX Npoueccos [94].
PekomeHayeTcs ¢ OCTOPOXKHOCTbIO MCMO/b30BaTb MPo6Uo-
TMKM Yy NaUMEHTOB C UMMYHOAEDULMTHBIMU COCTOSHUSIMMU,
a TakKe C OYHKUMOHMPYIOWNM LIEHTPaNbHbIM BEHO3HbLIM
KaTeTepoMm: ANs Takux AeTen HeobxognMma paspaboTka Moau-
GUUMPOBaAHHbIX NPOBUOTUKOB.

Hamu BbinonHeHoO ncenegoBaHMe aPpOEKTUBHOCTU U Ge-
30MacHOCTU UCMONb30BaHUSA Y HEAOHOLWEHHbIX AETEN, POAUB-
LUMXCA C OYEHb HU3KOM M IKCTPEMaNbHO HW3KOM Maccow
Tena v nonyvyarolwmnx aHTMGaKTep1anbHylo Tepanuio, KoMoK-
HMPOBaAHHOrO NPoO6GMOTMKA, coaepxauwero B. lactis BB-12
(108 KOE) u S. thermophilus TH-4 (107 KOE). Brntouenune
B KOMIJIEKCHYIO Tepanuio 3Toro npobuoTuKa obecneymnno
CHUXXEHWE YacTOTbl MULLEBAPUTENbHbBIX ANCHYHKLMI Y HELO-
HOLIEHHbIX NaLMeHTOB, 60/1ee 6bICTPOE AOCTUKEHME NMONHOMO
3HTEPaNbHOr0 MUTaHUS, YAOBIAETBOPUTENbHON AWHAMWUKK
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neyexus [96].

3AKJ/IIOMEHUE

McecnegoBaHusa nocnegHuMx NeT AEMOHCTPUPYIOT Bax-
HYIO POJib CTAHOBNIEHUS KULLIEYHOM MUKPOOGWOTbI B agan-
TalMKn Kak 3[10pOBOro, Tak n 60/IbHOro pebeHKa, B ornpe-
[leNeHnn HanpaBIEHHOCTU MNaTONOrMYECKUX MPOLIECCOB
Ha GOHEe MHTEHCMBHOrO pocTa U Pa3BUTUS BCEX OPraHoB
M cuctem. BoccTaHoBMIEHWE HapyWeHHOro KaKoW-nnéo
natonorven 6anaHca MMKPOGIOPbl — 3TO BaXKHbIM CaHO-
reHeTUYeCKUi npoLecc, He3aBUCMMO OT TOrO, HOCUT K OH
CMOHTaHHbIN XapaKTep WX WMHAYUMPYETCH KOMMIEKCHOM
Tepanuen ¢ BKAOYEHMEM npe- u/unam npobunotnKkos. C yye-
TOM COBPEMEHHbIX AOCTUMXKEHUA MEOMLMHCKON FeHETUKM,
BEPOATHO, B paMKax [AaNbHEWLWEro pa3BUTUS MepCoHa-
IM3UPOBAHHON MeauUMHbI cnefyeT oxuaaTtb pa3paboTku
TapreTHbIX MOAX0A0B B KOPPEKLIMU HApYyLWEHUN MUKpOdo-
pbl, YTO MO3BOJIUT CYLECTBEHHO NOBbLICUTb 3POEKTUBHOCTb
NPOOUNAKTUKM U TIeYEHNS PA3SIUYHbBIX NATONOMMIM JETCKOIro
BO3pacTa.
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GotynuHotepanusi octaercs Hambosiee 3PHEeKTUBHBIM 1 6€30MacHbIM METOAOM CHUXKXEHUS JIOKa/lbHOM CNacTUYHOCTH y naum-
€HTOB C AETCKMM LiepebpasibHbiM napanandom (ALIM). OgHaKko nepeyeHb nokasaHmi 4151 UHbeKL MM 60TY/IMHUYECKOIOo TOKCHMHA
tuna A (BTA) npu AU orpaHnyYeH Kak ¢ TOYKM 3peHUST Bbibopa LIENEBLIX MbilliL, TaK M BO3pacTa Hadyasa edyeHus. B cBas3u
C 3TUM Bpayam rpmxoanTCs PyKOBOACTBOBATLCS AaHHbIMN KIIMHUYECKMX MCCAEA0BaHMI, 0630P0B M KOHCEHCYCOB 9KCMEPTOB,
HOCSILLMX peKoMmeHaTeIbHbik XapaKktep. OgHnM U3 Hambosiee aKkTyaslbHbIX BOMPOCOB COBPEMEHHOM 60TyamnHoTepanuu AL
SIB/ISIETCS OLJeHKa PUCKOB M MPenMyLLIeCcTB Havyala MHbEKUMIA B paHHEM BO3pacTe (40 2 N1eT) C LeJblo NpopuiaKkTMKu opTo-
MeAN4YEeCKUX OCTIOKHEHMI U CTUMYJISILIMM ONTUMAJIbHOI0O IBUraTesibHoro pa3BuTusl pebeHKa. B 063ope npeacTaBieH aHain3
WUCTOPUMN Pa3BUTUSA COBPEMEHHbIX MOAXOAOB K NPUMEHEHMI0 60TyanHoTepanuu rnpu AU, TakTuke Bbli6opa LeeBbiX MbILLUL|
M 7103 rp1 MHOrOYPOBHEBLIX MHBbEKLMSIX. AKLEHT CAENaH Ha MOCAEAHUE MEXAYHapOAHbIE aHHbIE O LIes1eco06pa3HoCTH
1 6€30MacHOCTH CHUXKEHUS ONYyCTUMOIro Bo3pacTa Havasia 6otyanmHotepanuu npu AUI. MNpeactaBieHbl pe3ynbTaThl UCCie-
JI0BaHUI BJINSIHNSI PAHHEro Havyana nHbeKkumni bTA Ha ABuratesibHoe pa3BuTne, GopMUPOBaHNE BTOPUYHbIX OPTOMNEANYECKMX
OCJIOXKHEHUHY fieTen B Bo3pacTte A0 2 JIeT KM3HN, a TaKKe MopdOIormyeckme M3MeHeHUsi B HENPOMOTOPHOM annaparte
B 3KCMEPUMEHTaxX Ha XMBOTHbIX. [104PO6BHO pacCMOTPEHA KOHLIEMLMNS «K/TIOYEBbIX MbILUL» KaK OAHOI0 M3 BO3MOHbIX OPUEH-
TUPOB MPU NAaHMPOBaHUN 6E30MNacHbIX M 3POEKTUBHbIX PAHHUX UHBEKLIMHA.

KnroueBbie cnoBa: fetn, AEeTCKMI LepebpasibHbIi napaind, crnacTMYHOCTb, 6OTy/IMHOTepanus, 60TYJIMHUYECKMIH TOKCHH
TMna A, KOHLEMNUMS «KTIIOYEBBIX MbILLL]».

(Ana umtupoBaHus: Knouykosa O.A., KypeHkoB A.J1., HamasoBa-bapaHoBa J1.C., Mameabsapos A.M., Kapumosa X. M.,
Ky3HeuoBa M.A. KoHLenuus «KoYeBbIX MbllWLy» M paHHEe Havyano 6oTyIMHOTEPanuu Npu cnacTMyeckmux GopmMax AeTCKOro
LiepebpanbHOro napanuya. Bonpock coBpemeHHow neanatpumn. 2017; 16 (1): 39-48. doi: 10.15690/vsp.v16i1.1693)

BBEAEHUE

[eTckui uepebpanbHbli napanuy (AUMN) — Haunbo-
Nnee yactas NpuYnHa TSHXKENbIX ABUraTeNbHbIX HapylweHWI
M GOpMUPOBAHUSA CNACTMYHOCTM B AETCKOM BO3pacTe
[4, 2]. AUIT — pe3ynbTaT HENPOrPECCUPYIOLLLErO NOBPEXae-
HUSI pa3BMBalOLLEroCcs rofloBHOrO Mo3ra pebeHKa B npe-,
nepv- Wan NocTHaTaAbHOM Mepuoge, XxapaKTepuayloLWwmnncs
HapylWeHNEeM pPasBUTUS MOTOPWUKK W MOAAEPIKAHUSA NO3bl,
a TakKe MHOroo6pasHoM ConyTCTBYIOLLLEN NATONOrMeEN: pac-
CTPOMCTBOM YyBCTBUTENIbHOCTU M NEPLENLUN, KOTHUTUBHbI-
MU U KOMMYHWKaTUBHBLIMU AUCHYHKLMAMU, HaPYLLEHUSIMHU
peyn 1 pasBuUTUS, CUMNTOMaTMYECKOM anunencuen [3].

[BuratenbHble HapyweHus npu AU asnsioTtcs cnea-
CTBMEM TMOPaXKEHU BEPXHEr0 MOTOHEMPOHa W YCNOBHO
noapasaensitoTcss Ha CUMNTOMbl CO 3HAKOM «+» (MO3UTUB-
Hbl€) U «-» (HeratuBHble). K «N03UTUBHbLIM» CUMITOMaM OTHO-
CAT NOBbILIEHNE CYXOXKMNbHbIX pedneKkcoB, obLien pednek-
TOPHOM BO36BYAMMOCTHM (CTapTi-pedsiekca) U cnacTUYHOCTb,

oTmMe4vaemyto 6onee 4yem y 90% naumeHtoB ¢ AUM [4-6],
K «HEraTMBHbIM» — MbILIEYHYIO CNaGocTb (LLEeHTPanbHbIN
napea), yrpaty anddepeHUMpoBaHHOIO MbILIEYHOrO KOH-
TpoAs (MaTONOrMYECKUE CUHEPTUM) U KOHTPOSS TOHKUX ABU-
KeHun. HecmoTpsl Ha HasBaHus, 06e rpynnbl CUMNTOMOB
OTpULATENbHO CKa3blBAlOTCA Ha ABUraTtelbHOM pPa3BUTUM
pebeHKa C TOW NnLlb Pa3HULEN, YTO «+»-CUMMNTOMbI B 60/b-
len cteneHn noaaaloTcs TepaneBTUHECKOW, B TOM 4ucne
dapmMaKonormyeckomn, Koppekumu. Npu atom abcontoTHoe
GONbLUMHCTBO Mpeanaraemblx ne4ebHbIX U peabunuTaLm-
OHHbIX MEPOMNPUATUIA HANpPaBEHO HA KOPPEKLIMIO cnacThy-
HOCTW 1 ee nocneacTeun 7, 8).

CnacTU4YHOCTb — CKOPOCTb3aBMCMMOE MOBbIWEHNE
MbILIEYHOr0 TOHyCa BC/NEACTBME MOPaXKEHUS BEPXHEro
MOTOHEWPOHa U rMNepBo36yaMMOCTM PELIENTOPOB pacTa-
KEHUSA CKeneTHbIX Mblw. Mpu AUM cnacTM4yHOCTb MOXKeT
KIMHUYECKU MPOSIBASTLCSA YXKE Ha MEPBOM FOAYy MKU3HW,
CTOMKO MPWCYTCTBOBATb Ha BCEM MPOTSKEHUW AKTUBHO-
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ro ABMraTeNbHOro pas3BWTUA pebGeHKa WM NOCTEeNeHHO yra-
caTb MWb K Bo3pacty 12-15 net [9], ocTaBnsa 3a cobomn
BECb CMEKTP HeobpaTUMbIX opToneanvyecknx aedopmarmm
1M chOOPMMPOBABLLMICS NATONOMMYECKUI ABUraTENbHbIN CTe-
peoTun. B cBA3K C 3TUM KOpPEKLMUS CNacTUYHOCTU OCOBEHHO
aKTyanbHa M NepcneKkTMBHa A9 NauMeHToB caMmoro Mnagtle-
ro Bo3pacTa Ha paHHWX CTaausx ABWUraTenbHOro pasBuTUS,
YYUTbIBAS HEMpPOHaNbHYIO MAaCTUYHOCTb, peabunnTaLmnoH-
HbIM MOTEHLMAN U BbICOKWE LWaHCbl yCNeLwHOn NPopUNaKTnKm
opToneAnYeCcKUX OCOKHeHUN [10-12].

Hanb6onee adpdeKkTnBHbIM, 6€30MacHbIM W MNpPUOpPUTET-
HbIM METOOM KOPPEKLMU NIOKaNbHOM CMacTUYHOCTU MNpwU
ALIMN Ha cerogHsAWHWIA AeHb NPU3HAHO NMPUMEHEHNE UHDBEK-
LM 60TyNIMHMYECKOro TokcuHa Tnna A (BTA) [7, 8, 13].

BOTy/IMHUYECKUI TOKCHH NpeAcTaBfseT co6on Hen-
POTOKCUMH OENKOBOW MPUPOAbI, BbipabaTbiBaeMblt GaKTe-
puamn Clostridium botulinum. NMonagaHue 60TYIMHUYECKO-
ro TOKCMHa B MbllWLY NPUMBOAMT K OGJO0Kage BblaeNeHus
aLeTUIX0NMHa B HEPBHO-MbIWEYHOM CUHarnce, AeHepBaLuum
MbILWEYHbIX BOMIOKOH W JIOKa/bHOMY Mblll€4YHOMY Mapanu-
4y [14]. BnepBble NpUMEHEHUE CBOUCTB GOTYIMHUYECKOro
TOKCMHaA B MeauuMHE ANs KOppeKuuu Kocornasus 6bin1o
onucaHo B KoHue 70-x rogoB aMepuKaHCKUM odTasibMo-
norom A.B. Scott [15]. C aToro BpemeHu 66110 onpeaeneHo
6onee 100 pasnunyHbiXx NOKa3aHWW Ansg G6OTyIMHOTEpPanuu,
B TOM 4ucne npegioxeHHaa B 1993 r. L.A. Koman v coaBT.
KOppeKLMs aKBUMHYCHOM AedopmaLmu cTon BCAEACTBME cna-
CTUYHOCTM MKPOHOMXHbIX MbIlwL npu ALUM [16]. UMeHHO 3To
nokasaHue ans 60TyIMHOTEPANUU Ha CEroAHSIWHWA AEHb
M OCTaeTcs eAnHCTBEHHbIM OPULMaNbHO 3aperncTpupoBaH-
HbiM npu AUM B 60nbwKHCTBE cTpaH Mupa [7]. OaHako
MHOIMEe HauWOHaNbHble PEKOMEeHAalLMK W peasnbHas Kau-
HMYecKas MpaKTWMKa AaBHO BbIWAK 3a npegenbl oduumnanb-
HbIX MOKa3aHWMW WM OrpaHUYeHWn K OBOTyIMHOTEpPaAnUU Mpwu
AN [17-19]. B nepBylo o4yepeab 3TO KOCHY/NOCb BbliGOpa

LeneBbiX MbiWL, U pacyeTa o3 BTA npu KOppeKLUN MHOro-
YPOBHEBOW CMacTM4HOCTU. B HacTosiulee BpemMs aKTUBHO
pa3BMBaloOTCH M COBEPLUEHCTBYIOTCA pasfMyHble Tepanes-
TUYECKME KoHuenuuu 6otynnuHoTepanum npu AUMN, yumutbiBa-
lolmne nocnegHue gaHHole 06 adPpeKTMBHOCTM M 6e3onac-
HOCTM JaHHoro metoga. OgHMM M3 Haubonee aKTyanbHbIX
M 0o6Cy)KAaeMblx BOMPOCOB B AaHHOM 06nactn aBasieTcs
Lenecoobpas3HoCTb U NPaABOMOYHOCTb CMELLEHMS TPaHML,
Havyana npuMeHeHus 60TynMHOTEPaNUKU K camomMy paHHemy
BO3pacTy B MOMNbITKE BANSHUS Ha UCXOAHOE GOpMUPOBaHUE
aBuratenbHblx GYHKUKWK Yy pebeHKa ¢ LN n paHHen npodu-
NIaKTUKKU gedopmaumi CyctaBoB.

Huxe npegctaBfneHbl peaynbTaTbl aHanuM3a pas3BuTUA
M GOPMUPOBAHUA COBPEMEHHbLIX MOAXOA0B K MpUMeEHe-
HUIO 60TynMHOoTEpanuu npu AUIM ¢ nogpo6HbIM U3y4eHUeM
KOHLeNUMKN «KNYEBBIX MbllWLy» M 6€30MaCHOCTU paHHero
MCMN0JIb30BaHNA MHOIOypPOBHEBbLIX MHbeKLMK BTA y aeTen.

COBPEMEHHDLIE noaxoAbl K NTPUMEHEHUIO
BOTY/IMHOTEPANWUU NPU AETCKOM
LLEPEBPAJIbHOM NAPAJIMYE

JBonoLUUA KOHLENLUA NPUMEHEHUS

o6otynuHoTepanuu npu 4LUIMN

HecMoTps Ha BbICOKUIM YPOBEHb JJOKa3aHHOW 3pdEKTUB-
HOCTU (YPOBEHb «A», COMNacHO KPUTEPUSM AOKa3aTeNbHOM
MeauumHbl [20]), 40 CUX NOP HE CYLLECTBYET €4MHOM Tepanes-
TUYECKOM cTpaTernu Bblibopa LieneBbIX MbllL, AN MHBEKLMA
BTA npu AU, a noaxoa K pacyeTy 403 npenapaTta 3Hayu-
TE€NbHO MEHSNCS C TeYeHUeM BpeMeHHu [1].

Haun6onee HarnsgHo atanbl 3BOOLUK BblGOPa LieNeBbIX
MbIWL, U 403 MOXHO MpOCNeauTb Ha MpumMepe npenapara
BboTokc (Onabotulinumtoxin A), ¢ KOTOporo Ha4anocb WMc-
nonb3oBaHWe U uccnegoBaHue npumeHeHunsa BTA npu AUMN
[16]. HaunHas ¢ nepBbiX COOBLLEHNN O MPUMEHEHUN BOTYIU-
HoTepanuu npu LM, oTMeyanocb NOCTENEHHOE yBENMYEHUE
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PEKOMEHAOBAHHbIX (MM AONYCTMMbIX) 403 npenapaTtoB BTA
KaK Ha euHMULY Maccbl Tefla NaumMeHTa, Tak U Ha BCIO MHDB-
E€KLMOHHYI0 Ceccuio No Mepe MosiBleHUs HOBbIX CTpaTerum
6oTynmMHoTepanun [21]. Tak, npeanoxeHHas L.A. Koman
1 coaBT. go3a 2—-4 Ea/kr maccel Tena (Onabotulinumtoxin A)
ABNANACb OTPaXKEHWEM KOHLEernuuu Ucrnosib30BaHUA 60Ty-
JIMHOTEepanun Ha ogHOM (YHKLMOHaA/IbHOM YypPOBHE [/
pPELIEHN KOHKPETHOM KIMHUYECKOW 3aaynu — YCTpaHeHUs
3KBMHYCHOM YyCTaHOBKM cTon [16]. B nocneayowmx nyénm-
Kauusax osa ans MHbEKLMM B MKPOHOXKHbIE MbllLbl Gbina
eule Bbllle — 6-8 EO/Kr, U, COOTBETCTBEHHO, 06llas A03a
Konebanacb B Anana3oHe ot 80 go 200 Ea. bbino noka-
3aHO 3HAYUTENIbHOE CHUXKEHWE CMacTUYHOCTU, WU Hapsay
C 9TMM OTMeYanocb ynyyleHWe KUHEMATUKU XOAbObl, 4TO
noATBEPXKAANoCh pesynbTaTaMu BUAEOaHann3a MOXOAKM.
Cpean nob60oYHbIX 3adPeKToB MHbeKuun BTA gomuHMpoBan
0AMH — 60/1b B MKPOHOXHbIX Mbiwuax [22]. OgHaKo NOHM-
MaHue Toro, 4to 6onee 80% peten ¢ LM nmetoT cnactny-
HOCTb Ha HECKONTIbKMX GYHKLIMOHANbHbLIX YPOBHSX (Hanpumep,
B MbllULIAX rofieHen, crubaTtensx KoNeHHbIX U Ta3obeapeH-
HbIX CycTaBax, B BEPXHUX KOHEYHOCTSIX), MOATONIKHY/O0 K BHE-
OPEHUIO KOHUerNnuuu MHOroypoBHEBOH GOTY/IMHOTEpa-
MU 1 NOBbIWEHMUIO AoNycTUMbIX o3 Onabotulinumtoxin A
no 12 Ea/kr [23]. NpoBeneHue 3a 0gHy Npoueaypy MHbeKL MM
BTA B MbllLbl, PACMNOJIO}KEHHbIE Ha HECKONbKMX GYHKLMO-
HaNbHbIX YPOBHSX, MO aHanOrmMm ¢ OLHOMOMEHTHbIM OpPTO-
negM4YecKkMM MHOrOypOBHEBbLIM BMelLaTe/lbCTBOM, MO3BO-
910 U3MEHUTb NaTOIONMYECKUI ABUraTENbHbBIM CTEPEOTUN
M 3HAYNMMO BNUATb Ha OYHKLMOHaNbHbLIA MCXO4 NeyeHus
[24]. Pa3BuTUIO 1 pacnpocTpaHEHMUO MHOrOypoBHEBOW 6OTY-
NIMHOTEpPanuMM, OCHOBAHHOM Ha BblAeNeHUMU OYHKLMOHaNb-
HbIX CErMEHTOB (MaTONOrMYeCKUX ABUraTeNbHbIX NaTTEPHOB),
CMOCOGCTBOBANO MOSIBAEHWE MHCTPYMEHTANbHbIX METOL0B
O6bEKTUBHOM OLIEHKM MOTOPMKM, B YAaCTHOCTU KOMMbOTEP-
HOro U BMAeOaHann3a noxoaku [25].

Mcnonb3oBaHWe MHOMOypOBHEBbIX MHBEKLMUH CpEefHMU-
mu gosamu BTA (12-15 Epn/Kr) nokasano cBoto 3apdeKTUB-
HOCTb B KOPPEKLMW 3KBUHYCHOW Aedopmaumm cton [26],
yAy4lWeHUN GYHKLMM FOIEHOCTOMHOIO cycTaBa [27, 28], cunbl
3axBata Kuctn [29] n obuier aBuraTenbHOM aKTUBHOCTH
naunenTtoB c¢ [LIN. bonee Toro, B page pabot 66110 NoKasa-
HO, 4YTO cpeaHue Ao3bl Oblnn 6onee 3PpOEKTUBHLIMK MO CpaB-
HEHWIO C HU3KUMM [03aMM, MCMNONb30BAHHLIMKW B MEPBbIX
ncenegoBaHusax [23, 30]. KnoyeBbiM acneKToM KOHUEMNLUMUK
MHOIOYpPOBHEBbLIX MHBbEKLUMK cpeaHnumn ao3amu BTA aBng-
NIOCb TO, YTO HaWAyyLWKne pesynbraTbl MOTYT GbiTb 4OCTUMHYTHI
TONbKO MpW paHHeM Havane 6otynnHoTepanuu [10, 31, 32].

Onsa npenapata Aucnopt (Abobotulinumtoxin A) — BTO-
pOro 13 3aperncTpupoBaHHbIX 419 npumeHeHns npu QUM —
NPaKTUYECKU C NEPBbLIX Ke paboT 6bi1 ONMcaH WKUPOKUN Ana-
na3oH TepaneBTUYECKMX 403, B YacTHOCTH OoT 5 o 28 Ea/Kr
B nyénukauumn A.P. Cosgrove 1 coaBT., KOTOpPbIM OcTaBascs
NPaKTUYECKM HEM3MEHHbIM MO Mepe COBEPLIEHCTBOBAHMS
TepaneBTUYECKUX KoHLenuun [33].

PasButMemM MHOroypoBHeBOM O6OTyIMHOTEPANUU CTa-
N0 [JdanbHeKnwee nNoBbllWeHWe Wcnonb3yeMblx A03 bBTA:
cornacHo nepsomMy EBpoOnencKOMy KOHCEHcycy no npume-
HeHuto 6oTtynuHoTepanuu npu AUMN, go 25 Ea/kr (400-
600 Eg) ana Onabotulinumtoxin A n 25 Ea/kr (900 Ep)
ana Abobotulinumtoxin A [34]. [laHHas KOHUenuus MHOro-

YPOBHEBbIX MHBEKUMA BbICOKMMM go3amu BTA npenno-
naraet OJHOBPEMEHHOE BBEAEHWE TepaneBTUYECKMX [03
npenapaTta BO BCE 3aUHTEPECOBaHHbIE rPyMMbl MblLIL, B CNy-
yasx C BblpaXXEHHOW MHOrOypOBHEBOW CNacTUYHOCTbIO [35].
MockonbKy B aToM cnydae BTA pacnpepensercs BO MHO-
rMe Mblllbl HA HECKONbKUX YPOBHSX, YacTOTa CUCTEMHbIX
no6o4YHbIX 3QPEKTOB OcTaeTcss HeBbiCOKoM [36, 37], xoTd
MMetoTCs Ny6nMKaummn 0 TSKENbIX HeXeNaTeNbHbIX ABIEHUAX
Npu MCMoNb30BaHMK BbICOKNX 03 BTA y neten [38, 39]. Anq
NPOOUNAKTUKM NOAOOGHbBIX OCNOMHEHUW U NpeaoTBpalLeHuUs
4pe3MepHOro yBenuyeHus oblier [o3bl npenaparta 6bi1o
npeanoXeHo paccyntbiBatbh 403y BTA Ha GyHKUMOHaNbHbIN
CErMeHT KOHEYHOCTH, @ HE Ha KaxKayto OTAENbHYIO LiENEBYIO
Mblwwuy [40, 41].

Poccuiickas npakTuka 60TynMHOTEPanuu Mpu cnactu-
yecknx dopmax ALM sBonoLMOHMPOBaNna TEMU Ke Temna-
MU, OAHAKO C HEKOTOpbIM 3ano3fJaHWeM Ha NnepBblX aTanax.
B Poccum npumeHeHne npenapatos BTA ¢ Liefblo eyeHuns cna-
CTMYHOCTM y fileTen ¢ LepebpanbHbiM NapasMyom Havyanochb C
1999T. 1 6b110 BKOYEHO B CTaHAapTbl neveHns LM 8 2004 r.
[42-44]. B HacTosilee Bpemsa B Poccun and npumMeHeHus
y aeten npu JLUIMN 3apeructpnpoBaHbl TONbKO npenapatbl BTA
Onabotulinumtoxin A n Abobotulinumtoxin A. M ecnn B 2011 -
2012 rr. B pPOCCUNCKMX MYyBAMKaLMAX CyMMapHble peKOMeHA0-
BaHHble Ao3bl NnpenapaTtoB BTA coctasnsanun 12 Ea/Kr (cymmap-
Ho go 300 Eg) ans Onabotulinumtoxin A u 30 Ea/Kr (He 6onee
900 Ep cymmapHo) ana Abobotulinumtoxin A [45, 46],
TO B TEYEHWE CNEeAyOLNX HECKONBbKMX JIET LWMPOKOE pacnpo-
CTpaHeHWe nosyymna npakTMKa BbICOKOAO30BbIX MHOIOypOB-
HeBbIX MHbeKUUK BTA. TaK, B MHOTOLIEHTPOBOM POCCUICKOM
nceneaoBaHuMm npumeHenus Abobotulinumtoxin A 88% Bcex
y4aCcTBOBABLUMX MaLMEHTOB MPOBOAUIUCE MHOITOYPOBHEBbLIE
WHbEKLMK, a oblwas [03a npenapata npu NepBMYHOM BBeE-
aeHun coctansana 30-31 Ea/Kr n morna 6biTb yBenvyeHa
[0 40 Ea/Kr v 6onee (cymmapHo ao 1300 Eg) npu NOBTOPHbIX
UHBbEKUMAX 6e3 pa3BUTUS 3HAYUMbIX OCNOXHeHUNW [47]. Ona
Onabotulinumtoxin A Takxe 6bl1v NpeacTaBAeHbl pe3yabTaTbl
6€e30MaCHOro Mcnoiib30BaHUS MHOMOYPOBHEBbIX WMHBEKLMK
no 20 Ep/kr [48].

TeHAaeHUMs K MOCTOSSHHOMY HapallMBaHUIO CyMMapHbIX
103 BTA ¢ uenbto nony4yeHns MakcuManbHoro addexTa npu
TSXKEeN0N MHOrOypoOBHEBOM CMACTUYHOCTW BCTynana B NpoTu-
BOpeYMe C HapacTaloWMMU PUCKaMU CUCTEMHbIX OC/IOXHE-
HUI, 0COBEHHO Npu TsaxKenbix dopmax ALIMN. MNoTpeboBanuch
HOBbIE pelleHus u ctpaterum npumeHeHunsa BTA. OT TeHaeH-
LMK K MOCTOSTHHOMY yBenu4yeHuto o3 BTA 6b110 NpeanoxeHo
nepevtn K auddepeHunpoBaHHOMY NOAX04y B pacyeTe 403
npu NpoBeAeHUM MHOIrOyPOBHEBLIX MHbeKUun BTA nauuen-
TaM € pa3HbIMU QYHKLMOHANbHBIMU YPOBHSMM MO Kaccudu-
KaLMW OCHOBHbIX MOTOPHbIX GYHKLMIK (Gross motor function
classification system, GMFCS) [7, 28, 49]. na nauneHTOB
¢ ypoBHsiMM GMFCS IV-V 1 YacTbiMK COMYTCTBYIOWUMKU COMa-
TUYECKMMM 3ab0NEBAHUSMU, BbICOKMMU PUCKaAMMU OCIIOXK-
HEHUN OblI0 PEKOMEHAOBAHO CHUXXEHWEe CyMMapHbIX 403
Ha UHbEKLUMOHHYIO ceccuto. CornacHo S. C. Love 1 coaBT. [50],
ans peten ¢ AUMN ¢ ypoBHamn GMFCS |I-1V pekomeHaoBa-
HO MpuaepKmBaTbCa AManal3oHoB A03 Onabotulinumtoxin A
16-20 Eg/kr, ang naumentoB ¢ GMFCSV — 12-16 Ep/Kr.

[pyrum peweHrem npobnembl Bbi6Opa 403 NPU MHOro-
YPOBHEBLIX MHbeKUMaX BTA ctana pa3paboTKa KoHuenuuu
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«KJIIOYEBbIX MbIlWL», 06€CNeYnBatoLLEN CHUMKEHME J03bI Npe-
napaTa 3a CYeT O4YeHb paHHEero Havyana 60OTyIMHOTEpPaNUM
M Bblbopa €AMHMYHbIX (<KNHOYEBBIX») MbIWL AN UHBbEKLMH
BTA [51, 52].

KoHuenuusa «Kii4YeBbiX MbILL» NPU NPOBEJEHUU
6OTy/IMHOTEpPAanuu y aeTein ¢ LiepeopanbHbiM
napanaMiom

BnepBble KOHUEMNLUSA «KToYEBbIX MbllwLy npu AL 6bina
npeactaBneHa B 1998 r. R. Placzek v coaBT. U B ganbHen-
lemM nojaBepranachb coBeplueHcTBoBaHuio [51, 52]. JaHHas
KOHLeNnuus obbeanHuna ycrnewHo npuMeEHsBLUYIOCS paHee
METOAMKY MHOIrOypOBHEBbIX MHbEKLMIK BTA 1 ocHoBoMnonara-
loLLYIO AN5t BCEW AETCKOM HEBPONOIUKU U peabunuTtaumm naeo
0 npuopuTeTe BbiGOpa METOAOB NIEYEHUS, CTUMYNUPYIOLWMX
€CTECTBEHHble 3Tanbl ABUraTenbHOro pas3BuTUS pebeHKa
¢ AUI. Ee ocHoBHble nonoxeHus [51, 52]:
® Lenb 60TyIMHOTEPANUU K BCETO SledeHns — obreryexHve

npuobpeteHns pe6eHKOM HOBOro ABWUraTenbHOro HaBbl-

Ka, nepexofa K cnegylowemy Gpusnonornieckomy artany

[ABUraTeNlbHOro Pas3BUTUS;
®  noaxod K BbIGOPY LeNeBbIX («KOYEBbIX») MbILL, OCHO-

BaHHbI# Ha €eCTeCTBEHHOM [BWraTeslbHOM Pa3BUTUU

pebeHKa;
® MaKcuMaNbHO paHHee Hayano 60TyNIMHOTEPanuu;
® MaKCcUMaNbHO MPOAOMIKMUTENBHOE MCMOSIb30BAHWE BO3-

MOXHOCTEN BOTY/IMHOTEPANUM.

Llenn 6oTynuHoTtepanuu. CornacHo AaHHOM Tepanes-
TMYECKOW KOHLEeNUMK, MEPBUYHOW Lenblo peadbunutauuu
1 BOTyNMHOTEpPaNnuK SBNSeTCs AOCTUXKeHMe pebeHkom ¢ LM
cnegytoulero atana ABWraTenbHOro pa3BUTUS C MEPCNEKTH-
BOV OCBOEHMS CaMOCTOATENBHON BEPTUKANM3ALIMMN U XO4bObI.

B cnyvae ocBoeHuMs Xoab0bl LieNbio Te4YeHNs CTaHOBMUTCS Noa-
[eprKaHue 1 ynydlleHne HaBblKa nepemelleHuns. Ecnv asura-
TeNbHble BO3MOMHOCTM MUHUMAaSbHbI, U UX Pa3BUTUE OCTa-
HOBM/IOCb Ha HayanbHbIX 3Tanax, To 3agayen peabunuTauum
n 60TYyNIMHOTEPANUU SBASETCS ONTUMU3ALMSA U NOAAEPKaHME
[ABUraTe/lbHOM aKTUBHOCTM Ha AaHHOM ypoBHe. lpu 3ToM
6OTyIMHOTEPANNA HEM3MEHHO paccMaTpUBaeTcs NiMlb Kak
OAMH U3 TepaneBTUYECKMX METOAOB, BCTPOEHHbIX B CUCTEMY
MHOronpoduabHOM nomolm nauneHty ¢ AU, B ngeanbHom
cllydae NoSIoXUTENbHbIN 3QGDEKT OT OCBOEHUA pPeBEHKOM
cnegytoulero atana ABuratesibHOro pa3BuUTUS nocnie npose-
[EHHOr0 leYeHns JOMKEH COXPaHATbCS foNblie, Yem dpapma-
KoJlorm4yecKoe aHtTucnactuyeckoe gencreune bTA [51].

OTanbl ABMUraTenbHOro Pas3BmUTUS, UCMOJb3yeMble B Kade-
CTBE OPUEHTUPOB MPY MIAHUPOBAHUN NeYeHns, Gblan chop-
MynMpoBaHbl cornacHo Teopuun Mete [53], kKnaccuduKkauni
GMFCS [54] n BcemunpHOM opraH1M3aumnmn 3apaBooxpaHeHuns
[55] (Tabn.).

BbIGOP «KNOYEBbIX MbILWLy. «KtoYeBbIMU» (LeneBbiMn
Ona UHbeKuun BTA) cunTatoT MbllLbl, KOTOpPble BCNeACTBUE
CBOEN CMNacTUYHOCTU MPENSATCTBYIOT OCBOEHWIO PEBGEHKOM
cnegylowero ABuraTesibHOro HaBblKa (CM. Ta6s.). Momumo
HMX, BTA TakXe BBOAAT B MbllWLbl C BbICOKUM PUCKOM
GOpPMMPOBAHNS KOHTPAKTYpbl MAM C yKe chopmupoBaB-
WMMCS HEeBOMbWKMM OrpaHUYeHUEM [ABUMKeHUS. UHBbeKuun
BTA He NpoBOAAT B MbILLLbl, CMACTUYHOCTb KOTOPbIX HE npe-
NATCTBYET TEKyWeEMY [BUraTesibHOMY Pa3BUTUIO pebeHKa,
He yrpoKaeT CKopbiM GOPMMPOBAHUEM KOHTPAKTYpbl 1M60
ABNAETCH KOMMEHCATOPHbIM MeXaHW3MoM, obecne4vynBalo-
WMM ABUXKEHME.

Taknm 06pa3om, B OTIMYME OT MCXOOHOM KOHLEMLMK
MHOIOYPOBHEBbLIX WMHBbEKUMM BTA, KOHUENUWUs «KIoYeBbIX

Ta6nuua. 31anbl GU3NONOrMHECKOr0 ABUraTENbHOM0 Pa3BUTHUS pebeHKa U «KJloUYeBble» MblLLLbl, BAUSIOLME HA OCBOEHME HOBbIX HaBbIKOB
Table. Stages of physiological and motor development of a child and «key» muscles affecting the development of new skills

[o 4 mec (camble

Mrpa o6enmu

pyKamu
B MOJIOXKEHUM Nexa

paHHWe CPOKK
[1NS1 NOCTaHOBKM
avarHosza AuUn

Pe6eHoK nrpaet 06enmu pykamu,
3axBaTbIBAET UTPYLLIKKU U TAHET
UX B pOT

m. biceps brachii,
m. triceps brachii

Ha CnuHe v
1 Havana fie4yeHuns)
MNepeBopoT Pe6eHoK cnoco6eH cMmelatb Mbiwubl rpynnel hamstrings
CO CMUHbI Ha XXMBOT 4-6 mec LLEHTP TAXECTH, NpUnogHMmasn (m. semimembranosus,
M C KMBOTa Ha CMuHYy PYKM M HOTU U OTTanKMBasiCb UMM | m. semitendinosus)
Pe6eHOK yBepeHHO cnaut )
yBep A hamstrings, npusogdLime
C Pa30rHyTbIMW BbITAHYTbIMU
Cupenuve 6-8 mec MblLLbl 6eapa (M. adductor: I\
Brepej Horamu BHavane ’
. magnus, brevis, longus)
C OMopoW Ha pyKu, 3aTeM — 6e3
MNonzaHwue, xoab6a MbiwWwbl pyK, NpuBOASLLME
A Pe6eHOK XO0AMUT Ha YeTBEpPEHbKax, Libl PyK, NPMBOA u?l
Ha KOJleHAX 8-10 mec MbIWwLbl 6egpa, hamstrings ]
pacnpegenss 4acTb Beca Ha pyKu
1 YeTBepeHbKax (B MONOXKEHMMN Ha YETBEPEHbKAX)
Pe6eHoK BCcTaeT y onopel,
BepTukanusaums Mbiwwbl pyK, NpuBOASiLIME
YBEPEHHO CTOMUT U XOAMT BLOSb
y onopbl 1 xoabba 10-14 mec MblWwUbl 6eapa, 1]
Hee, NbiTaeTca 6anaHcMpoBaTh .
BAO/1b ONOPbI m. gastrocnemius, (m. psoas)
6e3 onopsbl
CamocTosaTenbHble MpuBoasLmMe MbllwLbl 6eapa,
Pe6eHoK nepemellaercs PUBOAALLY . u AP
xoabb6a, ber, 12-24 mec m. gastrocnemius, |
CcBOGO/JHO U HE3aBUCUMO ;
MPbIXKKK hamstrings, (m. psoas)

lpumevaHne. GMFCS — cuctema M3MepeHus 60/bLIMX MOTOPHbIX QYHKLIMA.
Note. GMFCS — Gross Motor Function Classification System.




MbIlWL» AOMYCKaeT NPOBeAeHWe MHBLEKLMI He BO Bce cna-
CTUYHbIE MbIlWLbI, YTO MO3BOASET COKPaTUTb CyMMapHble
no3bl BbTA ® TeM caMblM YMEHbLIUTb PUCKU HexenaTesb-

HbIX ABAEHUM U GOPMUPOBAHUA BTOPUYHOM PESUCTEHTHOCTH

K npenapary.

10 MHEHWIO aBTOPOB AaHHOW KOHLEMNLMK, AOCTAaTOYHbIMU
AN JOCTUXEHUA GYHKUMOHANbHbIX Lienen 60TynnHoTepanmm
ABNAOTCS A03bl:

e Abobotulinumtoxin A: < 20 Ea/Kr ans nepBUYHON UHBEK-
umn n < 30 Ea/kr (cymmapHo go 1000 Ea) ana nosTop-
HbIX UHBEKLUN;

e Onabotulinumtoxin A (n aHanorn4yHo emy Incobotulinum-
toxin A, KceomuH): < 12 Ea/Kr ansg nepBUYHON MHBbEKLIMK
n < 15 Ea/kr (cymmapHo go 300 Ea) ana noBTOpPHbIX
UHbeKuumn [56].

PaHHee Hayano 6oTtynnMHoTepanuu. [pMmeHeHue 60Ty-
nunHoTepanuu npu AUMN B 601bWKMHCTBE CTPaH MUpa odULm-
anbHO pa3pelleHo HavymHasa ¢ 2-netHero Bo3pacta. OgHako
K 3TOMy BO3pacTy pebGeHOK B HOpMe MPOXOAMT YKe Bce
LWEeCTb BbllenepeyncneHHblX OCHOBHbIX 3TanoB ABMUraTesb-
HOro pasBuTUA. TakMM 06pa3oM, Nepuoj aKTUBHOIO CTa-
HOBMIEHUS MOTOPUKK OCTaeTca 3a npegenamu oduLmanbHbIX
rpaHuL npumeHeHus BTA.

Mpn AU npouecc 0CBOEHUSA KPYMHbIX MOTOPHbIX HaBbl-
KOB MOJIHOCTbIO 3aBepLlaeTcst K Bo3pacty 7 net [57]. MaTto-
nlormyeckun runeptoHyc npu AUM moxeT dopmunpoBatbes
y)Ke Ha NepBOM roAy XM3HU U AOCTUraTb CBOEro MaKCHMyMa
K Bo3pacTy 4 neT ansa Aeten co crnactmyecknmu dpopmamu
AUM »n K 5 rogam — npu AUCKMHETUYecKmnx dopmax AU
[9]. Moatomy uHbEKUMKM BTA n peabunutauus, HanpasieH-
Hble Ha OCBOEHMWE HOBbIX ABUXEHWW, MOTYT ObITb Hanbonee
3dbEKTUBHBI NPU UX Ha4vane He nosaHee 4—5 neT XU3HU.
OaHaKo peyb JOMKHA MATU He TONMbKO O «KONMYECTBEHHOM»
LOCTUXEHMM OMpefeneHHbIX HaBblKOB, HO M O «KayecTBe»
Mx ocBoeHus. bonee nosgHee npuobpeTeHue aBuUratesb-
HbIX HaBbIKOB BMOCNEACTBMM OTPAXKAETCH KaK Ha COCTOSIHUM
OMOPHO-ABMUraTeNlbHOro annapara, Tak U Ha NCUMXO3IMOLMO-
HanbHOM pa3BuUTUMK pebeHKa ¢ LI, Tak KaK UMEHHO NepBble
rofbl U AaxKe MeCSLbl YXU3HWU UrpatoT KIOYEBYIO PO/b C TOYKM
3pPEHUS CO3PEBAHUS LEHTPaIbHON HEPBHOM CUCTEMbI U MaK-
CUMasIbHOro MCNOJIb30BaHUS pe3epBOB HEMPOHAbHOW Nna-
CTMYHOCTK: 4YeM MOJIOKEe MO3r, TEM Bbllle €ero pe3epBbl
M CNOCOBHOCTb K 06yyeHuto [58, 59].

Ha nepBom rogy W3HW ABUraTenbHoe pasBuUTUE WU
BbIMO/IHEHWE LeNleHanpaBEeHHbIX ABUXEHUI onpeaenstor-
ca noTtpebHocTamMu pebeHka. PebeHOK npobyeT pasnuny-
Hble ABWXXEHWS, MblTasCb AOCTUYb MOCTABAEHHOW LEMN.
B pesynbrate MHOroOKpaTHbIX MOBTOPEHMW MOBbIWAETCH
KayeCcTBO M CKOPOCTb ABMUXKEHMS, M AaHHbIN NaTTepH 3aKkpe-
nnsieTcs Kak paéoymn [59]. Y pebeHka ¢ ALUM kombuHauus
MCNONb3YEMbIX ABWUKEHWUN MOMET 3HAYUTENIbHO OTMYaTb-
csl BCNEeACTBME CMACTUMYHOCTW, HapylweHUs KOoopAMHAaLMK,
NaToNOrMYEeCKMX MbIWEYHbIX CUHKMHE3WUI W T.A4. B pesynb-
TaTe MHOrOKpaTHOEe MOBTOpPEHME MNOA0GHOro ABMUMKEHMUSA
BeET K 3aKpensieHnIo HeENpaBuIbHOIro ABUraTeNbHOro CTe-
peotuna, HeGU3MONOTMYHOMY ABUraTelbHOMY Pa3BUTUIO
W OaXKe UCKITIOYEHUIO (MTHOPUPOBAHUIO) LLENOM KOHEYHOCTH
B MOBCEJHEBHOM aKTUBHOCTW, YTO B CBOI o4yepeib OTpa-
JKaeTcsl Ha CTPYKTYPHOM OpraHu3dauuy pas3BMBaloLLEroCcs
rosioBHoro mosra [58, 60].

[ONOBHOM MO3I HOBOPOXAEHHOrO pebeHKa COoAEepPKUT
60/1bLLIOE KOMYECTBO «3amnacHbIX» MPOBOASLLMX NYyTEN, YacTb
M3 KOTOPbIX B HOpPME peayuumpyeTcs B TevyeHue nepBbixX
MECSILEB }KM3HWU B OTCYTCTBMM WX aKTUBHOIO MCMONb30Ba-
HUs. PopmMpoBaHME M nepepacnpeseneHne KopTuKab-
HbIX MOTOPHbIX M CEHCOPHbIX MPEACTaBUTENbCTB KOHEYHO-
CTEN TaKXke onpegensercs CTeneHbl UX akTuBHocTU [60].
Henpopeabunutaumsa B neaMatpum onuvpaeTcsl Ha BO3MOX-
HOCTb MepepacnpeneneHns GyHKLMM Mexay NocTpajaBLlum-
MU ¥ yLeNeBWMMH yH4acTKaMn pa3BMBaIOLLErOCS MOJIOBHOMO
MO3ra 1 COXpaHeHWs B HOPMeE yTpaynBaeMbIX 4OMONHUTENb-
HbIX NpoBoAdALWwMX NyTen. C 3TOM TOYKMU 3PEHUS, MaKCUManbHO
paHHee yCTpaHeHWe CnacTUYHOCTM CMOCOGCTBYET pacluu-
pPEHUIO ABUraTesbHOM aKTMBHOCTU pebeHKa, BO3MOMKHOCTH
BbIPabOTKU DU3MONOTMYHOIO ABUraTeNIbHOro crepeoTuna
W €ro 3aKpernieHus Ha ypoBHE HEMPOHHbIX CBA3EN LieHTpasb-
HOW HEPBHOW CUCTEMBI.

BnusiHne paHHein 60Ty/IMHOTEpPanun

Ha AgBUrate/ibHoe pa3BuTue naymeHtToB ¢ QUM

K cokaneHuto, HeCMOTPSA Ha 0YEBMAHOCTb AaHHbIX B3a-
MMOCBSI3eN, NO-MPEXHEMY Mafi0 XOPOLLO CMAaHUPOBAHHbIX,
[lOKa3aTeNlbHbIX UCCNefoBaHUM, OLEHUBaOWMX IOPEKTUB-
HOCTb 6OTYNMHOTEpPanun y AeTen camoro paHHero Bospac-
Ta. B nepBom cuctematnyeckoMm o0630pe uccnegoBaHuin
60TyNMHOTEpPANMK y AeTen B Bo3pacTe A0 2 neT 6bla npea-
cTaBfieH aHannsa 299 paboT, noKasaBlmi 3POEKTUBHOCTb
MCNOSIb30BaHMSA AaHHOIrO METOAa A1 CHUKEHUS CMacTUYHO-
CTW, NPODUNAKTUKM KOHTPAKTYP U OTCPOYKMU XUPYPrUYECKOrO
BMellatenscTBa. pn atoM nnwb 3 paboTbl UMENU An3anH
PaHAOMW3UPOBAHHbLIX KOHTPOJMPYEMbBIX MCCNeLOBaHUN
M nokaszann aGPEeKTUBHOCTb BKIIOYEHUSA PAHHUX MHBbEKLIMI
BTA B KOMMIEKCHYIO peabunuTaumio geter camon Mnaglien
rpynnbl (64 pebeHka B Bo3pacTte oT 11 mec) [61-63]. 3tn
nceneaoBaHMa NPOAEMOHCTPUMPOBANN CHUMEHME CcnacTuy-
HOCTM KaK B MbIlWLAX BEPXHMX, TaK U HUKHUX KOHEYHOCTEN
N COXpaHeHMe MOMOXKMTENbHbIX Pe3ynbLTaToB peabunutauum
B GnvKanwue (12 mec) u otganeHHble (3,5 roga) Cpokwu
HabMOAEHUS, YTO COOTBETCTBOBANO pe3ynbrataM UcCneao-
BaHWW y eTen cTapllien Bo3pacTHOM rpynnbl. ABTOpbl 0630-
pa NpuUWAM K BbIBOAY, YTO pacliMpeHne BO3PacTHOro Aua-
nasoHa MHbeKuun BTA B CTOpPOHY AeTen B Bo3pacTe Ao 2 et
6e30MacHO U 3OPEKTUBHO C TOYKM 3PEHUSA CHUMKEHUSA cha-
CTUYHOCTM U NPODUNAKTUKM OPTONEANYECKUX OC/TIOKHEHUH,
HO HEe MMEET A0CTATOYHO JOKa3aTenbCTB 06 yAyylleHnn ABK-
ratesibHOM GYHKLMK, YTO TpebyeT NpoBeaeHUs AaibHENLWNX
ncecnegosanum [12].

MonoxuTenbHbiM GYHKLNOHaNbHbIN 3DDEKT paHHEero npu-
MeHeHusa nHbeKumn BTA y geten B Bo3pacTte oT 9 4o 36 mec
6bl/1 NPOAEMOHCTPUPOBAH B OLHOM M3 MOCNELHUX PaHAOMMU-
3MPOBaHHbIX KOHTPOJIMPYEMbBIX UCCeaoBaHUM [64].

BausiHne 60Ty/IMHOTEPANUU Ha pa3BUTHE

opTonegu4ecKux ocaoxxHeHnu npu LM

dopmunpoBaHue BbiBMXa B Ta306eApeHHOM cycTaBe B
nepeBble OBa roga »u3Hu pebeHka c¢ ALUIM Habnogaetcs
KparHe peako, HO MpPOLEecChbl pa3BUTUS MNaTONIOrMYECKOM
naTtepanusaunn 6egpa 0TMEYalTCs Y)Ke M B 9TOM Bo3pacTte
[65]. PucK BbiBMxa 6eapa nponopuMoHaneH CTENEHU TsxKe-
CTV ABWUraTeNnbHbIX HApyLUEHW U HAaMBONEe BblPaXKeH y HEXO-
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0630p NUTepaTyphbl

OS4UX geTen ¢ ABYCTOPOHHMMU dopmamu LN, Kak MUHUMYM
1/3 KOTOpbIX paHO MM NO3AHO NOTPEBYIOT XMPYPrMYecKoro
BMellaTeNnbCTBa Ha Ta3ob6edpeHHbIX cycTaBax [66]. PaHHee
npumeHeHne 60TyIMHOTEPanMmn Cnoco6eTBYET NPOodUNaKTK-
Ke BbiBMXa B Ta3obeapeHHoM cyctaBe npu AU nnu otcpou-
Ke XMpypruyeckoro BmellaTenbctBa [65, 67, 68]. BmecTte
C TEM OCTaeTCs CNOPHbIM BOMPOC O BO3MOXHOCTH U CTENEHU
B/IUSHWUS BOTYIMHOTEPANUK Ha YAydlleHWe MHAEKCa MuUrpa-
LUMn ronoBku 6eapa. B paHAOMW3MPOBAHHOM KOHTPOAMPY-
emoM wuccnegoBaHun H.K. Graham u coaBT. [63] y geten
¢ AOUM ¢ ucxoaHbIM MHOEKCOM MUrpaumn ronoBKKM 6eapa
oT 10 go 40% 6b11 NPOAEMOHCTPUPOBAH MEHbLUWI NPOLLEHT
JanbHenwen natepanmsaunn 6egpa B rpynne, nonyvyasLien
60TyNMHOTEPANUIO U OTBOASLLMIK BEAPEHHbBIN OPTES, NO CPaB-
HEHMUIO C FPYNMnon, NPOXOAMBLUEN TONIbKO PU3NYECKYIO peabu-
nutaumio. OgHaKo abCoNtOTHbIE YNCNA OTAUYUIA ObINU KITUHU-
YEeCKM Mano3Ha4yuMMbl, U camu aBTOPbI NPULLIK K BbIBOAY, H4TO
«BO3MOXHO Hebosbluoe TepaneBTUYECKOe MPEUMYLLECTBO
npv NPUMEHEHUN KOMBMHAaL MK 6OTYNMHOTEPaNWUK U OTBOAS-
wero 6e4peHHoro optesa B NpodunakTnke cnactmMyecKkoro
BblBMXa 6eapa y aeten ¢ AUI, ogHaKo «...» natonornyecKas
natepanusauma 6egpa NpoaoKaeT NPorpeccMpoBaTh Aaxe
B rpynne, nonyvyatolen JaHHOe NeYyeHuner.

Takum 06pa3oM, MMELMECH Ha CErodHSaWHUA AeHb
OaHHble NO3BOJAIT B OO0/blUEN CTEMNEHU FOBOPUTbL O MPO-
dUNaKTUYECKON, HO He Nle4yebHor ponn 60TynMHOTEpanuu
B KOPPEKUMM OPTONEAMYECKUX OCIOKHEHWH, U B MEpBYIO
oyepenb CnacTUYEeCKOro BbiBMxa 6egpa. JaHHasa npodu-
NaKTUMKa npegcraBnsieTcd Hanbonee apPeKTMBHOM U Lene-
Cco06pa3HOM Ha CaMbIX paHHWX 3Tanax MosiBNeHus cna-
CTMYHOCTM U HOPMMPOBAHMS MATONOMMYECKMX YCTAHOBOK
KOHeYHoCTew.

MaKcumManbHO NPOAO/KUTENIbHOE WCMNOJIb30BaHUe
BO3MOXHOCTEN GoTynMHoTepanuu. MakcrmanbHO Npoaos-
UTENbHOE UCNOoNb30BaHWe 60TyIMHOTEpPaNWK NoApasymeBa-
eT npodunakTuky dopmupoBaHus aHtuten K bTA. B pamKkax
KOHLLEMLMKN «KNIOYEBBIX MbILLLY OCHOBHbIM GaKTOpOM NpeaoT-
BPALLEHNS BTOPUYHOW MMMYHOIOMMYECKON PE3UCTEHTHOCTH
npyM paHHEM Havane MHOroypoBHeBOM 60TyNMHOTEpPanuu
SIBNSETCS CTporoe cobnojeHne peKOMeHA0BaHHbIX Ananaso-
HOB 103 1 UHTEPBAJIOB MEXAY MOBTOPHbIMU MHbEKLUMAMU [52].

Be3onacHOCTb NPUMEHEHUs GOTYJIMHOTEpPaNUun

y AeTeil mnaawero Bospacrta

KnnHun4ecKasi 6e3onacHoCTb paHHeH 60Ty/IMHOTEpanuu

PeTpoCneKTUBHbIN aHann3 npuMeEHeHUs UHbeKumn BTA
npu OUM n akywepckom napanuye y 74 neten B Bo3pacTte
00 2 net (M3 HUX 28 mnaalwe 1 roga *KuM3HU) nNokasan cono-
CTaBMMOCTb 4acCTOTbl U TIXKECTU NOBOYHbBIX IOPEKTOB C AETb-
Mu cTapuie 2 net [11]. Hanbonee 4yacTbiMK HEXenaTebHbIMK
SBNEHUAMU GblNM MOBbIWEHHAs YTOMASEMOCTb U cnabocTb
NPOAOIKMTENBHOCTbIO 1—4 cyT. NpumeHeHne BTA B TedeHne
12 neT npu nevyeHnn Koconanoctu y 239 geten B Bo3pacTte
0o 2 net (523 nHbeKummn Onabotulinumtoxin A) TakKe 6b110
6e30MacHO U COMpPOBOXAANOCb Pa3BUTUEM OCNOXHEHMS
nvwb B 1 cnyyae (0,19%), He cBsi3aHHOM HernocpeacTBeH-
HO C NpoBeAEeHHbIMU UHBbEKLUUAMK [69]. B oTe4eCTBEHHOM
HabnogeHnn O.N. An6opoBa M COoaBT. UCMOJ/Ib30BAHWE WUHb-
ekunn BTA y 11 nauneHToB B Bo3pacTe oT 1 roga Ao 4 nert
(B cpegHem 1,6 roga) ¢ nape3om 3Jpba TaKKe NPOoAEeMOH-

CTpnpoBano 3apdOEKTUBHOCTb U OTCYTCTBUE 3HAYUMbIX HEXKE-
natenbHbIx aBneHum [70].

B paHAOMM3MPOBaHHbLIX KOHTPOIMPYEMbIX WCCAeno-
BaHUSX C yyacTMeM fdeTer B Bo3pacTe A0 2 NeT onuca-
Hbl NO6G0OYHbIE 3dDEKTbI NMpUMeHeHusa BTA pas3HoMn cTe-
neHn Taxectn. B HabnogeHusx K. Tedroff n coaBT. [61]
n C.A. Olesch 1 coaBT. [62] — 3TO NIerkMe U caMocToATe b-
HO pas3pelalowmnecs CUMMITOMbI: CbifMb, cNaboCcTb crubare-
nen nanbueB, 601b B MecTe UHbeKUMW. B nccnegoBaHuun
H. K. Graham v coaBT. OnNu1caHbl KaK JIerkne HexenaTesbHble
ABNEHUS (CbiMb, MHOEKLMUSA BEPXHUX AbIXaTebHbIX MyTEN,
60/1b B MECTE MHBEKLMK, TOWHOTA M pBOTa B TeyeHne 48 4
nocne uHbekumn BTA — y 16% BCeX MHBbELMPOBAHHbLIX
nauueHToB), TaK U Cepbe3Hble OCNOXKHEHUSA (MHEBMOHMUS,
HeageprKaHWe Mo4u, rpUnNnonoao6HbIM CUHAPOM C IMXOpPaa-
KOW, COHIMBOCTbIO, PBOTOM M C€naboCcTblo, 6pPOHXOCMa3Mm
nocne WHransuMoHHOro HapKo3a, noTpeboBaBlUMe CreLu-
aM3MPOBAHHOMO fle4eHns BNAOTb A0 rocnuTanns3auuu, —
y 6%) [63]. B aTOM e BbIOOPKE OTMEYEeHbl 2 cnyyas rnbenu
nauueHToB B pesynbrate acOUKCUMM BO BPEMS anuaentuye-
CKOro MpUCTyNa, pacLEeHEHHbIE KaK He CBA3aHHble C paHee
nposedeHHbIM nevyeHnem bTA [63].

B uenom, npumeHeHne 60TyIMHOTEPANUU Y AeTEN B BO3-
pacte OO0 2 fneT UMeeT CXOXMUK npodwuab 6e30rnacHOCTH
CO CTapwuMK BO3pacTHbIMM rpynnamMu. Taxenoble $opMbl
ALMN, ncnonb3oBaHne BbICOKUX 403 BTA 1 MHransLUMOHHOro
HapKo3a MOBbLIWAKT PUCKWU PaA3BUTUA OCIIOXKHEHWUW, B nep-
BYIO 04epeb CO CTOPOHbI AbIXaTe/lbHOM CUCTEMDbI.

BausiHne paHHeH 60TyIMHOTEpPanumn

Ha popmupyoLylocs ABUraTesibHy0 CUCTEMY

pebeHKa

MpumeHeHne 60TyNMHOTEPANUK Yy AeTen camoro mnag-
Wwero BO3pacta nopoxpgaer psag cneunmduyeckux BOMpo-
COB, CBSiI3aHHbIX C B/IUSHMEM TOKCWMHA Ha MPOLOSIKAIOLLM-
ecs nocne poXAeHUs MpoLeccbl MUENUHU3ALUKN HEPBHbIX
BOJIOKOH Y GOPMMPOBAHUS HEPBHO-MbILLIEYHbIX COEANHEHUN,
a TaKXe pa3BUTME BCEW OMOPHO-ABUraTE/IbHOW CUCTEMbI.
B HacTosiliee Bpemsa 6OMbLIMHCTBO 3TUX BOMPOCOB MOryT
MONYy4YUTb fIMLLb KOCBEHHble OTBETbl, OCHOBAHHbIE Ha 3KC-
nepuMMeHTanbHbIX paboTax Ha HOBOPOXAEHHbIX M MOMOAbBIX
KMUBOTHbIX.

BTA BnAvsieT B NepBylo o4yepedb Ha HEPBHO-MbILIEYHbIE
coeanHeHus. C 3TOn TOYKM 3peHnsd, paHHee BBeaeHne BTA
B MblWLUbl geter ¢ ALIM nepBbIX NET XKU3HU MOXKET BNUATb
Ha NPoLLeCC CO3peBaHMNs U pacnpeaeneHus, a TakKe Ha Mop-
$ONOrnio KOHLEBDIX MNACTUHOK. AKCNepumeHTanbHble pabo-
Tbl Ha KpbiCax NoKasanu aHaTOMWYecKue u Guanonoruye-
CKME OTIMYMS HEPBHO-MbIWEYHbIX COEANUHEHUI Y MONOAbIX
M B3POC/bIX 0COBEN, YTO MOMKET OT4YACTU OOBACHATbL pas-
YU B KIIMHMYECKON IDPEKTUBHOCTU WCMOSb30BaHMSA
MHbeKuun BTA B pasHbIx BO3pacTHbIX rpynnax nogen [71].
YauTbiBas MMetoWMeca AaHHble 0 cnaboCTu U CTPYKTYPHbIX
M3MEHEHUSAX NapeTUYHbIX Mblwy, npu UM, gononHutenbHoe
NoBpeXAEHNE KOHLEBBIX NAACTUHOK NPU PaHHEM BBELEHUM
BTA 6b1710 6bl KpariHe HexenaTtenbHbIM [72].

C [Opyron CTOPOHbI, paHHAS KOPPEKLMUSA CnacTUYHOCTH
CMOCO6CTBYET HOPMaNM3aLmMm pocTa MbllLbl B A/IMHY. B aKc-
nepuMeHTabHbIX UCCIEA0BaHUAX Ha KpbiCax C HAacNeACTBEH-
HOM cracTuyecKon napannerven [73] 6bI10 NOKa3aHo, 4YTo



paHHee BBeaeHWe BTA B MbillLbl FOfeHEeN cnocobCcTBOBaNo
NPOPUNAKTUKE YKOPOYEHUS Mblll, NMPensTcTBoBano ¢op-
MWPOBAHMUIO KOHTPAKTYP, XOAbObl Ha HOCKax M KOMMNeEHca-
TOPHOrO YAJIMHEHUS axunnoBa Cyxoxunus. OgHako He 6bino
npeacTaBaeHo JaHHbIX, CONPOBOXKAANach v HopManMsaLums
ONMHBI MbIlWL, nocne MHbekuun BTA HopmManusauuen ux
FMCTONOMMYECKOM CTPYKTYPbI.

G.J. Clowry 1 coaBT. conocTtaBuiu pe3ynbratbl BBEAEHNUS
BTA nnu GU3noNorM4ecKoro pactesopa B MbllLLbl nan 340po-
BbIX 7-OHEBHbIX KpbIC [74]. [McTONOrn4yecKkoe ncecnegoBaHune
NnoKasano 3HayYnmoe yBeNMYeHWe NAOTHOCTU U KiacTepwu-
3aUnn MEASIEHHbIX, 3KCMPECCUPYIOLLMX MUO3UH MbllLIEYHbIX
BOJIOKOH W CHUXeHue aBuraTenbHon oGyHKUMKM B rpynne
Kpbic, nonyy4aBwmnx 6TA. JaHHble UBMEHEHUS Bbl/iM 0ObsICHE-
Hbl CHW)KEHWEM [BUraTeslbHOM aKTMBHOCTM KPbIC B AaHHOM
rpynne, ogHako Heo6XxoAuMMO AafibHeWllee wuccnegoBaHue
BO3MOXHOro OTAaneHHoro adpdeKta NogobHbIX U3MEHEHMNH
y naumeHTtos ¢ ALI.

MbliweyHas cnabocTb, pa3BMBaloLWascs B OTBET Ha BBe-
neHne BTA, no-BMaMMOMY, He BAMSET Ha MpoLuecc pocta
cyxoxunumn [75]. CTpyKTypa, NPOYHOCTb M POCT axuinoBa
CYXOXMUNNS Y MONOAbIX KpbIC nocne BeeaeHus bTA He otnu-
Yyanucb OT rpynnbl KOHTpons. OgHaKo HabOAaNoCh CHUXKE-
HWE 31aCTUYHOCTU MbILLIEYHO-CYXOXKMUIbHOIO KOMMEKCa, YTO
B C/ly4ae C 4eNIOBEKOM MOMKET MPUBOAUTb K YMEHbLIEHUIO
aMOPTU3UPYIOLMX CBOWMCTB CYyXOXWAKUs. AMOpTU3UpyOWMe
CBOMCTBa axuiioBa CyXOXWWSA BaHbl B npolecce 6era
M UMEIOT MeHbLUee KIMHWYECKOEe 3HayeHune Ans 60NbLUNH-
cTBa geten ¢ AWM.

B aKCnepuMeHTax Ha }XMBOTHbIX MOKa3aHO B/IUSHUE BHY-
TPUMbILWEYHbIX MHbEeKUM BTA B nepuod akKTMBHOIO pocTa
M pa3BuUTUA Ha GOPMMUPOBAHNE KOCTHOM TKaHW C Nocneayto-
LWMMM KOMMEHCATOPHbIMU U3MEHEHUSMU. TaK, OAHOKpaTHOe
BBeaeHne BTA B MKPOHOMXHYIO W YEeTbIpEXIIaBylo MbiLLbI
HOBOPOX/AEHHbIM KPOSIMKaM MPUBOANIO K 3HAYMMOMY CHM-
YEHUI0 MUHEepanbHOM MIOTHOCTU KOCTEN (MPEUMYLLECTBEH-
HO B o6nactu meTadm3oB) Yepe3 5 Hed NOCIe UHbEKLMK
Nno cpaBHEHMIO C rpynmnov nnauebo [76]. B apyron pabote
MHbeKuns BTA Monogomy KpOSMKYy Npuv OAHOCTOPOHHEM
napanuye xeBaTeNbHOW MbIWLbl NMPUBOANSIA K CHUXKEHUIO
MWHEepanbHON MAOTHOCTU U HEeJoPa3BUTUIO UMNcUnaTepanb-
HbIX KOCTEW NULIEBOro CKesneTa (CKy/JIoBOM KOCTU U BETBMU
HUXXHen dentoctn). OgHaKO acUMMETPUS KOMMEHCUMpOBa-
nlacb pa3pacTaHueM Tena HUXKHeEW YentocTu [77]. MnoTHOCTb
KOCTEN BOCCTaHaB/iMBanacb K 24-n Hep MNocfie UHbEKLUK
BTA, 4TO O4N19 KpO/MKa COOTBETCTBYET BO3pacTy noctnybep-
TaTa. TakMM 06pa3om, pesynbTaTbl UCCNEA0BAHUI Ha KUBOT-
HbIX JaloT OCHOBaHWS npeanonaratb, Y4TO WMCMNONAb30BaHWE
MHbeKuu BTA B paHHeM MnocTHaTalbHOM nepuoae y 4eno-
BEKa MOXET TaKKe NPUBOANUTL K UBMEHEHUIO MUHEPabHON
NMIOTHOCTM KOCTHOW TKaHW M BAWMATb Ha MNpoLecchbl pocTta
1M GOpMMPOBaHUSA cKeneTa.

NMoMMMo noKanbHOro BAMAHWA BTA HenocpeACTBEHHO
B MecTe MHbEKL MU He crieayeT 3abbiBaTb M O paHee ornncaH-
HOW BO3MOXHOCTU PETPOrPaSHOIr0 aKCOHaNbHOro TpaHcnop-
Ta TOKCUHa B LEHTpanbHyl0 HepBHYylO cuctemy [78]. bonee
TOro, y B3pOCAbIX MauMEHTOB C LiePBUKanbHON AWCTOHMEN
BBegeHWe BTA B MbllWubl WeW U3MEHHANO BO36YAMMOCTb
MOTOPHbIX HEWPOHOB KOPbl FOJIOBHOMO Mo3ra [79], uTo,
OflHaKo, He Habnaanocb NpuU MHbeKUKMAX BTA B MbllWLbl

BEPXHUX KOHeyHocTew [80]. JaHHble 3aKOHOMEPHOCTHU MOryT
M3MEHATbCA B CUTyaLMKM C NauMeHTamu MAagwero BO3-
pacta 3a CYeT MEeHbLMX pPa3MepoB BCEX aHAaTOMMYECKMX
CTPYKTYP U AIMHbI NPOBOASALWMX NyTen. Takum obpasom, BTA
MOXET OKa3blBaTb BAUSHWE HA MOTOPHbLIE NYTU U LieHTpanb-
HYIO Perynauunio ABMMKEHUM KaK 3a cYeT HemnocpeacTBEHHO-
ro cneunduyeckoro BO3AENCTBMSA, TaK M OMNOCPeAoBaHHO
3a CYET CHWXKEHWS [ABUraTeslbHOM aKTMBHOCTM WMHBELMPO-
BaHHOW MblLLLbI.

B cBS3KM C 3TMM, MOMMMO KOHCTaTauuu KIMHWYECKON
6€e30NacHOCTU paHHUX WHbeKuun BTA, TpebyloTcs Aanb-
Henwmre Mopdonoruyeckne wuccnegoBaHus BausHus BTA
Ha MpoLecchl co3peBaHMa HEPBHO-MbILLEYHOrO annapara
n GOpPMMUPOBaHUS BCEW ABWUraTeNbHOM CUCTEMbI, @ TaKKe
HabnoaeHne 3a oThaNleHHbIMKU pes3ynbTaTaMu NauWeHTOoB,
npoLweALwWwnx 60TYIMHOTEPANMUIO B MEPBbIE MOAbl XU3HW.

CyuwiecTBylOlWMX B HacTosiLlee BPeMS Hay4HbIX AaHHbIX
no-npexHemy HefoCTaTOYHO ANS OAHO3HAYHOro CyXAEeHUS
0 UenecoobpasHOCTM CMELWEHUS rpaHul, Hadana 60Ty-
nuHoTepanuu Ao 2 net. JIornyHble U O4eBUAHbIE Ha Mep-
Bbl B3rNs4 paccy*KAeHUs o Heo6X0AMMOCTU MaKcumalib-
HO paHHero ycTpaHeHWs CNacTUYHOCTU AN CTUMYNSLMK
MOTOPHOr0 Pa3BMUTUS Ha CaMblX PaHHMX 3Tanax ynupaTcs
B OTCYTCTBME TOYHbIX AAHHbIX O MOJOXWUTENIbHOM BMUS-
HUW MHBbEKUMN BTA Ha agBUratenbHbIM CTEPEOTMN pebeHKa.
Mmetowmecs paboTbl CBUMAETENLCTBYIOT /IMWb O MOJIOMKMK-
TeIbHOW ponu 60TyNIMHOTEPANUU B NPpodUNaKTUKe BTOPUY-
HbIX OPTONEANYECKUX OCOXKHEHUI U PaHHMX ONepaTUBHbIX
BMelwaTenbCTB. [JaHHblM GaKTop HemasoBaXKEH B CTPYK-
Type obuen peabunutauunum nauneHtoB ¢ ALIMN, nockonbky
HWUKaKue Apyrue MeToAbl CHUMKEHMUS NIOKaNbHOM chnacTuy-
HOCTU MO-MPEXHEMY HEe MOryT NPeB30UTU BGOTYIMHOTEpa-
MU0 C TOYKKU 3peHUa 3PPEKTUBHOCTU M 6E30MacHOCTH.
OOHaKo MNpu Hannuyuu xopolwero npodPuna KIMHUYECKON
6e30MacHOCTU UCMNONb30BaHUSA GOTYNMHOTEPANUK Yy AeTeN
4O 2 NeT MU3HM OCTaloTCs OTKPbITbIMKM BOMPOCHI BAWS-
HMs BTA Ha paHHMe 3Tanbl pPas3BUTUS HEPBHO-MOTOPHO-
ro annapaTta U KOCTHOW cucTeMmbl. [aHHble, MoJly4eHHble
B 3KCMEPMMEHTaX Ha KMBOTHbIX, MPOTUBOPEYNBLI U COAEP-
aT Hemasno MOATBEPXKAEHMI TOMY, YTO paHHee BBeAEHUEe
BTA MOXeT 0Tpa3uTbCs Ha eCcTeCTBEHHOM GOPMUPOBAHUMU
MbILUL, ¥ aCCOLMMPOBAHHBIX C HUMWU CTPYKTYp. byaet nn ato
B/IUSIHUE XyXKe, 4yeM Te gedopmaLunm, KOTopble HEN3BEKHO
nocneayoT npu otkaze oT bTA U HanM4yMM CcNacTUYHOCTH,
no-npexHemy HeusBecTHO. [lpoBeaeHMe uccnenoBaHum,
KoTopble Morfin 661 060CHOBAHHO OTBETUTb Ha 3TW BOMPO-
cbl, y aeten ¢ QUM go 2 net 3aTpyaAHEHO BBUAY 3TUHECKMX
M METOA0/IOrMYECKUX acneKToB. B peaynbrate, nmetowmecs
PUCKM M MOTeHUManbHas Monb3a OT paHHEro BBeAeHUS
BTA npogomkaloT B3BeWWBATbCA MPAKTUKYOLWUMKU Bpa-
YyamMu WU POAUTENSIMM NS KAXKAOr0 KOHKPETHOro pebeHKa.
MonNbITKOM MUHUMM3ALMN PUCKOB CNYXKUT pa3paboTKa pas-
JIMYHbIX TepaneBTUYECKUX KOHUEeNnuuh, OgHUM U3 Bapu-
@HTOB KOTOPbIX ABASETCSH KOHUEMNUMS «KIOYEBbIX MbILUL.
lMocTaHOBKa YETKUX BGnMKanwux uenen 60TynnHoTepanum
M y4yeT TeKylero atana ABuraTenbHoro passutusa pebeHka
MOTyT CNOCOBCTBOBATb COKpaleHWio BBOAMMON A03bl BTA
W Konn4yecTBa LefleBbIX MblLL,.

Kpome TOro, Henb3s 3abbiBaTb, YTO Halu4yuMe cnacTuy-
HocTu npu UM — HeoAHO3HaYHbIN, C KIMHUYECKOW TOYKHM
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3peHns, deHomeH. B coyeTaHuun ¢ coxpaHsaoWmmmcs naTo-
NIOTMYECKUMM TOHUYECKMMU pedneKkcaMu, HapylleHrem npo-
npuouenunun n anddepeHuMpoBaHHOro KOHTPONSA ABUKEHUM
CMaCTUYHOCTb NPENATCTBYET HOPMANbHOMY MOTOPHOMY pas-
BUTUIO pebeHKa Ha caMbIX paHHUMX 3Tanax, BeaeT K GopMu-
POBaHUIO M 3aKPENEHUIO NATONOMMYECKOro ABUraTelbHOMro
cTepeoTuna M 06pa3oBaHUI0 CTOMKUX KOHTPaKTYp U BbIBUXOB
B cycTaBax. C aTOM NO3ULMKU, CNACTUYHOCTb TpebyeT MaKCK-
MaJjibHO paHHen U NOJIHOM KoppeKuuu. C Apyron CTOPOHDI,
CMaCTUYHOCTb MOXHO paccMaTpuBaTb KaK MEXaHW3M KOM-
neHcauuun MbllevHon cnabocetu npu AU, o6ecneymBatoLmm
pebeHKy BO3MOXHOCTb MOAAEPKAHUS MO3bl U ABUMKEHMUS
nycTb AaKe LEHOM 3Ha4YUTENbHOro NOBbLIWEHUS 3HEeprosa-
Tpat u gedopmaL i ONopHO-ABUraTeNbHOMO annapara.

Taknm 06pas3omM, KOppeKLUsa cnactmyHocty npu UM —
OTHIOAb HE OAHO3Ha4yHas 3ajaya, a UCKYCcCTBO, Tpebylolee
y4yeTa MHOTMX nepemeHHbIX. HM oaHa M3 TepaneBTUYECKMX
KoHuenuun nedenus [ALIMN He wugeanbHa v AOMKHa NoOA-
BepratbCs HenpepbiBHOMY COBEPLUEHCTBOBAHUIO C YYETOM
NOSABASIIOLLMXCS HAaYYHbIX AaHHbIX.

3AK/TIOYEHUE

Mcnonb3oBaHue UHbeKUMM BTA npu cnactu4yeckux eop-
Max [LIMN nokasano cBoto adPEeKTUBHOCTb U 6E30MacHOCTb
onsa geten ctapuwe 2 net. B TeyeHne nocnegHmx NeT HaKoMIeH
BECOMbIN KJIMHWYECKUIA OMbIT YCNELWHOro MCMnoab30BaHuUs
60TynnHoTEpanuu y naumeHtoB ¢ LN v apyrumun natonoru-
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KanHudecKui noammopduam ayTouMMyHHOIo NoanmaHay1spHOro cuHapoma 1-ro tuna, Hannyme HETUNMYHbIX GopPM U An-
Te/IbHbIM IaTEHTHbIN NEPUOA MOPaXKEHUS OpraHa-MULIEHM ONPeAEnsIoT TPYAHOCTU B AUarHOCTUKE 3TOro 3abosieBaHus, 4To
MPUBOAMT K MO3AHEMY BbISIBIEHUIO YrPOMXAIOLUMX KM3HU COCTOSIHUI U HEa4eKBaTHOMY JIeHeHUI0 TaKuX naumMeHToB. B ctaTtbe
npejcTaB/eH pesybTaT PETPOCIEKTUBHOIO aHann3a 7 KIMHUYECKUX C/lydaeB ayTOMMMYHHOIO MOMINIaHAYASIPHOro CUHAPO-
Ma 1-ro tunay AeTed, rocnutaan3npoBaHHbIX B cTalmoHap B nepuog ¢ 2006 no 2016 r. B yncne KAMHUYECKUX MPOSIBIEHUI
CUHAPOMAa BbISIN XPOHMYECKMI KaHanao3 (v 7), runonapatipeos (y 6), XpoHn4yecKas Haarno4YeYHUKoBasi HeJOCTaTOYHOCTb
(v 3) n aytouMmyHHbI# renatut (y 3). BbisiBAeHbl HETUMUYHbIE KIMHUYECKME MPU3HAKM 60/1€3HU (KO/bLiEeBUAHASA apUTEMA,
runonnasus 3y6HOM aMasin, cuaioageHunT). Y Bcex feTei 06HapyKeHbl BbICOKME (= 6 HOPM) TUTPbI aHTUTEN K MHTEPPEPOHY ®
y 4 — aHTUTENa K MHTepgepoHy a2. Bo Bcex caydyasx XpOHUYECKON HaAno4eYHMKOBOW HEAOCTaTOYHOCTH U ayTOUMMYHHOIO
renatuta onpeaesnsiiMcb COOTBETCTBYIOLME aHTUTENA B BbICOKMX (= 2 HOPM) TUTPax. KnuHudeckui nonmmopeouam, AmMTesb-
HOE MOHOCUMMTOMHOE TeYEeHUE, MPOJOIKNUTENbHbIN NATEHTHbINA NepUoa Mexay AebloTaMu NPOosBIEHUI CUHAPOMa TPebyoT
COBPEMEHHbIX UMMYHOIOMMYECKMX METOA0B ANArHOCTUKM U MOHUTOPUHIa OCTaTOYHOM (YHKLUMU OpraHa-mMULEHN C Lesbio
CBOEBPEMEHHOro cTapTa Tepanuu U MNPeAyNpPexXaeHns KpU30BbIX COCTOSHUA.

KntoyeBble cnoBa: €T, ayTOMMMYHHbIN MONUINAHAYASPHbBINA CUHAPOM, MHTEPOEPOHbLI w M a2, KOKHO-CIIN3UCTLIN KaHANAO3,
runonapaTnpeos, HaanoYye4YHMKoBasi He4OCTaTOYHOCTb.

(Ana yutnpoBaHuns: KpacHonéposa O.U., CmunpHoBa E.H., YuctoycoBa I. B. KnnHn4eckoe, UMMYHO/IOrMYECKOe U MOJIEKY-
NIPHO-TEHETUYECKOE OMMUCaHMe CUMMTOMOB Y IETEN C aYTOMMMYHHbIM NOAUIIAHAYNSPHBIM CUHAPOMOM 1-ro TMNa: onucaHue
cepwu cnyvaeB. Bornpockl coBpemerHou neguatpuun. 2017; 16 (1): 49-53. doi: 10.15690/vsp.v16i1.1694)
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Clinical, Immunological and Molecular-Genetic Description
of Symptoms in Children with Autoimmune Polyglandular
Syndrome Type 1: Description of a Case Series

Clinical polymorphism of autoimmune polyglandular syndrome type 1, the presence of atypical forms and a long latent period of the
target organ disease determine the difficulties in diagnosing this disease, which leads to late detection of life-threatening conditions
and inadequate treatment of such patients. The article presents the results from a retrospective analysis of 7 clinical cases of autoimmune
polyglandular syndrome type 1 in children hospitalized between 2006 and 2016. The clinical manifestations of the syndrome included
chronic candidiasis (7 patients), hypoparathyroidism (6), chronic adrenal insufficiency (3), and autoimmune hepatitis (3). The atypical
clinical signs of the disease (annular erythema, hypoplasia of tooth enamel, sialadenitis) were revealed. All children had high (= 6 norms)
antibody titers to interferon w, 4 — antibodies to interferon a2. In all cases of chronic adrenal insufficiency and autoimmune hepatitis,
the corresponding antibodies were determined in high (= 2 norms) titers. Clinical polymorphism, prolonged monosymptomatic course,
prolonged latent period between the debuts of the syndrome manifestations require modern immunological methods of diagnostics and
monitoring of the residual function of the target organ for the timely initiation of therapy and prevention of crisis states.

Key words: children, autoimmune polyglandular syndrome, interferons w and a2, mucocutaneous candidiasis, hypoparathyroidism,
adrenal insufficiency.
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AKTYAJIbHOCTb

AYTOUMMYHHbIW NMOAUTNAHAYNSAPHbIM CUHAPOM 1-ro Tuna
(AMNrc-1) — penkoe HacneacTBeHHoe MOHOreHHoe 3abosne-
BaHMe C ayTOCOMHO-PELLECCUBHbIM TUMOM HacnefoBaHus,
06YyCNoB/IEHHOE MyTaLlMEN FreHa ayTOMMMYHHOIO perynstopa
(AIRE), pacnonoxeHHoro Ha 21q22.3 xpomocome [1, 2].
[eH KoaumpyeT O€NiOK, OTHOCSLIMMCS K Fpynne TpaHCKpUN-
TOPHbIX GaKTOpPOB, W, BEPOATHO, y4acTBYeET B perynauuu
ayTouMMyHHOro oteeta [1]. lpeanonaratot, YTO OTCyTCTBUE
6e/lKa ayTOMMMYHHOI0 perynaropa NpUBOAUT K MOAABIIEHUIO
3KCNPEeccuMn ayToaHTUreHOB B TUMYCE W HapyllaeT Hera-
TUBHYIO cenekuuto T AMMOOLMTOB, MOTEHUMPYS pa3BuUTUE
MHOXECTBEHHbIX ayTOMMMYHHbIX 3HAOKPUHHbLIX U HE3HIO-
KPUHHbIX MposiBNeHun atoro 3abonesanusa [3, 4]. AMIC-1
XapaKTepu3yeTcs coHeTaHMEeM TPeX OCHOBHbIX KIaCCUYECKMUX
KNMHUYECKNX CUMMNTOMOB — XPOHWUYECKOrO KOXHO-CN3MK-
ctoro KaHamaosa (XKCK), rmnonapatvpeo3a u nepBUYHOM
XPOHWYECKON HaAMOYeYHUKOBOM HepocTaToyHocTu (XHH).
MepevyeHb Opyrnx (ManbiX) ayTOMMMYHHbIX KOMMOHEHTOB
AMNIrC-1 BecbMa MHOroo6paseH M BKJOYAET anoneuumio,
BUTUIMTO, TUMOMNa3unilo 3y60B, ayTOMMMYHHbIN TUPEOWUIWT,
caxapHbli gnabeT 1-ro Tuna, ayTOUMMYHHbIM FrenaTuT, CUHA-
pomM Manbabcopbumnu, ayTOMMMYHHbIV KepaTuT, 6nedaput
n ap. [1, 5, 6]. CoyeTaHne Kak MUHUMYM ABYX U3 TPEX OCHOB-
HbIX MPW3HAKOB WAM OAHOrO MPW Hannyum 3aboneBaHus
y YfeHa ceMbW NEepPBOM IMHUU POACTBA CNYXKMT OCHOBaHWEM
NS NOCTAaHOBKM AnarHosa [1-3].

AMNIC-1 maHubecTnpyeT, Kak npaBuno, OAHUM U3 Kiac-
CUYECKMX CUMMNTOMOB B paHHEM [ETCKOM BO3pacTe, pexe
y nogpocTkoB [1]. lMpucoeanMHeHWe e HOBOro Mnpu3Haka
HepeaKo 3aTarnmBaeTcs Ha HecKonbko net [1, 2, 7]. XKCK
Yalle BCero npealwecTsyeT pa3BUTUIO OCTallbHbIX CUMITOMOB
W pa3BMBaeTcsa B Bo3pacte A0 5 net [2]. MnonapatMpeos
avarHoctupyetcs y 73—-83% nauneHTtoB ¢ AMIC-1, npuyem
K 5 rogam nmeertcs yxe y 30% [6]. XHH o6bl4HO pa3BuBaeT-
csl no3gHee — B Bo3pacTe Ao 12 net [2, 4]. MHorga manble
NPU3HaKKW MNOSBAAIOTCA pPaHee OCHOBHbIX, U HabntogaeTcs
cTepToe TeyeHne 3abonesaHus [8]. B pabote E. M. Opnoson
M COaBT. YKa3blBaeTCAd Ha BbICOKYD 4acCTOTy HETUMWUYHbIX
KNMHMYEeCcKuX npusHakos AlIC-1 B [OeTCKOM Bo3pacTe
(y 26% o6cnenoBaHHbIX) [1].

Knuunyeckun nonumopdmam AMMC-1 v AnuTeNbHbIN
NIaTEHTHbIK NEpPUOoA MOpaXKeHUs opraHa-MULIEeHW ornpeje-
NIFAI0T TPYAHOCTU B AMArHOCTUKE 3TOro 3aboneBaHud, 4TO
NPUBOAUT K MO3AHEMY BbISBJIEHUIO YIPOXKAIOLWMUX HKU3HK
COCTOSIHUM W HeafeKBaTHOMY JIeYeHUI0 3TUX MNaLUEHTOB.
MMeHHO noaTomy B mnocnefgHue rofbl OCHOBHbIM METO0M
paHHEeN AOKIMHUYECKOW OMArHOCTUKM SIBNSIETCA reHeTude-
CKMI aHanus. [Ing reHa AIRE xapaKTepHO Hanuyue 4acTbix
MYTaLMK, U NS KaXKAon Nonynsunn — CBOS YacTas MyTauus:
Hanpumep, mytauma R257X onpepensaetca y 67% naumMeHToB
POCCUWCKOM MNONynsiuMuK, TakKe npeBanupyeT B OUHCKOW
[1, 4, 6]. OgHako B 30% annenev MmelT MeCTO Apyrue
MyTaLWKn, YCTaHOBWUTb KOTOPbIE BO3MOXHO MyTEM MOJIHOrO
CeKBeHMpoBaHus 14 3K30HOB reHa, YTO He TOJIbKO TpebyeT
ONUTENBHOrO BPEMEHU, HO M BecbMa 3artpatHo. W paxe
B 3TOM cnyyae A0 5—10% myTauui octaloTcs HenaeHTUGULM-
poBaHHbIMK [6, 7]. OgHaKO He JOKa3aHa B3aMMOCBS3b BO3-
pacTa MaHudecTaLmn, CrnekTpa KIMHUYECKMX MPOSBAEHUM
n MyTaumu B reHe AIRE, 4TO genaeT NporHo3 3aboneBaHus
HeonpegeneHHbiM. 3T 06CTOSATENLCTBA TPEOYIOT BHeape-
HUS ObICTPbIX M TOYHbIX METOAOB AMArHOCTMKM CUHApPOMA
C Lefibio NpeaoTBpalLeHUs pa3BUTUS KPU30BbIX COCTOSIHUMN.

OMNMUCAHME CEPUM CNNYYAEB

Hamu npoaHanuaupoBaHo 7 cnyyaeB AlMNIC-1 y aeten
(4 Mmanb4mKa 1 3 4EBOYKM), HAXOAMBLUMXCS NoA HabAeHN-
eM B 3HAoKpuHonorndyeckom otaenenunm NbY3 MK «Kpaesas
[eTcKasl KnnHnyeckasa 6onbHuua» ¢ 2006 no 2016 r. unar-
HO3 yCTaHaBMBaNU MNPU HaMYUK Yy NALMEHTOB ABYX U3 TPEX
KNTaCCUYECKUX KITMHUYECKUX CUMNTOMOB 601e3Hn — XKCK,
runonapaTtupeosa u XHH. JlabopaTtopHoe noaTBepxae-
HWe AMarHo3a Kpome OO6LLEKNMHUYECKUX aHaNnM30B BKALO-
4yano ropmoHanbHoe ob6cnefoBaHUe: TUPEOUAHble TOp-
MOHbI, aAPEHOKOPTUKOTPOMHbLIA TOPMOH, NapaTropMOH,
KOPTM30/1, MONOBbIE FTOPMOHbI M MOCEBbI Pa3/IMyHbIX cpef
Ha KaHauabl. 10 NOKalaHMaM MPOBOAMNOCH YNbTPa3BYKO-
BOE uccleoBaHWe BHYTPEHHWUX OpraHoB, MpUBAEKalucCb
ON9 KOHCYNbTaLUMKM CMEXHble crneuuanucTbl (KapauMonor,
odTanbMoOr, racTpo3HTEpPOsIOr, AepMaTonor). Y 5 nauueH-
TOB NPOBEAEHO MOJIEKYNSAPHO-TEHETUYECKOE NCCefoBaHKe
reHa AIRE (B ycnoBMAX 9HOOKPWHHOTO otaeneHua drby
«QHOOKPUHONOTMYECKMN Hay4dHblh LeHTp» MuH3apaBa
Poccuun, MockBa). Takke y 5 naLuMeHTOB B paMKax COBMeCT-
HOro npoekTta YHuBepcuteTa bepreHa (Hopserusi) u SHL
«AYyTOMMMYHHbIE NONWUrNaHAYNSPHbIE CUHAPOMBI» B Nnabo-
paTopuKn YHUBEPCUTETA NPOBEAEHO UCCNEeA0BaHMNE YPOBHS
aHTUTen K nHtepdepoHam (Interferon, IFN) w n a2 metogom
HEK-bluelFN «/B, a Take ypoBHeW aHTUTEeN K 21-rMapoK-
cunase, aHTUreHy HaAno4yeyHWKoB U an4HUKoB (SCC),
nexkapbokcunase apoma-L ammHokucnot (AADC), rniotamart-
nexkapbokcunase (GAD), aHTUreHy napalwuTOBUAHbIX XKenes
(NALP5), TMpPO3WHIrMAPOKCHUIa3e BOMOCAHbIX (GONIUKYNOB
(TH) meTOAOM PagMOMMMYHHOIO aHanunsa.

Ha MOMEHT NoCcTaHOBKM AMarHo3a BO3pacT AeTen Bapbu-
poBan ot 1 roga 3 mec go 10 net. HacneacTBEHHbIV XapaKTep
3ab6oneBaHus 6bla NPOCAEKEH B O4HOM CeMbe, rae ABe poj-
Hble CecTpbl CTpadaloT AaHHbIM CUHAPOMOM. KanHWYecKkue
NposiBNEHUS cuHApOMa B 5 ciyyasx Obian npeacraBieHbl
Knaccuyeckumun cumntomamm XKCK 1 runonapatupeosa.
Kpome TOro, B crnyyae cemenHoro 3aboneBaHUs umenachb
Kilaccuyeckas Tpuada, Bkntodvatolwas XHH. Bo3pact maHu-
dectaummn AMIMC-1 6bI1 OTHOCUTENBHO PAHHUM WM COCTaBWII
B cpeaHem 3,4 £ 1,2 roaa (0,9-5 nert). Kaxabli HOBbIV KOM-
MOHEHT CUHAPOMA MPOSIBAS/CS B MPOMEXKYTKAX OT HECKOb-
Knx mecsaues Ao 12 net. B 3 cnyyaax XKCK passuBancs
y AeTew NMepBOro roja W3HW, y OCTalbHbiX — B BO3pacTe
0o 5 net. MpaKTUYeCcKn y BCEX NALMEHTOB KaHAMAO03 KOXWM
M CNU3KUCTbIX 060/04EK MpeaWwecTBOBan Pa3BUTUIO APYrvX
KOMMOHEHTOB cuHApoma. CTeneHb nopaxeHus BapbupoBa-
Na OT KaHAMA03a CNMU3UCTbIX 060/I04EK [0 reHepanu3oBaH-
HOrO NMOpaXeHUs KOXKW 1 HorTen. CneayloWwmnmMmK Mo YacrtoTe
cUMMTOMaMu OKa3anucb runonapaTtvpeos (y 6), XHH (y 3)
1 ayTOUMMYHHbIX renaTvT (y 3). [onHasa KIMHUMYecKasn xapak-
TEPUCTUKA CMHAPOMA Y MaLMEHTOB, @ TaKXe BO3pacT Nnosis-
JIEHNS CUMNTOMOB NpeAcTaB/eHbl B Tabn. 1.

XoTenocb 6bl OTMETUTb, YTO rMNoNapaTMpPeo3 NpoTeKan
B BWAE rEHepannM30BaHHbIX Cyaopor y 60/blUMHCTBA Nauu-
€HTOB (y 6): y AeTel BbIBIEHO CHUXEHME YPOBHA MOHU3U-
poBaHHoro Kanbuusa ¢ 0,59 + 0,2 go 0,27-0,89 MmMoOnb/N
(Hopma 1,05-1,23 mMMONb/N) U YPOBHS NapaTropMoHa
c 9,81 + 9,7 no 3,0-26,6 nr/mn (Hopma 12-95 nr/mn).
HagnoyeyHuMKoBass HeLOCTATOMHOCTb AMArHOCTMpOBaHa
y Tpex NauueHTOB, M3 HUX ABE POAHblE CECTPbl C PaAHHUM
(no 2 net) gebotoM 60NE3HM WM MaNibYMK C HETUMUYHBIM
TeyeHneM 3aboneBaHus, y KOToporo ¢ 5 netr umenacb
ToTanbHasa anoneuus, a B 10 net passunacb XHH. Y Bcex



Ta6nuua 1. KnuHnyeckuit nonumopdunam ayTouMMyHHOTO NOSIMINaHAYIIPHOrO CUHApPOMa 1-ro Tuna v Bua mytauuun B reHe AIRE
Table 1. Clinical polymorphism of autoimmune polyglandular syndrome type 1 and type of mutation in the AIRE gene

Bo3pacr, Hanuuune
MauuneHTt Mon KnuHuyeckue nposBieHUs U Bo3pact MaHudectauum (ner)
ner myTauuu
Ne 1 3 ek XKCK (0,9), KOﬂbLl,eBVI,gI,HaFI aputema (0,8), runonapatnpeos (1), XHH (3), runonnasus 3y6HoOwM R257
3Masnu, ayTOUMMYHHbIN renatut (3)
XKCK (2), runonapatvnpeos (3), ayTOMMMYyHHbIA TUpeonauT (3), CMHAPOM Manbabcopbuuu (3),
Ne 2 8 HeH . . R257
runonnasus 3y6Hon amanu, ayTouMMyHHbI renatut (4), XHH (5), 6one3Hb Papa (6)
Ne 3 18 HeH | XKCK (4,5), runonapatunpeos (10), cnanoageHut (11) R257
Ne 4 12 My | XKCK (3), runonapatupeo3s (12), cuHapom Manbabecopbumm (3) -
Ne 5 16 My | XKCK (5), anoneuus (5), XHH (10), xpoHnyeckuin 6nedaput (11) W78R
Ne 6 5 Myx | XKCK (0,6), runonapatupeo3s (3) R257
Ne 7 14 My | XKCK (0,9), runonapatnpeos (4,5), ayToMMMyHHbIM renatuT (11), cuHapom manbabecopobumm (11) -

lMpumeyvaHne. XKCK — XpOHUYECKUI KOXHO-CNM3UCTbIN KaHaMao3, XHH — xpoHuyeckas HaanoYye4yHnKoBast HeAOCTaTOYHOCTb.
Note. CMCC — chronic mucocutaneous candidiasis, CAl — chronic adrenal insufficiency.

B npouecce MOHUTOPUHIra GUKCUPOBaNoChb CYOKIMHUYeE-
CKOE MOBbILLIEHWE YPOBHS aAPEHOKOPTUKOTPOMHOIO ropMoHa
(o1 72 po 82 nr/mn; Hopma O-46 nr/mn) Ha ¢GoHe Hop-
MallbHbIX NOKa3aTenen Koptu3ona KpoBW. TakMM o6pas3om,
TwaTtenbHoe HabnoJeHWe MO3BOMAUAO Ha AOK/IMHUYECKOM
aTane NpeaoTBPaTUTb YrpoXKaeMmble A1 KU3HU COCTOSHUS.
Y nauMeHToB C ayTOMMMYHHbIM renatmtom (y 3) oTMEYEHO
TAenoe nabunbHoe TeveHne 3abosieBaHns C NOMOPraHHo-
CTbO NMPOSIBIEHWUN, PE3UCTEHTHOCTbLIO K Tepanun. OcTanbHble
KOMMoHeHTbl AMNIC-1 BbISIBASANIUCE 3HAYUTENBHO peXe.

B aByx cnyyasax TedeHue 3aboneBaHUs OblN0 HETUMUY-
HbIM: y O4HOro pebeHKa 3abofieBaHWe NPOSBAANOCH anone-
uMen ¢ Bospacta 5 net, y Apyroro — CUHAPOMOM Masbab-
copbumm ¢ 3 net. XKCK npucytcTtBOBan B aHaMHe3e, 0[IHaKo
BTOPOW KJTACCUMYECKUI KOMMOHEHT NPOSBUICA 3HAYUTENbHO
nosxxe — XHH B 10 net B nepBOoM MW runonapartvpeos
B 12 neT BO BTOPOM Ciy4ae.

Pe3ynbTaTtbl MOJIEKYNSAPHO-reHeTUYEeCKOro

uccnepoBaHusa

Ctonb pasHoob6pa3Hasg KAMHUMYEecKass CcumnTomMaTwu-
Ka un BapuabenbHOCTb Bo3pacTa MaHudecTauun AMKTYeT
HEO6X0AMMOCTb MOMCKa TOYHbIX M HaAEXKHbIX MapKepoB
AMIC-1. Y naTv HawuWx NauneHToB NPOBEAEHO MOJSIEKYNsip-
HO-reHeTu4yeckoe uccnegoBaHue reHa AIRE. Y 3 peBovek
1 1 Manb4yMKa ycTaHOBJ/IEHA YacTas FOMO3UroTHas MyTalus
R257X (cm. Tabn. 1). ¥ 1 nauuneHTa ¢ anoneuuen — 6onee
peakaa Mytauua W78R. OgHako 3TM MeToAbl AMarHoCTu-
KW He MOo3BOASIOT NPOrHO3MPOBaTh AalibHelllee pa3BuUTHe
CMMNTOMOB, a NWlWb NOATBEPKAAOT AMarHos. Kpome Toro,
y 5 U3 7 Hawwux naumveHToB 6bl0 NPOBEAEHO onpeaeneHne
aHtuTen K IFN o 1 IFN «2, a TakKe aHTUTen K opraHam-
MULWEHAM (Tabn. 2). lNonyyeHHble pe3ynbTaTbl HarngaHo
OTpaatoT BblparKEHHOCTb ayTOMMMYHHOIO rnpoLiecca B TOM
WM UHOM OpraHe-MULLIEHMN.

OBCYXAEHME

B 2006 1. A. Meager 6b1710 NOKa3aHo, YTO aHTUTeNa K rpyn-
ne IFN 1-ro Tvna (a2 1 ) ONPeaensdoTCs TONbKO Yy NauueH-
TOB ¢ TMoMow 1 AMIC-1 1 He onpefenstoTcs y nayumMeHToB
¢ apyrumu 3abonesanunsamu [9]. NosagHee, B 2008 1. A. Meloni
W coaBT. Ha rpynne ud 174 nauuneHtosB ¢ AMIC-1 nokazanu
Hanunyme aHtnten K IFN w B 100%, K IFN a2 B 94% cnyyaeB

[10]. B panbHewweM NpoBOAUINCE MHOMOYUCEHHbIE pabo-
Tbl N0 U3y4yeHuto aHtuTen K IFN a2 1 , n 6bI10 AOKa3aHo,
4YTO OHM OTHOCHTCA K BbICOKOYYBCTBMUTE/IbHbIM W BbICOKO-
cneunduryHbIM MapKkepaM faHHOro cuHapoma [3, 8, 11],
NnoaToMy B psiie eBPOMNENCKMX CTpaH, a 3atemM U B Poccum
OblfI0 NPEeanoXeHo MCNonb30BaTb MX B KayecTBe AMarHo-
ctuyeckoro Kputepusa AMNIrC-1. NccnegoBanue aHtuten K IFN
NPOBOANSIOCE MPEUMYLLECTBEHHO METOAOM PaAuOUMMYHHO-
ro aHannsa. HegaBHO pa3paboTaH HOBbIM NMPOCTOM U cpaB-
HUTENbHO HEJOPOron, HO NPU 3TOM BbICOKOYYBCTBUTENbHbIN
1 crneundunYHbli MeTo onpeaeneHuns nHaexkca aHtuten K IFN
HEKbluecellsassey (Mcnosib30BaHWe KyNbTypbl KINETOK Yeno-
BEYECKON 3MOPUOHANbHOM MOYKK, TpPaHCOULMPOBAHHbIX
cneunduryecknmm nnasmuaamu). Metog yxe ucnonb3yercs
B pAfe eBPONENCKUX CTpaH ana amarHoctuku AMNrc-1 [6, 11].
Kpome Toro, n3BEeCTHO, YTO B XOA4E MMMYHOIOMMYECKMX peaK-
UMM NPOAyLMPYIOTCSH ayTOaHTMTENa K KOMMOHEHTaM TKaHewn
3HAOKPUHHbBIX Xenes, B 60MbWKWHCTBE nNpeacTaBisowmne
CO60M BHYTPUKIETOYHbIE depMeHTbl (21-rmapoKcunasa,
GAD, AADC, TH » T1.4.). B KAMHMYECKOM NpaKTUMKE KOMMO-
HeHTbl AMNIC-1 nposiBASOTCA MOC/Me HEKOEro NaTeHTHOro
nepuona, dasbl CKPbITbIX UBMEHEHWI Ha KIIETOYHOM YPOBHE,
cnepoBartefibHO, 3GPEKTUBHbLIM AN CBOEBPEMEHHON Auar-
HOCTUKU ABNSETCA CKPUHWHI Ha Halu4vmMe LMPKYIUPYIOLLMX
aHTUTEN K opraHam-mueHam [8].

B ctpyktype AMNIC-1 Tvna y Hawux nauveHToB npesa-
NMPOBanM TpW KNacCUYECKMX CUMMNTOMA, YTO COOTBETCTBYET
iMTepaTypHbIM JaHHbIM [2, B5]. TeM He MeHee HeTUnuyHoe
TeyeHue B psAde CrydyaeB M HalMyme peaxkux nposiBNeHuw
60ne3Hu MOryT 3aTpyAHATb BepudurKaLumio agnarHosa. Mcene-
foBaHue aHTuTen K IFN o 1 a2 y Halmx nauneHToB No3B0OU-
J10 CNPOrHO3upoBaTb TeyeHne 60/IE3HN U ONTUMU3NPOBATL
AMHaMHU4ecKoe HabngeHne 3a HUMM.

Bce et Ha MOMEHT UccnefoBaHus yxKe UMein HO30/10-
rmyeckui amarHo3 AMMC-1 v pa3BepHyTYI0 CUMMNTOMATUKY,
O[HaKO Yy OTAeNibHbIX NaLWEeHTOB BbLISBAANINCE aHTUTENa
K OopraHam-muleHsaM 6e3 ABHbIX KIMHWUYECKUX NposBie-
HUI. AHTMTEeNa K IFN w B BbICOKMX KOHLIEHTPALIMAX BbisiBe-
Hbl y Bcex geten, K IFN a2 — B 4 cnyyasax. B nutepatypHbix
MCTOYHUKax yKadaHo Ha 100% cneumdPpuyHOCTb aHTUTen
K IFN @ npu AMIC-1. XKCK 3aHan nuanpytolLee nosioxKeHune
B CTPYKType CMHAPOMA, TEM HE MEHee aHTUTeNa K LIMTOKK-
HaM IL-17F n IL22 He o6HapyeHbl. B Hay4yHOM nutepaType
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OGMEH onbITOM

Ta6auuya 2. BbipakeHHOCTb ayTOMMMYHHOIO npoLiecca npu ayTouMMyHHOM NOAUTNaHAyNapHOM CMHAPOME 1-ro Tuna
Table 2. Severity of the autoimmune process in autoimmune polyanglandular syndrome type 1

AHTUTENA K MHTepdepoHam, NauueHTb!

¢epmeHTaM U UUTOKUHaAM Ne 1 Ne 2 N2 5 N2 6 Ne 7
K IFN o (Hopma < 15) 104 105 99,4 98,2 99,7
K IFN a2 (Hopma < 15) 1,368 1,974 101,1 21,25 99,01
K 21-rmapoKcunase Haano4e4yHnKoB (Hopma < 57) 123 820 317 27 51
K SCC npu XHH v runoroHagname (Hopma < 184) 8 22 367 171 50
K AADC, accounmnpoBaHHbIX C XPOHUYECKUM aKTUBHbIM renaTutom 649 834 54 26 083
W BUTUNIMTO (Hopma < 89)
K GAD, xapaKkTepHo#n ana ayroummyHHoro C/1 (Hopma < 122) 13 676 -33 79 695
K IL-17F, yqyacTByiolemy B NpoTMBorpMoKkoBow 3awmte npu XKCK . i i . i
(Hopma < 258)
K IL2, y4acTBytoLLeMy B NPOTUBOrpu6KoBO#H 3alumute npu XKCK ) ) ) ) )
(Hopma < 277)
K NALP5 npwu I'MT (Hopma < 65) 43 1018 9 10 15
K TH npu anoneuyunu (Hopma — oTp) - - 1134 - -

lpumevaHue. NokasaTenn co 3HaKOM «MUHYC» FOBOPSAT 06 OTCYTCTBUM ayTOMMMYHHOIO NOPaXKEHWUS AaHHOIO OpraHa-MULWEHN B AaHHbIN
nepuop BpemeHun. XHH — xpoHuyecKkas Haanoye4yHMKoBas HeaocTaTouHocTb, C[L — caxapHbiit avaber, IMT — runonapatupeos,

XKCK — XpOHMYECKMIN KOXKHO-CAN3UCTbIN KaHanao3s; IFN — nHtepdepoH, SCC — pepmeHT, oTwennsowmnin 60KoBYIO LieNb XoNecTepuHa,
aHTUreH CTePOMANPOAYLMPYIOLNX KNETOK HAaANOYe4YHUKOB U SndHNKOB, AADC — aekap6oKcunasa apomMaTuyeckux L-aMMHOKKUCOT,

GAD — rniotamataekap6okennasa, IL — nHtepnenkuH, NALP5 — Nod-noao6Hbii peLenTop napawutoBuaHbix enes cemeictea NALP,
npoayKT reHa NLRP5, TH — TMPO3UHIMAPOKCHMNa3a BONOCAHbIX GOSNUKYIOB.

Note. Indicators with a ‘minus’ symbol indicate the absence of an autoimmune lesion of this target organ in a given period of time.

CAl — chronic adrenal insufficiency, DM — diabetes mellitus, HPT — hypoparathyroidism, CMCC — chronic mucocutaneous candidiasis;
IFN — interferon, SCC — cholesterol side-chain cleavage enzyme, antigen of steroid-producing adrenal and ovarian cells, AADC — aromatic
L-amino acid decarboxylase, GAD — glutamate decarboxylase, IL — interleukin, NALP5 — NOD-like receptor family pyrin domain
containing 5, product of the NLRP5 gene, TH — tyrosine hydroxylase of hair follicles.

nmeetca MHGopMmaLms, YTo AaHHble aHTUTeNa MOryT onpe-
0enaTbecsa Uy 340p0BbIX Ntoaen, a npu AMIMC-1 BcTpedyatotcs
B 43-99% cny4aeB. CnegoBaTeNibHO, OTCYTCTBYET NpsaMas
cBA3b MX Hanuuua ¢ passutnem XKCK [1, 2]. HecmoTps
Ha pacnpocTpaHeHHOCTb runonapatupeo3a npu AMIC-1,
aHTUTEeNa K COOTBETCTBYIOWEMY aHTUIeHy B Hallewn rpynne
HabntoJaeMblX B BbICOKOM TUTPE BbIIBJIEHBI TOJIbKO Y OHO-
ro nauueHta. Bo3mMOXHO, 3TO CBA3aHO C MaNO4YUC/EeH-
HOCTbto rpynnbl. OQHAKO B APYruMx UccieaoBaHUax YactoTa
BbIIBIEHNS AaHHbIX aHTUTENn coctaBnseTr oT 49 o 68%,
T.€. OTCYTCTBME aHTUTEN HEe NO3BONSET NMOJHOCTbIO UCKIIIO-
4yutb amnarHos [5, 7]. Y Bcex nauumeHtoB ¢ XHH aHTuTena
K 21-ruapoKcunase npesbianm HOPMY B HECKOJIbKO pas.
o gaHHbIM UccnefoBaHU, aHTUTENa K JaHHOMY bepMeHTy
onpeaenstotca B 78—-100% cnydyaeB UMEHHO Npu ayTOUM-
MyHHOM popme XHH [1, 2]. leTn ¢ ayTOMMMYHHbIM renaTu-
TOM UMENIN, COOTBETCTBEHHO, MOBbIWEHHbIE TUTPbl @aHTUTEN
K AADC. Y eJMHCTBEHHOro Hallero nawuuMeHTa ¢ anoneuuemn
B BbICOKOM TUTPE OGHApPYXeHbl aHTUTeNna K aHTUreHy Bono-
CSAHbIX GONNMKYNOB. Y ABYX NauneHToB (NnaumeHTbl N2 2 1 7)
C TsenblM TeyeHneM 3abofieBaHWs, MHOXECTBEHHbIM
Nopa)eHUEeM SHAOKPUHHbIX Xene3 O6blin O0O6HaPYKEHbI
aHTUTena K GAD, MHOroKpaTHO NpeBbillaolme pedbepeHc-
Hble 3HayeHusi. TeM He MeHee Ha MOMEHT MpoBeAeHUs
nccnenoBaHUsa HapylweHWn yrneBogHOro obMmeHa Yy HUX
He 3aduKcupoBaHo. CnegyeTr oTMETUTb, 4YTo depmeHT GAD
3JKCMpeccupyeTcs B KJETKax HEPBHOW CUCTEMbI, U aHTU-
Tena K HeMy MOTYT onpeensarcsa npu pasiMyHon ee ayTo-
UMMYHHOW naTtonoruun [6]. 3ToT GaKT 06BbACHAET MEHbLLYIO

cneundPuyHocTb aHTUTeNn K GAD ana AMarHOCTUKM M Mpo-
rHO3a caxapHoro gvabeta 1-ro Tunay nauuneHTos ¢ AMIMC-1,
HO MO3BONAET ONTUMW3UPOBATb MOHUTOPUHI HapyLIEHWUN
yrneBoAHOro o6mMeHa y AaHHbIX NaLMeHToB.

3AK/TIOYEHUE

B 60/1bluMHCTBE HabnlOAaeMbIX HaMU CllyYaeB ayTOUM-
MYHHbIX MOAUTNAHAYNSPHbLIA CUHAPOM Ae6loTUPOBan KaHau-
[1030M KOXMW W CAU3KCTbIXx 060/104EeK B Bo3pacTe OT 1 roaa
0o 5 net. CTpyKkTypa cMHApPOMa KpoOMe K/lacCUYecKow Tpua-
[bl 6blna NpeacTaBfieHa ayTOMMMYHHbBIM FrenaTtuToM C TsxKe-
NbIM NabuibHbIM TEYEHUEM, PE3WUCTEHTHbIM K Teparnuu.
OnpepenexHne aHTUTEN K MHTepdepoHam Heobxoaumo Ans
BepudMKaLmnmM cTepThix Gpopm 3abonesaHus. MiccnegoBaHne
ayToaHTUTEN K OopraHaM-MULLEHSIM MO3BONSET MPOrHO3MpPO-
BaTb Te4eHWe 3aboneBaHUs U OnNpeaensdTb PUCK pPa3BUTUSA
KOMMOHEHTOB ayTOMMMYHHOIO MOAMINAHAYIAPHOrO CUHAPO-
Ma 1-ro Tmna.

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH.
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PeHe-Teopunb-ficeHT JlasaHHEK —

u3obpertartesb cTeTocKoNna

U OCHOBOIOJIOKHUK MeToAa

WHCTPYMEHTaNbHON ayCKyabTaLuu

B 1816 r. JlasHHeK (1781-1826) no-
Ny4nn MecTo Bpadya B rocnutane Hekkepa
(PpaHums). OaHaxkabl ero BbiI3BaAM K 19-
NeTHen [OCTaTO4YHO YNUTaHHOW [AeBYLUIKe,
ucnbiTbiBatowen 6onv B o6nactu cepaua.
JNasHHeK nonbiTancs o6cneaoBaTb ee CTaH-
[apTHbIMU MeToAaMW, HO W3-3a MOLLHOro
CNosA MOAKOXHO-XXMPOBOW KNeT4aTKu nony-
YEeHHbIN pe3ynbTaT ero He yaoBNETBOPWIL.
M TyT Ha Hero cHM30WNO O3apeHwue... OH
BCMOMHWN HEAABHUI Crly4aK, yBUAEHHbIN UM
BO BpeMms NPOryflkn B OCEHHEM Napke na-
puxckoro JlyBpa. ManbyullKK, Urpaslune
C AMHHBIM AEPEBSHHbBIM WECTOM, NOoCbinanu
ApYr Opyry CurHanbl: NepBbid M3 HUX La-

panan no ofHOMY KOHLY wwecTa 6ynaBKOWM,
a [ipyron, NpUIoXmB yX0O K NPOTUBOMONOXHO-
My, Cnylan MHOFOKPaTHO YCUIEHHbIN 3BYK.
Y4yeHbl BCMOMHUT U3BECTHbIA aKyCTUYECKUHM
heHOMEH: ecnu NMPUMKHYTb YXOM K OAHOMY
KOHLY AEePEeBAHHON Manku 1 Ha 3Ty XKe nan-
Ky HaHecTuM OynaBKOW LapanuHy C Apyromn
CTOPOHbI, TO OTYETAIMBO CAbIWEH 3BYK Ha
ApyroM KoHue. EMy npuwno B ronosy, 4To
3T0 PM3UYECKOE CBOMCTBO MOXKET OblTb MO-
Ne3HbIM. JITasHHeK, B351B HECKONbKO JINCTOB
6ymaru, CBEPHYN MX B TMIOTHYID TPYGOYKY
1 NPUNOXKUA OAMH ee KOHeL, K rpyan 601bHOWM
B obnacTu cepaua, a Apyron — K cO6CTBEH-
HoMmy yxy. M o, 4yao! OH nopasuics Tomy,
KaK XOpoLWOo NPOBOAATCA 3BYKW, YyC/blllas
6onee 4eTKMe U TPOMKUE cepaLebuenus,
4yeM NpuW NpUKNagbiBaHUK yxa Henocpea-
CTBEHHO K TpyAHOW K/ETKe, TakK KaK 3BYK,
NPOXOASA NO Y3KOW TpyOKe, He paccenBasncs.
KonnyecTBo # rpOMKOCTb 3BYKOB Nopasuiu
ero. Ha cnegyoowmnin ageHb JlasaHHEK BbICny-
Lan TakMm o6pa3om BCcex NaLUeHToB CBOEW
60nbHULBI — 60nee 100 yenosek. K Bevepy
CTano ICHO, YTO GU3NONOrMYECKUE U3MEHE-
HUS BHYTPU OpraHu3mMa BblaaloT ce6s 3BYy-
Kamu: «f 6bIn yaMBAEH W paf, Koraa noHsn,
4YTO 3TO NO3BONSET MHE ChblWwaTb 6ueHue
cepaua c ropasgo 60nblel SCHOCTbIO, YEM
Koraa-nn6o. A cpasy noHsn, 4YTo nogobHoe
M306pETEHNE MOXKET CTaTb HE3aMeHUMbIM
MEeToOM UccnefoBaHus»... OctaBanocb Ha-

U3 ucropun meauumHbIl

6ntoaath, conoctaBnsis HeEOOblYHblE 3BYKM,
poXaaBlunecs B cepaLe U AbIxaTeNbHbIX My-
TSX, C AQHHbIMW BCKPbITUS.

8 mapTa 1817 r. JlasHHeK nepBbIi pa3
npoBen MuccnefoBaHue «UUAUHAPOM», KaK
Ha3blBanca TOrAa ero «HOBOPOXAEHHbIN»
npuéop, y 40-neTHern rOpHWYHOMW, rocnu-
Tanu3nMpPOBaHHOM C BOCMANEHUEM JIErKUX.
[bixaTenbHble WyMbl B HEKOTOPbIX 061acTsX
He npocnywuBanncb. Bo3aMoxHo, aTo 6biia
coBCeM HoBas Torga 601e3Hb — OTeK Jfer-
Kux. Mo mMepe HabnoAeHUS OTEKM BO BCEX
o6nacTax Tena 60/bHON HapacTanu, Nynbc
fenancs cnabee, KOHEYHOCTU XONOAeNM, no-
Ka 2 UIOHS He HacTynuna cMepTb. Ha BCKpbI-
TUM U3 NIErKUX PYYbEM MOTEK CEePO3HbIi Bbl-
MoT, 4TO W NOATBEPAMNIO UArHO3.

JTasHHEeK NpUMeHWn CBOe OTKpbITUE ANs
0GHapYXEeHUA CepAeYHbIX WYMOB, U3Y4eHHUSs
pas3nuyHbIX BWAOB AblXaHWs, Kpenutauuu,
XpUNOB B NErkux M GpoHxax, GnioKTyaumu
MOKOCTU NpPU NIeBpUTax U NepuKapanTax.

BoT Tak Gnaropaps cnyyailo nosiBUACS
nepBbl YHUKabHbINA, HAAEXHbIN U KayecT-
BEHHbIN WMHCTPYMEHT, @ BMNOCNEACTBUU W
NPUHLMNKANbLHO HOBas MeToAMKa onocpe-
[lOBaHHOM (HENpsiMON) ayCKy/nbTaL K, coBep-
lUMBLUAs NEPEBOPOT B AMArHOCTUKE MHOMMUX
3a60/1eBaHNN, aKTUBHO U 3PDEKTUBHO UC-
nonbdyemas u 200 net cnycTs.

(no matepuanam MHTEPHET-PECYPCOB)

BOMPOCbI COBPEMEHHOW NEAUATPUM /2017/ TOM 16/ Ne 1
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B cratbe npeactaBieHa MCTOPUSA NaUMEeHTKWU MepBOro rofa »KM3HW C MOPaKeHUeM cepjua MIIEeMMUYECKOro xapakrepa
Ha ¢oHe BPOXKAEHHON TPOMOOPUIMM U pPa3BUTUEM MHOaPKTa MUOKapaa. ITOT AMArHO3 B MEAMATPMYECKOM MpPaKTUKe
SAABASAETCA Ka3yMCTUKON U C 6OJIbLUIEN BEPOATHOCTbIO, YeM y B3POC/bIX NayMeHTOB, NPUBOAUT K HEGIAronpuUsSTHOMY MUCXOAY.
OnucaHHbIA KIMHUYECKMI caydai obpalyaeT BHUMaHWe neanaTpoB Ha TPEBOXKHbIE CUMATOMbI, MO3BOJISOLME 3aN0403PUTb
TPOMOODUINIO Y ETEHN NEPBbLIX MECSLIEB KNU3HM.
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BBEJAEHMUE
OCTpO BO3HUKLIIME KWU3HEYrpoalolwue COCTOAHKSA

CoyeTaHune AaHHbIX CUMNTOMOB B GONbLWMHCTBE Clly4aeB
OoTparkaeT ABa 60/bLINX KPUTEPUSA OCTPOro GynbMUHAHTHO-

Yy HOBOPOXAEHHbIX M AETeW MepBOro roga MWM3HW npen-
CTaBASAOT 3HAYUTENbHbIE TPYAHOCTU AN AUATHOCTUKKU NpU-
YMHbI U BCNEACTBME 3TOr0 CBOEBPEMEHHOM 3DPEKTUBHOMN
KOPPEKLMM AaHHbIX COCTOsiHMI. Cpean peaKkux U OnacHbIX
naTtonorMm y aeten nepBbiX MECSLEB XW3HW — BHe3an-
HO€e NosIBAEHME KPUTHMYECKOW BGpaanKapanu ¢ HapyleHuem
COKpaTUTENbHON OYHKLUKMKM cepiua, PEe3KUM CHUNKEeHWeM
CUCTEMHOIO AaBfIEHMS U pa3BUTMEM KapAMOreHHOro LoKa.

ro MMOKapauTa — HapylleHne pUTMa M OCTPYIO CEPAEYHYIO
HepocTaTo4HOCTb. OHAKO MHOorga noaobHas KMHMYecKas
KapTvHa TpebyeT npoBefeHus anddepeHunansHON aua-
FTHOCTUKM C OY€Hb PEAKMM COCTOSTHUEM — MLIEMMEN WU
Jaxe MHPapKTOM MWOKapaa BcneacTBue TpomMbo3a apre-
puI KopoHapHoro pycna [1].

[Mpo6nema TpOMBOTUYECKMX 3ab0NeBaHUn UMEET aKTy-
anbHOCTb B PasfiMYHbIX OTpacisaX MeauUMHbl BHE 3aBu-
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Difficult Diagnosis: Acute Myocarditis or Myocardial Ischemia
in an Infant with Thrombophilia? Clinical Case

The article describes the history of a female patient of the first year of life with ischemic heart disease associated with congenital
thrombophilia and the development of myocardial infarction. This diagnosis in pediatric practice is casuistry and leads to an adverse
outcome more often than in adult patients. The described clinical case draws attention of pediatricians to the alarming symptoms, which
allow to suspect thrombophilia in children of the first months of life.
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CMMOCTM OT BO3pacTa nauueHToB. B geTtckom Bo3spacTe
OTK/IOHEHWS B CUCTEME remocTasa, NPMBOASALME K MOBbI-
LUEHHOMY PUCKY pa3BUTMA TPOMOO30B, BCTPEYAIOTCS pexe,
4yeM y B3pochbix 60abHbIX [2]. Mo agaHHbIM KaHaacKkoro peru-
cTpa Tpom60308B, Ha 10 TbiC. rOCNUTANIM3UPOBAHHbIX AeTen
TPOM6O03bl peructpupytotes B 5 ciydasx, 95% M3 HUX umetoT
BTOPMYHbIA XapaKTep, pa3BuBasiCb Ha GOHe 310Ka4YeCTBEH-
HbIX HOBOOOpPa30BaHWM W remMob6nacTo30B, TpaBM M one-
pauun, BpPOXKAEHHbIX 3abofieBaHUM cepiua U CUCTEMHbIX
60/1€3HEN COEAMHUTENBbHOM TKaHW [2]. [aHHble 0 4acToTe
TPOM6GO30B Yy AeTen NepBbIX 6 MEC XM3HU HEMHOIOYUCEH-
Hbl: N0 MHeHuio P. Monagle v coaBT. [2], YacToTa 3abone-
BaHusa cocTtaBngeT 5 Ha 100 TbiC. HOBOPOXAEHHbIX, cpean
Habnogaembix ctapwe 6 mec — 1,9 Ha 100 Tbic. geTen
B rog. CooTHOLWIEHME BEHO3HbIX U apTepualbHbIXx TPOMO030B
y aeten coctaBnset 2:1 [2].

OTKpbITUE psila FeHEeTUYECKU OOBYCNOBMEHHbIX AedekK-
ToB GaKTOPOB CUCTEMbI FreMOCTa3a, npeapacnonaratolmnx K
Tpom603y (MyTauusa reHa, kogupylowero daxkrtop V Leiden,
MyTaLus reHa npoTpomoéuHa G20210A, MmyTauusl reHa MeTu-
nenteTparngpodonarpeaykrasbl C677T, nonumopodusm
reHa akTuBartopa MiaasMuHoreHa-1, nonuMmopodusm TpoMm-
60oUMTapHbIX PeLenTopoB M Ap.), NO3BOAMNO OOBLACHUTb
pasBuTMe TPOMOOTUHECKUX IMU3040B Y AeTen pa3HOro BO3-
pacTta, Ha4yMHas OT paHHEero HeoHaTanbHOro nepuoaa, v NPo-
BOAMTb OOGOCHOBaHHY0 naTtoreHeTMyeckyio Tepanuio [3].
OCO6EHHOCTb FEHETUYECKM O0OYCNIOBNEHHON (NEePBUYHON)
Tpom60obUANK 3aKtoHaeTcs B OTCYTCTBMM CUMMITOMOB 3a60-
NIeBaHUS B TEYEHME HECKOMbKMX MECSLIEB MU NET C KIUHM-
YecKkon MaHudecTaumen 601e3HN Mo BAUSHUEM TPUITEPOB
(MHPEKLMN, TMNOKCUK, MHBA3MBHbIX Npoueayp v T.4.) [4].

HacnepcteseHHas Tpomb6odunnsa obycnosieHa U30a1po-
BaHHbIMW MM KOMOBUHUPOBAHHBLIMWU FrEHETUYECKUMU JedeK-
TaMu, KOTOpble MPOSIBASOTCH LUEAbIM CMEKTPOM Hapylle-
HWUN B cucTeme remoctasa. Hanbonee nay4yeHbl NepBUYHbIN
nedUUNT eCTeCTBEHHbIX aHTUMKOarynsHToB (aHTUTPOMOMU-
Ha lll, npotenHoB S n C, TpoboMoayMHa), CHUKEHNE aKTUB-
HOCTM GpUOPUHONM3a (B OCHOBHOM BC/EeACTBME MOBbIWEHUS
aKTUBHOCTU MHIMGUTOPa aKTUBaTopa nNna3MmuHoreHa, PAI-1),
aHomManum dakTopoB remMokoarynsauuun (pakropa V Leiden,
npotpomM6uHa G20210A), HapyweHus GyHKUMKU PGUOPUHO-
reHa B BUE CHWUKEHWUS YyBCTBUTENIbHOCTU K €CTECTBEHHbLIM
aHTUKOarynsHTam nam pubpruHoNuTMKaM. B KayecTBe YacTbix
NPUYUH TPOMBODUINI TaKKe paccMaTpuBalOTCs BbICOKWUM
YPOBEHb MNPOTPOMOBOTUYECKMX daKTopoB (daktop |, dak-
Top VIII), BpoxaeHHas arperaymMoHHas runepdyHKLns TpOM-
60LMTOB M TMNEProMOLIMCTEMHEMMS, HapyLLatowas cocyau-
CTbI KOArynsHTHbIM 6anaHc [5-71].

MnepromMouncTEMHEMUS ABASETCA OLHOW M3 Haubonee
pacrnpocTpaHeHHbIX MPUYKUH runepKkoarynaumm [8]. Uccne-
[I0BaHWe AaHHOro COCTOSIHUSI YCTAHOBWJIO KJIOYEBYIO POJb
depmeHTa MeTtuneHTeTparnapodonatpeaykradol (MTHFR)
B MeTabonuame GONMEBOM KMUCNOTbl, BbICOKAs KOHLEH-
Tpauus KOTOpPOM npefoTBpallaeT HaKOMJeHWe LMUCTen-
Ha. M3yyeHbl MOAMMOPPU3MbI FEHOB, KOTOpPble MNPUBOASAT
K CHUXeHMo dyHKUMOoHanbHoW aktuBHoct MTHFR, Bcneg-
CTBME 4ero ypoBeHb FOMOLMCTEMHA B KPOBWU 3HAYUTENBHO
noBbiwaetca (nonnumopdmnam C677T, ocobeHHO B co4veTa-
HUW C APYrUMU NoMMopdU3MamMmn U MyTaLMUsIMKU, Hanpumep
¢ nonumopodmamom A1298C) [8—10]. PUCK pa3BUTUS TPOM-
60duNnMN Hanbonee BbLICOK y MaLMUEHTOB, FTOMO3UIOTHbIX
no annento T [11]. MNpu 3TOM YacToTa roMO3UroT no annento T
reHa MTHFR, Hanpumep, B SNOHCKOM NONyASLUKU COCTaBNSET
oKosio 10-12%, a retepo3uror CT — go 20% [10]. 310 yKa-
3blBaET Ha BO3MOXHOCTb BbISIBIEHUS IPyMnbl pUCKa No pas-

BUTUIO TPOMOBOODUAUM MO AAHHBIM MONEKYNAPHO-TEHETUYE-
CKOro UccneaoBaHus ¢ Lenblo NPOGUNaKTUKN KIMHUYECKON
MaHudecTaLMn 1 OCNOXKHEHUIM 3aboneBaHnsa. Kpome Toro,
B HacTosllee BpemMsa NpoBOAATCS MCCNefoBaHUSA MO KOMOMK-
HWPOBAHHOMY B3aWUMOAENCTBUIO FEHETUMYECKUX aHOManun
pasHbIX FreHOB, MPMUYACTHbIX K Pa3BUTUIO TPOMGODUINHK, HTO
npeacTaBnseT 3HAYUTENIbHbIM Hay4YHO-MPAKTUYECKUI UHTe-
pec [12-14].

KNUHUYECKUIA NPUMEP

MauneHTka EKatepuHa ll. 6bina rocnutanu3npoBaHa
B peaHWMauMoHHOe oTaeneHue B Bo3pacte 1 mec 9 cyT
3abonena octpo, B 09:00 nosiBunachb BblpaxeHHas BAI0CTb,
ofblllKa, 61eQHOCTb KOXXHOIo NOKpoBa. bbina BbidBaHa 6pu-
raja CKopol NoMOLLK, OT rocnuTann3aumm poauTenu eBoY-
KW OTKa3anucb. PelleHne O rocnutannsauun poauTensiMmu
ObII0 MPUHATO TONBKO 4epe3 4 4 Npu NOBTOPHOM BbI30BE
6puraabl CKOPOW MOMOLLM.

Pe6eHoK oT 3-i1 6epeMeHHOCTH, BTOPbIX CPOYHbIX POJOB.
bepemMeHHOCTb NpoTeKana C TOKCMKO30M B | TpumecTtpe,
BO |l TpMMeECTpe No AaHHbIM YNbTPa3BYKOBOMO UCCIe[0BaHMSA
oTMeYanacb HM3Kas nnaueHTauus. Poabl camocTosiTeNbHbIE,
¢ maccon 3400 r, oueHKomn no wrane APGAR 7/8 6annos..
N3 poannbHOro Aoma Ha 4-e CyT KM3HU pebGeHOoK 6bin nepe-
Be[leH C MaTepblo B OTAENEHNE NaToNOrMmM HOBOPOXKAEHHbIX.
B pesynbrate KIMHWUKO-PEHTrEeHON0rMYeckoro obcneaosa-
HUS yCTaHOB/EH AMarHo3 «PogoBas TpaBMa WEWHOro otae-
Nna cnuHHoro moara (gucnokauusa Cl—-Clll knepeawn) ¢ uie-
MHen B BepTebpobasungpHoMm otgene. Kedanorematoma
B NpaBoOW TeMeHHOW ob6nacTu. HeoHaTanbHas xentyxar.
Ha gaHHOM aTane HabnoaeHus y pebeHKka Obllo OTMEYEHO
ObICTPOE CBEPTbIBAHWE KPOBM B Mre nNpu 3abope BEHO3HOM
KPOBM, OAHAKO 3TOT CMMNTOM ocTancs 6e3 JanbHenlero
aHanuaa. [locne Kypca nevyeHuns Ha 24-e CyT XU3HU AeBOYKa
Oblfa BbiNMCaHa AOMOW B yAOBIETBOPUTENBHOM COCTOSIHUM.
Crapwui pebeHoK (ManbyuK, 3,5 roga) 3a0poB, nocelwaet
[ETCKOE AOLKONbHOE YyYpexaeHue.

lMpy nocTynieHun B TOPOACKYIO [AETCKYI O60NbHULY
r. KpacHosipcka, B 13:20, y pebeHKa Habntoganacb KapTuHa
KapAMOreHHOro LWOoKa: CO3HaHWMe — COomnop, Pe3KO BbIpaxKeH-
Hasi 6NefHOCTb U CepoBaTblil KOMOPUT KOXWM WM CIAU3UCTbIX
060/104€K, CUMMTOM «BedHOro NATHa» — 6 €, COXpaHeHa
peaKkuuss 3pavykoB Ha CBET, MMMOTOHMUSA CKENeTHbIX MbllL,
oAblllKa (Y4acToTa AbixaTefNbHblX ABWMXEeHUH — 80/MuH),
AblXxaHWe NMOBEPXHOCTHOE, ocnabneHo, 6paanKkapams (YacTo-
Ta CepAeyHbIX COKpaLleHnn — 56,/MUH CO CHUXEHMEM dpaK-
LMK BblGpOCa NeBoro xenygodka ao 50%; yepes 1 4 dpakuma
BblGpoca cHUKaeTca 40 20%), yBennyeHne nevyexHu oo 4 cm
13-noa Kpas pebGepHOn Ayru, OTCYTCTBME MOYEOTAeSNeHUs
¢ 10:00. B nepBble CYTKM rocnutanmaalmm Ha dNeKTpoKap-
AMorpamMMe BbISIBI€Hbl aMMAUTYAHbIE MPU3HAKU CUCTONU-
YEeCKOWM NeperpysKku NeBOro Xenygoyka B BUAE YBENUYEHUS
3y6L0B Rys_g 6051€€ 15 MM.

MpKn noctynneHnn B nepudpepuyeckon KpoBu OTMEYEHbI
NOBbILUEHNE CKOPOCTH OCEAAHUSA IPUTPOLIUTOB (40 16 MM /4),
neikoumnTos (14,3x1092/n), nuMdoLuTo3 (10 64%), TPOMGEO-
uuToneHus (4o 90x10%/51), NoBbILEHWE aKTUBHOCTH Kapauo-
cneundunyeckmnx pepmeHToB Ao 3—5 HOpM (NaKTaTaernapo-
reHaza — 2730 Ex/n, kpeatnHdocdoknHaza — 1167 Eg/n),
asotemusa (KpeaTuHnH — 113 MKMOnb/N), runeppepmeHTe-
MUS (anaHMHamuHoTpaHchepasa — 84 Ep/n, acnaprtat-
amuHoTpaHchepasa — 53 Ea/n). JaHHble UBMEHEHUS Oblnn
pacLeHeHbl Kak MapKepbl BUPYCHON MHDEKL MU, OECTPYKLUK
MUOKapaa 1 NoAMOPraHHOM HeaoCTaTo4HOCTM Ha doHe Kap-
AVNOrEeHHOro LWoKa.
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Puc. 1. NMauuneHTka EkaTtepuHa l.: peHTreHorpaMma opraHos
TPYAHOM KNETKMU B NPSAMOW NPOEKLMM NPU NOCTYNIEHUN
Fig. 1. Patient Ekaterina P: Straight chest X-ray on admission

Ha peHTreHorpamme opraHoB rpyaHOW KNETKM B Nps-
MOW npoeKumn (puc. 1) TeHb cpenocTeHnss 3Ha4yuTeslbHO
paclumMpeHa, KapanoTopaKalbHbIM MHAEKC — 67% (Kapano-
Meranus); oTMevyaeTtca oboralieHne COCyaucToro pUcyHKa
JIErKMX. Y4UTbIBAA OCTpOe Havyano, numeounTapHbli TeNKo-
LMTO3 U HanMyuMe B ceMbe pebeHKa, KOTopblM Havan noce-
laTb OETCKUM KOMNEKTUB, MocTaBneH auvarHo3 «OcTpbin
BUPYCHbIA MUOKapauT, GynbMUHaHTHbIM AebioT. Kapauo-
FTEHHbIN LOK».

C MOMeHTa NnocTyrnsieHus 6blna HavyaTa annapaTtHas BeH-
TUNAUMS NErKUX, MHOTPOMHas Tepanus (4o6GyTaMuH B A03e
10 MKI/KF B MUHYTY), NapeHTepanbHoe NuTaHue C nepe-
BOAOM Ha 3HTepanbHOe (4epe3d oporactpalbHbii 30HA)
Ha 4-e CyT, aHTUKoarynsHTbl (HagponapuH KaiabUWi B fo3e
100 ME/Kr B CyTKM € nepexogom Ha 225 ME/Kr B CyTKw),
KOPPEKLMA KMUCMOTHO-LeNo4YHoro 6anaHca (Hatpus Gukap-
6oHaT 3%).

Ha 2-e cyT rocnutanusaunu Ha aNeKTpoKapauorpam-
Me — MNPU3HaKU Cy6aHAOKapAWaibHON ULWEMUU MUOKap-
[la NeBOro }enyaoyka: nogbem cermeHta ST B OTBeAEHMU-
X Vs_g, B AMHAMUKE B NIeBbIX OTBEAEHUAX — OTpULLaTENbHbIN
3ybey T.

Ha 7-e cyT 601€e3HU guarHoctMpoBaH TpomM603 neBou
JIOKTEBOW BEHbI C Pa3BUTUEM HEKpO3a TKaHew npeane-
Ybs U gucTanbHbix GanaHr nanbueB. dbdeKTa OT KOHCep-
BaTMBHOW Tepanuu He MOoJlydeHo, No3ToMy Ha 21-e cyT
3a6051eBaHMA BbIMOJIHEHA HEKPIKTOMUSA C amnyTauuen
BCEX MalibLLEB KWUCTU WM Mocneaylolen TpaHCcnaaHTaumewn
KOXHOro NoCKyTa. MccnefoBaHune KoarynorpaMmbl yCTaHo-
BWJ/10 3HAYUTENbHOE CHUKEHUWE COAEPKAHMUS €CTECTBEHHbIX
aHTUKOArynsHtoB — aHtuTtpoM6uHa lll (4o 11%) n npoteun-
Ha C (0,7 mr/mn).

Mo pe3ynbTaTtam MOSIEKYNSPHO-TEHETUHECKOrO UCCNeao-
BaHUS, y pebeHKa NpPUCYTCTBYIOT NOIUMOPPU3MbI, aCCOLIU-
MPOBaHHbIE C HACNEACTBEHHON TPOMOOPUINEN: METUNEH-
TeTparugpodonaTpenykraza MTHFR 677C>T, METUOHUH
cuHTaza (MTR) 2756A>G, METUOHWH-CMHTa3a pefyKrasa
(MTRR) 66A>G, uHTerpuH anbda-2 (ITGA2) 807C>T, Koa-
rynsunoHHbln daktop 13 (FXIII) 103G>T, UHITMOBUTOP aKTu-
BaTopa nnasamuHoreHa-1 (PAI-1) -675 5G/4G. C momeHTa
Nofly4eHUs pe3dynbTaToB MONEKYNSPHO-reHEeTUYECKOro aHa-
/IM3a B Ka4eCTBE KOHKYpUpYoLWero anarHo3a ob6cyaaetcs

niwemMns (BO3MOXKHO, MHbaPKT) MMOKapaa Ha ¢oHe Tpom6bo-
3a BETBEW KOPOHAPHbIX apTEPUN.

B TeyeHne 5 cyT cocTosiHMe pebGeHKa cTabwunuM3npoBa-
Nnocb, AeBoYKa Oblna aKCTybmpoBaHa. Yepes 13 cyT co AHA
NOCTyNn/jeHns B CTauMoHap 6biia 3adpuKCcHpoBaHa OTYET-
NIMBasi MOMOXKUTENbHAA AWHAMWKa: PeGEHOK B CO3HaHWUM,
KynupoBaH 60/1eBOM CUHAPOM, KOPMUTCH Yepes3 COCKy CLie-
KEHHbIM TPYAHbIM MOJIOKOM, YacToTa [AbIXxaTebHbIX [BU-
WeHun — 44/MuH, YyactoTa cepaeyHblX COKpaleHun —
150/MuH, nevyeHb — +3 cM, AWype3 ageKkBaTHblM. ocne
CcTabunnsaunn coctosiHua (B Bospacte 2 mec 20 cyT) pebe-
HOK nepeBefeH B OTAeNeHMEe NaTonornu LeTen paHHero
Bo3pacTa KpaCHOAPCKOro KpaeBoro KIMHWYecKoro LieHTpa
OXpaHbl MaTEPUHCTBA M AeTCcTBa A9 AaNbHewnwero obcene-
[0BaHua 1 nevyeHns. K MOMeEHTy nepeBoja COCTOsIHME CTa-
6unbHOE, ajeKBaTHble NpubaBKKM B Macce Tena, nepubepu-
YECKMX OTEKOB HET, paHa YnUCTast, KOXHbIN NOCKYT NMPUMKKICS.
OHaKo MonoCcTU cepala ocTaBaamChb pacluMpPeHHbIMU, GpakK-
uMs BblGpoca NeBOro xenygodyka — B npegenax 35-40%.
Mony4yana nopfep:kvBaloLLylo Tepanuio No NoBogy cepaeuy-
HOM HEeJOoCTaTOYHOCTU (KanTonpun B Ao3e 1 Mr/Kr B CyTKU +
CMUPOHOJIAKTOH MO 3 MI/KI B CYTKM), NOA KOHTPONEM reMo-
CcTa3a — aHTUKOoarynsaHTHylo Tepanuio (BapdapuH B Aose
0,2 Mr/Kr B CYyTKH).

Yepes 4 cyT nocne nepesoga NpucoeamMHuaachb Kulleu-
Has AncOYHKLMA, CTyn Ao 7 pa3s/cyT (6e3 naTonornyeckmnx
npuMecewn) Npu HopmanbHOM TEMNepaType Tena, YTo BbI3Ba-
N0 yxyaweHue cocTosiHua pebeHKa C pa3BUTMEM OCTPOW
[EeKOMMNeHcaLMn XPOHUYECKON cepaeyHOn HedoCTaTOMHOCTH:
pasBuTUE TaxnnHos A0 80/MWH, NOSIBIEHNE CTOMKON NapokK-
CU3MaNlbHOM TaxMKapauKu € 4acTOTOM CepAeydHbIX COKpalle-
HUM 220-300/MuH, 6bICTPOE CHUXKEHUE dpaKLmMK BbiGpoca
0o 19%, nosbllweHWe ypoBHSA [-aumepa Ao 2349 Hr/mn
(B 587 pa3s Bbllle HOPMbI), CHUKEHUE COAEPKAHUS MpOoTe-
nHa C go 43%. Ha peHTreHorpamme — rpyaHas Knetka 604-
KO0Gpa3Hon GOpPMbl, IEFrOYHbIM PUCYHOK 06OralleH B Meau-
abHbIX 30HaAX, HEYETKMI, MporpeccupyeT Kapanmomeranus
(KapaunoTopaKanbHbI MHAEKC 72%). Taxnkapaus Oblna Kynu-
poBaHa B xofe WHby3uM Kapsegunona B jose 0,2 mr/Kr
B TeyeHue 8 4; Ha doHe Tepanuun NpebnoTMKamMm yMeHbL K-
flacb YacToTa CTyna, COCTOsAHUE pebeHKa yny4yLmaoch.

Yepes 12 cyT OT AaHHOro anu3oga — MNOBTOPHOE yXya-
LUeHWEe COCTOSIHMS, CBSI3aHHOE C MPUCOEAWHEHWEM pecru-
paTopHOM WHEeKUMU (ocTpas pecnupatopHas MHbEKLUS,
OPOHXMOJINUT): MOSABUINCH BbIparKEHHas 61eQHOCTb KOXM,
oAblWwKa, Taxmkapans (4o 200 ya./MuH), NpUCTynoo6pasHbIn
ManonpoayKTMBHbIN Kallenb, MNOo3biBbl Ha PBOTY, CHUXEHWE
dpaKuunn Bbibpoca 1o 11%, HapacTaHWe ypOBHEN MapKepoB
runepKkoarynsuuun. MpoBoannncb HenpepbiBHas WMHOY3us
MHOTPOMOB, KapBeAMIoNa, KUCN0POAoTEPANUS YEPES MACKY,
KOppeKLMa remoctasa C nomollbio BapdapvHa Moja KOH-
TponemM MeXAyHapOAHOro HOPMann30BaHHOrO OTHOLIEHMWS.
HecmoTpsa Ha nNpoBoOAMMYO Tepanuio, Ha 4-e CyT pecnupa-
TOPHOM MHDEKL MM KOHCTAaTUpPOBaHa 6Monornyeckas CMepThb.
OueHKa CcTeneHn MoparkeHUs KOPOHapPHOro pycna u pycna
Nero4Hon apTepun cTana HEBO3MOXHOM BCIeACTBUE KaTero-
PUYECKOro OTKa3a poauTenew oT ayToncuu.

OBCYXAEHME

Tpom6odunna — HacneacteeHHoe 3aboneBaHue CBep-
ThiBalOWEN CUCTEMbI, MaHUdecTUpyoLllee Npu pasBUTUK
OCTPbIX MHPEKLMOHHbIX 6ONE3HEN NOA BAUSHUEM TMMOKCUMU
UNu B peaynbTaTte AENCTBUS APYrMX HEeraTMBHbIX GaKToOpoB,
HapyLlalowWwmnx KoarynsaumMoHHbln 6anaHc. Y nnoja v HOBO-
POXAEHHOro pebeHKa 3aluTy oT TPOMOO030B obecnevynBaeT



OTHOCUTENbHOE CHUMXKeHue dakTopos I, VII, IX n X. OgHako
y AeTen C OCTpbiMU 3ab0neBaHUAMU, TAKENON TUMOKCUEN
paBHOBecHe CBepTbiBaHUA M GUOPUHONM3A HapylaeTcs.
JTOMYy B 3Ha4YUTENBHON Mepe CNOCOBCTBYET OTHOCUTENbHbIN
neduunt npotenHa C, nnasMMHOreHa U aHTUTPoM6BKMHa [15].
MoOLHbIM TPUITEPOM SIBASIETCA KaTeTepu3auus COCYAOB.
B HacToslee BpeMs OTCYTCTBYIOT peKoMeHAaLuun no npose-
OEHMIO CKPUHWUHIA TPOMBODUANM Y HOBOPOXKAEHHbIX AeTeNn,
HE UMEIOLLMX CUMMTOMOB O6LLMpPHOro Tpom603a [15, 16], 4To
3aTPyAHSET paHHee BbisiBleHME 6OJbHbIX U MPOdUNaKTUKY
Pa3BUTHUSA TAXKENbIX NPOSBNEHNA 6ONE3HW.

[JaHHbIX KNIMHUYECKUIW Ccnydan aBngeTcs NpuUMepom
ONarHOCTUKKM TpoMBOodOUINKM NOo daKTy pasBUTUA UWLEMUU
MUOKapaa (Ha GoHe OCTPOro MMoKapauTa), a Takke dop-
MWPOBaHWS BEHO3HOro Tpom6o3a Mocne KaTeTepu3auuu
nepudepnyeckon BeHbl. BbiiBNeHHble MoaMMopous-
Mbl B reHax MTHFR (677C>T), MTR (2756A>G), MTRR
(66A>G) onpenensawT BbICOKMW PUCK Pa3BUTUA TPOMOO-
30B, a TaKXe BEePOATHOCTb Pa3BUTUSA CepPAEYHO-COCYANCTbIX
3a6oneBaHuni [17]. Kpome Toro, AaHHble MNOAMMOPOU3MBI
CNOCOOBCTBYIOT PE3KOMY CHMKEHUIO CUHTe3a (epMeHTOB
donaTHOro UMKNa, Npu 3TOM B KPOBW MOBbILIAETCA YpPO-
BEHb FOMOLMCTENHA, KOTOPbIM OKa3blBaeT AOMNOJIHUTENIbHOE
noBpexaatoliee AeNCTBUE Ha IHAOTENUIN, ONPEeAENss BbICO-
KWW PUCK pa3BUTUSA TPOMOO30B. [eH KoarynsaunMoHHOro gak-
Topa Xl (FXIII) KoanpyeT cuHTe3d dpepMeHTa drMbpuHasbl,
OTBETCTBEHHOIO 3a NOIMMEPM3aLINIo MOHOMEPOB GUOPHHa
B MPUCYTCTBMM MOHOB KanbLMs, YTO CNOCOGCTBYET pas3Bu-
TUIO FreMopparm4yecKkmx OCNOKHEHU Ha GOHe rMnoKoaryns-
LMK, OJHAKO HanMymMe AaHHOro nonnmMmopdurama He obecne-
YMNI0 AOCTUKEHUS KOarynsiLMoHHOro paBHosecus. [eH PAl-1
(-675 5G/4G) KOAMpPYET CUHTE3 IHAOTENUANBHOIO UHIMOU-
TOpa aKTMBaTopa naa3MMHOreHa-1 — OAHOro M3 KOMMO-
HEHTOB GUOPMHONIUTUYECKOIO 3BEHA remMocTtasa. [laHHbIn
6€en0K NojaBnseT akTMBHOCTb TKAHEBOIO aKTMBaTopa nnas-
MUHoreHa-1 (PLAT), noTeHuUMpylowero obpasoBaHue nnas-
MWHa, KOTOpblM, B CBOW o04epenb, pacuennsetr GubpuH
Tpom6a. BbiiBNeHHbIM y G0NbHOW annefnbHbli BapuaHT
reHa PAI-1 -675 4G noBbllWaeT ypoBeHb nNpoayKuun PAI-1
B KPOBM, YTO NPUBOAMUT K MogaBneHuto dbubpuHONUTUYE-
CKOM aKTMBHOCTM KPOBM M CnocobceTByeT GOPMUPOBaHMIO

Puc. 2. NauneHTKka EkatepuHa M.: uctopms passutus 3aboneBaHuns
Fig. 2. Patient Ekaterina P:: Disease development history

BbisiBnexve
nofMMopPGU3MOB reHoB,
noaTsepxaatoLmx Tpoméodununio

Mpu 3a6ope BEHO3HOMN
KpOoBM — ObICTPOE
CBEpPTbIBAHKE B Urne

BHYTPMUCOCYANUCTbIX TPOMOOB. BenuynHa OTHOCUTENbHOMO
prcKa TPoM6030B MpU HaIMYUK TOJIbKO 3TOro NOMMOPPU3-
Ma gocturaet 1,7 [18].

Mbl NPEeAnoNoXuan, YTo B AAHHOM Ciyd4ae MNYyCKOBbIM
GaKTopoM pasBUTUS TPOMBO3a ABMIACb MHOEKLMS; YYUTbI-
Basi COXpaHsOLLyloCs B TeYeHMe BCero nepuoga Habnwae-
HUS TSHXKENYI0 CepAeyHyld HeOoCTaTOYHOCTb, BbICOKOBEPO-
ATHbIM 6blN0 Anddy3Hoe BocnanuTenbHoe NoBPeEXAeHue
MWOKapaa, BK/to4as NpoBOASILLYIO CUCTEMY cepaua (puc. 2).

Mo pesynbrataMm aHanuM3a pa3BuTUS 3abosieBaHus
y pebeHKa, B Ka4yecTBe MepBOMPUYUHbI OCTPOW CepaeYvHOMn
HeLOCTaTOYHOCTU He UCK/oYeH TPoMOO3 BeTBeW KOpoHap-
HbIX apTepPUn C KOMOBUHALUMEN HECKONbKMUX MaTONOrMYeCcKux
NoAMMOPGU3MOB MrEHOB, aCCOLIMMPOBAHHbIX C HACc/eACTBEH-
HOW TpoMbBodUumen. Tem He meHee anarHo3 «<MHbapKT Muo-
Kapga» B neavaTpuyecKon npakTuKe, 0COBEHHO y pebeHKa
nepBbIX MECALEB KU3HU, YCTaHaBIMBAETCS KpaliHe peaKo U,
KaK NpaBufo, NMOCMEPTHO.

Bonpoc 0 BO3MOXHOCTH npeaoTBpalleHns Hebnaronpu-
ATHOrO Mcxoda 3aboneBaHus ocTtaeTcs OTKPbITbIM. C oaHOM
CTOPOHbI, PaKT YCKOPEHHOr0 CBEPTbIBAHUSA KPOBM Mpu 3a60-
pe B nepuoae HOBOPOXKAEHHOCTM OKa3zasncs 6e3 [JOMKHOro
BHMMaHMS, 4TO OTCPOYMNIO obcnegoBaHme pebeHKa 1 BbiiB-
neHune Tpom6odunmun. OaHako, cornacHo HabnoaeHuo aeTewn
C NEPBUYHBIMU U BTOPUYHBIMU TPOMOBODUAUSMU, WUCXOAbI
B 6OJIbLUEN CTEMEHU OMPEAensatTcsd He 06bEMOM MNoparke-
HUS, a NnoKanusauuen TpomoboB, Npuyem Haubosnee onac-
HbIMW ABASIOTCA TPOMOGO3 BEH MOPTaNbHON CUCTEMbI, Liepe-
6panbHbiX U KOpOHapHbIX aptepun [19]. CneposaTesnbHO,
HECMOTPS1 Ha aAeKBaTHyl Tepanuio, 06ecneymBILyO Yyy-
LeHWe COCTOSHUS pebeHKa B TeyeHue 3 Hep, HacnoeHue
MHbEKUMOHHBIX 3aboneBaHuii ONpeaennno nporpeccupo-
BaHWe MOpaXKeHWs NeBbIX OTAENO0B cepala C BOBIEYEHUEM
Masioro Kpyra KpoBooOGpalleHusi BCNeACTBUE OTHOCUTENb-
HOW HeAoCTaTOYHOCTM MUTPAbHOIO KianaHa U MacCMBHOM
MUTPanbHOW peryprutaumu, pesynbtaToM KOTOpoW cTana
TPOM603MOBONS MENTKUX BETBEW JIEFOYHON apTeEPUN.

HepoctaTo4yHas M3y4eHHOCTb HacneACTBEHHOM TPOM6BO-
dununun y npeten, ocoO6EHHO Y HOBOPOMKAEHHbIX, NPUBNEKAET
BHMMaHWe Bpayen-uccnegoBatenen K gaHHoOM npobneme
W onpeaensieT BaXKHOCTb NPOBEAEHUS KIMHUYECKUX U DYH-

Passutne YXyalweHue CoCTosHNS
KULIEYHOM Ha ¢oHe OPU,
aMchyHKUMK 6poHxnonuTa

JleTanbHblit ucxop

BN Oveo NN ivecoor NN 2vec NN 2veo2doy N 5vecoor N
YXyAWweHue coCcTosHUS HekpakTomus Octpas MporpeccupoBaHue
C pa3BUTUEM KapAMOreHHoro € amnyTauuen nanbLes fexkomneHcauus XCH, [OH (TANA?),
LoKa Ha doHe OPU NEeBOM KUCTH CTOMKas CynpaBeHTPUKyNApHast
napoKcM3mMalbHas napoKcu3amMasbHasa
CynpaBeHTPUKYNSAPHas TaxuMKapaus
PazBuTtre KnnuHnyeckmx n K Taxukapaus;
CUMMTOMOB WLLIEMUW MUOKapAa; nporpeccuMpoBaHune
TPOMG03 IOKTEBOM BEHbI runepkoarynsumm

MpnmeyvarHme. OPU — ocTtpas pecnupatopHas nHdekuns, IKI — anexkTpokapanorpacdma, XCH — xpoHUyeckas cepaeyHas HeaoCTaTOYHOCTb,
[OH — gbixaTenbHas HegocTaTo4yHOCTb, TAJIA — TPOM603IMOONNS NNEFOHHOM apTeEpPUMN.
Note. ARl — acute respiratory infection, ECG — electrocardiography, CHF — chronic heart failure, RF — respiratory failure, PE — pulmonary

embolism.
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OaMeHTanbHbIX nccnegoBaHni npobnemol. B pamkax atomn
paboTbl aHaNN3 KaXKA0ro KIMHWYECKOro ciyvyas AOMONHS-
€T 3HaHWSa negMaTtpoB U NMOHWMaHWe cTpaTervm BeaeHus
O0JIbHbIX.

3AKJ/IIOYEHUE

CoyeTaHne 6 reHeTMYecKnx noMmMopdM3aMoB, accoLm-
MPOBaHHbIX C NOBbILWEHHBIM TPOMOOO6PA30BAHUEM U CHU-
weHnem OUOPUHOUTUHECKOW aKTMBHOCTM, OMNpeaenuso
He6naronpmMaTHOe TeYeHWe MWOKapAMTa C MOpPaKeHWeM
KOpPOHapHbIX COCYAOB W feTanbHbli MCXon 3aboneBaHus.
Haunb6onee BepoATHbIM KlOYEBLIM GAKTOPOM NPOrpeccupo-
BaHWA AbIxaTeNbHOM M CEPAEYHOM HEOCTAaTOYHOCTH U HaCTy-
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MaccoBoe o6ciegoBaHMe HOBOPOXAEHHbIX B Poccun Ha nsiTb HaciaeACTBEHHbIX 3a601eBaHUi He oTBeYaeT TPe6OBaHUSM,
npeabaBaseMbIM MUPOBLIM COOBLYECTBOM K MPOrpamMme HeoHaTa/lbHOro CKPUHUHra. Ycrnexu B pas3BUTUKN 1a60paTopHbIX
AMarHOCTUYECKMX TEXHOJIOMMH, aKTMBHOE BHEAPEHNE B MEAMUMHCKYIO MPaKTUKY AOCTUIKEHUI FeHETUKM M MOJIEKYNSAPHOMN
610/10rMn AatoT BOSMOXKHOCTL epecMoTpa CrimMcKa HO30J10MMi, BXOAALMX B HaLMOHa bHYIO NporpaMmmMmy HeoHaTasbHOIro
CKPUHMHIa rnytem 3ameHbl 3a60/eBaHus M0 BKIIIOYEHMS HOBbIX HO30/10rMi. B cTaTbe 06Cy)KAaeTCsi BO3MOXHOCTb BKJIO-
YeHUs1 B NPOorpaMmmy CKPpUHUHIra HOBOPOXAEHHbIX B POCCUM reHETUYECKOro TECTUPOBAHMS Ha TAXKENYI0 KOMOMHMPOBaHHYIO
MMMYHHYIO HEA0CTaTO4YHOCTb. OBCYKAalTCA pe3y/bTaTbl PETPOCNIEKTUBHOIMO MCCAE[0BaHNA MapKepoB HauBHbIX T U B 1um-
¢oumntoB — TREC u KREC — B rpynne geter ¢ MMMyHO3aBUCUMOM NaToI0rMen, pa3BUBLLENCS Ha NePBOM oAy XU3HM.
KntoyeBble cnoBa: Ta)enas KOMOMHMpPOBaHHasi UMMYHHasi HEA0CTaTOYHOCTb, MEPBUYHbIAN UMMYHOAEPULMT, HEOHaTalbHbIN
cKpuHuHr, TREC, KREC.

(Ana yntupoBanms: Jepsouna C.C., TysaHkmuHa U.A., BnacoBa E.B., bonkos M. A., lLepwHEB B.H. HeoHaTtanbHbIn CKpu-
HWHT Ha TAXenyt KOMGUHUPOBAHHYIO MMMYHHYIO HEAOCTAaTOYHOCTb B POCCHMM: NpeKpacHoe AanéKo naun 3aBTpaLUHSs peasb-

HOCTb? Bonpockl coBpemeHHow neanatpmnn. 2017; 16 (1): 59-66. doi: 10.15690/vsp.v16i1.1696)

AKTYAJIbHOCTb

HecMoTps Ha 3HayuTe/NbHbIM Mnporpecc B 06/acTu
OWMArHOCTUKM U NeYEHUS NEepPBUYHbIX UMMYHOLEeDULMTOB,
HabnlogaeMblt B nocnegHee BPeMsi BO MHOMMX CTpaHax
Mupa, 60nbluasi 4acTb POCCUMUCKUX BGONbHbBIX C TAXeENbIMU
dopmammn UMMYHHOM HEAOCTaTOYHOCTH YMUpPAIOT HeauarHo-
cTupoBaHHbiMK [1-3]. Kak 1 ana Bcex peakux 3abonesa-
HWUIA, OCHOBHOM NPOGIEMON NEPBUYHBIX UMMYHOAEDULMTOB
B Poccuickon depepaumn SBNSETCA TMNOAMArHOCTUKA,
006yCcNoB/leHHasA KaK OTCYTCTBMEM HaCTOPOXEHHOCTWU cre-
LLMaNnUCTOB MEPBUYHOIO 3BEHA, OCOGEHHO MeanaTpoB, Tak
M ManofoCTYNHOCTbIO COBPEMEHHbLIX METOAOB MONEKYNSP-
HO-FreHeTUY4eCKoro aHannsa B NOBCEAHEBHOW KIIMHWUYECKOM
npaKTuKe.

OCOBEHHOCTbIO KIIMHUYECKUX MPOSIBNEHWUIA MEPBUYHON
UMMYHHOW HEOCTaTOYHOCTHM ABNSETCH TO, HTO OHWU HECMELM-
®WYHBI NS KOHKPETHbIX HO30/10MMYEeCKnX GopM: 3TO MOryT
OblTb CUMNTOMbI 6aHaNbHbIX MHOEKLMUA GPOHXONErOYHOM
cuctembl, JIOP-opraHoB WAM KOXW. HacTopaxuatowmm
}aKTOpPOM B 3TOM CilyHae CAyXKMT HEOObIYHO TSXKEeNoe Wan
aTMnuMyHoe TeyeHue 3aboneBaHus, a TaKXKe OTCyTCTBUe
OTBETa Ha CTaHAapTHble TepaneBTUYECKUE BO3LENCTBUSA
[3]. MepBUYHbIE MMMYHOAEDULMTBI MOTFYT UMETb MaCKM

racTPOMHTECTMHASbHbBIX CUMMNTOMOB, ayTOMMMYHHbIX NPOSIB-
JIEHUN, 3/TOKAYECTBEHHbIX HOBOOGpPa3oBaHum [4].

Hanbonee onacHon cpeay NepBuUYHbIX UMMYHOAEDULM-
TOB MPW3HaAHa rpynna TaxenbiX KOMOUHUPOBAHHbLIX MMMY-
HOAEDULMTOB (MK TAKENON KOMOBUHUPOBAHHOM UMMYHHOM
HepgocTtatoyHocTM, TKUH). Mpwu aton natonornn Habnwoaa-
eTCcsl BbIparkeHHas HeAoCTaTOMHOCTb KJIETOYHO-OMOoCPe/o-
BaHHOIo UMMYyHUTETA. Y IeTeN PE3KO CHUKEHO KOIMYECTBO
nmmooumToB B MMOOMAHON TKaHW. TuMyCc uUMeeT BUA
deTanbHOro opraHa, coxpaHas 3HAoAepMalbHble CTPO-
MallbHble KIETKWM, HO NMMPOMUAHbIE CTBOJIOBbIE KIETKM
B HEM MPAKTUYECKU OTCYTCTBYIOT. TakMM 06pa3oM, UMMYH-
Has cucTema 3TUX NaLMeHTOB He cnocoGHa NPOTUBOCTOATb
pPas3NMYHbIM MHPEKLMOHHBIM areHTam, YTo NPUBOAMT K paH-
HEMY Pa3BUTUIO PELIMAMBUPYIOLLMX MHOEKLMOHHBIX 3a60/e-
BaHWN, B TOM 4uCNe reHepanm3oBaHHoM BLUMK-nHbeKLnn,
1 6bICTPOMY NieTanbHOMY Mcxoay [5].

EAVMHCTBEHHBbIM 9DdEKTUBHBIM METOAOM NIe4EHUSA 60/1b-
Hbix ¢ TKUH aBngeTca TpaHcnnaHTauusa KIETOK KOCTHOMO
MO3ra, B HacTosllee BPeMsi — reMono3TUYEeCcKUX CTBOJIO-
BbIX K/JETOK. dbdEKTUBHOCTb 3TOW Mpouedypbl Hanpsamyio
3aBMCUT OT BoO3pacTa nauueHTa: o6Lllas BbIXKUBAEMOCTb
yepes 5 f1eT nocne TpaHcnaaHTauun coctaBnget 6onee 94%
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y aeten ¢ TKUH, npoonepupoBaHHbIX B Bo3pacTe Ao 3,5 Mec,
Npu YCNOBMKU OTCYTCTBUA MHDEKLIMOHHBIX NPOLLECCOB Ha Npo-
TSXEHUM 3TOrO CPOKa. [1o0 HefaBHEro BpeMeHu AeTH, MoaBepr-
Lrecs nepecagKe KNeToK KOCTHOMoO Mo3ra B Bo3pacTe craplue
3,5 MeC 1 NepermBLINE aKTUBHbIM MHDEKLIMOHHBIM Npouecc,
nMenu HemHorum 6onee 50% ob6LLen BbXXMBaAEMOCTH [B].

bonee 10 net Haszag ycunuamu EBponenckoro oblie-
cTBa MMMYyHOAEeODUUMUTHBIX cOocTosiHMK (European society
for immunodeficiencies, ESID) 6bin co3aaH eBponencKkum
pernctp 60/bHbIX MEPBUYHLIMU MMMYHOAEDULMTAMK, KOTO-
pbit 06beanHUN 26 rocygapcTs M BKIOYMA B cebsa 6onee
10 TbIC. YENIOBEK U3 HaLMOHabHbIX PEFUCTPOB 3TUX CTPaH [7].
B 2014 r. pernctp BK/IOYanN AaHHble yxKe 19 TbiC. NaLUMEHTOB
C AMarHo30oM NepBMYHOro MMyHogeduumTa ns 126 3aperu-
CTPMPOBAHHbIX Ha TEPPUTOPUN EBPONbI LLEHTPOB NMEPBUYHbBIX
nMmmyHogeduuntos [8].

B Poccuiickon depepauuun, nNo AaHHbIM pPervoHasb-
HblX PEerucTpoB, Ha yyYeTe y UMMYHOSIOrOB COCTOMUT OKOMO
1,5 TbiC. NAUMEHTOB C AMArHo3om «[lepBUYHbIN UMMYHOAE-
GuUuUT», XOTH, MO MHEHMIO CMELMannUCToB, peanbHoe KOu-
4eCcTBO TaKMX GOMbHbIX Ha MopsaoK Bbiwe [3, 9]. Mo cno-
BaM 3aBefytollen otaeneHnem nmmyHonorun ®HKL, AMOU
um. 1. PorayéBa JOKTOpa MeAMLIMHCKMX HayK, npodeccopa
A.1O. Wep6uHbl, «B Poccun exerogHo poxaaeTrcs OKOJO
200 peTtew ¢ nepBUYHbIM UMMYyHoAedULUTOM» [10].

OTCyTCTBME TOYHOrO AMarHo3a y TaKMX OO/bHbIX O3Ha-
YyaeT 6e3BO3BPATHYO MOTEPIO BPEMEHW AN Ha3HayeHwus
afleKBaTHOM NaToreHeTM4eCcKn 060CHOBaAHHOM Tepanuu, pas-
BUTME HEOBPATUMbIX MOBPEKAEHUNA BHYTPEHHMX OPraHoOB MU,
KaK cneactene, HEBO3MOXKHOCTb BEPHYTb YeIOBEKa Ha MHOM,
Ka4yeCTBEHHO HOBbIM YPOBEHb XN3HHM [5, 11].

bnaroaaps Bo3pocleMy B nocnegHee Bpems BHUMaHUIO
K JaHHOW npobreme co CTOPOHbl BcemupHon opraHusaumm
3[PaBOOXPaAHEHNS U MEKAYHAPOAHbIX MEAMLMHCKMX Opra-
Hu3aumn (ESID, JProject*, JMF**) oTmevaeTca nocTenex-

HOE MCYE3HOBEHWE «AMarHOCTMYECKOro npoBanar» cpeau
60/IbHbIX NEPBUYHBIMU UMMYHOZEeDULMTaMKN 3a CHET MosiB-
NIEeHNS HAAEXKHbIX METOAOB AMArHOCTUKM THKENON KOMOUHW-
pPOBaHHOM MMMYHHOW HeagocTaTodHoCTK [12, 13]. Bo MHOrmnx
CcTpaHax MUpa pas3pabaTbiBalOTCA M BHEAPSAIOTCS B HalM-
OHa/lbHble MporpaMMbl MaccoBOro o6c¢cnefoBaHUsA HOBO-
POXKAEHHbIX HOBble, 6o5iee 3PDEKTUBHbIE METOAbI CKPU-
HUPOBAHUA MMMYHOAEPULMUTHBLIX COCTOSHUW. TeM cambiM
Nnog4YepKMBAETCA 3HAYUTENbHbIM NOTEHUMan 3TOM NpeBeH-
TUBHOMW CTpaTerMm 3apaBooxpaHeHums [12, 13].

K HacToswemy BpeMEHM HeoHaTallbHbll CKPUHUHI
Ha TKMH nonHocTbio peanu3oBaH B 41 wrate CLWA (paH-
Hble Jeffrey Modell Foundation no cOCTOSIHMIO Ha CeH-
T96pb 2016 1) U HaxoAUTCs B CTaauMuM pa3paboTKU elle
B HECKONIbKMX APYruX wWTaTax. M3pauib TakKe BbIMOMHAET
CKpuHUpoBaHne Ha TKMH B pamKkax rocygapcTBeHHOM Mpo-
rpammbl [14], HECKONbKO MWNOTHbLIX NMPOEKTOB OCYLLECTBNS-
oTce B cTpaHax EBponbl, bavxkHero Boctoka 1 Asun [15-17].

MockonbKy B Poccuu anuaeMmnonormyecknx mccneaoBa-
HUM Ha TKWUH He npoBoamMnock, NonynsiLMoHHasa YyactoTa 3a6o-
NleBaHW 3TOW rpynnbl OCTAeTcs HEM3BECTHOW. Kpome Toro,
OTCYTCTBYIOT A@HHbIE MO GEHOTUNMMYECKUM M FTEHOTUMUYECKUM
0COBEHHOCTSIM POCCUMCKMUX NALMEHTOB C NEPBUYHLIMU UMMY-
HoaeduUMTaMK, YTO 3aTPYAHSET CO3[aHWe U NAaHWpoBaHWe
3OPEKTUBHOM KOMIMIEKCHON CUCTEMbI NMPEBEHTUBHbLIX MEpOo-
npuaTMM no aunddepeHumanbHOW, NpecumnToMaTUyecKom
W NpeHaTanbHOW AMarHOCTUKe 3TUX 3ab0ieBaHUN.

HEOHATA/IbHbI CKPUHUHI B POCCUU U B MUPE:

BYEPA, CEroflHs1, 3ABTPA

MaccoBoe o6cnegoBaHne HOBOPOMKIAEHHbIX, UM HEOHa-
TaNnbHbIN CKPWUHWHI, — CaMbli NMPOCTOM W MNEPCNEKTUBHbIN
MeTo4 AN PaHHEro O6HapyXKEHWUS TAXKENOoW HacneacTBeH-
Hou naTonornu. Havaswwuch B CLLUA B 60-X rogax npoLunoro
CTONETUS C BUOXMMUYECKOrO TECTA Ha BbiiB/ieHWE heHUNKe-
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Neonatal Screening for Severe Combined Immune Deficiency
in Russia: Glorious Future or Tomorrow’s Reality?

Mass screening of newborns in Russia for five hereditary diseases does not meet the requirements of the world community for
the neonatal screening program. Success in the development of laboratory diagnostic technologies and active introduction of
achievements in genetics and molecular biology into medical practice allow for the revision of the list of nosologies included in
the national neonatal screening program by replacing the disease or adding new nosologies. The article discusses the possibility
of including genetic testing for severe combined immune deficiency in the Newborn Screening Program in Russia. The results from
a retrospective study of markers of naive T- and B-lymphocytes (TREC and KREC) in the group of children with immuno-dependent
pathology developed in the first year of life are discussed.
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[onrocpo4yHast MHOOPMALMOHHAA KaMnaHus, MHULMUMPOBaHHas BOCTOYHOEBPOMENCKUM LEHTPOM NeauaTtpuyeckorn U UHOEKLMOHHOM
nmmyHonoruu (ECE IPI CTR) B coTpyAHMYECTBE C OTAENEHUMEM UHDEKLMOHHOM U NeguaTpruyYeckon uMMyHonornvm YHnusepcuteTa B [lebpeLieHe
(BeHrpus), MeloLan cBoen Lienbio NpoBefeHne BCTpeY CneunanmucToB B 061aCT ANarHOCTUKK, NeYeHUs U BeeHNs pernctpa 60MbHbIX
C NepBUYHbIMU MMMYHOAEDULUTAMMU.

MexayHapoaHas HekomMmepyeckas opraHudauma (Jeffry Modell Foundation, CLUA) ana noaaepku dyHAaMeHTanbHbIX U KIMHUYECKMX
ncenenoBaHui B 06nacti nepBUYHbIX MMMYyHoAeduunToB. OcHoBaHa V. n F. Modell B namsaTtb 06 nx ymepLiem CbiHe.



TOHYpuK [18], aTa TEXHONOrMS Noay4Ymaa LWMPOKOE pacnpo-
CTpaHeHWe B MOUTUKE HaLMOHaNbHOIro 34PaBOOXPaHEeHUs
60/blIMHCTBA cTpaH Mupa. B mae 2000 r. KoMuUTET obLLe-
CTBEHHOM M NpodecCUOoHaNbHON MOAUTUKKM EBponencKoro
obuiectBa reHeTnKM Yyenoseka (European society of human
genetics, ESHG) ony6nvkoBan pa3paboTaHHyl0 aKcnepTamu
15 eBpPOMNENCKMX CTPaAH CUCTEMY MpaBuUA, CTaHAAPTOB U Mep
6e30MacHOCTM 415 opraHuM3auun U NPOBEAEHUS FreHeTuYe-
CKMUX CKPWMHUHIOBLIX nporpamm [19]. B uucne Kputepues,
Heo6XxoAMMBIX ANS BKIOYEHNS GONE3HM B NPOrpamMmmy CKpu-
HUHIa yKasaHo, 4YTO OHa JOJIKHA MMETb YETKO O4YepyeHHble
KNUHUYECKME M OUOXMMUYECKME MPOSIBIEHUS, MpeacTaB-
N9Tb COOOM 3Ha4yMMmylo NpobseMy C BbICOKOWM BEPOSTHO-
CTblO HACTyNAEHUs MHBANMAN3ALMN U CMEPTHOCTHU B Ciydae
NO3AHEro BbISIBAEHMUS, BCTPEYaTbCs C YacTOTOM He MeHee
1:10000-15000 HOBOPOXAEHHbIX, UMETb MPUEMIEMYIO
W KOPPEKTHYIO ANs nauueHTa v obliectBa npoueaypy CKpu-
HWHra, a TaKXe rotoBoe, anpobupoBaHHoe neyveHune, addeK-
TUBHOE Ha AOK/IMHUYECKOM aTane [19-21].

Ha cerogHsWHWK OeHb MNporpaMMbl HeOoHaTallbHOro
CKPWHUMHIa BHeapeHbl 6onee 4em B 50 rocygapcreax Mupa
M HacYMTbIBalOT OKONO 50 CKPUHUPYEMbIX HACNEACTBEHHbIX
3aboneBaHum (Ho3onorun) [22].

Heo6xoanmo npusHatb, 4To HM B EBpone, Hu B CLLUA —
nepBon cTpaHe Mupa, BHeApUBLUEM MaccoBoe o06cneno-
BaHWe, B HacTosillee BPEMS He CyllecTBYeT AOCTaTOYHO
060CHOBAHHOI0 MNOAX0Aa K PaHXMPOBAHWUIO CKPUHUPYEMbIX
HacneacTBeHHbIX 60/1e3Hen. PaboTbl cneumManmncToB No nay-
YEHUIO NPorpamMM HEeoHaTanbHOro CKPUHWMHIA B Pasfn4HbIX
CTpaHax MOKa3asMn 3HaYUTENbHY FeTEPOreHHOCTb CrMUCKa
CKPUHUPYEMbIX HO30/10TM U MHOrOO6pasne caMon opraHu-
3aLMOHHOWM CTPYKTYPbI CYLLECTBYIOLLErO TECTUPOBaHUSA [22].

MaccoBoe o6cnefoBaHMe HOBOPOXAEHHbIX B Poccui-
ckon depepalmm Havyanochb B cepeanHe 80-x rofoB ¢ uccne-
foBaHunsa Ha deHunkeToHyputo. C cepeaunHbl 90-x roaos
B MPOrpaMmy CKpUHWHIra GbiN BKIOYEH BPOXAEHHbIN MMMNo-
TMpeos, a ¢ 2006 1. ewe 3 AOMNOAHUTENbHbIX HO30/10TUN —
ranakTo3emMus, MyKOBUCLIMAO3 U apeHOreHnTanbHbI CUH-
apom [23]. B 2012 r. B cBSI3M C NPUOBPETEHMEM TAHAEMHOTO
Macc-crneKkTpomeTpa B CBepa/ioBCKom 061actu 6bin 3anyLieH
NPOEKT paclIMPEHHOr0 HEOHATaNIbHOrO CKPWMHUHIA, B KOTO-
POM K OCHOBHbIM 5 HacneacTBEHHbIM 60Ne3HAM O6MeHa
6bin0 fob6aBneHo eue 11 [24].

MeToa TaHAEMHON MacC-CNeKTPOMETPUU UMeEeT 3Hayu-
TeNbHble MPEUMMYyLLECTBA MO CPABHEHUIO C NpPeAblaywnmu
OMOXMMMNYECKUMIU TEXHONOTUSAMM, TaK KaK 3aMETHO YMEHb-
lwaeT Bpems, HeobxogMmoe Aans o06paboTKM 06pas3uoB.,
N MOXKET BbIABASATb WMPOKWUIA CNEKTP NATONOMMYECKMX COCTO-
AHWW, CBHA3aHHbLIX C HapylweHWeM MeTabOosIM4eCcKUX Mnpo-
LLeCCOB B OpraHuM3me, MyTeM aHanvM3a OJHOWM Kamnau KpoBM
[25]. OgHaKo Bonpoc LenecoobpasHOCTM aBTOMATUYECKOro
BK/IOYEHMS B NPOrpaMMy CKPUHUHIa HacNeACTBEHHbIX Hapy-
lWeHnn metabonmama A0 CUX MOop OBCYKAAeTcs MUPOBOW
M POCCUMCKON Hay4HOW 06LWeCcTBEHHOCTbIO [25, 26].

B CeepanoBckon ob6nactu 3a nepuog 2012-2014 rr.
TECTUpPOBaHME Ha reHeTMyeckMe 3aboneBaHus obmeHa
BeLWeCcTB METOAOM TaHAEMHOW Macc-CNeKTPOMETPUM NPOLL-
nn 6onee 150 TbiC. HOBOPOXAEHHbIX, BbIABAEHO 9 60/IbHbIX
no 7 pasfiMyHbIM HO30/0rusM. Takum obpasom, cymmap-
Has YacToTa BbISIBAEHUS NaTONOMMKN Mo 16 HacneACTBEHHbIM
3aboneBaHuaM B nonynsauum CeBepanoBCKOW 06nactu cocTa-
Buna 1 cnyyan Ha 1130 geten, PoOXKAEHHbIX XUBbIMU (MpH
cpeaHeM 06LWepoCccHMCcKoM nokasaTtene 1 601bHON pebeHOoK
Ha 1000) [27].

C 2015 r. MaccoBbl CKPUHWHI Ha HacneacTBEHHble
6one3Hn obmMeHa B CBepa/ioBCKOM 061acTM 3aMEHEH Ha
CEeNeKTUBHbIN. Tenepb, COrnacHoO MPOTOKOJYy MpoBeAeHUs

obcnegoBaHMa AeTen Ha HacneacTBeHHble 601e3Hn obmeHa,
TECTUPOBAHWUIO METOAOM TaHAEMHOM MaccC-CMeKTPOMETPUM
nognexat «4eTv OTAENIEHUMI NaToNorMKM HOBOPOXKAEHHbIX,
nanaTt MHTEHCMBHOW Tepanuu u peaHUMaLMOHHbIX OTaene-
HUW, NO NOKa3aHUAM — AEeTU MHPEKLIMOHHbIX, FaCTPO3HTEPO-
NIOTMYECKUX, HEBPONOrMYECKHMX, NEeanaTPUYECKUX, IHAOKPH-
HOMNOMMYECKNUX OoTAENEHUN» [28].

HenpoponkutenbHoe BpeMsi MacCoBOro obcnegoBaHus,
a TakKe GMHaHCOBbIE TPYAHOCTH, NPMBOASLLME K Nepuoanye-
CKMM OCTaHOBKaM peann3aluu nporpaMmmbl CUCTEMATUYECKO-
r0 CKPMHUPOBAHUS HOBOPOXAEHHbIX, HE NO3BOAUAN CAenaTb
Hay4HO 060CHOBaHHbIX BbIBOAOB O YacTOTE pacnpoCTpaHeHMs
OTAEeNbHbIX GOPM HacneacTBEHHbIX 601e3HeN obMeHa B Nony-
naumn. OgHaKo NoMyYeHHbIM ONbIT NPOBEAEHNUS PaCLUMPEHHO-
ro HeoHaTaNbHOr0 CKPUHWMHIA Cnoco6CTBOBaN MOHUMAHMUIO
TOro, YTO Ha COBPEMEHHOM 3Tarne MaccoBOE CKPUHWPOBa-
HWE HOBOPOXAEHHbIX TONbKO MO 5 3a6oneBaHnsIM He oTBe-
YyaeT TpeboBaHMAM, MpeabsaBASEMbIM MWPOBbLIM COO06LLe-
CTBOM K MporpamMme HeoHaTalbHOro CKpWHWHra [22, 25].
OcTaBaTtbCA Ha AOCTUIHYTOM YPOBHE MPUMEHEHUS MONUTUKU
CKPUHMPOBAHMA HaceNeHUs Ha FeHEeTUYECKyl NaTonoruio
O3Ha4YaeT HEMWMHYEMYIO OCTAHOBKY B Pa3BWTWUM BCEW CUCTe-
Mbl HaLMOHANbHOrO 34paBooXpaHeHus. CerogHsaWwHMe ycnexu
B pasBUTUM NabopaTOPHbIX AMArHOCTUHECKMUX TEXHONOMUM
W aKTMBHOE BHEeAPEHWE B MEAMLMHCKYIO NPaKTUKY AOCTUXKE-
HWUM FTEHETUKM U MONEKYNSPHOM GMOMOrMKM NO3BONSIOT rOBO-
pUTb O BO3MOXHOCTM PacCLUMPEHUS CNEKTPa CKPUHUPYEMbIX
BPOXKAEHHbIX M HacneacTBEeHHbIX 3aboneBaHui B Poccuu.

HacnepcrBeHHble 3a601eBaHUl — KaHAMAATbI

Ha BKJ/IlOYEHUE B HaLMOHaA/IbHYIO NporpamMmmy

HeOoHaTa/IbHOro CKPUHUHIa

Ha cerogHAWHWN AeHb MMEETCs HEeCKOJbKO 3abone-
BaHWI, paccmaTpuMBaeMblX B KayecTBe KaHAMAaToB ANA
BK/IOYEHUS B POCCUUCKYID MPOrpammy CKPWHWHIa HOBO-
pPOXAEHHbIX. TpM M3 HWUX [HEAOCTAaTOYHOCTb OGUMOTUMHMAA3bI
(Biotinidase deficiency, BTD), aedunumt cpeaHe- U AIMHHOLE-
NoYe4yHon aueTnn-KoaHamm A-germaporeHas (Medium-chain
acyl-CoA dehydrogenase, MCAD; Long-chain 3-hydroxyacyl-
CoA dehydrogenase, LCHAD)] oTHOCSTCA K HacneacTBeH-
HbIM 60n€e3HAM O06MeEHa, BbISIBASEMbIM C MOMOLLbIO METO-
[a TaHAEeMHOW Macc-CNEKTPOMETPUN, YeTBEepPTbiM KaHauMaaT
[TsKenblt KOMOGWHUPOBAHHbLIM MMMyHOAEDUUNT (Severe
combined immunodeficiency, SCID, nan TKMH)] — n3 rpynnbi
nepBuYHbIX UMMYHOAedULMTOB. BCce ynomsHyTble 3a6oneBa-
HWS MPUCYTCTBYIOT B MPOrpaMmax HeoHaTalbHOro CKpUHUHIa
paga ctpaH [12, 22], B HEKOTOpbIX rocyaapcTBax BOMPOC
0 HEOBXOAMMOCTU WX BKIIOYEHUS B NporpammMy HeoHaTasb-
HOrO CKPUHWHIa HaxoamMTCs B CTaguMm paccmMoTpeHus [29].

OAHaKo HeobxoauMMO MNOHWMMAaTb, YTO AMarHocTMyeckas
npoweaypa — 3TO TONAbKO MeEPBbIA 3Tan NporpaMMbl Heo-
HaTaNbHOMO0 CKPWHWHIA — MOJIHOMAcCLWTAabHON CUCTEMDbI
MEPONPUATUI, BKIOYaloLWen B cebs, MOMUMO AMArHOCTU-
KW, 06513aTefIbHOE MeHETUYECKOE KOHCYNLTUPOBAHWE CEeMbM,
LOMNONHUTENbHbIE NabopaTopPHbIE UK KIMHUYECKUE UCCNeao-
BaHWSA 419 NOATBEPKAEHUS (MCKTIOYEHUS) AMarHo3a, obecne-
YyeHne 605bHOro pebeHKa NIeKapCTBEHHbIMKU MpenapaTamu,
NOCTOSAHHOE MOHUTOPMPOBAHWE €ro COCTOAHUSA 1 T.M. [19].

B HacToslWee BpemMs HW OAHa M3 TPeX HacneACTBEHHbIX
6one3Hen o6MeHa, paccMaTpMBaEeMblX B KavyecTBe KaHau-
[JAaTOB Ha BK/OYEHME B CMUCOK 0693aTe/IbHOr0 CKPUHMPO-
BaHWS, HE MMeeT AOoKasaTenbHoW 6a3bl B BUAE pes3ynbra-
TOB Hay4HbIX UCCIEA0BAHUIM C yKa3aHWeM npeanonaraeMon
4acToTbl U YETKMMM MOSCHEHUAMMU HEOBXOAMMOCTU MpoBe-
[AEHWS TECTUPOBaHWA HaceneHus Ha JaHHoe 3aboneBaHue.

CornacHo nony4eHHbIM CyMMapHbIM pe3ynbTataM CKpu-
HWHra (Kak MaccoBOro, Tak M CENEKTUBHOMO), pacnpocTpa-
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MHeHue no npo6neme

HEeHHOCTb 3aboneBaHui ¢ aedeKTaMn MUTOXOHAPUANbHOIO
B-oxkuncnenunsa (MCAD, LCHAD) asnaeTtcd AOCTaTOMHO HWU3KOWM
cpeaun nonynsumMm CBepaioBCKOM 06nacTu, YTO coBnagaer
C 06LLEPOCCUNCKMMM AaHHBIMKU (YacToTa aeduuunta cpegHe-
LLenoYe4yHoM aLeTUN-KO3H3UM A-aerngporeHasbl oleHWBa-
etcqd Kak 1:58000, gnMHHOLENOYEeYHOW aLeTUN-KOIH3UM
A-perngporeHasbl — 1:280000) [30].

Mpeanonaraemasa 4actoTa TpeTbero KaHguvaata —
HeJocTaToO4YHOCTM OGMOoTMHMAA3bl — cocTtaBaseT 1:35000-
40000 HoBopoOXKAeHHbIX [31, 32], ogHako B Poccuinckon
degepaunm A0 CUX MOp He 3aperucTpupoBaH OGUOTUH —
OCHOBHOE JIeKapCTBEHHOE CPEeACTBO ANS neveHns geduumTa
61oTMHUAA3bl. ATO CTaBMT NOA COMHEHME LIeENeco06pa3HOCTb
BK/IIOYEHMS AaHHOM HO30/10MMK B HALMOHaNbHY0 Nporpammy
HeoHaTa/lbHOro CKpUHUHIa B 6GauKanwee Bpemsa [32, 33].

TectupoBaHve Ha TKWMH — nepBoe wuccnegosaHue
B MNpaKTUMKe HeoHaTalbHOM0 CKPUHMHIa, OCHOBAHHOE Ha
aHanu3de [OHK pebeHKka,— SBNSeTCHd CaMOW CeEPbE3HOM
N TSKenon Gopmon nepBUYHbIX MMMyHoaebmumToB [12, 13].
C uenblo nony4yeHuss GpakToB, CMOCOOCTBYIOLWMX TeopeTu-
YECKOMY M MpPaKTU4EeCKOMY OBOCHOBaHWMIO HEOBXOAMMOCTH
BHE[PEHNS HeoHaTa/lbHOro CKpuHWHra Ha TKUH u apyrue
GOpMbl MEPBUYHBLIX MMMyHoaeduuMTOB, B CBEPASIOBCKOM
obnactu 6blna npoBedeHa HayyHas paboTa, pesynbraTbl
KOTOPOW Mbl MpedsiaraeM paccmatpuBaTb KaK OCHOBHOWM
apryMeHT Ana AoKasaTenbCTBa aKTyalbHOCTM MpoBeAeHUs
nogo6HbIX UCccnegoBaHu B NonynsauMoHHOM MacliTabe.

NMPO®UNAKTUKA U IEYEHUE NEPBUYHBIX

UWMMYHOAE®ULIUTOB: NEPBOO4YEPEAHLIE

3AAA4YU COBPEMEHHOIO 3PABOOXPAHEHUA

MoBblWeHHass BOCNPUMMYMBOCTb HOBOPOMAEHHbIX K
MHPEKLMM 3a4acTylo ABNsSeTcs oblien Npobaemon B HEOHa-
TOIOTMM M MO NpaBy CYUTAETCH OAHOM M3 CaMbIX FMaBHbIX
yI3BUMOCTEN pebeHKa B HeoHaTallbHblM NEepuoa XKU3HW.
CornacHo Tekyllen CTaTUCTUKE, MHBA3WBHbIE HEOHaTabHble
MHEKUMM ABNFIOTCA NPUYMHOM nodtn 36% cnyvyaeB exe-
rOAHOW paHHeW MnageH4YecKkon cMepTHocTH [34]. BbikuBLIKE
nocne cencuca HOBOPOXKAEHHbIE UMEIOT MNOBbILWEHHbIA PUCK
LNUTENBHOrO NpebbiBaHMs B CTauMoHape, pa3BuTra 6POHXO-
NIEero4HON AMCnNasumn 1 MI0OX0 KOPPUTMPYEMbIX OTKIIOHEHWH
B NCUXOMOTOPHOM pa3Butumn [34, 35].

PesynbraTtbl HegaBHUX UccneqoBaHnmn [36] SCHO NOKasbl-
BalOT, Y4TO «3€PHO» Pa3/MYHbIX UMMYHONIOrMYECKM Omnocpe-
[lOBaHHbIX 3a60neBaHui, BNepBble NPOSBASAIOLLMXCA B 3pe-
IoM BO3pacTe, 3aKflagblBaeTcs B paHHEM MOCAEPOAOBOM
nepuoae M3HW. MMEHHO Ha MNPOTSKEHWW 3TOro nepuoja
MMMYHHas cucTeMa HOBOPOX/AEHHOro NoABEPraeTcs TOHKOM
CaMOHaCTPOMKE C MOMOLLbI PasfnYHbIX GYHKLMOHANbHbIX
«KNaBULW» W B YCNOBUSAX MPSAMON CTUMYNAAUMKM daKTopamu
OKpy»Katouen cpeabl [36, 37].

ExxerogHo B CBepasioBCKOW 061acTM B KOHCY/bTaLMK
cneunanncTa-MMMyHosI0ra HyxaatTcsa oKono 15 Tbic. geten
C MaTofIorM4EeCKMMKU HapylweHuamMu GYHKLUMOHUPOBAHNUS
UMMYHHOW CUCTEMbI, HEPEAKO HaXOASLLMECS yXKe B COCTOS-
HUM KpanHEN TAXKEeCTM Mo MpuYMHe MaHudecTaummn UHoOEK-
LIMOHHbBIX, BOCMANWUTENbHbIX, ayTOUMMYHHbIX U Nponndepa-
TUBHbIX NPOSBAEHUA UMMYHO3aBUCMMOWM NaTOIOMMK (daHHbIE
He ony6aMKoBaHbl).

Oco60ro BHUMaHUA 3acnyXuBawT OeTU, POAMBLUMECSH
Ha Ma/sloM CpoKe rectaumm (4o 32 Hepd) UK € 3KCTpeMasbHO
HW3KOW Maccon Tena. PacnpocTpaHeHHOCTb cerncuca HoBoO-
POXAEHHbIX 06PATHO KOppenupyeT C rectauyoHHbIM BO3-
pacTtoM WU Maccon Tena npu poxaeHuu [35]; cnegosatenbHO,
[ETH, POXKAEHHbIE NPEXKAEBPEMEHHO, MOTYT ObITb OTHECEHDI
K rpynne pucka no pasButmio MHOEKLUMI. NOCKONbKY COCTO-
fiHMe MMMyHoAedMLMNTa Y HEAOHOLLEHHbIX AeTen He nogsep-

ranocb BCECTOPOHHEN OLLEHKE A0 Havyana CKPUHUMPOBaHMUS
Ha AaHHYyl0 NaToNorMio, B HacTosILEE BPEMS TaKMe 4eTH pac-
CMaTpUBatOTCH KaK MMEIOLLME NOBbILWEHHbIN PUCK Pa3BUTUS
MHOEKUMI 1 TpebyloT COOTBETCTBYIOLLMX YCIOBUN BbIXaMK-
BaHusa [37, 38]. B 3TOM KOHTEKCTE HEe3penocTb MMMYH-
HOM CUCTEMbI KakK daKTop, UMELLMA BPEMEHHbIN 3P EKT,
06YCNOB/IEHHbIV FrecTaLlMOHHbIM BO3PacTOM, TPYAHOOTAENUM
OT cneundunyecknx GakTopoB, CBA3aAHHbLIX C COCTOSTHUEM
3[0POBbSI HEAOHOLEHHbIX HOBOPOMKAEHHbIX: BPOXKAEHHbIX
aHOMasMn, MHPEKLUMOHHbIX, 3HAOKPUHHbLIX OCMOXHEHUA U
HapylweHnn obmeHa BellecTB [36]. [ToaToMy KparHe Bax-
HO WMMETb aNropuTM YTOYHEHMS AedEKTHbIX MeXaHW3MOB,
NeXKallMx B OCHOBE MMMYHHbIX PeaKuMi Y HOBOPOXKAEHHbIX,
KOTopblM 6yaeT cnocobCcTBOBaTb paHHEMY pacrno3HaBaHuUio
NauMeHTOB C BPOXKAEHHON MMMYHHON HEAOCTaTOYHOCTbIO.

KonnuyectBeHHas oueHKa TREC B guarHoctuke
TAXXEeNOW KOMOMHMPOBAHHOW UMMYHHOM
HEeAO0CTaTO4YHOCTH

OQHUM M3 COBPEMEHHbIX W MEPCMEKTUBHbIX METOAOB
OUEHKK nponudepaumm NMMOOLUTOB ABNSETCA onpeaesne-
Hue Konbuesbix cTpyktyp AHK (TREC n KREC), o6pa3syto-
LLMXCS NpY peapaHKXnpoBke T- U B-KNeTo4YHOro peLentopos
IMMOOLMTOB U cofaepKallmx onpefenieHHble KOHCTaHTHble
nocnefoBaTelbHOCTU HYKeoTUAOB, MO KOTOPbIM MX MOXHO
06Hapy*uTb [39, 40].

Monekyna TREC (T-cell receptor excision circle) — ato
No60YHbIN NPOAYKT T-KneToyHown aAnddepeHumaLnmn, npouc-
Xoasllen B TMMyce BO BpeMs GOpMUMpPOBaHUA T-KNeToYHOro
peuentopa (T-cell receptor, TCR) [39]. CyTb reHeTU4ecKom
pekoMbuHaLumMn, NpuBoAsALLEN K POPMUPOBAHUIO 3pPEnbiX
reHOB Ha OCHOBE MPEACYLLECTBYIOLWNX FEHETUYECKNX CErMEH-
ToB (V — BapuabenbHoro, D — dopmupytouiero pasHoobpa-
3ue, ] — coeaMHUTENbHOr0), COCTOUT B CONUMKEHUM CNyYanHbIX
CErMeHTOB, a nocne ABoKlHbIX pa3pbiBoB AHK — B clumMBKe
3TUX CErMeHToB ¢ dopmupoBaHueM 3penoro V-reHa. lpu
3TOM FeHEeTUYECKUI MaTepma, pacnonoXeHHbIn MeXay HUMKU
(koTopbI# M HasbiBaeTca TREC), o6pasyeT neto, Bbipe3aeT-
€S M 3aMblKaeTcs B KonbLo. [aHHas anncoMasnbHas CTPYKTY-
pa AHK o6pa3syeTcs Ha KOHeYHOM 3Tane AMdpdepeHLMPOBKH
T knetok, BcTpedvaetcs B 70% Bcex TMMOLIMTOB, 3KCMPECCH-
pyowmnx af-TCR, ctabuiibHa U He penauuupyeTcs Bo Bpems
MUTO3a, 4TO NMO3BOSET UCNOSb30BATh €€ B Ka4eCcTBe Cyppo-
raTHOro MapKepa afeKBaTHOM ayToNorn4yeckon nponvdepa-
umm T numdoumTos [12, 13, 40].

Konnyectso konun TREC B o6pasue OHK unamepsietcs
C MOMOLLbIO KOMMYECTBEHHOM MOIMMEPA3HON LIEMHON peak-
umm (MUP) B pexkume peanbHOro BPEMEHU M OTpaxKaeT Yuc-
N0 HaMBHbIX T KNETOK, BblWEAWNX U3 TMMyca B KPOBOTOK.
340poBble HOBOPOXKAEHHbIE MMEIOT NpuénnantensHo 1 TREC
Ha 10 T KNeToK, YTO OTpaKaeT BbICOKMM YPOBEHb HAMBHbIX
T numdounTOB B KPOBK, B TO BPEMS KaK AeTU 6onee cTap-
Lero Bospacrta v B3pocible UMetoT npumepHo 1 Ha 100 unm
1000 T KneTok, 4YTo cBA3aHO ¢ «pa3baBneHnem» T-KINETOYHOro
nyna nytem MutoTuyeckoro aeneHus [40]. HoBOpOXKAEHHbIE
netn ¢ TKMH umeloT 04eHb HU3KME WM Heonpedensiemble
ypoBHM TREC [12, 13, 41]. MMeHHO 3TO NO3BONSET BbISBAATb
3ab0neBaHWe Ha NepBOKN Hedene Xn3Hu pebeHka — 3aJ0nro
[0 MaHUbECTaLUMN KIMHUYECKUX NPOSIBNEHUA 6OSTIE3HM.

CKpUHUHI-TECT Ha onpeaeneHne TREC aBasieTcs BbICOKO-
YyBCTBUTENbHbIM, CNeundUYHbIM U SKOHOMUYECKK IPdEK-
TMBHbIM METOAOM MacCOBOro 06cnefoBaHWs HOBOPOXKAEH-
HbIX [42]. JTlo6oW reHeTMYEeCKU aedEeKT, KOTOPbIKM HapyllaeT
pa3Butue T KNETOK, MHAYLIMPYET UX anonTo3 uau 6A0KUpyeT
X audbepeHLUMPOBKY B TUMYCE, MPUBOAUT K T-KNEeTOYHOM
nmmdoneHnn n HusKkomy ypoBHIO TREC. Takum obpasom,
Ko/inyecTBeHHas oueHKa ypoBHA TREC no3BonseT BbiABUTb



neten ¢ tunmuyHon TKUH, a Takxke ¢ apyrumun 3ab6oneBaHus-
MM, 3aTparMBaloWMMmK YUCNEHHOCTb U GYHKLIMOHMPOBAHME
T-KNEeTo4YHOro 3BeHa MMMYHHOM CUCTEMbI (HanpuMep, CUHA-
pom [u [Ixopmaxu unu cuHapom HYapax) [12, 43].

KREC B KauyecTBe YHUBEpPCaJIbHOIro Mapkepa

B-Kneto4yHou nponudpepayum

Mpo6nema uaeHTUOUKaUMKM 60MbHBIX C B-KNeToYHbIMK
aebeKtaMm MUMMYHHOM CUCTEMbI, MPUBOASLLMMKU K pas3Bu-
TUIO HE MEHEEe TAXKENbIX U YIPOMKAIOWMX KUBHU COCTOSHUI
(arammarnobynuHemua bpyTtoHa, runepumMmyHornobynmHe-
Musa M, TKUH c otcytcTtBMEM B KNETOK), B HacTosliee Bpe-
MS pelaeTcd cKkpuHuposaHuem Ha KREC (Kappa-deleting
recombination excision circle) [13, 44].

KREC — aHanor konbueBow monekynbl TREC, o6pasy-
€eMoK B npolecce co3peBaHusa B KIeTOK B KOCTHOM MO3re.
dopmnpoBaHue pas3Hoo6pa3us B-knetoyHoro pelentopa
Nerkux uenen mmmyHornoéynumHos [V(D)) — peKombuHa-
ums IGK-nokyca] npnBoauT K 06pa3oBaHUI0 IKCLIMBUMOHHbIX
Koneuy, KREC. Koagupylowas 4yacTb peKoMOUHaHTHOW nochne-
gosatenbHocTu (Coding joint) octaeTcst Npu 3TOM B reHome,
npegoTBpalwas nocneaywlime nepectpormku B nokyce IGK,
a curHanbHbin anemeHT (Signal joint KREC) Bbipe3aeTcs,
3aMblKaeTCst B KOMbLIO M OCTAETCH B KNIETKE B BUAE IKCTpa-
xpomocoMHon eamHunubl AHK. Kak n B cnydae TREC, KREC
He MOXET penauuMpoBaThCa B KIETKe, ABNSETCS CTabuib-
HOW CTPYKTYpoKn 1 BCTpeyaeTcsa 6onee yem B 50% B numaoo-
umtoB [13, 44, 45].

TectupoBaHue HoBopoxaeHHbIX Ha KREC noteHumanbHO
Nnofne3Ho ANs BbliBAEHUS GOMbHbIX C AePeKTaMWU paHHero
CO3peBaHUs B KNETOK B KOCTHOM MO3re, MOCKO/bKY NO3BO-
NAeT He3ameLIUTeNbHO Ha4vyaTb 3aMeCTUTENIbHYI0 Tepanuio
UMMYHOrno6ynmHamn. OCHOBHOW LENbl0 3aMecTUTENIbHOM
Tepanuu aBaseTcs npodunaktnka G6akTepuanbHbiX MHOEK-
UMK, NpefoTBpaLleHne NOBPEXAEHUI BHYTPEHHMX OpraHoB
60/1bHOr0 M MOBbILWEHWE KayecTBa ero XusHu [46]. Kpome
TOro, BBeAEHWE UMMYHOTNO6YIMHOB 9KOHOMWYECKM OMNpaB-
[aHo, TaK KaK CHUXaeT YMCNo rocnutanmMaaunin n obpalle-
HUW K 9KCTPEHHbIM cy>K6aM MeAMLIMHCKOM MOMOLM, NO3BO-
naeT n3bexaTb Ha3HaYeHUs JOPOroCTOSLLMX aHTUONOTUKOB
M Nponycka paboyero BpeMeHU WKObHUKaMK 1 paboTato-
Wwnmu B3pocnbimu [46, 47].

BonbWKM nNpeuMMyLlecTBOM SBASETCA BO3MOMXHOCTb
KoM6uHMpoBaTb TecTbl Ha TREC n KREC B peakuuun myinb-
TUMNIEKCHON MNOAMMeEpPasHOM LenHon peakuumn [13]. Takas
KOMOGMWHaLUMA TeCTOB MO3BOMSET OO6Hapy*KMBaTb CyMMapHO
60/blie NEPBUYHBIX UMMYHOAEDULMTOB, YEM MNPU OTAENbHOM
TectupoBaHun TREC nnmn KREC, 6narogaps 4yemy nosiBnsetcs
BO3MOXHOCTb Ha OCHOBaHWM pes3y/ibTaTa CKPUHWMHIa CBOEe-
BPEMEHHO NpUCTyNnaTb K afeKBaTHOW NaToreHeTU4YeCKn 060-
CHOBaHHOW Tepanuu 60J1bHbIX AeTEN, YTO B KOHEYHOM UTOre
npuMBeaeT K CHUMXEHUIO 3ab601eBaemMOCTM U MIadeH4YeCKon
CMEPTHOCTU, 06YCNOBNEHHbIM AaHHbIMU HO30M0rnaAMHK [13].

HEOHATAJIbHbI CKPMHUHT B CBEPIJ/IOBCKOM

OBJIACTH

TectupoBaHue Ha TKUH B CBepanoBcKon o6nactu

Y NPeAnocbIIKKU BHEAPEHUA B NporpamMmmy

HeOHaTa/IbHOro CKPUHUHIa

B xo4e nMWMAOTHOro MccneaoBaHus, BbINONHEHHOMO Halen
rpynnon B 2014-2016 rr., 66110 NPOBEAEHO OnpeaeneHne
TREC n KREC B cyxux NiTHax KPOBM, B3ATOM Ha TeCT-6/1aHKK
AN HeOHATaNIbHOrO CKPUHWHIA y AETEN C KIMHUYECKUMM MpPo-
ABNEHMAMWU NEPBUYHOIO UMMYyHOAEeDULMTA Ha NEPBOM roay
W3HU. MccnegoBaHme NPoOBOAMAM C MOMOLLbIO OTeYeCTBEH-
HOM MynbTUNNexkcHon TecT-cuctembl TREC&KREC, paspabo-
TaHHOM B MHCTUTYTE XMMUYECKOW BMON0rMm 1 GyHaaMeHTanb-

HOWM MeauumMHbl CUBMPCKOro oTaeneHnst PoccMMCKOM akagemuu
Hayk (MXB®M CO PAH, HoBocnbupck) 1 HoBOCMGUPCKOM
rocyfapCTBEHHOM MCCNefoBaTeIbCKOM YHUMBEPCUTETE CO-
BMecCTHO ¢ BY3 «[leTcKasa ropoackas KIMHU4YecKas 60/bHuU-
ua Ne 9 (ArKb N2 9) um. I H. CnepaHckoro (Mocksa) [48].

B wvccnepoBaHue BKIOYaNWM apxuBHble TecT-6naHKu
C NATHAMW CyxOW KPOBW AeTen, pas3BMBLLMX TUMOOMNEHUIO
Ha MEePBOM rOAY XWM3HWU, UMEBLLMX Clly4aun TAKENbIX UHOEK-
UMW B aHaMHe3e, a TaKXe MaLWeHTOB C BPOXKAEHHbIMM
nopoKamu pasBuTUS. B oOLEN CIOXKHOCTM HaMK BblIo NPo-
aHanuanpoBaHo cogepxaHne TREC n KREC B o6pasuax
cyxon KpoBu 117 HoBoOpoOXAeHHbIX [49]. B xoae uccneno-
BaHWs OblIN onpeaeneHbl pedbepeHcHble 3HaYeHUs MapKe-
poB TREC n KREC B cyxux naTHax KpoBM YC/OBHO-340P0-
BbIX HOBOPOXAEHHbIX: cpeaHee Konnvectso TREC (B Konuax
Ha 10000 nenkoumTtoB) coctaBuno 641,9 Konun, cpegHee
KonnyectBo KREC (konmni Ha 10000 nenKouuToB) cocTa-
Buno 147,3. YCTaHOBNEHO, YTO KOMMYECTBO KOMWUN AaHHbIX
MapKepoB y NaLMeHTOB C PacCTPOMCTBAMM MMMYHHOWM CUCTE-
Mbl CYLLECTBEHHO HUXKE, YEM B KOHTPOJSIbHOW rpynne, nMbo
BOOGLLE He onpeaenseTcs, YTo COOTBETCTBYET AaHHbIM, MONY-
YeHHbIM 3apybexHbiMn aBTopamu [12, 40].

KnuHu4yeckui cnyyai: KOIMMECTBEHHOE

onpeaeneHne TREC u KREC B cyxom niTHE KPOBU

y pe6eHKa ¢ X-cuenieHHOn araMmmaraooyjiMmHeMuen

Manbuuk ., HabnogaeTca B OTAENEHUU KIMHUYECKOM
nMmmyHosnornm OKB N2 1 r. EkaTepuHbypra ¢ 6 mec. Pebe-
HOK OT 2-ii 6epeMeHHOCTH (0T NepBOM — AeBOYKa, 340p0OBa),
poabl B cpoK. Macca npu poxaeHun — 3390 r, giMHa —
53 cm. BakuuHauma npotuB renatuta B n BUXK nposege-
Ha B poagome. Haxoguncs Ha rpyaHOM BCKapM/MBaHWK
[0 3-Mecsa4HOoro Bo3pacrta.

AHaMmHe3 3aboneBaHus: B Bo3pacTe 3,5 mec nepeHec
pecnupaTopHy BUPYCHYIO MHDEKLINIO, SKCCYAATUBHbBIN OTHT,
B 4 Mec — CepO3HbIA MEHUHIUT, CONPOBOXAABLUMNCA MeN-
KOW nanynesHon CcbiNblo, KOTOpas Oblna pacueHeHa Kak
NposiBNIEHWE OCTPOW aNepruyecKon peakuumun (anneprex
HE YyCTaHOBMEH), B 5 MeC — OCTpYyl0 BUPYCHYIO MHPEKUMIO
C NTAPUHIOTPaXeMToM U PELMAMBOM CEPO3HOr0 MEHMHIUTA.
YpoBEHb MMMYHOMNO6YIMHOB B MNepuPpepuyeckon Kposu
B Bo3dpacTte 4 mec: IgA 0,05 r/n (pedepeHcHble 3Ha4YeHus
0,1-0,4 r/n [50]), IgM 0,2 r/n (0,4-1,8 r/n), 18G 0,75 r/n
(1,2-12,8r/n).

lNocne npoBeaeHns aHTUOBaAKTepUanbHON Tepanun Masb-
YUK Obl BbINUCAH M3 pPanMOHHOM 60MbHWLbI B YOOBIETBO-
PUTENbHOM COCTOSSHUM M HampaBieH Ha KOHCyAbTauuio
K UMMYHOMOTY B OTAENEHWE KIAMHUYECKOW WMMYHOIOMUK
OKB N¢ 1, rae eMy 6b1/10 NpoBeAeHO yrinyb1eHHOEe UMMYHO-
flornyeckoe uccnegoBaHue. BoisiBneHo otcytctBue CD19+-
NMMPOUMUTOB M COXpaHsoLWasacs runorammariobynnHemms
(IgA — He obHapyxeHo, IgM 0,6 r/n, 18G < 0,7 r/n).

Ha OCHOBaHWW KAWMHUYECKUX W flabopaTopHbIX AaH-
HbIX Maflb4MKy B Bo3pacTe 6 mMec Oblal NMocTaBfeH auar-
HO3 «[lepBUYHbIN MMMyHOAEDULUMT, araMMarnobynnHeEMUS
c geduuntom B Knetok», Ha3HayeHa perynspHas 3ame-
CTUTENbHas Tepanus BHYTPUBEHHBIMU UMMYHOTNOBGYIMHAMKU
B po3e 0,4 r/Kr B pexume HacblleHUs [0 MNOBbIWEHUS
ypoBHs 18G go 8,0 r/n.

M3 apxuBa nabopaTtopuuM HeoHaTanbHOr0 CKPUHWHra
6blna 3anpolweHa GuabTpoBasbHas KapToyKa (TecT-6naHK)
C CyXMMU NATHAMW KPOBW, B3ATON Ha 4-€ CYT KU3HU pebeH-
Ka. PeTpocneKTMBHOE WCcCefoBaHWe KOJiMYecTBa KOMWM
KonbueBbix ydactkoB AHK T- u B-KneTo4yHOro peLentopoB
numooumtoB (TREC n KREC) B o6pasue JHK, BblaeneHHoOM
M3 CyXOro nATHa KpoBM, NOKa3ano nosHoe otcytcteue KREC
B reHEeTM4YEeCKOM MaTepuasne npu HopmasibHOM KOJnyecTse
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MHeHue no npo6neme

Konun TREC. 3T0 9BMNIOCb KOCBEHHbIM MOATBEPXKAEHUEM
HanMynua reHeTUYEeCKOW NpuynHbl AedeKTa B-KneTo4yHoro
KOMMOHEHTa MMMYHHOW CUCTEMbI pebeHKa.

X-cuenneHHas arammarnobynmHemus (6onesHb bpytoHa)
(OMIM 300300) saBnseTcs ogHUM W3 Haubonee TaXKesNblX
UMMYHOAE(PULNTHBIX COCTOSHMK. 3aboneBaHue npeacTas-
NnseT cob60OM BbICOKYKD MNOABEPKEHHOCTb WUHPEKLMWUOHHbLIM
areHTaM B COYETaHMM C ayTOMMMYHHbIMW 3a60/eBaHUAMU
N XapaKTepu3yeTcs HapyleHueM co3peBaHua B numbouu-
TOB. [puynHOM 3aboneBaHUs ABASIOTCS MyTaLWU B TEHe,
KOAMpPYOLWEM HepeLenToOpHy0 TUPO3WHKMHA3y bpyToHa
(B-cell tyrosine kinase, Btk), urpatollyto BaxHyl pofb
B CO3peBaHUN U PYHKLMOHUPOBAHUK B numboumToB U Apy-
rMX KNeToK Kposu [51].

C uenblo reHeTMyeckonm BepudUKaLUMKU KIMHUYECKOrO
OvarHosa Mbl amnanuumpoBanu GparMeHTbl reHomHon AHK
npo6aHAa, OxBaTbiBalOLWME KOAMPYIOLLYIO MocneaoBaTtenb-
HOCTb reHa BTK ¢ npuMMblKaloWUMK y4acTKaMu MHTPOHOB. Mpwu
CEKBEHWPOBAHMM [aHHbIX GparMeHTOB BO BTOPOM 3K30HE
reHa 6blna o6HapyeHa geneumns 13 HyKNeoTnaoB, NpuBoOaS-
Wwas K CABUTY PaMKM CHUTBIBAHUS U NPEXAEBPEMEHHON OCTa-
HOBKE CWHTE3a TUPO3MHKWHa3bl (HEoMNyb/MKOBaHHbIE AaH-
Hble). CeMbe 6bI1I0 NPEaIoKEHO MONEKYNSPHO-reHeTUYEeCKoe
uccnefoBaHMe Ha HOCUTENBLCTBO AaHHOM MyTauuKW y MaTepu
N cectpbl npobaHga. MNposegeHHas [OHK-avarHocTvka noa-
TBEpPAWIA Hanuyne BbllleyKa3aHHOW MUKpoAeneuun B reHe
BTK y 4neHOB CeMbM EHCKoro nosa. B cembe nauueH-
Ta [l. BO3MOXHa MpeHaTanbHas OMarHOCTMKa cneayloLlen
6epeMeHHoCcTU. Kpome Toro, cembsi MMEET BaKHYl0 MHOpP-
MauMio Ans cTapllen JoYepu: AeBOYKa SABASETCA HOCUTENEM
M3MEHEHHOro reHa, U 3HaHWe AaHHOW OCOBEHHOCTM CBOEro
reHeTM4YecKoro npoduns no3BOAMT B OyaylEM rpPamMoTHO
NMOAOMTM K BOMPOCY MJaHMPOBaHUS CEMbMU C TOYKMU 3pEeHMs
nepegayn MyTaHTHOrO anfiens cineayowemy noKoNeHMIo.

B npeacTtaBneHHOM KJIMHWMYECKOM Cilydae CBOEBPEMEH-
Hoe TecTupoBaHue [HK, BblAeIEHHON N3 CyXOro NATHa Kpo-
BM HoBopoxaeHHoro . Ha KREC, mMorno 6bl 3Ha4yMTeNbHO
COKpaTUTb BpeMs A0 MOCTAaHOBKM MNPaBMIbHOIO AWarHo-
3a, a paHHee Ha3HayeHWe MnaToreHeTM4yeckn 0B6OCHOBAH-
HOM Tepanuu (B AaHHOM Cflydae 3aMeCcTUTEeNlbHOW Tepanuu
UMMYHOTN06YNIMHaMK) — NpeaynpeanTb PasBUTUE TAKENbIX
MHOEKLMM Y MalibYMKa B NEPBbIE MECHALbl YXU3HM.

JAunarHocTuKa nepBUYHbIX UMMYyHOAEDULIUTOB

y AeTel ¢ IeTalbHbIMU UCXOAAMMU HA NEepBOM

roAy *U3HHU

B wuccnepoBaHve no onpegeneHuto yposBHen TREC
n KREC 6bivM BK/OYEHbl TakKXe AeTu paHHero Bo3pacTa
(n = 43), ymeplume Ha Tepputopumn CeBepaioBCKon obaactu
B 2012-2014 rr. no npuymHe 6aKkTepunanbHOM MU BUPYCHOWM
MHOEKLMM Ha NepBOM rofy XM3HM [52]. HM3KMe Konuye-
ctBa TREC n/vnn KREC 6b11n 06HapyKeHbl B 37% cnyyaes.
Y ogHoro pe6eHKa 6bl1 NOATBEPHKAEH KIMHUYECKUI AMarHos3
CUMHAPOMa MUKpoaeneuun 22-m XpoMocOoMbl (cuHApOM [u
xopaxn). Y 5 geten ¢ HU3KMmKM ypoBHaMu TREC/KREC
6blM BbIIBAEHBI U3MEHEHWS HYKNEOTUAHOW nocnefoBaTenb-
HOCTW B reHe aKTMBaLuuun peKombuHasbl RAGL. Mpu 3TOoM aBe
O6GHapyXeHHble MyTalMW ONUCaHbl B MeXayHapoaHon 6ase
no mytaumam (Human gene mutation database, HGMD) [53]
KaK accoummpoBaHHble ¢ deHoTMnoM TKMH 1 noBbIlWEeHHbIM
PUCKOM Pa3BUTUS HEXOAKKUHCKUX TMMPOM, a TPETUN BapHK-
aHT npeacTaBnsgeT coboW paHee He OMUCaHHYl MWUCCEHC-
MyTauMIo, NMPUBOASALLYIO K MNPEXAEBPEMEHHON OCTaHOBKe
CUHTe3a 6enka [52]. MogobHble HaxoAKW MOATBEPXKAAlT
Haly runoTesy O TOM, YTO TECTMPOBaHWE HOBOPOMKAEHHbIX
Ha TKWNH no3Bonut BepndmumnpoBaTtb HO3010rMYECKME CUHA-
POMbI NEPBUYHBIX UMMYHOAEDULIMTOB KaK NPUYMUHBI CrydyaeB

paHHEeN OETCKON CMEPTH, a TaKKe Cny4aeB CMEPTHOCTH B ApY-
rMX BO3pacTHbIX rpynnax. B HacTosiliee Bpems perncrpaums
3TUX C/ly4aeB NPOBOAMTCS MO GEHOTUMUYECKUM MPOSIBIEHU-
M 3ab05ieBaHUM, YTO CHUXKAET CTaTUCTUYECKYID BESIUYMHY
pacnpocTpaHeH1s NePBUYHBIX UMMYHOAEPULINTOB.

YcnoBus BHEAPEHUS HEOHATa/IbHOrO

CKPUHUHra Ha TSXKeJ/ibIhi KOMOUMHUPOBaHHbIN

uMmmyHopeduuut B CBepaN0BCKOMK o6nacTm

04eBWAHO, YTO ANS BBEAEHMS AOMONHUTENBHOIO TECTUPO-
BaHunsa Ha TKUH B Poccuun no nporpaMmMme MaccoBOro CKpu-
HMPOBAHUS HOBOPOXAEHHbIX NOTPEBYITCS 3HAYUTENbHbIE
[ONONHUTENbHbIE PUHAHCOBbLIE pPecypchbl ANS peanusauuu
M paboTbl paclWMpPEHHOW MNporpaMmmbl CKpUHWHIa. OgHaKko
BK/OYEHWE AaHHOro 3aboseBaHWs B KavyecTBe AOMOJHM-
TEeNbHOM HO30/10TMK B NPOrpamMMy CEIEKTUBHOIMO0 CKPWUHWH-
ra Ha HacneAcTBeHHble 60/1e3HM 0OMEHa, CYLIECTBYIOLLEN
B HacTosllee BpemMsa B CBepanoBCKOWM 06nacTv, BMOJSHE
MOXeT OblTb peann3oBaHo 6e3 AOMNONHUTENbHbIX YCI0BUH,
NMOCKONbKY MHOPACTPYKTYpa ANS CKPUHWHIA HOBOPOXKAEH-
HbIX YK€ CYLLECTBYET: UMEIOTCS XOPOLLIO OTNaXKEHHbIN NPOTO-
KO/ CKPUHMHIA M IOTUCTUKM BOKPYr c6opa NATEH KPOBM M MUX
TPaHCNOPTUPOBKM B 1abOpaToOpUio HEOHATAIbHOrO CKPUHMH-
ra KnnHWKO-AMarHocTMyeckoro LeHtpa «OxpaHa 340poBbS
MaTtepu u pebeHkar» (EkatepuH6ypr).

CyuiecTBylolWas oTeYeCTBEHHaAs MyNbTUMEKCHas TecT-
cuctema TREC&KREC npurogHa Aans OueHKU QYHKLMOHM-
pOBaHUA UMMYHHOW CUCTEMblI HOBOPOXAEHHbLIX B popMma-
Te CENeKTMBHOrO CKPUHWHIA, OAHAKO AN MCMONb30BaHMUS
MeToda B paMKax MacCOBOro CKpWMHUHIa HeobxoauMMa ero
MoandMKaLmMs, B HaCTHOCTM MEPEXOA OT UCMONb30BaHUS pyY-
HOrO «pacKanblBaHWs» peareHToB K MOJHOM aBTOMaTn3auuu
3TanoB peaKkuuu, 4TO NO3BOMUT AOCTUIHYTb BbICOKOrO ypoB-
HSl cTaHAapTM3auuu MaccoBbix INLP-uccnegoBaHum.

CoBpeMeHHass MMMyHofIorMyeckasa cnyxba, creuuanu-
3UPYIOLLASACS Ha IeYEHMMU NALUEHTOB C NEPBUYHBIMU UMMY-
HOAEDULMTHBIMK COCTOSIHUSIMW, BbISIBNEHHbBIX Ha OCHOBa-
HUU KIMHUYECKMX OaHHbIX, yxKe cyuwectByeT B OAKB N¢ 1
r. EkaTepuH6ypra. Kak npasuno, nauneHtbl ¢ TKUH, npowea-
Wne npoueaypy TpaHcnaaHTauMnm reMonoaTMYecK1x CTBOsO-
BbIX KNETOK, MOMHOCTbLIO BbI340OPaBANBAIOT B TEHEHUE OJHOMO
roga M HyxaalTcs B JanbHeWWeM TONbKO B €XerogHom
Nony4eHUN KOHCyNbTauum MmMyHosnora [54].

Takum 06pa3om, HanuMyve CylWecTByloWen nporpam-
Mbl M OTPabOTaHHOro anropuMTtMa CKPUHUMPOBAHWS HOBO-
POXAEHHbIX Ha HacneacTBeHHble 3ab0feBaHUsA, a TaKke
BbICOKOMPOdECCUOHANbHON MMMYHONOTMYECKON CNy»K6bl B
CBepasioBCcKoM 0651acTM B OCHOBHOM [OCTaTO4HO, 4TOObI
NPUCNOCOBUTb AMArHOCTUKY, le4eHne 1 nocneayroume Mepbl
MOHUTOPUPOBAHUS MPUTOKA BHOBb BbISIBJEHHbIX NALMEHTOB
¢ TKUH u gpyrumun T-KNeToYHbIMU NTUMOIOMNEHUAMN U aram-
Marno6ynnMHeMnen.

3AK/TIOYEHUE

Taxenass KOMOWHMPOBAHHAA WMMMYHHas HegocTaTo4-
HOCTb — 3aboneBaHune, KOTOpoe Ha CEroAHsAWHUN AeHb BO
BCEM MUpe MPWU3HAHO NPefoTBPaTUMbIM MPU YCIOBUM 06S-
3aTeNbHOro BKAOYeHMs TecTupoBaHnsa Ha TKUH B nporpam-
MYy MaccoBOro o6cneaoBaHUs HOBOPOXKAEHHbIX. BHeapeHune
[aHHOW METOAMKM B NporpaMmmy CKPUHMPOBAHMSA POCCUNCKUX
HOBOPOXAEHHbIX MO3BOMWUT BbIBECTU MArHOCTUKY BPOXKAEH-
HblX AeDEKTOB UMMYHUTETA B CTPaHE Ha Ka4eCTBEHHO HOBbIN
YPOBEHb: COKPAaTUTCS KONMYECTBO CNy4yaeB rocnurannsa-
UMK eTen ¢ TKeNbiIMU MHPEKUMSAMU; YMEHbLUATCH pacxoabl
Ha ANUTEeNnbHOEe NeyeHue JeTen C TaxenbiMM Bocnanutenb-
HbIMM MpoLeccaMn; CHU3ATCA MOoKasaTenn AeTCKon 3aborne-
BAeMOCTV U CMEPTHOCTH, B T.4. MO TAaKUM HO30/10MUAM, Kak



NMHEBMOHUS U ApyrMe GPOHXONEeroyHole 3aboneBaHus, 4ons
KOTOpbIX B 0OLLEN CTPYKType MafeH4YeCKOW CMeEPTHOCTH
ocTaeTcsl cTabuibHO BbICOKOW. «PeaKocTb» TaKWUX Hacnep-
CTBEHHbIX 3ab60neBaHnin, 3a4acTylo 06ycnoBleHHAs HU3KUM
YPOBHEM AMArHOCTMYECKOro npoLecca B CTpaHe M OTCYTCTBU-
€M HaCTOPOXKEHHOCTU CneunanucToB MEPBUYHOrO 3BEHA,
He [O/KHa anpuopu ymMansaTb MX OFPOMHYKD 3HAYMMOCTb
cpean «6onblumx» 0bLLEerocyaapCTBEHHbIX Npobnem. U Halwa
3ajava KaK rpaMOTHbIX JOKTOPOB, KaK AyMatloLmXx poauTenew,
KaK aKTUBHbIX rpaxkgaH Poccun — caenatb TaK, YTOObl Halu
4eTn ObiNW 3allMLieHbl OT BCeX NnpefoTBpatMMblx 3abosne-
BaHWM M MMENU MpPaBO MOMHOMO AOCTyMa K KayeCTBEHHbIM
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NHdopmauusa Coro3a neguatpoB Poccum

B pa6ote Cbesga, noceseHHoro 90-netmio Coto3a
neanatpoB Poccuu, ydyactBoBano 6onee 8300 penera-
T0B M3 158 ropogoB Poccuitckon Pepepaumun: pyko-
BOAMTENN OPraHOB YMNpPaBNEHUS U y4YpeXKaeHWn 3apaBo-
OXpPaHeHUs, Hay4dHble PabOTHUKKW, AETCKUEe cheuuanucThbl
aMbynaTOPHO-NONMKIUHUYECKUX U CTALMOHAPHbIX y4pex-
[EeHWM BCEX YpPOBHEN 3apaBooXpaHeHus. B meponpuatu-
ax Cbesga npuHAnM ydyactue 155 MHOCTpaHHbIX Aene-
ratoB n3 20 rocygapctB: 7 cTpaH 6nukHero (YKpauHa,
Benapycb, KazaxctaH, MongoBa, ApmeHuns, AsepbanarkaH,
Y36eKkucTaH) U 13 cTpaH fanbHero 3apybexbs (ABCTpanus,
Bennko6putauusa, lepmanug, Lauuna, Uspaunb, NHaund,
Wcnauug, Utanng, MoHronus, Huaepnanabl, Typumsa, ®uH-
nanaus, esenuapus).

TpaHcnaumio CMMNO3nYMOB B ceTM MIHTEpHET nocmoTpenm
15491 yenoBeK n3 30 cTpaH, TakMM 06pa3om, obLlee KoNn-
4eCTBO y4acTHMKoB Cbe3aa coctaBumno 6onee 23 800.

B pa6ote VI ®opyma AeTCKMX MeAMULIMHCKMX cecTep yya-
cTBoBanM 223 4yenoBeka M3 56 cy6bekToB PoccUMCKOM

denepaumu.
MpuetcTBUSA ydacTHuKkam Cbesga npucnanu [pea-
cepatenb [paButenbctBa Poccuickon depepaunu

[.A. MegBeges v MuHUCTP 34paBooxpaHeHus Poccuu
B. . CKkBopuoOBa, npe3unaeHT PoccUICKOro cot3a npo-
MbIWNEHHWMKOB W npeanpuHumMatenen A.H. LUoxuH. JIM4HO
nosapaBuTb NeauMaTpoB Nnpuexanu pykosoautens Pocsapas-
Hag3opa M.A. MypalwKko, 3amecTuTenb npeacegatens
Komuteta CoBeTta Pepepaummn PP no coumanbHOM MNOAM-
Tuke J1.B. Kosdnosa, npeswngeHT HauuoHanbHOW MeauLMH-
ckon nanatbl J1.M. Powanb. Mo nopyyeHuto [aTtpuapxa
MocKoBckoro 1 Becest Pycu Knpunna ¢ noxkenaHnsamu Kpeno-

JleoHna Muxarinosmny Poluanib

XVIIl Cvre3a neguatpoB Poccum
C MeXAYHapoAHbIM y4yacTuem
«AKTyanbHble Npoo6semMbl neguaTtpun»

17-19 ¢peBpansa 2017 r. npowen XVIIl Cbe3a negnatpoB Poccuu, B paMKax KOToporo npoBeaeHs! V Becepoccuiickasi KOHgpe-
peHuusi «<HeoTnoxHas AeTcKas Xmupyprus v Tpasmatosorus», VI EBpasnicKkui gopym no peakum 6onesHam, X MexxayHapoa-
HbIM pOpyM AETCKUX Xnpypros u VIl @opym AeTCKUX MEAMLMHCKMX cecTep.

CTv cvn v nomolumn boxknewn B Tpygax oT Ero MMeHM BbiCTynuA
CBALWEHHNK PENop JIYKbAHOB — KOHCYNbTAHT NPecc-Cnyxobl
Matprapxa MockoBcKoro u Beest Pycn no 6noaTmke.

UtoroBbin otyeT Coto3a neanaTtpoB Poccuu 6bin npea-
ctaBneH ounobMom «CrP: 1927-2017», KpaTKO U €MKO
NPOAEMOHCTPMPOBABLUMM OCHOBHbIE BEXW CNaBHOro MyTu
W caMble BaKHble JOCTUKEHUS NPodecCHoHanbHOM accoLun-
aLMK JETCKMX Bpayen 3a 3T0T nepuoa.

HacToslwmm clopnpu3oM ans MNpUCYTCTBOBaBLIMX Ha
Lepemonunun otkpbitna XVIII Cbe3aa negnatpos Poccun cra-
10 No34paBfieHWe OT KOCMOHaBTOB C 60opTa POCCUMCKOro
cermeHTa MexayHapogHOW KOCMUYECKOM CTaHLMK U My3bl-
KanbHble MOAapKKM OT HapoaHoro aptucta Poccun Onera
[@a3damaHoBa 1 [naHbl [ypLUKOW, BbICTYNMBLLEN BMECTE C COJU-
CTaMKW My3blKanbHOro Teatpa «JOMMUCOSbKa» (XyAOKECTBEH-
Hble pyKoBoauTenu Onbra tOgaxumHa n MeaH uraHos).

Mpojonxas pasBuBaTb CBOKO MporpamMmmy B obna-
ctTn IT-TexHonorun, Coto3 neanatpoB nNpeactaBusl HOBYIO
Bepcuio MmobunbHoro npunoxkeHusa XVIll Cbe3ga neanatpos
Poccuun ana Android m i0OS.

MNMoyeTHoM Harpagon Coto3a negnatpoB Poccun — mepa-
nblo «3a Bbljaloluecs 3acayru B oxpaHe 3A0poBbs feTei»,
NOCBSILLEHHON BbljaloWEeMyCcsi POCCUACKOMY [EeTCKOMY
Bpayvy akagemuky leopruio Hectoposuuy CnepaHckomy, —
HarpakaeH y4eHblr, OOLECTBEHHbIN AeATeNlb, U3BECTHbIN AET-
CKum xupypr Jleonna Muxannosuy Polians.

OunnomoB «[Mo4yeTHbIn 4neH Cow3a neguarTpoB
Poccumn» 6binv yaoCTOEHbl [ETCKME Bpayu, CTosBLWKUE
Yy WCTOKOB BO3POXAeHUs npodeccuoHanbHOM accolma-
umm B 1994 r.: CranmucnaB BukTopoBuny Manbues, lanuHa
AHgpeeBHa CamchbirvHa, AnekcaHap lpuropbeBmny PymMsHLEB,

lMoyeTHble YneHbl Coto3a negmatpoB Poccumn




UHdopmauusa Coilo3a neguartpoB Poccumn

AHaTtonnn Mwuxawnnosud 3anpyaHoB, EBreHun BacunbeBuy

KapnyxvH, Hukonan Hukonaesuny BaraHos.

Naypeatamu exxerogHoro KoHkypca Colo3a neguatpoB
Poccuu Jly4wiunn getckui Bpay» no utoram 2016 r. ctanu:
1) B HOMUHaUMK «Y4acTKOBbIN neanatp» — AHaTonuin UBa-

HoBMY TabaKkoB, Bpay-neauvatp ropoACKOW MONUKIUHU-

Kn N2 11 (OmcK);

2) B HOMWHaumu «Bpay cTaumoHapa — HoBaTop» — Hatanbs
AneKkcaHapoBHa ABepuHa, 3aBefylollas AETCKUM OTae-
neHnem Pecnyb6iMKaHCKON KIWMHUYECKON 6O0NbHULbI
nMm. Pemuniuesckon (AbakaH);

3) B HOMMHauuKM «3a BepHOCTb npodeccum» — lagunu
3uHHaTyNN0BHa 3uraHrapeeBsa, Bpay-neguaTp neauar-
puyeckoro otaeneHnsa [eTCKoW ropoAacKow 60/bHMLbI
C nepuHaTtanbHbIM LLEHTPOM (HMXKHEKaMCK).

B KoHKypce Coio3a nepguatpoB Poccuu «Jetckasn
MeUuLMHCKana cecTpa 2016 roaga» nobeamnu:

1) B HOMMHauuMK «Y4acTKoBas mefcectpa» — Hatanbs
HukonaeBHa benakoBa, yyacTKoBas MeAMLMHCKas
cecTpa neauvatpuyeckoro otaenerHuns N2 3 [1eTCKOW nosu-
KNMHUKKN N2 4 (Yda);

2) B HOMMHauuu «JlydlIMK peHTreHnabopaHT» — Hatanbs
EropoBHa Xpblk1Ha, peHTreHnabopaHT OTAeNeHUs nyde-
BOW [MarHoCTUKKM [leTCKOM rOpOACKOM KIMHWMYECKON
60nbHUUBI N2 5 (KemepoBo);

3) B HOMMHauuu «HacTaBHUMK Mosogexu» — MapuHa
lOpbeBHa [opb6ayéBa, cTaplias MeauLMHCKas cecTpa
OTAENEHUS peabunutauunu Ana AeTeN, POXKAEHHbIX C IKC-
TPEManNbHOW M OYEHb HU3KOW Maccou Tena, [eTcKown
ropoOACKOM KNMHMYEeCKoN 60/bHULbI N 3 (HOBOKY3HELIK);

4) B HOMWHauun «MeauuUMHCKaa cecTpa — oOpraHu3a-
TOp 3ApaBoOXpaHeHus» — AnekcaHapa CepreeBHa
Ky4yKkoBcKasi, 3amMecTuTeNb MaBHOro Bpadva Mo patoTte
C CECTPUHCKUM nepcoHanom bpaTckon aeTcKon ropoj-
CKoM 60nbHULbI (BpaTcK);

5) B HOMMHauun «3a BepHOCTb npodeccum» — CoHA
AnekceeBHa CupgopoBa, MeaMLMHCKas cecTpa nonu-
KJIMHUYECKOro oTaeneHus opoacKon OeTCKoW 60JbHU-
ubl N2 1 (KasaHb).

Brnepsble npoBeaeH KoHKypc Coto3a neauatpos Poc-
cum Jlyuywee neyeGHo-NpopUNaKkTMYECKOE yupexaeHue
nepuaTtpuyeckoro npoouna 2016», nobegy B KOTOPOM
ofepran cneuuanuaMpoBaHHbiM [JoM pebeHKa ans geten

lobeautenn KOHKypcoB [leTckui Bpad, [leTckas meacectpa
2016 roga v npu3epbl KOHKYPCa Ha JyqLUni UCTOPUHECKMI O4YEPK

¢ nopaxkeHnem LUHC n HapylieHnem NCUXMKK T. ApXaHrenb-
cKa (rnaBHbIM Bpa4y — UpuHa CepreeBHa KpaBLoBa).

MNopBeneHbl ntorn KoHkypca «JlyqylumMin XypoXKecTBEH-
HO-UCTOPUYECKUIA OYEepPK MO UCTOPUM POCCUNCKON nepu-
aTpun».

Aunnom | ctenenn nonyyunn fapuruH AwoTtoBu4y TapxaHoB
3a O4YEepK CcouManbHOM XKYPHaNUCTUKKM «HepHbIM KBagpat»
(EkaTepuHO6ypr).

Ounnom Il ctenenun BpyyeH HOnun EBreHbeBHe KoHcTaH-
TMHOBOM 3a paboTy «[loKkTop, a Bbl He 6outecb? Unu cyonb-
E€KTUBHbIN B3rNa4 CTyAeHTa-MefuMKa Ha MCTOPUIO CO3L4aHus
BENMKOro Hay4yHoro Tpyaa «legnsatprka» 3acnyKeHHOro npo-
deccopa, akagemuka C. . XotoBuuKoro» (Kypck).

Ounnoma Il cteneHn ypoctoeHa Jlioamuna BacunbeBHa
JlykbsiHUEBa 3a paboTty «Cepue, OTAaHHOEe AeTAM», NMOCBS-
weHHylo BaneHTMHe AnekcaHaposHe Mepebuosow,
3acnykeHHomy Bpady PCPCP, TMoyeTHOMY rpaxaaHuHy
ropoga PanyuxuHcKa, Bpavy-neauMatpy BbiCllen KBanudwu-
KalUMOHHOW KaTeropuu, 3aBefylolern OETCKOW MNONUKIK-
HUKOM PaN4MXMHCKOW LIeHTpaNbHOM FOPOACKOM 6OSbHULbI
AmypcKon o6nactu (PaninmxnHck, AMypcKasi o6nacTb).

HakaHyHe Cbes3fa Ha 6a3e Befyllero negnaTtpuyecKoro
yypexaeHuns ctparbl PrAY «HaunoHanbHbIM Hay4HO-NPaKTy-
YeCKMM LLEHTP 340poBbs aeten» MuHsgpasa Poccun (ganee
HHMLU3/) npoBeaeHbl MacTep-Knacchbl «JeTckas anneprono-
rMs U UMMyHoNorms» 1 «LLIKona MonoablX y4eHblx» ¢ y4acTUEM
BEYLIMX POCCUINCKMX U 3apyBeHbIX CNELIManucToB.

Cbesa Havan cBot paboTy C MNJIEHApPHOro 3acefaHus,
Ha KoTopoM npod. B.HD. AnbOULIKMI BLICTYNUA C UCTOpUYe-
CKMM 0630poM «Coto3y neamatpoB Poccrun — 90 net»; anpeK-
Top JenaptameHTa MeaULMHCKON NOMOLLM AETAM U CYKObI
pogoBcrnomMoxeHuss MunHsgpaBa Poccumn E.H. BanbapuHa
[ana OLEHKY COCTOSIHMS 340pOBbs Aeten B Poccuickon
denepaunn; npesnaeHT EBponenckow negnatpuyecKomn
accoumaumn, akagemuk PAH J1.C. Hama3soBa-bapaHoBa
OCBETUNa BKNag POCCUMCKMX NeamMaTpoB B MUPOBOE AETCKOe
3apaBooxpaHeHue; npod. M. JlyHa, npe3naeHT Coto3a eBpo-
NencKux o6LLECTB HEOHATONOMOB M NepuHaTonoros (Maapua,
McnaHus), pacckasan, Kak NoMOYb HeJOHOWEHHOMY pebeH-
Ky LJOCTMYb NOKa3aTenen 340POBbs JOHOLEHHOrO.

Ha aTtoT pa3 HayyHasa nporpamma 6bina chbopmupoBa-
Ha M CTPYKTypupoBaHa KpynHbIMW 670KaMK MO OCHOBHbIM
BOMPOCaM Hay4HbIX WM MPAKTUYECKUX aCMeKTOB Pa3BUTUSA

lpogeccop C.A. BannynimHa yntaet goknas «[T03BOHOYHO-
CrMHHOMO3roBas TpaBma y AeTtei B Poccuu: annaemMmosnorus,
npo6aemsbl, MyTn peLueHns



neauaTpuu, ayauTa KadyectBa OKa3aHUs MedULMHCKON NOMO-
WK AeTaM, B T.4. B 06pa3oBaTe/ibHbIX OpraHn3aLuusx, nura-
HUS 340POBOro M 6ONLHOrO pebGeHKa, CEMENHOW BaKLUHO-
NPOOUNAKTUKM, NEPUHATaNIbHON MEANLMHBI U HEOHATAIbHOM
XMPYPrUn, HEOTSIOXHbIX COCTOSIHUM B neavaTtpun U AeTCKoMn
XMPYPruu; a Takxke npobiemam LeTCKOM UHBaNUAHOCTU U ee
npoduNaKkTnKK; Bonpocam neguaTpu4yeckoro obpasoBaHus,
PO MEAULIMHCKMUX CECTEP B OKa3aHWU MEeAULMHCKON NOMO-
WM OETAM, UCTOPUM OTEYECTBEHHOW MeanaTpum U MexayHa-
POLHOro COTpyAHMYeCTBa B 06/1aCTh AETCKOro 3paBooxpa-
HeHus. B xone pa6oTbl XVIII Cbesna negnatpoB Poccun 6bi1o
nposeaeHo 148 Hay4HbIX U HAy4YHO-MPAKTUHECKUX CUMMO3U-
YMOB, BKJItO4as Kpyrfible CTOJIbl, IEKLUU U MacTep-Kaacchol,
BbICTYMN/IEHUSI U3BECTHbIX NPOhECCOPOB.

OaHuM n3 Knto4veBbix cobbituit XVIII Cbe3aga neamatpoB
Poccun ctano coBellaHve rMaBHbIX NeauMaTpoB, rMaBHbIX
[IETCKMX cneuuanncToB no npodunakTuieckon meauumHe,
rMaBHbIX CNeLuanncToB No rmrueHe geterm v NoapoCTKOB,
rMaBHbIX LETCKUX PEBMATO/IONOB, a TaKXe PyKoBoAuTenen
CNy6bl OXpaHbl MaTEPUHCTBA U AeTCTBa OpraHoB ynpase-
HUSA 3apaBooxpaHeHMeM cybbeKkToB Poccuiickon depepa-
UMM C ydacTMem aupektopa [enapTtaMeHTa MeauLMHCKOM
NOMOLLM AEeTAM U cny6bl pogoBcrnoMoxeHns MuH3apasa
Poccuun E.H. Banb6apuHon, aupektopa [enaptameHTa meau-
LIMHCKOro o6pas3oBaHua M KaapoBOM MONUTUKM B 34paBoO-
oxpaHeHun MwuH3gpaBa Poccum T.B. CemEéHoBOMW, 3ame-
ctutens npeacenatena Komuteta Coseta depepaunn PO
no couuanbHon nonutuke J1.B. KosnoBoW, nomouwHMKa
MuHucTpa 3apaBooxpaHeHus PP B.O. dneka, rnaBHOro
cneuuanucta neguatpa MuHsgpasa Poccun akagemuka PAH
A.A. bapaHoBa, M1laBHOro AETCKOro cneuuanucta no npo-
dunakTMyeckon meanunHe MuHsgpaBa Poccun akagemuka
PAH J1.C. Hama3oBon-bapaHoBon, rnaBHOro cneuuanucra
no rurueHe getenm n noapocTkoB MuHsagpaBa Poccuu yneHa-
KoppecnoHaeHTa PAH B.P Kydimbl, rnaBHOro cneuuanucra
fJeTcKkoro pesmaroniora MuH3gpasa Poccun vneHa-koppe-
cnoHaeHTa PAH E. U. AnexkceeBown.

lpoBeAeHO WKPOKoe O6CYXAEHME KpUTepueB AOMyCcKa
Bpayen K npodeccuoHanbHON AedATeNIbHOCTU Ha COBPEMEH-
HOM 3Tane, Ponn KIMHUYECKUX pPeKomMeHAauun B MOBbllle-
HWUU KavyecTBa MEAMLIMHCKOM MOMOLLM AETSM, aKKpeanTaLum
Bpayen, KpUTepueB OLEHKM paboTbl MEAMLIMHCKUX BY30B,
ponu npodeccroHanbHoOro ctaHaapta «Bpay-neguaTp ydact-
KOBbI» 1 COOTBETCTBME emy defepanbHOro rocyaapCTBeH-
HOro o6pa3oBaTe/lbHOro CTaHAapTa, a TaKKe 3apyberKHOro
onbiTa BHEAPEHWUS MHTErPUPOBAHHOIO BeaeHus Gone3Hen
[IETCKOro Bo3pacTa B y4YebHble MporpaMmbl MeAULIMHCKUX
BY30B.

Kpome Toro, B paMKax coBellaHnsa pacCMOTPEHbI OCHOB-
Hble MOoAXOAbl K OLEHKe KayecTBa MeAMLMHCKOW MOMO-
WM OeTaM KaK Kputepusa 3dGEeKTUBHOCTU MeAMLIMHCKO-
ro obpasoBaHus, OCBELLEHbl pe3y/braTbl MPOBEAEHHOIO
COBMECTHO C MECTHbIMW OpraHamMu 34paBOOXPaHeHMs ayau-
Ta CTaluMOHapHOW MOMOLWM B psae perMoHoB PoccuicKom
depepaumnmn (PoctoBcKkaa 065., TioMeHcKas 06n., XaHTbl-
MaHcumncknin AO — HOrpa).

V Bcepoccuiickasa KoHdepeHunsa «HeoTnoxHasa aeTckas
XMPYPrus 1 TpaBMaToforns» nog npeacenaTensctBoM npood.
J1.M. Powans 6bina noceBsileHa paboTe ¢ TPYAHbIMK Nauu-
€HTaMM1 B HEOT/IOXHOW XUPYPTrUK, OOCYKAEHUIO KITMHUYECKUX
pekoMeHgaummn, Bonpocam 60pbbbl C paHeEBOW MHOEKLMEN,

Bo Bpemsi 0T4ETHO-NepeBbIGOPHON KOHpepPeHLMn

NnonuTPaBMOW 1 CMOPTUBHON TPABMOW Y IETEN, a TaKKe pea-

6GunuTaLmMmn Taknx 60/bHbIX.

XVIII Cve3n neguaTtpoB Poccun «AKTyanbHble BOMPOCHI
neguvaTpuv» BNepBble akkpeantoBaH KoopauMHALMOHHbIM
COBETOM MO HENpPepbIBHOMY MeAULIMHCKOMY 06pa30BaHMio
MuH3gpaBa Poccuu, 1 4neHbl NpodeccnoHanbHOM accouu-
auMu Nony4yMan CoOTBETCTBYIOWME CBUAETENbCTBA, @ TaKkKe
MexayHapoaHble cepTuduKaTbl EBpONencKon akkpeauTaum-
OHHOW OpraHuM3auun HenpepbiBHOrO MEAULMHCKOro obpa-
30BaHK4.

Hactosiwen WHTpUron cTan po3bIrpbill nNyTeB-
KM Ha 8- EBponerMcKMM KOHrpecc neguaTpoB
(7—210 wnioHa 2017 r., byxapect, PymbiHus). [lo ycnoBusm
nioTepeun, NyTeBKY MNony4aeT HOMUHAHT U3 4ucria 4neHoB
Coto3a negmnatpoB Poccuu, onyctuBwui B AHM Cbes3aa
3ano/IHEHHbIN TalloH ANS y4acTUsa B CrneuuanbHbli SWuK y
NPUCYTCTBYIOLLMIN B 3ane Ha LlepeMoHun 3aKpbITUs BO Bpe-
MSl npoBeaeHus posbirpbiwa. Mate pas lpeacepatens
Mcnonkoma Coto3a neguaTpoB akageMuk A.A. bapaHoB
BbITaCKMBaN «CYyacTiuBble OUNETbl», U TONAbKO NATbIA (!)
Ha3BaHHbIN OETCKMM Bpa4y OKas3anca B 3ane — Hartanua
BuktopoBHa [loyToeBa, 3amMecTUTeNb [NaBHOro Bpaya
no oxpaHe martepuHcTBa U getctBa OIbY3 «lllapbuHcKas
OKpy)KHas 6onbHULA MMeHM KaBepuHa B.d.» (r. Wapbs,
Koctpomckasi 06n.). U torga rnaBHbi neguatp Poccuum
pewun aaTb WaHC NPUHATL y4yacTme B 8-m EBponenckom
KOHrpecce [ETCKMX Bpadven ele OJHOMY 4enoBeky. Tak,
CO BTOPOM MOMbITKW OMNpefenuncs cremylowmnn cyacTius-
YMK: NOCTOSAHHbIM y4acTHUK KoHrpeccos Coto3a negmMaTtpos
Poccun AnekcaHap HukonaeBuy [aHunoB, KaHa. Mefd. Hayk,
[IoUEHT, rnaBHbIM Bpad KIFBY3 «[leTcKkas ropojacKkas 601bHU-
ua N2 1 r. bapHayna», B ntoHe 2017 r. BMecTe ¢ agenerauuven
Cotoza neauatpoB Poccuun noepet B byxapecT.

B 3aknounTenbHbIn eHb paboTel KoHrpecca 6biauv nog-
BefieHbl UTOorn KoHKypca Hay4HbIX PaGoT MONOAbIX YYEHbIX.
e 1-e mecto: EKatepuHa HOpbeBHa JleoHOBa, opavHaTop

(benopycckasi MeauuUMHCKas akagemus nocneauniom-

Horo o6pasoBaHus, MUHCK, Pecnybnuka benapych).

e 2-e MecTo: lnHa MapatoBHa BonkoBa, dnuHa CepreeBHa
CupenbHUKoBa, AHHa BanepbeBHa APPIOTKMHA — KOJ-
NeKTnB cTygeHToB CapaTOBCKOro rocyfapcTtBeHHOro
MeAULMHCKOro yHuBepcuteta uMm. B.W. PasymoBCcKoOro
MwuH3apaBa Poccum.

e 3-e mecto: EneHa AHatonbeBHa KynebuHa, opauHaTop
DAY «(HHNU34d» MuHsgpaBa Poccumn (MockBa).
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UHdopmauusa Coilo3a neguartpoB Poccumn

AkagemuK PAH, lNpeaceaatens Mcnonkoma Coto3a negnatposB Poccumn
J1.C. Hama3zoBa-bapaHoBa

CneumanbHbIX NMPU30B YAOCTOEHbI NpeacTaButenu lNepm-
CKOro rocyfapCTBEHHOro MeAULIMHCKOro YHUBepcuteTa
uM. ak. E.A. BarHepa MwuHsgpaBa Poccuu: Bpay-neguatp
HuHa OnerosHa lNocTaHoroBa v KONNEKTUB CTyaeHToB (H0nus
BuktopoBHa BopogynvHa, Mapua AnekcaHapoBHa BbikoBa,
HOnua danpysatoBHa MycuHa, ApteMuin AHTOHOBMY Cunaes,
EnnsaBeta AHgkeeBHa CensHkuMHa, BunbsaHa PaundoBHa
[y6angynuHa).

Mo6eantensiMy NOCTEPHOM CECCUM Hay4HbIX paéoT
AETCKUX MEAULIMHCKUX cecTep cTau:

e 1-e mecto: [apbsl leHHagbeBHa KopeHHas (O6nacTtHoM
nepuHaTtanbHbIi LeHTP, EkatepruHbypr);

e 2-e Mecto: [laBen AHaTonbeBuy 30T0B, Mapusa [eH-
HagbeBHa CeMunKMHa, Mapraputa JleoHngosHa OpelwmHa
(Pray «HHMU34» MuH3apaBsa Poccun, MockBa);

e 3-e mecto nogenwnu Jlioamuna BuKktopoBHa KynaruHa
(Pray «HHMU3Ad» MunsapaBa Poccun, MockBa); Onbra
CepreeBHa TpybuHa u OkcaHa [eHHagbeBHa OnwuHa
(KpaeBas feTckas 60nbHULA, 3a6anKanbCKUn Kpaw).

B pamkax pa6otbl Cbe3dga 19 deBpang 2017 r. cocTo-
finacb OT4YETHO-BbIGOPHas KoHdepeHuua Colo3a neama-
TpoB Poccuu, KoTopasi B COOTBETCTBMUM C YCTABOM OpraHu-
3auun cobupaetcs Kaxable 4 roga.

B noBectke pana KoHdepeHuuu O6binu cnegywooume
BOMPOCHI:

1. 06 yrtBepaeHun ropaoBoro otyeTa OO6LLECTBEHHOWM
opraHuzaumnn «Coto3 neaunatpos Poccum» 3a 2013-
2016 roasbl.

2. 06 usbpaHun NcnonHutenbHoro Komuteta O6LWECTBEH-
HOM opraHm3auumn «Coto3 negnaTpoB Poccum.

3. 06 usbpaHun lMpeacenatenss NcnoaHUTENbHOrO KOMM-
TeTa O6uUlecTBEHHOW opraHu3auuu «Col3 neguvaTpos
Poccunnr.

4. 06 u36paHun 3amectutenen lpeacepatens McnonHu-
TenbHOro KomuTeta O6LLECTBEHHOM OpraHmM3auun «Coto3
negnatpoB Poccumn».

Ha KoHdepeHuMn 6bin BbICOKO OLEHEH M eaMHOrnacHo
npuHaT otyeT Mpeacepatens Ucnonkoma Coto3a negnatpos
Poccun akagemunka PAH A.A. bapaHoBa o pa6oTte npodec-

CHOHanbHOM accoumaumm 3a 4 roga. Bo Bpems BblIGOpHOM
ceccuu 6bi1 n3bpaH HOBbLIN cocTaB Mcnonkoma:

Anbbuukmmn Banepuin KOpbesuy;

AHTOHOBa EneHa BagnmoBHa, npecc-cexkpetapb Cl1P;
Bbana6onkuH NBaH NBaHOBKY*;

bapaHoB AneKcaHap AneKkcaHapoBuy;

Bboromunbckui Muxamn Padannosuyx*;

bynaTtoBa EneHa MapKoBHa;

BaraHoB Hukonan HukonaeBuy*;

BonoanH Hnukonan HukonaeBwy;

. 3axapoBa MpuHa HuKkonaeBHa;

10.KoBTyH Onbra MeTpoBHa;

11.KomapoBa Onbra BuKTOpOBHaA, OTBETCTBEHHLIN CEKpe-

Tapb CIP;
12.Kyuma Bnagncnas PemupoBuy;
13.HamasoBa-bapaHoBa Jleina CenmypoBHa;
14.HoBuWK leHHaann AN3MKOBMY;
15.MNonskoB Bnagnmup feopruesmy*;

16. Powanb JleoHna Muxannosuy;
17.PymsHUeB AnekcaHap Ipuropbesuy;
18.YyankuH Bacunuin dépopoBury*;

19. WkonbHMKOBa Mapus AnekcaHapoBHa*.

Mpeacenatenem Mcnonkoma eauvHornacHo u36paH
M3BECTHbIM Yy4eHbl, neguartp, akagemMuk PAH, npeauaeHT
EBponenckon neguatpuyeckon accoumnauum J1.C. Hama-
30Ba-bapaHoBa.

3amectutenamu lNpeacenatena Ncnonkoma KoHdepeH-
uma madbpana npodeccopoB O.I1. KoBTyH (EKaTepuHOypr)
n I.A. HoBuKa (CaHKt-lMeTepbypr).

Ounpektop Pray «HHMU3A» MwuHagpasa Poccun, rnas-
HblM cheunanuct neamatp MwuHsgpaBa Poccuu, aKage-
MnK PAH A.A. bapaHOB eauMHOrnacHo M36paH MOYETHbIM
Mpeacenatenem Mcnonkoma Coto3a negnatpos Poccun.

Cbesa noaBen UToru pa3BuTUs Neanatpuun 3a nocnegHue
roabl, HAMETWUN NporpamMMHble HanpaBNeHWUs AeATEeNbHOCTH
npodeccroHanbHOM accounaunm 4ETCKUX Bpaden, onpeae-
SN NepBooYepeHble 3aaqun.

Mo ntoram pa6otbl XVIII Cbe3aa negnatposB Poccun npu-
HSiTa pe3ofioums.
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PE30J1IOLIUA XVIIl CbE3A NEAUATPOB POCCUH
Mo peaynbtaTtam paboTbl pfeferatbl U Y4aCTHUKU
XVIII Cbe3na negnatpos Poccun cuntatoT HEO6XO0ANUMbIM:
1. MMpocutb Coto3 negunatpos Poccun o6patnTbes
1.1. BlocypnapctseHHyto ymy PesepansHoro CobpaHums

Poccuickon depepalimm ¢ NnpeaioxeHmem:

1.1.1. Pa3pa6oTtatb ¥ nNpuHATL PepepanbHbiv
3aKoH «O npodunakTMKe cpean HaceneHms
Poccuiickon depgepaunn cocTosHUM, 06Y-
CNOBMIEHHbIX NMPUPOAHLIM AeDULMTOM Moaar.
MpuBecTn denepanbHOe 3aKOHOAATENbCTBO
B OTHOLEHWUM OXpaHbl 340POBbSA AETEN B
cootBeTcTBUE € KoHBeHUMAMHU OOH «O npa-
Bax pebeHKa» n «O npaBax MHBaNNLOB».
BHecTn OOonofHEHUs U U3MeHeHnsa B dege-
pa/ibHoe 3aKoHOoAaTe/IbCTBO MO NepecMoTpy
nopsiika ycTaHOBNEHUs cTatyca «pebeHOK-
UHBaNUa»:

1.1.2.

1.1.3.

*  PykoBoauTenu o6LecTBEHHbIX OpraH13aLmMii — acCcoLMMpPOBaHHbIX YneHoB Coto3a neamaTpoB Poccuu.



1.2.

e N9 AeTen C XPOHUYECKUMU BONESHAMMU,
HyXKAatolWmMxcss B MOCTOSHHOM [AOpOro-
CTOSILLEM MEAWKAMEHTO3HOM JIeYEHWH,
NpyM CHATUM WHBANMAHOCTM B CBA3U
C YNyyllEHWEM WX COCTOSHMSA, npeay-
cMmoTpeTb obecrnedyeHne NPOAOCIKEHUS
flevyeHuns 3a cyet cpeacTs deaepanbHOro
6l0aKeTa;

1.1.4. BHecTn uameHeHus B PegepanbHbii 3aKOH
«06 obpalleHUN NEeKapPCTBEHHbIX CPEACTB»,
npejycMoTpeB paclMpeHne BO3MOXKHOCTH
NpPoBeAEHUS KIUHUYECKUX McCneaoBaHum
C y4yacTreMm JeTen.

1.1.5. BHecTH cywecTBeHHbIe UBMEHEHMS W JOMO-
HeHus B PeaepasnbHbli 3aKOH «O6 MMMYHO-
NPodUNaKTUKE MHPEKLMOHHbIX 60Ne3HEN».

B MpaButenbctBo Poccuickon depepaumm ¢ npea-

NOXeHnem:

1.2.1. MNMpu dopmupoBaHMn OIOAKETOB 3A4paBoO-
OXpaHeHMs BCEX YPOBHEW MNpeaycMoTpeTb
dunHaHCcUMpoBaHUE CNyX6bl OXpaHbl MaTe-
pUHCTBa M AeTcTBa B o6bemMax He MeHee
35% OT KOHCONNAMPOBAHHOIO PErMoHaNbHO-
ro 6lo4KeTa 34paBoOOXpaHeHus.

1.2.2. TpUHATb Mepbl K opraH1u3aumm OTe4EeCTBEH-
HOrO MPOM3BOACTBA COBPEMEHHbIX fleKap-
CTBEHHbIX NPenapaToB A1a [eTei, BKIYas
UMMYHOOMONIOrMYECKME, B TOM YUCNE KOM-
OGWHWPOBAHHbIE BaKLMHbI.

1.2.3. BKounTb B nepeyeHb MHANKATOPOB 3addek-
TUBHOCTM AEATENbHOCTU WCMOAHUTENbHOWM
BNacTn cy6beKToB Poccuiickon defgepaunn
rnokasaTe/lb CMEPTHOCTU [eTeill B BO3pacTe
[0 5 neT U CMepTHOCTU AeTen BCex Bo3pac-
TOB OT BHELWHWX U MHOEKLMOHHbIX MPUYKH.

1.2.4. TpuHATL pelieHre o nonHom nepexoae Poc-
cunckon depepaumm npu YCTaHOBMIEHWUM
WHBaNMAHOCTM AETaIM Ha MerayHapoaHyto
KnaccuourKaumio GyHKLMOHMPOBaHHUS, orpa-
HUYEHUW MKU3HEOeATeNbHOCTU U 3[40POBbSA
(MK®).

1.2.5. PaccmoTpeTb BONpOC 0 nepegaye B cUCTeMy
3[paBooOXpaHeHns QYHKLMK yCTaHOBIEHMS
WHBaNMAHOCTM AETAM.

1.2.6. PaccMoTpeTb BOMPOC O BKJIOYEHUU HOBE-
HWUABHOIO apTpuTa, TUPO3UHEMMM, LMUCTU-
HO3a, GEeHWUNKETOHYPUMU, HEeCOBEepPLIEHHOrO
ocTeoreHesa, 6onesHen omne, Pabpw,
HumaHHa—-TlnKa 1 apyrux peakux 6onesHen
B [Mporpammy «OpraHu3dauns obecrneyeHus
nny, 60NbHbIX reModuInen, MyKOBUCLM-
[030M, TMNOoPU3apHbIM HaHWM3MOM, 6ones-
Hblo [owe, 310Ka4YeCTBEHHLIMU HOBOOGpPA-
30BaHUIMKU IMMIOUAHON, KPOBETBOPHOM
M POACTBEHHbIX MM TKaHEM, pacCesHHbIM
CK/JIEPO30M, ML, MNoc/ae TpaHchaaHTauuu
OpraHoB M (MK) TKaHeW NeKapCTBEHHbIMM
npenapaTamMu No NepeyHio, yTBEPKAaeMoMy
MpaBuTtensctBom Poccuitckon Pepepaumm
1 cbopMMpPOBaHHOMY B YCTAHOBIEHHOM UM
nopsiake» («7 HO3010MUI»).

1.3. K opraHam WCMNONHUTENbHOW BNacTu CyObeKToB

Poccuiickon depepaunmn M MyHMUMNaNbHbIX 06pa-

30BaHuUN:

1.3.1. Pagpa6otaTtb 1 peanu3oBbiBaTb pernoHasnb-
Hble MporpaMMbl MO CHUXKEHUIO MNajeHYye-
CKOW M OETCKOW CMEPTHOCTU (C Y4ETOM MX
YPOBHSI, CTPYKTYPbI, COLMaNbHO-3KOHOMMYE-
CKOW, 9KONIOrMYECKON CUTyaLmu 1 ap.).

1.3.2. He gonyckaTtb BBeIEHUS CUCTEMbI MEANLINH-
CKOro obecrnevyeHus feTten Bpavom 06Len
NPaKTUKKU (3@ UCKIOYEHUEM TPyAHOAOCTYN-
HbIX WU OTAANEHHbIX TEPPUTOPUN MPU OTCYT-
CTBMK Bpava-negunartpa).

1.3.3. CospgaTb yCNoBUSA U MPUHATD MEPBI K pacluu-
PEHUIO CeTU YYpeXxaeHun (nogpasaeneHni),
OKasblBalowWMX NOMOLLb MO KOMMIEKCHON
MEAULMHCKOW peabunutaumum LeTaM Bcex
BO3pPaCTOB (CTPOMTENBbCTBO M OCHaLLeHWe
peabunnUTaLMOHHbIX LIEHTPOB, OCHalleHWe
aM6ynaToOpHO-MONUKIMHUYECKNUX YYpeXKae-
HWUI, cneuunanM3npoBaHHbIX CTaLMOHapPOB
KPYrIOCYTO4YHOTO U JHEBHOro npebbiBaHus,
fomoB pebeHKa, LIPB, coBpemMeHHbIMU pea-
OUNNTALMOHHBIMU TEXHONOTUAMM).

1.3.4. lMpeaycmoTpeTb BblAeNeHMe OOMNONHUTENb-
HbIX GMHAHCOBbLIX CPeACTB Ha obecnevyeHune
NEeTEN-UHBANMAOB, ABMSIOWMXCS CUPOTaMK,
[OMNONHUTENbHbIMU YCIyramMmun U TEXHUYECKU-
MU CpeacTBamMu peabunutaluun, He npeay-
CMOTPEHHbIMK «DefepanbHbiM NepeYHeM
peabunmUTaunMoHHbIX MEPONPUATUINA, TEXHU-
YECKWX CPEeACTB W yCayr, NpeaocTaBisgeMblX
MHBaNMay».

2. Tpocutb MUHUCTEPCTBO 34paBooxpaHeHus Poccuickomn
denepaunm:
2.1. Mpoaonkntb paboTy Mo COBEPLIEHCTBOBAHUIO CU-

CTEMbl BaKLUMHOMNPOPUNAKTUKU HNHPEKLMOHHbBIX

6onesHen y aeten B Poccuinckon deaepaumm:

° pacwupuTb HauuoHanbHbLIV KaneHgapb Mpo-
GUNaKTUYECKNX MPUBMBOK 3a CYET BBEAEHWS
BaKUMHALUMW MPOTUB MHPEKLUMN, Bbl3BAHHbIX
poTaBMpPycOM, NanuanoMaBWpycoOM, BUPYCOM
BETPSAHOM OCMbl, renatuta A, MEHUHTOKOKKOM,
[ONOSTHUTENbHbBIX PEBaKUMHALMUA MPOTUB KOK-
filoWa B [OWKOABHOM W MOAPOCTKOBOM BO3-
pacTe, a TaKkXe nponucaTb B HEM 3Ha4yMmoe
MECTO WCMONb30BaHUS MHOMOKOMMOHEHTHbIX
(5 1 6onee) BaKUMH.

2.2. MNoBbICUTb AOCTYMHOCTb M Ka4yeCTBO KOMMJIEKCHOM

peabunnTaLMoHHOM NOMOLLM AETAM C XPOHUYECKOMN
naTofiorMen n AeTaM-uHBanMaaMm, co3aatb YyCIoBUs
(NoAroToBMUTb M YTBEPAUTL HOPMATUBHYIO MPaBOBYIO
6a3y) Ana pas3BUTUS CUCTEMbI U CETU y4pexxaeHumn
MO OKa3aHWo MOMOLLM B KOMMAEKCHON MEANLIMHCKOM
peabunutauuun geten B COOTBETCTBUU C [lepeyHem
nopyvyeHuin MpeauaeHta Poccuitickon depepaumm
no utoram 3aceaaHus KoopauHauUMOHHOro coBe-
Ta npu [pesuaeHte Poccurckon deaepauum
no peanusaunn HauWoHaNbHOW cTpaTeruu [ew-
CTBMI B WHTepecax aeTer Ha 2012-2017 roabl
(01 21.06.2014 1. N2 Mp-1464).
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2.2.1. YkomnnektoBaTtb denepasnbHble U MeEXpe-
FMOHaNbHbIE YYPEXAEHUS U NOAPa3aeNeHNns
KOMMJIEKCHON MEAMLMHCKOW peabunuTaumm
COBPEMEHHbBIM peabuiTaLmMoHHbIM 060pY-
[lOBaHWEM.

2.3. PagpabotaTb, cornacoBaTtb W nogaTb Ha yTBepxae-
HWE B YCTAHOBMIEHHOM MopsiAKe NpoekT locyaap-
CTBEHHOM nporpammbl «[podunakTnka WMHBaNUA-
HOCTU cpeam aeten B Poccuickon Pegepaumnmn.

2.4. Paspa6oTaTtb 1 yTBEPAMTb NpuKasamu MuH3gpasa
Poccuun nopsiaku u cTaHaapTbl OKa3aHua MeanumH-
CKOM MOMOLLM AETAM.

2.4.1. TopsagoK U cTaHAapTbl AUMCMAHCEPHOro Ha-
61t00eHUs 3a AeTbMU C GaKTOpaMu pUCKa,
YHKUMOHaNbHBIMKU PacCTPOWCTBaAMM, XPO-
HUYECKMMUK BONE3HAMM C yH4EeTOM BO3pacTa
N HO30J10rMYeCcKoM GOopPMbI.

2.4.2. HoBbIt NOPSIAOK OKa3aHWs neanaTpuyecKomn
NMOMOLLK (BMECTO yCTapeBLUEro, yTBEPKAEH-
HOro npuKaszoM MuH3gpaBcoLpPa3BUTUS
Poccun ot 14.04.2012 1. N2 366-H).

2.5. Pagpabotatb M NPUHATb MBMEHEHWS M OOMNONHEHUS
B HOpPMaTMBHYIO NpaBoOBYylo 6a3y, onpenensioLyto
COAepKaHne MeAMLUMHCKOM MOMOLWM AEeTAM-UHBa-
npam.

2.5.1. BHecTM M3MEHEHWS U AOMOSHEHWUS B Mpwu-
Ka3d MwuH3gpaBcoupassutua Poccum oT
04.08.2008 . N2 37H «O pa3paboTKe UHAK-
BMAYyabHbIX MpOrpamMMm peadunutaumm WH-
BaNMAOB» B 4acT pa3paboTKM U peannsa-
LMW UHOUBUAYANbHOM NpOrpamMmmMbl peabunu-
Tauun pebeHKy-uHBaNnay M KOHTPONs 3a ee
3ODEKTUBHOCTLIO M KAYECTBOM.

2.5.2. BHeCTV U3MEHEHUs W AOMOSNHEHUS B MpU-
Ka3 MwuHTpyaa Poccum ot 17.12.2015 1.
Ne 1024H «O KnaccuduKkaumax U KpuTe-
pMKX, MCNOMb3YEMbIX MPU OCYLLECTBAEHUMU
MeOMKO-COoLManbHON 3KCNEPTU3bl rparkaaH
denepanbHbIMU rOCYaPCTBEHHBIMU YYPEX-
LEeHUIMU MeLUKO-COLManbHON 3KCNepTU3bl»
B 4YacTW YCTaAHOBNEHWS cTaTyca «pebGeHOK-
MHBaNUg».

2.6. BBecT1 B CNUCOK MaBHbIX CNELWaNINCTOB MMaBHOMo
BHELWITATHOrO AETCKOro crneluanucTa gepmaronora.

2.7. TIpUHATb Mepbl NO PacWMPEHUIO NPOrpamMmbl HEO-
HaTaNlbHOro CKpUHWHra (6ones3Hn BunbcoHa, lowe,
TUPO3UHEMMUSA, 6one3Hu MNomne, Pabpu, MyKononu-
caxapuzosbl, aMMHoauuaonaTum u ap.).

2.8. Cosgatb ycnoBus A8 pasBUTUSA CETU YYpexaeHUn
Y BHEAPEHWNS COBPEMEHHbIX TEXHONOMMM peTanbHOM
Tepanuu 1 HeoHaTaNlbHOM XMPYPTUK.

2.9. Paspa6otaTtb nporpaMmsbl NpenojasaHus coLunasb-
HOW MeauaTpuu Ha JO- U NOCNedUNIOMHOM aTanax
neguMaTpuM4yecKoro o6pa3oBaHus.

2.10.MpegycmMoTpeTb B MEAULMHCKUX OpraHuM3auusx,

BXOASILLMX B CUCTEMY OKa3aHusa NpodUnaKkTMyecKomn

NMOMOLLM, JONKHOCTM 3aMECTUTENS TNaBHOro Bpaya

no NpoduNaKTMYeCKon MeguLmHe.

Mpocutbs MUHUCTEPCTBO CBA3K Y MACCOBbIX KOMMYHUKa-

umm Poccuiickon Pepepaumnmn o6ecneynt BO3MOXKHOCTb

LUMPOKOW NponaraHibl B cpeacTBax MaccoBon MHbopma-

LMn cBedeHnmn no sonpocam GopMmnpoBaHna y nogpacra-
lOLLLEr0 NMOKONEHUS YCTOMYMUBbLIX CTEPEOTUIMNOB 340POBOI0
06pa3za KU3HW.

MpocuTb MuHKCTEPCTBO 06pa30oBaHMa U Hayku Poccuin-

cKon denepaumu.

4.1. MNpUHATL BCE BO3MOXHble Mepbl MO MNOBbILEHUIO
[JOCTYMHOCTU M OobGecnevyeHuto KavectBa MMUTaHUA
neten B o6pasoBaTefibHbIX OpraHM3aLUmsXx.

4.2. lnpe npuBnexkatb NpodeccroHanbHOe MeAULINH-
CKOe CO06LLECTBO K MOArOTOBKE y4ebHbIX [Tporpamm
no ¢GopMUpoBaHUIO 340POBOro U 6e30MacHoOro
obpasa XU3HU ydalmxcs (BOCMUTAaHHUKOB).

MpocuTe MUHUCTEPCTBO 3A4paBooXpaHeHns PoccuicKon

depepaunn 1 MUHUCTEPCTBO 06pa30BaHnsa U Hayku Poc-

cumnckon degepaumm.

5.1. MpoaoMmKknTb COBEpPLIEHCTBOBAHWE neaunaTpuye-
CKOro 06pa3oBaHus Ha [0- M NOCNEeAUNIOMHOM
3Tanax B paMKax CyLLeCTBYIOLWMX OpraHu3alMoH-
HbIX CUCTEM (nMeguatpuyeckue obpas3oBaTesibHble
opraHu3aunn u GakynbTeTbl) C MOCTOSAHHBIM COBEP-
LUEHCTBOBAHWEM cheumnanbHbiXx 06pa30oBaTebHbIX
nporpamMmm.

5.2. Pagpa6oTtatb HOBbI ®PIOC no neguatpuun ¢ BKIO-
YeHWeM WHTErpupoBaHHOro BefeHus 60/e3Hen
[IETCKOro Bo3pacTta U KapMaHHOIo CrpaBOYHUKA.

PekomeHaoBaTb opraHaMm ynpaBfieHUs 34paBooxpaHe-

HMem cy6beKkToB Poccuiickon degepaumm:

6.1. Co3paTb ycnoBus A9 pacliMpeHuss CeTM u opra-
HU3aUUKW paboTbl OTAENIEHUN MeOUKO-COoLManbHON
NMOMOLLM.

6.2. MpUHATb Mepbl MO PacCLUMPEHUIO CETU YYpEerKAEHUM
(noapasfgeneHni), OKa3blBaloWMX KOMMNEKCHYIO
peabunuTauMOHHYIO MOMOLLb AETAM Ha pernoHanb-
HOM M MYHULIMN@NbHOM YPOBHSIX.

6.3. LUnpoKko BHeAPSATb COBPEMEHHbIE MPUHLMMbLI NUTa-
HUS JeTer BCexX BO3PpacTHbIX Fpynr, B TOM 4ucie
paHHero BoO3pacTa; COAenCTBOBaTb MNponaraHge
rPyAHOro BCKapM/MBaHWS, aKTMBU3MpOBaTb pabo-
Ty MO BOCCTA@HOBMIEHWIO CUCTEMbI MOSHOLLEHHOIO
nUTaHWsa aeter B 06pa3oBaTesibHbIX YYPEKAEHUSX;
lIMpe Mcnosib3oBaTb CrneLunanu3MpoBaHHble MNpo-
[YKTbl NPOMBILLIEHHOIO NPOU3BO/ACTBA, B TOM YUC/e
OoTeYecTBEHHbIE, C LieNblo NMPOPUNIaKTUKK U KOPPEK-
LMK annuMeHTapHO-3aBUCUMbIX COCTOSHUN.

6.4. lNpoBecTn paboTy NO COBEPLIEHCTBOBAHMUIO Cec-
TPUHCKOM NMOMOLIM B PErnoHax U MyHMLMNanbHbIX
06pa3oBaHUSX.

6.4.1. MpoaomKnTb paboTy No BBEAEHUIO B CTPYK-
TYpy OpraHoB ynpasfieHus 34paBooxpaHe-
HMeM cyb6bekToB Poccuitickon deaepaunu
[O/MKHOCTM MMaBHOroO cneyuanncTta no cec-
TPUHCKOMY Aeny B neguaTpuu.

6.4.2. MNpenycmMoTpeTb aKTMBHOE MNpuUBNeYeHne
cpefHero MeguLUMHCKOro nepcoHana K pea-
nm3auum MeponpuaTMn no GopmMMpoBaHUIO
YCTOM4YMBBIX CTEPEOTUMNOB 340POBOro obpa-
3a XXW3HU AeTeN N NOAPOCTKOB.

6.4.3. 06ecneyntb MNpouecc HeMnpepbIBHOrO Mpo-
deccroHanbHOro o06pasoBaHUA  AETCKUX
MEeAMLIMHCKKX cecTep.

lpuHAaTa eguHornacHo 19 ¢pespans 2017 r.
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OTKpbIBas 3acefaHue, npeacefate/ib CUMNO3Myma aKa-
nemuk KOpuin BnagumupoBu4 JI063UH NOAYEPKHY, 4TO
UMMYHHasi CUCTEMa UHTErpUpPyeT B3anMOLEeNCTBME OpraHms-
Ma 4enoBeKa C OKpYXalolWMM MWUpOM, obecrneynBas aHTu-
reHHOe MOCTOSHCTBO, 3allMLaeT OT YYKEpPOAHbIX aHTure-
HOB, GOPMUPYET TONEPAHTHOCTb K «4Py3bSM»-KOMMEHCaNaM.
[oKnag4mMKk OTMETUA, 4TO B HOpMe BMeLlaTenbcTBa B pabo-
TY MMMYHHOM CUCTEMbI He TpebyeTcs, T.K. ee «yCuneHue»
MOXET MPUBECTU K MaTonorMyeckMm nporeccam. Kpome
TOro, He06x0AMMO NMOMHMTL, YTO UMMYHHas cUCTemMa Y B3pOC-
NbIX U AeTer He UAEHTUYHa Apyr Apyry, y pebeHKa oHa Bce
Bpems HaxoauTcs B pa3sutun. FOpuin BnagnmMmnpoBuy TaKKe
NOAYEPKHYN, YTO NPU U3YHEHUU UMMYHHOM CUCTEMbI U daK-
TOPOB, BIUSAIOWMX Ha HEE, HEOOXOANMO Y4UTbIBATb HE TOSIbKO
reHeTUYeCcKre, HO U ANUreHETUYECKME MPUYNHBI.

Barnaa MHpeKUMOoHUCTa Ha npobiemMy 4acto 60onetoLwmx
neten (4BJ) npeactaBuna CycaHHa MuxannoBHa Xapwur.
B cBoem [JoKnage oHa ocBeTUNa psaa BayKHbIX BOMPOCOB:
OCOGEHHOCTU Pa3BUTUA UMMYHHOM CUCTEMbI B OHTOreHese;
Kakune daKTopbl NPUBOASAT K AUCPYHKLMN ee AeATeNbHOCTH;
anseTcd nuM coctosHue YbB[ MMmyHoaedUUMTHBLIM, Koraa
HYXXE€H MMMYHOJIOI 1 3a4eM; BaKkuuMHonpodunaktuka Y6/ —
YTO U KaK... B BbICTynneHuu, B 4aCTHOCTU, rOBOPMUIOCH, HTO
OCHOBHbIMW QYHKUMSMU MMMYHHOM CUCTEMBI ABASIIOTCS MOA-
[ep¥aHue aHTUreHHOro romeoctasda (CBOEN «@aHTUrEeHHOM
HEMPUKOCHOBEHHOCTU»), @ TaKXKe pacno3HaBaHWe Yyxepoa-
HOro aHTUreHa, OTBET M GopMUpPOBaHME K HeEMY NnamsaTu. Mpu
OMCOYHKUMKN Ke pa3BMBaloTCH XPOHWYECKOe BOCManeHue,
anneprusi, ayTouMMyHHble 1 numdonponudepaTvBHbie 3a60-
nesaHus. OrpomHoe 3HayveHune Ana IOPEeKTUBHON 3alUUTh
OpraHnu3ma OT YyXepOoAHbIX aHTUrEeHOB UMEET BPOXKAEHHbLIN
UMMYHUTET, U NEPBbIMU OCYLLECTBASIOT BCTPEYY C YyXepoa-
HbIM @HTUFEHOM aHTUreHMNpPe3eHTUpYyloLMe KNeTku. KneTku
BPOXAEHHOrO WUMMYyHWUTETA HE 3anOMWMHAIOT aHTUIEHHYIO
CTPYKTYPY, Kakablt pa3 npu HOBOW BCTPEYE OHM 3anycKaloT
BECb KacKal MMMYHHOro oTBeTa 3aHOBO, paboTaloT OHM
3a CYET MHoro4yucneHHbix peuentopos (Toll-like, MaHHO3HbIX
M peLenTopoB-«<MyCOPLLMKOB»), MO3BOMSIOWMX pacno3HaTb
MOSIEKYNSIPHBIE CTPYKTYPbI, BUOXMMUYECKHM OTIMYatoLmecs ot
COBGCTBEHHbIX aHTUreHoB opraHuama (Pathogen Associated
Molecular Protein, PAMP), n moneKynbl, BbICBO60OXAaeMble
M3 COBCTBEHHbIX KIETOK OpraHvM3ama npu WX NOBPEXAEHUMU
unu rméenu (Damage Associated Molecular Proteins, DAMP).
B poknage 6611 NoAPO6GHO NpeAcTaBieHbl MEXaHU3M BPOXK-
[EHHOIO M MPUOBPETEHHOr0 WMMYHUTETa, @ TaKXKe pofb
KNEeTOK BPOXAEHHOrO MMMyHUTETA B npouecce penapauuu
npv BocnaneHuu. YuutbiBas 0CO6EHHOCTM UMMYHHOIO OTBETA
pebeHKa B pa3Hble Nepuoibl Npe- 1 noctaHaTanbHOM KU3HW,
B BbICTYN/I€HUN NOLYEPKUBANOCH, YTO B OHTOreHe3€e ypoBeHb
UMMYHOIrNO6YIMHOB, COOTBETCTBYIOWMIN B3POCIOMY oOpra-

UMMYHUTET «4acTo 6oJsieolero pedeHKar:
HY}XHa M KoppeKuua?

B pamkax tobunenHoro XVIll Cbe3ga negmatpoB Poceun (17-19 ¢peBpans 2017 r.), npuypodyeHHoro K 90-netuio Coto3a
negnatpoB Poccuu, 6bl1 NpoBefeH cuMno3nym «MHpeKumam — 3aHaBec!», NOCBALEHHbIN MPopuaaKTUKe rpunna.

HU3MYy, gocTuraeTcs K 6 rogam. CUHTE3 UMMYyHOrNo6ynMHOB
OTNIYaeTCs y AeTel He TONbKO B pa3Hble BO3pacTHble Nepu-
Ofbl, HO M MpPKU pasHbIX NATONOMMYECKUX COCTOSAHUSAX: Hanpu-
Mep, Y uy, ¢ atonuen ny Yb/[, npeobnagaet Th2-MMMYHHbIN
oTBET. KpoMe TOoro, Ha COCTosIHME UMMYHHOIO OTBEeTa BAUSAET
N MUKPOOMOM YenoBeKa, KOTOPbIA B 3HAYUTENbHOM CTeNeHU
3aBWCUT OT BUAA POAOPA3PELLEHNS: TaK, AeTU, POXKAEHHbIE
nyTem KecapeBa CeYeHusi, UMeloT O6ONbLWY CKNOHHOCTb
K aTonuu, MOCKONMbKY W3MEHEHHbIN COCTaB MWKPOOWOTHI
06ycnoBnAnBaEeT y pebeHKa ANCOYHKLMIO T-KINETOYHOro 3BEHA
UMMYHUTETA.

BHMMaHMe cobpaBLUMXCS aKLEeHTMPOBaNoCb U Ha Kpwu-
TUYECKUX nepuojax pasBUTUS MUMMYHHOM cucTeMbl. C Tou-
KW 3pEeHUst OHToreHesa, MOBbIWEHHYI0 BOCNPUUMYMBOCTL K
pecnupaTopHbiM MHPEKUMAM B Bo3pacTe oT 6 mec o 6 neT
Heob6xo0AMMO paccmaTpuBaTh HE KaK OTK/IOHEHWE OT HOPMbI,
a Kak 0C06eHHOCTb MMMYHHOro OTBEeTa B AaHHbIM nepuosa
U3HU. U «BCTpeyar pebeHKa ¢ pa3HbiMU UHDEKLMOHHBIMK
areHTamu crnoco6CTBYET CTUMYNMpoOBaHUIO Thl 3BeHa UMMy-
HUTETA M MPOTUBOCTOSHMIO aniepruv U aytoBoCnanuTeb-
HbIM 3260N1€eBaHUAM B AalibHENLLEM.

Y10 Ke 6ecrnoKouT poauTenen n Bpadven B 4acTto 6one-
lowem pebeHKke? — YacTble NOBTOPHbIE MHGOEKLMOHHbIE
3ab6oneBaHus. Ecnun fgetn 60neoT TUNMUYHO, TO 6eCNOKOUTLCS
He cTouT. Bonpocbl BO3HMKaOT NpU aTUMUYHbIX 3abone-
BaHUAX — C 3aTSXKHbIM, ANUTENbHbIM TeYeHUeM WHbEK-
LMW, OCNOXKHEHUAMU. CUMTaEeTCs, YTO NPUYMHAMM 3aTAKHbIX
TeYeHUn MHOEKUMN aBNSTCS 0CO6EeHHble CBOMCTBa psaa
MUKPOOPraHM3MoB (BbiCOKasi rnapodobHas U aare3vBHas
aKTMBHOCTb), a TaKxe GaKTopbl CaMOro MaKpoOpraHus-
Ma — HejocTaToyHas anekTpodpopeTnyecKass aKTUBHOCTb
ANUTENNUS, HaPYLLEHNS MUKPOOBMOLLEHO3a CAU3UCTbIX 060/10-
YyeK, runepaktMBauus cBO6OAHOPAANKANIBHOIO OKMCNEHUS,
U3MEHEHNE UMMYHHbIX PeaKkuMi UK UX UCTOLEHWE B Teye-
HWe WHPeKunn. K npuynHam, cnoco6CTBYIOWMM YacToMy
pa3BUTUIO MHDEKLMI, OTHOCAT TaKMe IK30reHHble GaKTopbl,
KaK paHHas counanu3aumsa, HebnaronpusTHoe 3MNUAOKPY-
KEeHWe, NpOoXMBaHMEe B IKONOrMYECKU Hebnaromnony4Hbix
YCNOBMAX. QHAOreHHble GaKTOpbl HA NEPBOM FOAY U3HU —
3TO NOpParkeHUe XKenyaoHHO-KULLIEYHOro TpaKTa U UBMEHEHHe
MWKPOOKOTLI, BpOHX0NEro4Has natonorus (6poHxonerovyHas
A1cnnasuns, MyKoBUCLMAO03, TYOUHOULMPOBAHKUE), Hannyune
o4aroB MHbEKLUH.

C.M. XapuT oTMeTUNa, YTO B HacTosillee BpPeMs UMeeT
MECTO He COBCEM BepHas UHTEPMpeTaLMs COCTOSHUSA pebeH-
Ka, Y KOTOPOro MMeloTCS YacTble OCTpble pecnupaTopHble
MHOEKUMKU, KaK MaLMeHTa «CO CHUMEHHbIM MMMYHUTETOM».
[oKknag4yvMk HanoMHuna Knaccudurkaumio MMMyHoaedULMT-
HbIX COCTOSIHMI BcemMupHOW opraHu3dauuu 3apaBooxpaHe-
Hua (BO3):
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® MepBMYHble HAacNeACTBEHHbIE UMMYHOLEDULUTHI;
®*  MMMyHOAEeODULMTLI, aCCOLMMPOBaAHHbIE C TSXKENbIMU 3a-
6oneBaHnamu (numoonponndepaTtMBHbIMU, OHKONOMM-

YEeCKMMMU, AnabeTom, acrnieHnen u ap.);
®  MMMyHOAedULNTbI, 0BYCNOBNEHHbIE MPUMEHEHWEM ne-

KapCTBEHHbIX MPenapaToB (LMTOCTaTUKK, IIIOKOKOPTUKO-

cTeponabl U Ap.) U paaMauMOHHON UMMYHOCYMNpPEeccHen;
°*  npuobpeTeHHbIn UMMyHoaeduunT (CMNI).

B 3TOM CBA3KW HYXXHO YETKO MOHWMAaTb, KOrga MMeloTCs
OCHOBaHMUS Nogo3peBaTb MMMYHOLEDULMTHOE COCTOSHWE
y pebeHKa, NpoBOAUTb UMMYHONOrM4Yeckoe obcnegoBaHue,
obpeKasi TEM camMblM CEMbIO WIW rocyaapcTBO Ha HEOBOCHO-
BaHHble TpaTbl. BaXHO NOHMMaHWE BPa4yoM, YTO OH OXXMZaeT
OT 3TOr0 UCCNefoBaHMA: 3a4acTylo KOMYECTBO UMMYHOIO-
OY/IMHOB M KJIETOK HE FOBOPUT HM O YEM U HE OBBACHSET NPU-
YMHY YacCTbIX UHPEKLMW. ..

C. M. XapuT oTMeTuna, 4To B HacTosIlLEE BPEMS NevyeHne
4B/l xapaKTepu3yeTcsa noauvnparmMasven — Ha3Ha4yeHUeM
aHTMGaKTepUanbHbIX U MPOTUBOBUPYCHbLIX CPEACTB, MMMYHO-
MOZY/IMPYIOLLMX NPenapaToB, CPEACTB, KOPPUTMPYIOLWMX ANC-
6103 HOCOMNOTKM M KULLEYHMKA, @ TaKKe BUTAMUHOB, MUKPO-
3/1EMEHTOB; MHOrAa NPUMEHSIOT 3aKanuBaHue. JleyeHnem xe
3aBTpalHero gHa 6ygeT NpUMEHEHWe CpeacTB, Nnepekto-
YaloLMX UMMYHHbIA OTBET C OJHOMO TWUMa Ha APYron nytem
akTmBaumn Thl unan Th2 natrepHOB UMTOKMHOB. [MOHATHO
CTPEMNEHME K UMMYHOMOZYIMUPYIOLWEN TepanumM negumaTpos
W poauTenen, Kenarwuinx, YTobbl ETU HE 6ONENU, HO HYXKHO
NOHMMaTb, YTO 3TO He MaHaues: uHorga Ha ¢GoHe npuema
TaKMX MNpenapaToB COCTOSIHUE MOMET TOMbKO YXYALUMTbCS.
Kpome Toro, B npeo6nagatollem 601bLINHCTBE C/ly4aeB npo-
CTO HEeT NoKa3aHWM K Ha3dHa4yeHWo NOJ06HON Tepanum pebeH-
Ky. He umes 4yeTkux Kputepmes BbI6OpPa MMMYHOTPOMHbIX Mpe-
napaToB, AaHHbIX O «TOYKE MPUNOKEHUSA» U IOPEKTUBHOCTH
MHOIUX U3 HKX, Yalle Bpayu HasHavaloT «BCe NOAPSAA».

B 3akntoyeHne CycaHHa MuxannoBHa HanomHuna npu-
CYTCTBYIOLWMM, 4TO AOoKYMeHT BO3 o npodunaktuke AeTcKomn
CMEPTHOCTU OT MHEBMOHUM M Onapen BKIO4YaeT B cebs
KaK caMble 3pOdEKTUBHbIE Mepbl TPyAHOE BCKapMnBaHWe
[0 6 MEC }KM3HW, MbITbE PYK, BaKLMHALMIO, KOHTPOSIb MpU-
MEHEHUSA aHTUOUOTUKOB.

O6cyKaeHne BOMPOCOB MMMYHOTPOMHOM Tepanuu pec-
NUPaTopHbIX MHOEKLMK y OeTen NpodosKuaa WUMMYHONOr
Toamuna BacunbeBHa Jlycc, OTMETMB, 4YTO BUPYCbl MMe-
0T TPOMHOCTb K MMMYHOKOMMETEHTHbIM KieTKkam (nMmdo-
uMTaMm M Makpodaram), noaaBifOT MX GYHKLMOHANbHYIO
aKTUMBHOCTb, CMOCOGHOCTb K CUHTE3Y LIUTOKMHOB, @HTUTEN,
MHOUUMPYS Makpodaru, HapyllatoT NPOoLLECCHl Npe3eHTaLmm
aHTUreHa v NoAaBASAT MX CNOCOBHOCTL K NepeBapuBaHmio
YyXEPOAHbIX aHTUIEHOB, YTO NMPUBOAMT K MOBbILEHMIO PUCKa
pa3BuUTUS GaKTepuasbHbIX OCNOXHEHWUW (OTUTbI, MHEBMO-
HWUM U T.0.) U HapylWeHUIo rymopanbHOro 3BeHa. bakrepuum
TaKXKe BAMSIOT Ha UMMYHUTET: CHUMKAIOT He TONbKO aKTWB-
HOCTb $arounToB (NMPEUMYLLECTBEHHO MPWU reHepann3oBaH-
HbIX MHOEKLMSAX), HO U aKTUBHOCTb CMCTEMbI KOMMEMEHTA.
(OT pegaKummn: 30eCb HEOBXOAMMO OTMETUTb, YTO, KaK OTMe-
TUN Npeablaywmi JOKNaA4YMK, MPU eCTECTBEHHOM LIMKIU-
YECKOM TEeYEeHMU OCTpoMn pecnupaTopHon MHbekuun (OPN)
TaKas BpeMeHHas «<MMMYyHOCYMNPEeCCHs» He JOMIXKHA CYMUTaTb-
CA HapyweHWeM U He TpebyeT MNpPOBedEHUs KaKoro-inéo
UMMYHOMOZY/IMPYIOLWErO NedeHuns).

OcHOBHble ycunus Bpada npu nedeHnn OPU OomKHbI
ObITb HanNpaBAeHbl Ha ONTUMM3aLMIO 3TUOTPOMHON Tepanuu,
B 4aCTHOCTM Ha 60pbOy C HeonpaBAaHHbIM MPUMEHEHMU-
eM aHTMbaKTepuanbHbIX CPEACTB, CHUMKEHWE KIMHUYECKMUX
NpPOSIBAEHUA BONE3HU, NPODUNAKTUKY OCNOKHEHUN. [Jo cux
nop cywecrtsoBan MU, H4TO MMMYHOMOAYNATOPblI MOXHO
Ha3HayaTb «Bcerga, Be3fe, CKO/IbKO X04ellb, OHW 6e3Bpes-
Hbl», HO HY)HO CKa3zaTb, YTO MMMYHOMOAYASTOPbl — 3TO
NleKapCTBEHHbIE CPEACTBa, KOTOpble MPOLWAW BCe CTaauu
pernctpaumn. Kak v Bce apyrne npenapatbl, OHU UMEIOT
[103y, NOKa3aHus, NPoTMBOMNOKa3aHusa. CeroaHs, Tak e Kak
n 10 neTt Hazaj, cOrnacHo NPoBeAEHHOMY UCCeaoBaHuIo,
MMMYHOMOZYNATOPb! Yalwe Ha3Havanu TepaneBTbl, neavat-
pbl, TMHEKONOIM N TONbKO B 1% Cny4yaeB MMMYHOSOTU.

Korga e HyXHO Ha3HayaTb MMMYHOMOAYNATOPbI?
Mo mHeHuto J1.B. Jlycc, OHM MOKasaHbl MPU HanUyuu npu-
3HaKOB BTOPMYHOM MMMYHHOM HEAOCTATOYHOCTH, T.€. NMOBbI-
IUEHHON WMHO)EKLMOHHON 3ab0neBaeMOCTU, KOTOPYK KOH-
CTaTUpyloT Npu pasBuTUK Yacteix OPU (6onee 10 B rog),
«MHOEKLMOHHO-BOCNANUTENbHbLIX 6GONE3HAX» Pa3IUMYHON
NoKannaauuun (Koxa, BEPXHUE/HUKHUE AblXaTeslbHble NyTH,
ypOreHuTanbHbl TPaKT), TOPNUAHBIX K CTaHAapTHOM Tepa-
nun. MMMyHOMOZynATOpbl He cneayeT Ha3HayaTb BMECTO
3TMOTPOMHOM Tepanuu 340POBbIM AMLAM MPU OTCYTCTBUMU
Yy HWX BTOPUYHOWM MMMYHHOM HEAOCTAaTOYHOCTW. JIOXKHble
NMoKa3aHWs K Ha3Ha4YeHWo NpenapaTtoB MoayyatoT B cryva-
fX HEBEPHO WHTEPMNPETUPOBAHHbIX AAHHbIX UMMYHOrpaMm-
Mbl, HEMPABUIBbHO YCTAHOBEHHbIX MPUYUHHO-CNEACTBEHHbIX
OTHOLLEHWM UMEIOLLMXCH CUMMTOMOB.

Cnepytolnin BOMpoOC, KOTOPbIM BCTaeT nepen Bpayom
nocne onpefeneHns nokasaHwin, Kako UMMYHOMOZYNATOP
Bbl6paTh U3 MMEIOLLErOCa Ha PbIHKE BENMKOro MHOXKECTBa?
B HacToswee Bpems npeanoyTeHMe OTAAETCH XMMUYECKM
YUCTbIM CUHTETUYECKMM WMMMYHOMOAYNSTOPaM Kak Haubo-
nee 3addEKTUBHLIM U 6e30MnacHbIM. 3TO 06bACHAETCH TEM,
4YTO NPU XMMMYECKOM CUHTE3€ B MOJEKy/ly 3aknajbiBa-
I0TCA MMEHHO Te CBOMCTBA, KOTOpble XOTAT MOY4YUTb, OHM
«4UCTblE», HE coaepKaT GannacTHblX Npumecen. Hanpumep,
as3oKkcumepa GpomMuA npolwen Bce CTaguu UCCnefoBaHWM.
Ero npumeHeHne B ocTpbin nepuog OPU (c 1-ro no 4-i aeHb
6GONE3HN) CHUKAET PWUCK Pas3BUTUS CUHYCUTOB W OTUTOB,
a TaKKe MHOEKUNUIA HUKHMX AblXaTeNbHbIX NyTeW, B T. Y. MHEB-
MOHWK. Kpome Toro, npenapat o61ajaeT aHTUOKCUAAHTHOM
cnoco6HocTbio. Kak mokazanu uccnefoBaHUs, UMMYHOMO-
Aynvpylolwas akKTMBHOCTb npenapaTta o6ycnoBfieHa aKTu-
BauMen cuHtesa umtokuHoB (IL1, IL6 n TNF) TonbKO npw
MUCXOAHO MOHWMMKEHHbIX YPOBHSX MX MPOAYKLMM, YTO WCKIIO-
YaeT BO3MOXHOCTb rMnepaktMBauunm UMMYHHOM CUCTEMBI:
He MPOMUCXOAUT «UCTOLLEHUS» PE3EPBHbIX BO3MOXKHOCTEWN
KPOBETBOPHOWM CUCTEMbI M HE MEHSETCS KNETOYHbIN COCTaB
nepudepunyeckon Kposu. A30KcuMepa 6Gpomua ABASETCHA
YyacTblo KOMMneKcHon Tepanuu npu OPWU ¢ HebGnaronpu-
ATHBIM NPEeMOpPOUAHLIM GOHOM, MPU PUCKE OCMOXKHEHHOIO
TeyeHuns OPU (rHOMHbIe OCNOXHEHWS B aHamHe3e), npu ¢op-
MUPOBaHWK NPOdUNAKTUYECKMX MPOrPaMM AETAM C YaCTbIMU
OPWN. Y pgeten ¢ annepru4yeckumu 60ne3HAMKU npenapat
Ha3Ha4aloT MPK HEBO3MOXHOCTV NPOBEAEHMS annepreHcne-
LMdurYecKorn MMMyHoTepanuu BeneacTeune 4actoix OPU.

B 3akntoyeHune J1.B. Jlycc nogyepkHyna, 4to npu pele-
HWW BOMpPOCa O Ha3Ha4YeHWU MMMYHOMOAYNSTOPOB HEOBXO-



AMMO NPOBOAMTb KOHCUIMYM C y4aCTMEM pa3HblX crneLuanu-
CTOB C Liefbto onpeaeneHns nokasaHum, Bbibopa npenapara,
npaBUbHON A03bl U PEXUMa NMPUMEHEHUS; OCOObIN aKLEHT
6bln caenaH Ha Heo6XoAMMOCTH AUCNaHcepm3aLnn geTen.

[doknag goueHTta A.HO. PTuwieBa 6biil NOCBSILIEH CBOE-
BPEMEHHOM BaKuUMHOMNpodunakTnuke rpunna y geten. OH
OTMETWA, 4YTO BPayu eXeLHEBHO CTaNKMBalOTCS C LenblM
pPSAOM BOMPOCOB U BO3PaXKEHMI NO NMOBOAY MMMYHW3ALMK
OT rpunna, TakMX KaKk «NpuBMBKa GecnofiesHa», «BUPYCOB
rpunmna MHOro, OHU MyTUPYIOT», «NOCNE NPUBMBKK BCE PAaBHO
3aboneBato 1 6oneto TaxKenee», «NPUBUBKM NPOTUB rpunna
He6e30MacHbI, COAepKaT BPeAHbIe KOMMOHEHTbI, Bbi3blBaloOT
MHOIO OCJ/IOXHEHUW», «ycTaa Tpata AeHer» U T.A4. [JaHHble
onpoca [lenaptameHTa 34paBooXpaHeHus r. MOCKBbI NOKa-
3au, 4To Ha Bonpoc «Kakve mMepbl NPOPUNAKTUKK rpunna
n OPBU Bbl cuntaete Haubonee adpdEKTUBHbIMU» TOSIbKO
17% (M3 3699 pecnoHAEeHTOB) OTBETWUIIN, YTO TaKOBOW CYU-
TalT NPUBUBKY (MO MHEHMIO GOMbLWIMHCTBA — 3TO 3aKaiu-
BaHWe W aKTUBHbIM 00pa3 XKW3HWU); aHaNOrn4YHbI pes3ysb-
TaT Noflyd4eH Mo AaHHbIM Onpoca TEeNEeBU3MOHHOro KaHana
HTB: Ha Bonpoc «KaKk 6yaeTte crnacaTbCsi OT rpunna» TONbKO
16% (M3 564) oTBETUNN, YTO NMPUBUBKOWN, 47% HapetoTcs
Ha aBOCb, 34% — HapoAHbIMKU cpeacTBaMu, 3% — MacKoW.
O6a onpoca npoBeaeHbl B 2016 T.

A.10. PTMweB HanoMHWA, 4TO BaKLMHaLMA NPOTUMB rpunna
BK/lOYEHa B HaumoHanbHbIM KaneHgapb ¢ 2006 r., 1 ceroa-
HS MO AaHHOMY acCneKTy Hal KaneHaapb MOMHOCTbIO COOT-
BETCTBYET MEX/AYHAapOAHbIM PEeKOMeHAAUMAM M MO3ULMK
BO3. O6beKTMBHbIE AaHHble CBUAETENLCTBYIOT, YTO NO Mepe
TOro, Kak pacteTt oxsaT NpMBMBKaMu, 3a601€BaeMOCTb Fpum-
noM n OPU CHMXKaeTCs, CHUKaeTCA TaKXe 3KOHOMUYECKUH
ywep6, 06ycnoBAeHHbIM 3aTpaTaMn Ha AMarHOCTUKY U fieve-
Hue rpunna n OPU B uenom. Mo gaHHbIM EBponeincKoro 610po
BO3, Bupychbl, BblAeNeHHble OT 60/1bHbIX, COOTBETCTBYIOT TOMY
cocTaBy BaKLUMWH, KoTopble 6biiv B 2015/2016 rr. B atom
roay nuaepom 6bin Bupyc rpunna A (H3N2): Hapsay ¢ noasu-
aom Hong Kong 6bin 06HapyxeH noasui Bolzano, HO B aHTK-
r€HHOM OTHOLUEHUKU OTMeYanacb MAEHTUYHOCTb BaKLMHHOMY
wrammy. Mo MtToram MOHUTOPUHIa ANMAOGCTAHOBKM MO FPUM-
ny B Poccuiickon depepaumm 3a ce3oH 2015/2016, 3a60-
nesaemoctb OPBW HenpuBuUTbIX NPOTUB rpunna B 7,8 pasa,
rpunnom — B 14,4 pa3sa Bbllle, YEM MNPUBUTLIX OT rpunna.
Cpean 3aboneBlnx rpunnom (nabopaTtopHoOe MNOATBEPHK-
[leHne) NpMBUTLIX OT rpunna 6bi10 Becero 2,5%. Y10 Kaca-
eTca noKasarteniem CMepTHOCTU, M3 22 YenoBEK, NOrmbLImx
oT rpunna (cpean Hux 4 pebeHKa) 3a ce3oH 2016/2017,
HUKTO M3 HUX He 6bl1 NPUBKT OT rpunna. B Mopo3oBcKo#
60/bHMLE 3a HenonHbiM KBapTan 2017 r. B peaHMMaLMOoH-
HOe oTaefieHne 6blnu rocnuTann3npoBaHbl 6 geTen B BO3-
pacte ot 11 mMec A0 6 neT ¢ NOoATBEPKAEHHbIM AMArHO30M
rPUNNa: HUKTO U3 HUX HEe Bbla MPUBMUT.

[OoKnag4nK noayvepKHyn, YTO Ha CEroAHs BaKUMHbI Npo-
TMB rpunna 6e3onacHbl, BCe NULLIEHbI MepThonsaTa (Kpome
MYNbTUAO3HbIX BaKLUMH), HE COAepKaT APYrMX KOMMOHEHTOB,
B YACTHOCTM aHTMOGWMOTMKOB, BbIMYCKAlOTCH B CreLManbHbIX
LINPUL-A03ax C aTpaBMaTUY4ECKUMU UrTaMu U NPOU3BOAATCA
no GMP-cTtaHgapTy.

Temy BaKuMHauMM NPOTUB rpunna NpoaosiKua npodec-
cop M.IM. KocTMHOB, 03HaKoMWB cOGpaBLUMXCA CO CTpa-
Terven BO3 no rpunny, KoTopas BKIOYaeT pa3paboTky
HOBbIX TEXHONOIMMM MPOW3BOACTBA BaKUMH (Ha nepeBuBa-
eMbIX KIETOYHbIX CTPYKTypax 6e3 MCNofb30BaHWUS KypUHbIX
3MOPUOHOB); MOMCK HOBbIX afblOBaHTHbIX CUCTEM, NO3BONSA-
IOLLMX YMEHbLLWTb COAEPKAHUE BUPYCHbIX reMarritoTUHUHOB
B OOHOM MPUBMBOYHOW [03€; pa3pabOoTKy yHUBEpCalbHOM
BaKLWHbI, GOPMUPYIOLLEN UMMYHHbIM OTBET KO BCEM Bapu-
aHTaM BMpyca rpunna BHe 3aBUCMMOCTM OT aHTUIEHHOro
apenda. [JoKnagyuk npeactaBun KnaccudbuKauuioo agblo-
BAHTOB W NOAYEPKHY/, YTO OHU MEHSIOT AUHAMUKY GOPMHU-
poOBaHMUS UMMYHHOIO OTBETA: YCKOPSOT BbIpabOTKY aHTUTEN,
CTUMYNMPYIOT FYMOpPanbHbIM, KNETOUYHbIN UM OQHOBPEMEHHO
o6a BMAa UMMYyHWUTETA, YBENMYMBAIOT ASIMTENbHOCTb COXpa-
HEHWS UMMYHUTETA, @ TaKKe N3MEHSAOT CBOWMCTBA aHTUreHa.
MpenmylLecTBOM aAblOBaHTHbIX BaKLUWH, TaKMM 06pasom,
ABNAOTCA 60s5iee ObICTPbIM U BbICOKMM YPOBEHb CEPOrpo-
TEKLMM U CEPOKOHBEPCUM Yy NPUBUTLIX LETEN M B3POCHbIX.
HepocTaTku TakuMx BaKUMH B cpaBHEHUM ¢ 6e3a4bloBaHTHbI-
MW — 4acTo pa3BMBatoLLMecs 60/1€3HEHHOCTb B MECTE BBe-
neHuns (B 6 pas), runepemus (B 2 pasa). [penmyliectsom,
KpOMe BblllEeyKa3aHHOro B/MSHWUA Ha MMMYHHbIA OTBET,
ABNSAIOTCS OTCYTCTBME KOHCEPBAHTOB, YMEHbLUEHHbIN cocTaB
NMOBEPXHOCTHbIX @HTUIEHOB aKTyaslbHbIX LUTaMMOB Bupyca
rpunna (no 5 MKr), AoKa3aHHasg 6€30MacHOCTb, B T.4. Y Nauu-
€HTOB C Pa3/IMYHbIMKU HapYLUEHUAMU COCTOSIHUS 340POBbS,
a TaKKe Npu 6epeMeHHOCTH.

M.T1. KocTMHOB noKasas, 4TOo MpW aHanu3e MeCTHbIX
M OBLINX peaKLUn POCCUNCKUIA MMMYHOAOblOBAHTHbIM BaK-
LIMHHBIX NpenapaT no cBoen 6e30MacHOCTH 6blN CONOCTaBUM
¢ 6e3aAbloBaHTHbIMU U Yy GepeMEHHbIX, U NO napameTpam
BO3AENCTBUS Ha OpraHM3m pebeHKa B Nepuoj ero BHyTpu-
YTPOBHOr0 Pa3BUTUSA, a TaKXKe nocne poxaeHus. Pesynbratsl
COBCTBEHHOIO MCCneaoBaHUA CBUAETENbCTBYIOT O 6onee
BblpaXEHHOM YBEIMYEHUU YWUCNa FPaHynoLMTOB, IKCMnpec-
cupyowmx Toll-nogo6Hble peLenTopbl, U 60/1ee BbiparKEHHON
aKTMBaLUMM MMMYHOKOMMNETEHTHbIX KneTok (CD45/CD25,
B KNEeTOK) Npu NpMMEHEHUN afblOBaHTHbIX BaKUMH NpOTUB
rpunna no cpaBHEHUIO ¢ 6e3aabloBaHTHbIMU. [loKa3aHo
1 605iee BblpaxeHHoe BWUsSHWE Ha GOPMUPOBAHUE UMMY-
HOMIOTMYECKOW MaMATU K aHTUMreHam BMWpyca rpunna npu
MCNofb30BaHWK NepBbix. Kpome Toro, no Tpem Kputepusim
OLlEHKM MMMYHOTFEHHOCTM BaKLMH (CEponpoTEKLMS, Cepo-
KoHBepcus, GaKTop CEPOKOHBEPCUM) MMMYHOAAbOBaAHTHas
BaKLUMHa C a30Kcumepa 6GPOMMAOM POCCUMCKOro Mpou3-
BOACTBa yAOBNETBOPSIET TpeboBaHuaM KomuTeTa no nateH-
TOBa@HHbIM MeaWUMHCKUM npenapatam (Committee for
Proprietary Medicinal Products, CPMP) Ko BceM wtammam
BMpyca rpunna.

3aBeplias cumnosuym, npodeccop H0.B. JIo63UH cKa-
3a/, 4To camMbiM 3PODEKTUBHBIM METOAOM MPODUIAKTUKM
rpunna sBASeTCa BaKUMHaLMSA, NOAYEPKHYB, YTO, COMacHO
nosnunmn BO3, BaKUMHbI A0MKHbI OblTb aAblOBAHTHbLIMMU.
BaxHoe 3Ha4vyeHne nmeloT npodeccnoHannam Bpadva-negu-
atpa 1 adhEKTUBHOE COTPYAHMYECTBO NeanaTpa U poauTens
nauueHTa.

BOMPOCbI COBPEMEHHOW NEAUATPUM /2017/ TOM 16/ Ne 1



CUMYNALLOHHO-TPEHUHIOBbIi LLeHTp Hay4yHoro ueHTpa 340pOBbA AeTel

Hay4HbIV LLeHTp 340p0BbSA AeTen — YHUKabHbIN

neauaTpuyecKMn LIEHTP C MHHOBALMOHHOW TEXHO-
JIOTMYECKON W Hay4HOW WHOPACTPYKTYPOM, SABMSIO-
LWMACA KpynHenwnm obpal3oBaTeslbHbIM LIEHTPOM
NocneBy30BCKOro npodeccnoHanbHoro obpas3oBa-
HUS1 NETCKMX Bpayen (negnmatpoB M [JETCKUX XMPYp-
roB) Poccuu n ctpaH CHI.

B 2013 r. Ha 6a3e LleHTpa OTKPbIT COBPEMEHHbIM

BbICOKOCMNELMANU3UPOBAHHbIA KOMMbIOTEPU3NPO-
BaHHbIA CUMYNALMOHHO-TPEHUHIOBbIN LLEHTP. LIeHTp
OCHallleH coBpeMeHHbIM 06opyaoBaHMEM: pPo6OThI-
cumynatopbl (PediaSIM, BabySIM), BupTyanbHble
cumynatopsl (JlanCum, BuptyOpT), neguaTpuyeckune
MaHeKeHbl (HbHOBEOPH, Buptybabu, TpaBmaKuHg

W ap.), pecnupaTopHbln TpeHaxep (TectHecT), meaun-
LIMHCKME BWEOTPEHaXepbl A8 NanapoCKomnuu,
MYNSKM U GaHTOMbl NS OTPAGOTKU MPaAKTUYECKMX
HaBbIKOB Pa3/IM4HOW CNOXHOCTU. [ATb Yy4ebBHbIX
KnaccoB cHabeHbl BUAeOKamepaMn U o6beauHe-
Hbl B CETb, M306pPaXKEHWE M3 HWX TPaHCIMpyeTcs
B 3an aebpuduHra. B xoge TPeHWMHroB MaHeKe-
Hbl-MMWTATOPbl BblICOYANLIEro YPOBHS MO3BOASIOT
€c0o34aTb MHOXECTBO MPUOBIUKEHHbIX K peanbHOCTH
KIWMHUYECKUX CUTyal MW, OBNafeTb MaHyasbHbl-
MW HaBblKamMy OKa3aHus 6a30BOM W 3IKCTPEHHOM
MeAULIMHCKOM nomolM AeTam B Bo3pacTe Ao 5 ner,
cMoenupoBaTtb MPUHLMMbI OKa3aHUS 3KCTPEHHOW
MOCUHAPOMHOWM Tepanuu.

TemaTuueckue Kypcbl: *

6a30Bas M pacliMpeHHas cepaeyvHo-neroyHas
peaHuMMaLums (0OCHOBbI TpeHuHra PALS);
HapyLlweHWs cepaevyHoro purMa M aHTMapuTMmnye-
CcKas Tepanus;

0oCTpas AblxaTenbHas HeAoCTaTOYHOCTb M pecnu-
paTopHas Tepanus;

nepsas NOMOLLb MPU HEOTNOXKHbIX COCTOSHUSAX
B neavaTpuu;

OKa3aHue NomoLLM Npu TpaBMax y AeTew;

MpenogaBaTenu-TpeHepbl:
BbICOKOKBaNMOULUMPOBaHHbIE  CNeLMUanucTbl
LleHTpa, e)eAHEBHO OKa3blBalolWMe HEOTN0X-
HYI0 MOMOLWb (MeANaTPUYECKYIO, XMPYPTrUYECKYIO,
peaHUMaLMOHHYI0) AETAM,

npodeccuoHanbl, MMelWKne crneunannsauuio
B HEOHATONOMMK, aHecTe3nonorMn-peaHmmaro-
NIOrUK, NYNbMOHOMIOTMK, annepronornun, Hedpo-
NIOTUK, XMPYPTUK, OpTONEeann v ap.

B pamKax nporpammbl MOArOTOBKM HaLMOHaNb-

®  3HJOCKOMUYECcKas XMpyprus;
e 0TpaboTKa HaBbIKOB HaNOXEHWUS [EeTCKMX LIBOB
1 OCHOB IeCMYPIUK.

HblX KaJpoOB CTPaH-y4aCTHWUL, POCCMMCKOro npo-
eKTa no peannsaumm MYCKOKCKOW WMHWULMATUBLI
B 2014 roay Ha 6a3e LleHTpa npoBeaeHo 5 obyyato-
LWMX HAYYHO-NPaKTUYECKMX CEMUHAPOB.

* — ¢ Bblgayemn cepTuduKaToB rocyaapCTBEHHOIrO (POCCUIMCKOro U MexayHapoaHoro) o6pasua.
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